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TEPE/IMOBA

Bionorivma ximist, a00 6i0ximist — (yHIaMeHTabHa OioMeTIYHa Hayka Ta HaBYaJIbHa JUCIUILTIHA,
1110 BUBYAE XIMITHUH CKIIaI] JKUBUX OPTaHi3MiB Ta XiMIYHI TIepeTBOPEHHS, SIKFM ITiTATAl0Th MOJICKYITH,
110 BXOZISITB J10 iX CKJIajLy.

PO3BHUTOK yChOTO KOMIUIEKCY HAayK PO >KUBY MPHUPOLY MPOTSroM XX CTOpIdds Bif3HAYABCS
3POCTaHHAM 3HAYECHHS MOJICKYIIIPHOTO PiBHS MUCICHHS, KOHIICTITYaIbHIX ITiIXOIIB Ta METOIB
nocipkeHHst. CTae BCe OUTBIIT 3pO3YMLTHM, IO TUTHKH IIITSIXOM POSKPHTTS XIMIYHIX, (Pi3HKO-XIMIYHIIX,
MOJIEKYIIAPHHX Ta CyOMOIIEKYISIPHIAX 3aKOHOMIPHOCTEH (PYHKIIIOHYBAHHSI KUBHX CHCTEM MOJKITIBE
OTTaHYBaHHS BHYTPIITHIMHA MEXaHi3MaMH TaTOTeHe3y HAaWBaKIMBIMIMX XBOPOO JIOAWHU —
OHKOJIOTIYHHUX, CEPIEBO-CYANHHUX, BIPyCHHUX, TEHETHYHNX, HEHPOTICUXIYHUX 3aXBOPIOBAHb,
iMyHOZe(hirwTiB, po3IM(pOBKa MEXaHI3MIB CTAPIHHS, ITI0 BU3HAYAIOTH TPUBATICTE *UTTI Homo sapiens
SIK 610J7I0TTIHOTO BUITY. BiATIOBIAHO 110 1150T0 (PyH/TAMEHTaIEHOTO TBEPHKEHHS, CydacHa 0ioxiMis Ta if
BiTaITy)KeHHS — MOJIEKYIIIpHA O10J10Tis1 Ta G10TEXHOIOT 1S — BCe B OUTBIIII Mipi CTalOTh OCHOBOIO
TEOPETHYHOI MEIWIIMHH, BIUTUBAIOYH Ha HAIIPSMKH PO3BUTKY 1 IHIIIIX MEIHKO-010JIOTIYHAX HAYK,
30Kpema (iziororii, MopdorIorii, iMyHOOT T, MiIKpoOioIoTii, BipycoIorii, eKoJorii ToIIo.

'V BUIIMX MeIMYHNX HABIATIGHIX 3aKITa1aX YKpaiHu O10XiMist TpavIIiiiHO BUKJIQIAETHCS TPOTSTOM
TPETHOTO-YETBEPTOTO CEMECTPIB 1 CKIIaIae, TOPS/T 3 IHIITMMH METHKO-010TOT TIHIMH TUCIATUTIHAMH,
TTIBAJIMHH JUTS TTOIANTBIIION0 BUBYECHHS 3aTAJTbHOI ITATOJIOT T Ta KITIHITHUX PEMETIB, (POpMyBaHHS
HAyKOBOTO CBITOILIY JTIKApsL. Y 3B°513Ky 3 IIMM, Kypc 0i0XiMil, SIKiii BUBYAETHCS CTYACHTAMHI MEIITIHIX
YHIBEPCHTETIB 200 BiIIOBITHIIX (DaKyIIBTETIB 3arAI-HOOCBITHIX YHIBEPCHTETIB, TOBUHEH MiCTHTH HAYKOBI
BIJTOMOCTI, ITI0 CTOCYFOTHCSI HacaMItepe;T O10XiMITHIX TIPOIIECiB, SIKi BiIOYBAIOTHCS B OpraHi3Mi 3110pOBOL
Ta XBOPOI JIFOIMHM, 1 3CBOEHHS SIKHX € HEOOXiIHOIO TIEPETYMOBOFO JJIsI OBOJIOIIHHS 3HAHHAMU TTPO
MOJIEKY/IAPHI MEXaHi3MH SIK (Di31070TTIHIX (DYHKITIH, TaK 1 PO3BUTKY MATOJIOTYHKX MportieciB. Kpim
TOTO, 3HAYCHHS INTHOOKOTO PO3yMiHHS 3aKOHOMIpHOCTEH repediry 0ioXiMIYHIX MPOIIECiB B OpraHi3Mi
JIFOTHU TTOCTIIHO 3pOCTAE y 3B’SA3KY 3 Ti€F0 00CTABUHOFO, IO Oi0XiMiuHi, MOJIEKYIIAPHO-010TOTi4HI
TIIXOMH Ta METOMH TTOCITAl0Th BCE BAYKITMBIIIIE MICITE B JIATHOCTIYHOMY TIPOIIECi, KOHTPOITI 3a Iiepedirom
XBOPOOY Ta e(heKTHBHICTIO JTIKyBaHHS.

BusuenHs B Kypci 6i0xiMil MONIEKYIIIPHOT OpraHi3arlii KIIITHHH, 30KpeMa O10T0r9HIK MeMOpaH,
SIIEPHOTO TeHETIHYHOT0 anapary, pHOOCOMaIbHOI CHCTEMH OLTKOBOTO CHHTE3Y, MEXaHI3MIB PeTYIIALIIi
O10XIMIYHUX pEaKIIii, AKi JIeKaTh y MArpyHTI (Pizionoriqaix QyHKIIiH OpraHi3My JIFOIWHHA | BUIIIX
TBapWH B HOPMi Ta 32 YMOB I1aTOJIOT 11, Ma€ TIPHHIIUTIOBE 3HAYCHHSI TAKOK [T pO3POOKH 3aco0iB Ta
METOIiB (papMaKOJIOTI9HOT KOPEKIIii MOPYIIEHHX META0OIYHIX IPoLieciB. BU3HAYHNM JOCATHEHHAM
6i0XiMIYHOI (hapMaKOIIOTii CTAIO0 CTBOPEHHS BICOKOS(DEKTUBHIX KapiOTPOITHIX, HEUPOTPOITHHX,
TIPOTH3ANAIBHIX, TPOTHITYXJIMHHUX, TPOTHIH(EKIIHNX 3ac00iB. Tak, HapuKIIa, po3B’si3aHHSA
MOJIEKY/ISIPHUX 1 KIIITHHHUX OCHOB BIUIMBY HEHpOMeEiaTopiB 1 (i31070TiYHO aKTUBHUX CIIONYK 3
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TICUXOAKTABHIMH BJIACTUBOCTSIME Ha O10XIMIUHI TIPOIICCH B HEHPOHAX TOJIOBHOTO MO3KY, JIOCITI/KCHHS
MOJIEKYJISIPHOT 6i0J10Ti1 MEMOpaHHUX PELIeNTOPIB 15 OI0reHHHUX aMiHiB Ta HEHPOIIEITH/IIB CTBOPHIIO
HayKOBI 3aCaiy /I MO>KITMBOCTEH CIIPSIMOBAHOTO CHHTE3Y IICUXOTPOITHUX Mpenaparis. Buxomsun i3
3a3HAYEHOr0, BUBUCHHS OIOJOTIYHOI XiMil € OCOOTMBO BAXKITUBUM JJIsI MTOMAJBIION0 3aCBOEHHS
CTy/JICHTaMH 3arajbHoi Ta KiiHiYHOI (hapmakonorii (MedHi (hakyIisTeTH ), hapMareBTHIHOT XiMil,
(apmaxoTepariii Ta KIiHIYHOT (hapmariii (hapmareBTHYHI (aKyIsTeTH).

Kinerp XX cTopivust MO3HAYMBCS HOBOFO XBUJICHO IHPEKIIIHHUX XBOPOO, 0COOIMBO BiPyCHOTO
TIOXO/KEHHS1. 3a OIIHKaMH 0araTb0X BYCHHX, CIIPaBKHBOIO 3arpO300 ICHYBaHHIO JIFOIMHH CTAJIO
posnoscropkenns Bipycy CHIJly, 1o mocraBmiio MpUHIMIIOBO HOBI HAayKOBI MPOOJIeMH Tiepen
610XIMI€F0 MIKPOOPraHi3MiB, MEIMYHOIO MIKpOOioyoriero. BuBueHHst MOJIEKyIISIpHOT G10710Ti 1 TeHETHKN
MIKpoopraHi3miB, oco0BocTel OyoBr Ta OiocuHTe3y BipycHuX Ta 6akrepiansuux JJHK ta PHK,
Ppo3po0KH B raity3i TexHoorii pekomOinanTHUX JITHK cTarors Bee OUTBII aKTyaTbHUMI 3aBIaHHIMA
010XIMIYHOI HAYKH, 1110 TIOBHHHO 3HAWTH CBOE BJIOOPKCHHS Y BIIITOBITHIX HABYATBHIX IIPOrpaMax.

TaxuM YMHOM, BUKJIATAHHS OI0XIMiT y BUIIMX HABYATBHUX 3aKJIa/IaX METIYHOTO MPoiTro motpedye
PETENBHOTO B1IOOPY 13 3aralbHOTO BEJIMKOr0 00CSTY Cy4acHOT HayKoBoi iH(opMallii mpo 6ioximMivHi
3aKOHOMIPHOCTI B )KMBHX OpraHi3Max pi3HOTO EBOJIOL[IHHOIO pIBHSI came THX BIZJOMOCTEH, IO
CTaHOBJISITH ITPEMET MEIYHOI Oi0XiMil. Pa3oM 3 TiM, aBTOp BBaKaE, 1110, HE3BYKAFOUH Ha ITPOQeciitHy
CIPSIMOBAHICTH Ta MIEBHY MPOQLTialliro HABYATEHOTO MaTepiaiy, 0 BUKIAIAETHCS, Kypc dioximii B
cucTeMi BULIIMX MEeTUYHUX 3aKJ1a/1iB IOBHHEH 000B’s13K0B0 30epiraTu xapakrep GpyH1aMeHTATBLHOT
0ioJIOTiYHOT TUCIIMILTIHY, sKa 3a0e31euye 0a30BY YHIBEPCHUTETCHKY OCBITY MaliOyTHBOTO (haxiBIIs.
Tomy ocHOBa CTPYKTYpH IiJpyYHUKA — BUKJIAJCHHS Cy4aCHOTO CTaHy MHUTaHb, 10 CTOCYIOTHCS
OymoBw, GionoriuHuX (yHKIIi Ta 610CHHTE3y OCHOBHUX KJ1aciB 0i0MaKpOMOJIEKYS — OUIKIB Ta
HYKJIETHOBUX KHCJIOT, OCHOB €H3UMOJIOT i1, 5i0€HEepreTHKH, MeMOPaHOJIOT i, MOJIEKYJISIPHOT TeHETHKH,
MEXaHi3MIB Ta B3a€EMO3B 513Ky OOMIHY PI3HHX KJ1aciB GiOMOJIEKYII, 3aKOHOMIPHOCTEH iX peryssiii
(i310J10TYHO AKTUBHUMH CHIOJTYKaMH — BHYTPILIHBOKJIITHHHAMU MECEHDKEPaMU Ta TOPMOHAMH,
0araro 3 sIKHX 3aCTOCOBYFOTHCS B Cy4acHiH KITIHIYHIH ITPaKTHLL sIK epeKTHBHI JIIKapchKi 3ac00M HOBOTO
TIOKOJTIHHS ( HCYJTiHH, CTepOiH, iHTepdepoHH, IMyHOMOYIISATOPH TOIIO).

Bioximist pa3oM 13 MOJIEKYJISIPHOIO O10JIOTIEI0 € OJTHIEI0 3 HAMOLITBII PO3BUHEHUX MPUPOAHHINX
HayK Cy4acHOCTI 1 TOMY BUPIIIIEHHS 323Ha4€HOT0 JIBOEIMHOTO AUIAKTHYHOTO 3aBIaHHS MOYKITHBE
JIMIIE 32 YMOB PETEIHLHOI0 KPUTUYHOTO BiJIOOPY Ta JIOTTYHOTO CTPYKTYPYBaHHs HaBYAIILHOTO
Marepiaity. Criprsie BUKJIaJJaHHIO OCHOBHHX TEOPETHYHNX 3aKOHOMIPHOCTEH 010XiMii POTSITOM JIBOX
CEMECTPIB, 110 BITBOJIATHCS HA [ICH KYPC Y BUIIMX HABYATBHIIX 3aKJ1a/1aX, BABUCHHS O10XIMIYHOI CTATUKI
Ta Cy4acHHX ysIBJIEHb PO CTPYKTYpy OioMoJIeKysT B Kypci OloopraHiqHOT XiMii, SKUid y OUTBIIOCTI
MEIMYHUX YHIBEPCUTETIB MEepe/lye BUBYCHHIO 0I0XIMIT Ta 3aKIHIy€ThCSI KOHTPOJIBHUM ICITUTOM Y
JIPyroMy HaB4aIbHOMY cemecTpi (iB.: bioopranivyna ximis: Hauansnuii nocionuk/ F0.1.IyOckknii
Ta criBaBT.— K.: Buma mxona, 1997). Po3BuTOK enemMeHTiB naro0ioximii, 1110 BKITIOYEHI B MaTepia
TTIPyYHHKA, JOLUIBHO MOBTOPHO Ta Ha OUIBII BUCOKOMY HAyKOBOMY i METOAMYHOMY DIBHSIX
37IMCHIOBATH B OKPEMOMY HaBYAILHOMY KypCl — KJTIHIYHOT O10XiMii, SIKy Ha MeIHNX (hakymsreTax
JIOLIUTBHO BUKJI/IATH Ha 1T’ ITOMY-IIOCTOMY Kypcax, TOOTO TiCyIst 3aBepIICHHs BUBUCHHSI OCHOBHHX
KJTIHIYHUX JUCIMTITIH TSPATICBTHYHOTO Ta XIPYPriYHOIO [IUKIIB.

B ocHOBY mijipy4HHKa, 110 TPONOHYETHCSI, MTOKIIAJICHO OaraTopiyHMi JOCBI] BUKIIaIaHHS Ha
kacdezpi GioopraniuHoi Ta Hionoriunoi Ximii HarionansHoro memasoro yHisepeutety iM. O.0. boro-
MorbIIsL. [IpOnOHYEThCS PUHIMIIOBO HOBUH THIT MiAPYYHNKA TS BUIIMX MEIUYHUX HABYATBHHIX
3aKJIa/1iB, 1 BC1 3ayBaykKeHHs Ta ITPOIIO3HILITT /11 HOTO YIOCKOHAJICHHS OyITyTh CIIPHIHSITI 3 BASUHICTIO.
ABTOp BUCJIOBJTIOE TNIMOOKY TOJISIKY TIEATOriYHOMY KOJICKTHBY Kad)eIpH 3a y4acTh B OOTOBOPCHHI Ta
(hopMyITFOBaHH1 KOHIICITYATLHUX 3aCa]T BUKJIaaHHsI O10X1Mil B CHCTEMI BUIIIOT METUTYHOI OCBITH.
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Das Sein ist ewig: denn Gesetze

Bewahren die Lebend’gen Schatze,

Aus welchen sich das All geschmuckt.
Johann-Wolfgang Goethe

bymms € giunum, momy wo icnyromo

3akonu, wjo obepicarome ckapou Kummsi,

AKuMU npukpauiae cebe Beecsim.
Hozan-Bonvgheanz I'eme

BCTYVYII. BIOXIMIA SAIK HAYKA

Biosnoriuna ximisi (6ioximist) — Hayka, peIMETOM BUBYCHHSI SIKOT € XIMIYHHH CKJIaj
OpraHi3MiB JIFOIMHH, TBAPHH, POCIMH, MIKPOOPIaHi3MiB, BIpyCiB Ta XiMiyHi (0i0XiMiYHi) peaxiiii,
B sIKi BCTYTat0Th OloopraHiyHi (TiepeBaXkHo) 1 010HeopraHiyHi CIOMyKH (G10MOJIEKYJIH ), IO
BXOJISITh JIO CKJIAJTy IIUX OPraHi3MiB,

Crpykrypa 6i0MOJIeKyJ1, TOOTO XiMiuHa Oy/10Ba 1 POCTOPOBE PO3MIIICHHS OKPEMHUX
aTroMiB — KoH(Qirypaitist Ta KOHpOpMAIlis — € IIePeTyMOBOIO IX B3aEMOJIii Ta IepETBOPEHb
y OIOXIMIYHHUX PEaKIIiSIX, [0 CKIIJIAl0Th “MOJICKYJSIPHY JIOTIKY skuBoro” (A. Jleninmkep,
1982). L1i Gioximi4Hi IEpETBOPEHHSI CTAHOBJISITH CYTHICTH OOMiHY PEYOBHH (METa00Ii3MYy ).
OCKIUTbKH MepeBakaroya OUTBIITICTB PEAKIIii METab0Ti3MY 3/IHCHIOETHCS 32 YIACTIO OLUTKOBUX
Karai3aropiB — (EpMEHTIB, OCHOBHHM 3aBJaHHsIM Oi0XiMii € BUBUCHHS Tepeldiry
(hepMeHTaTHBHMX PEaKLIii, iX MEXaHi3MiB Ta PeryJIsLIil.

OKpiM CyTO XiMIYHHX MEPETBOPEHb, IO CYMPOBODKYIOTHCS 3MiHAMH KOBAJICHTHOL
CTPYKTypH G10MOJIEKYJ1, BU3HAYaIbHY POJIb B O10JIONYHHMX MPOLIEcax MaroTh (i3HKO-XiMiuHi
3aKOHOMIPHOCTI, 5IKi CTAHOBIISITH OCHOBY YHCIICHHHX B3a€MOJIiH Mi’K KOMITIEMEHTapHUMH
CIIOTyKaMH — OLTKaMu, HyKJICTHOBUMH KHCJIOTaMH, OJIIrO- Ta MOJTiCaxapuiaMy i HU3bKO-
MOJICKYJISIPHIMH JIiIFaH/IaMH, B TOMY YMCITi HEOPraHIYHAMH PedOBHHAMU. TaKi HeKOBAJICHTHI
(BoItHEBI, HOHHI, JUTIONb-IUIIONbBHI, TiAPOoOHI) B3aeMOii OEpyTh y4acTh B YTBOPEHHI
HaJIMOJICKYJISIDHUX KOMILICKCIB Ta OIOCTPYKTYp, (pepMEHTAaTUBHOMY KaTajli3i, 3B’s3yBaHHI
TOPMOHIB Ta MEJiaTopiB 3 peLenTopaMy, iIMyHOINIOOYITiHIB (aHTHTLI) 3 BiMOBITHUMH
CTPYKTYpaMH Ha IMOBEPXHi JiM(OLUTIB Ta MakpoQaris, MDKKIIITHHHOMY “‘Ti3HABaHHI TOILIO.

00’exkTaMu BUBYEHHs1 HioXiMil € MBI OpraHi3MH Ha Pi3HUX eTarax eBONIOIIHHOTO
PO3BHTKY: BipycH, OaKTepil, POCJIMHH, TBAPHHH, OPTaHi3M JIFOIWHH K O10JIONUHU 00 €KT.

OcHoOBHi po3aism Oioximii:

1. Crarnuna 6i0XimisL.

2. JlnHamigHa Oi0XiMisL.

3. OyHKHioOHATbHA OI0XIMisL.
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Cmamuuna 6ioximia BUBYAa€ XIMIYHUNA CKJIaJl KMBHUX OPTaHi3MiB Ta CTPYKTYpy
0100praHITHIX MOJIEKYI — OioMOEeK) /1, IO BXOMATH JI0 1X CKITaTy: O1IKiB, aMiHOKHCIIOT,
HYKJIETHOBHX KHCJIOT, HYKJICOTH/IiB, BYIJIEBOJIIB Ta IX ITOXiTHNX, BITAMiHiB, TOPMOHIB TOIIIO).
CydacHa craTigHa 0ioXiMist 32 CBOIMH 00’€KTaMHU JIOCHIHKEHHS Ta METOJIOJIOTIE0
Onmu3bKa 10 bioopeaniynoi ximii. Ha BinMiHy Big OioopraniqHoi XiMii, 010XiMist IpUILIsTE
OCHOBHY yBary 3Ha4eHHIO ITEBHUX 0iOMOJIEKYJ B YTBOPEHHI KIITHHHUX Ta TKAHHHHHUX
CTPYKTYp, peatizariii (pizionoriqaux (yHKIIIH OpraHizmy.

Junamiuna dioximin BuBdae XimivHi (610XiMiuHI) peakuii, O CKIaJal0Th y CBOil
CYKYITHOCTI OOMIiH PEUYOBUH, a00 Memabonizv KUBUX OpraHi3MiB. [0JIOBHUMHU CBOIMU
3aBIaHHAMH AMHaMiYHa O10XiMisl Ma€ BUBYEHHS ITepeOiry Ta MeXaHi3MiB peakiiiii 0OMiHy
PCUYOBHH, 30KpeMa MePETBOPEHbD B )KUBHUX OpPraHi3MaX TaKUX OCHOBHHX 010MOJICKYJI, SIK
BYIJICBOJIM, JIMiW, OUIKH, HyKJIeTHOBI kucnoth. [Ipocti GioopraHiuHi MOMEKY/H, SKi
YTBOPIOOTHCS B ITPOIIECI METa00ITi3MY (MOHOCAXAPUJIU, KUPHI KUCJIOTH, aMIHOKUCIIOTH,
HU3BKOMOJICKYJISIPHI KapOOHOBI KUCIIOTH Ta iX MOXiIHi, HYKJICOTH N TOILIO) HOCSITH Ha3BY
Memabonimis.

bioenepeemurxa — po3nil nuHaMIYHOT O10XiMii, 1[0 BUBYAE 3aKOHOMIPHOCTI
BUBIILHEHHS1, AKYMYJISILIT Ta CIIOKUBAHHS €HEprii B O10JI0NYHUX CHCTEMaX.

Po3yMiHHS CTPYKTYpH Ta TiSUTBHOCTI )KUBHX KITITHH HEMOXKIIUBE 0€3 MOIEeKYAAPHOT
bionoeii Ta MonekynapHol eeHemuky — PO3UTIB 010XIMii Ta KIIITHHHOI 010JI0Tii, 1110
PO3KPUBAOTH 3aKOHOMIPHOCTI 30€PEKEHHSI Ta peasti3allii r’eHeTHYHOI 1H(HOPMAITIT IIISTXOM
BUBYCHHs1 Oy/J0BH Ta (DYHKIIIOHYBaHHsI iHPOpMaIifHIX MaKpOMOJIEKYIl — HYKJICTHOBHX
kuciot JIHK ta PHK.

Po3BuTOK MONIEKYIIpHOT 6i0T0Tii Ta MOJIEKYIIIPHOT TEHETHKH CIIPUSIB BHHUKHEHHIO
TIPUHITATIOBO HOBOT'O €TAITy KINTUHHOI 010J10T11 —2eHHoT iHoiceHepil, abo biomexHonoeil,
SKI BUBYAIOTh MOJKJIMBOCTI HANpaBJIECHUX 3MiH SJEPHOTO TEHETHYHOTO arapary;
0COOIIMBOTO 3Ha4YEHHs HaOyBae BUKOPHCTaHHS TexHoIorii pekomOinanTHIX JIHK mms
crHTE3y (hi3i0IOTIYHO aKTHBHUX CIIOTYK — aHTHOI0THKIB, TOPMOHIB, )EPMEHTIB.

DynkuionanvHa dioximiz —po3Iin 6i0Ximii, 1110 BIBYaE O10XIMIYHI peaKilil, siKi JieXarsb
B OCHOBI IeBHUX (hi3ionorivHuX QyHKIiINA. PyHKITIOHAaTbHA Oi0XiMist OJII3bKa 32 CBOEIO
CYTHICTIO JIO MOJIeKVIAPHOI (hizionoei.

®dyHKIioHaTpHA 610XiMis, 30KpeMa, BUBYAE: 010XIMiYHI OCHOBH TPaBJICHH: TO)KUBHIX
pedoBuH (OiNKiB, BYIJIEBOIIB, JIIi/IiB) B MITYHKOBO-KHIITKOBOMY TpakTi; OioximiuHi
MeXaHi3MH, [0 JIeXKATh B OCHOBI TaKHX (Di310JIOTIIHHX MPOIIECIB, K M’ 30B€ CKOPOUCHHS,
reHepallisi, POBEJICHHST HEPBOBOTO IMITYIILCY Ta BHIIII 1HTETpaTUBHI (DyHKIIIT HEPBOBOT
CHCTeMH, TNXaibHa (DYHKITist KPOBI, PETYIIAIIISI KHCIIOTHO-OCHOBHOTO CTaHY B OpTaHi3Mi,
€K30- Ta eHIIOKPUHHA CEKPEIIis, IETOKCUKaITiiTHa (PyHKIIis TeYiHKH, BUITTbHA (DYHKITiSI HUPOK,
3axvCHa (PYHKIIiSl IMyHHOI CHCTEMH TOIIIO.

TonoBHUM 00’€KTOM JOCIIJKEHHSI Ta BUBUCHHS B MeIWYHIlN Gioximii € opranizm
TEOIMUHK. Bioximis aoounu, 800 mMeduyna Gioxivis — 11e O3/l 010XiMil, SIKUH BUBYAE
3aKOHOMIPHOCTI OOMiHY PEYOBHWH Ta iX MOPYIICHHS B YMOBax SK HOPMAalbHOTO
(yHKIIOHYBaHHS JTIOCHKOTO OPTraHi3MY, TaK i BAHMKHEHHSI TIaTOJIOTTYHHX MPOLIECIB Pi3HOTO
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reHe3y, 30KpeMa CIIPUIMHEHHX JI€F0 Ha OPTaHi3M YIIKO/PKYIOUMX (aKkTopiB G107I0Ti9HOTO,
XIMIYHOTO, ()I3HYHOTO MOXOMKEHHS. 3 METOI0 PO3B’si3aHHs O10XIMIYHMX MEXaHi3MiB
BHHUKHEHHI XBOPOO B MEIIYHIH 010X 1Mi1 IIMPOKO BUKOPHUCTOBYETHCS METOJT MOJIEITFOBAHHS
TIEBHUX MTATOJIOTTYHUX MPOIIECIB Ha EKCIICPUMEHTAIBHIX TBAPHHAX.

Kniniuna 6ioximis € po3iIoM (HAyKOBO-ITPAKTUYHOK FaTy33k0) METMUHOT 010XiMil,
1110 BUBYAE O10XIMIYHI TPOIIECH, SIKi BiIOYBAOTHCS B OpraHi3Mi XBOPO1 JIFOIWHM, IPUTaMaHH1
OKPEMHUM 3aXBOPIOBAHHSIM, TIOB’s13aHi 3 TATOT'€HE30M XBOPOO, 1 TOCII/PKEHHS IKMX MOYKE
OyTH BUKOPHCTaHUM Yy JIIarHOCTHIIl ypaXKCHHsI NEBHUX OPraHiB, TKAHWH, KJIITHHHUAX
CTPYKTYp. BasknmBrm po3ainiom KiTiHigHOT 610XiMii € KiTiHIYHA (MeTMYHA) eH3UMOJIOT 151
OO0’ exTOM BUBUECHHSI [TLOTO PO3LTY KIiHIYHOT 610XiMil € mepedir (hepMEHTHHX peaKiiii B
OpraHi3Mi JIOIMHH 32 YMOB Pi3HHX 3aXBOPIOBAHB IUIIXOM BU3HAYCHHS aKTHBHOCTI OKPEMHX
(hepmeHTIB, i30(hepMeHTIB Ta (PepPMEHTHHUX KOHCTEIIALIIH B O10JIOTTYHIIX piAMHAX 1 6ionTarax
Ta BUKOpHUCTaHHS HaOyToi iH(opMallii B AiarHOCTUYHOMY Ta JIIKYBaJbHOMY MPOLIECI.
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Po3nun I. BIOMOJIEKYJIM TA KNITUHHI CTPYKTYPHU

I'JTABA 1. BIOXIMIYHI KOMITIOHEHTHU KJIITUH

BioximMiuHM CKJ1aj] )KMBUX OPraHi3MiB CYTTEBO BIJIPI3HSIETHCS Bijl XIMIYHOTO CKJIAJTY
KOMITOHEHTIB HEKHBOI IPUPOJIH Ha 3eMJTi Ta BITOMUX KOCMIYHHX 00’ €KTaXx.

Oco06smBoCTi XIMiYHOTO CKJIANY KUBHMX OPraHizMiB

Y ’KUBHX OpraHiamMax B CKJIa/ji 0100praHiyHUX CIOJIYK Ta y BUIbHOMY CTaHi BUSIBJICHO
Oinpie 40 pi3HUX XIMIYHMX EJIEMEHTIB, 10 3HAXOMATHCS TAKOXK Y CKJIaji JiTochepu Ta
aTMocQepH.

Pazom 3 mum, KinbKicHuil cK1a0 ma po3noodin XiMiYHUX e1eMeHmMIe Y HCUBUX
Op2anizmax ma 6 3eMHill Kopi Cymmeeo 8iOpi3HAIOMbCA, MOOMO GUHUKHEHHA
Hcummsa 6 ymoeax 3emuai 0yno noe’sazamne 3 6i00OPOM XiMIiUHUX eleMeHmis.

Tak, 30kpema, SIKIIO B CKJIa 1l 3eMHOT Kopu Oubine 1/3 11 kijibkocTi 3alimatoTh Al Ta Si,
TO BOHH TPAKTHYHO BiICYTHI B Oi0JIOTTYHMX cUCTeMax ab0 3yCTPiYatoThCs Y CIiOBHX
KipKocTsX. 3 iHmoro 6oky, Bymteins (C), azor (N), Bogens (H) ta docdop (P) cron-
LIEHTPOBaHI B )KUBHUX OPTaHi3MaX y KUTbKOCTSIX, 10 B 20-200 pa3iB MepeBHIIYIOTh X BMiCT
y 00’ €exTax HexKMBOI mpupoau (Tadi. 1.1):

Tab6nums 1.1. Bmict xiMmiuanux enemenTiB (%) B 3eMHiii Kopi Ta B opranizmi JoquHn

Enemenm 3emna kopa Tino noounu

Kucesns (O) 50,0 63,0
Kpewmniit (Si) 28,0 [hiy
Amrominiii (Al) 9,0 —
3aiizo (Fe) 5,0 0,004
Boaens (H) 0,9 10,0
Byraens (C) 0,09 20,0
Docdop (P) 0,08 1,0
Asor (N) 0,03 3,0
Cipka (S) 0,05 2,0

Haii6inbury kinbkicts (Oinbiue 99 % exeMeHTHOro ckiany) B )KMBUX OpraHizmax
CKJIaZIaloTh Taki ejleMeHTH, sk Byriaenb (C), kucenb (O), Bogens (H), azor (N),
docdop (P), cipka (S).

L1i enemMeHTH BXOJSTH JI0 CKJIaAy BCiX 0100praHidHMX CHONYK )KUBUX OpPTaHi3MiB
(Giomonexy:r) i oTpUMaNy Ha3By fioenemenmia, A00 OpeaHozeHis.
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BioxiMiuHi KOMIIOHEHTH KJIITHHH

BiomoJiexysm — 6ioopraHiuHi CIIOMYKH, 1110 BXOJISTH JI0 CKJTA Ty YKUBHX OPTaHi3MiB Ta
CTIeIiaTi30BaHi IS yTBOPEHHS KINITHHHMX CTPYKTYP 1 ydacTi B 010X IMIYHIX PEaKITisiX, SKi
CTaHOBJIATH CYyTHICTH OOMiHY PEYOBHH Ta (Pi310TOTTIHIX (DYHKIIIH KUBHX KITITHH.

DyHKUIT OIOMONEKYN Y HCUBUX OPCAHIZMAX:

a) yuacms y OIOXIMIYHUX peaKyisx 0OMIHY pewoeun 6 poni cyocmpamie ma
npomidichux npooykmis (memabonimis). [lpuknanamu € MoHOcaxapuau Ta ix ochopHi
edipu, KUPHI KUCIOTU Ta MPOIYKTH IX OKUCJICHHS, aMiHOKHUCJIOTH, KETOKHUCIIOTH,
JMKapOOHOBI KUCIIOTH, ITyPHHOBI Ta MTIPUMIIHHOBI OCHOBH TOLIO;

0) yuacmo 6 ymeopenHi iHuux, Oitbul CKIAOHUX MOAEK)T — OUIKIB, HYKJICTHOBUX
KHCIIOT, TTOJTicaXapy/IiB, JTiMiiB (HAPHUKIIA, aMIHOKHCIIOTH, HYKJICOTH T, BUILI )KUPHI
KHCJIOTH TOIIIO), abo Oionociunux cmpykmyp (MeMOpaH, pudocoMm, sIIICPHOTO XpoMa-
THHY TOIIIO);

B) yuacms y pe2ynayii 6ioximiunux npoyecie ma @Qizionociunux yyHKyiti oKpemux
KIimun ma yinicHo2o opeauizvy. bBloMonekyaMu-peryasTopamMu € BiTaMiHi, TOPMOHHU
Ta TOPMOHOIIOIOHI CIIOTYKH, BHY TPILIHBOKITITHHHI PETYJISITOPY — HUKIIYHI HyKICOTH T
HTAM®, il M® Toro.

TosioBHI Ki1acu GioMoJIeKy, IO CKITIAIAI0Th OCHOBY CTPYKTYpH Ta (DYHKIIIT JKUBHX
OpraHi3MiB.

binku ma aminokucnomu. binku (nporeinm) —
HaNBOKITMBIIININ KITac O10MOJICKYJL, 3 HASIBHICTEO SIKUX, & TAKOXK
HYKJIETHOBHX KHCJIOT, TIOB SI3YIOTh CaMy XIMi4HY CYTHICTh
KHUTTS B yMoBax 3emuli. binku € GionomiMepamu, 1o
CKJIaIAIOThCS 3 ABAILSTH L-aMiHOKHCIIOT, sIKi Y TBOPHITUCS
B YMOBax XiMi4HOI €BOIIOIIi Ha eTami “TIepeuKUTTS
(T1.Tetistp ne Llapsen) 1 CTaHOBISTB Pa30M 3 HyKJICOTHAAMHI
MOJIEKYJISIpHY a0eTKy Oy/ib-s1Koi %uBoi KiTiTiHU. [ onoBHMIA
BHECOK y CTaHOBJICHHS YSIBJICHb PO MENITUAHY OYJI0BY
OLITKOBITX MOJIEKYIT 3pO0IICHO BUIATHIM HIMEITHKIM XiMIKOM-
opraHikom Ta 6ioximikom E.Dimepom.

Puc. 1.1. ®iwep (Fischer) Eminn
TI'epman (1852-1919).

Hyxneinosi kucniomu ma nykineomuou. HyxneiHosi Hay«oBi po3poGK 3 xiii
Kucsnotn — ae3okcnproonykiieinosi (JJHK) ta pubonyk- NenTH/IB, BYTIEBOIB,
neinosi (PHK) — GioromiMepr (6i0MakpOMOJIEKYITH), 1110 nypuHis. HobemiBepka

npemis (1902).

CKJIAJIAl0ThCS 3 1 SITH OCHOBHUX HYKJICOTH/IIB ITyPHHOBOTO
Ta MPUMITMHOBOTO PSITY, € HOCISIMH TeHETHYHOI iH(pOpMaIlil y BCiX )KUBHUX OpraHizmax,
TIOYMHAKOUH BIJT HAMPOCTIIIMX BIPYCIB JI0 OpraHi3My JTkoiHu. JliHiiHA OCIT TOBHICTB EBHUX
MOHOHYKJICOTHIIB y CKJIaJi TEHETHYHHX MOJICKY)T HYKJICTHOBUX KHCIIOT JETepPMiHYyE
TMOCTZIOBHICTh aMIHOKHCJIOTHUX 3QJTMIIKIB y BiAMoBiIHOMY Oinky (mentuai). CyTHICTB
2eHemuuHo20 (bionoeiuHo20) Kooy TIOJSITaE B TOMY, IO TTOCITIIOBHICTB i3 TPHOX HYKJICOTH/IIB
(mpunnem, abo xooon) y monexyii JIHK abo PHK Binnoginae omniii 3 20 L-amMiHOKHCIIOT,
I1I0 BKJTFOYA€THCS HA ITEBHE MiCIIE TIENTHHOTO JIAHIFOTA, SIKHI CHHTE3Y€ThCSL.
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BinxputTst HyKJI€THOBHX KHCIIOT — XIMIYHHX CIIONTYK,
BHBUYCHHS CTPYKTYPH Ta BIACTHBOCTEH SIKMX PUHIIMIIOBO
3MIHWJIO OOJIUYYS CydacHUX O10JIOTiT Ta MEIUIIUHH, —
JIFOZICTBO 3000B’ s13aHe MIBEHIIApCHKOMY JIiKapro Ta 0ioxXi-
Miky @.Mimepy (1869 p.), sikuii Briepiiie BUSBUB Y KITITHH-
HUX siapax (nucleus) ¢pochaToBMiCHI CIIOITYKH KHUCIOTO
XapakTepy.

CyvacHa MOMNeKyisipHa Ol0JIOTis HapOIMIacs Marbke
gepe3 100 pokis miciist Bimputtst . Miriepom HyKIIeTHOBHX
KUCIIOT B pe3yJbTaTi (pyHAaMEHTAILHOTO JOCIiKESHHS
Jlx.Yorcona (J.Watson) Ta ®@p.Kpika (Fr.Crick) (1953 p.).
Jx.Yorcon ta ®©p.Kpik nocrynroBanu st MOJEKYIN
JHK cTpykTypy THITY “TIOBIHHOI CITipati”, 1o cTao me-
PEIyMOBOIO PO3KPUTTS OCHOBHHX 3aKOHOMIPHOCTEH il
Puc. 1.2. Minep (Miescher) Toran ~ TOZIBOEHHSI — PEILTIKaLlii Ta TIOACHANIO (yHAaMEHTATbHY

®pinpix (1844-1895). 3arajiKy >KUTTS — MOXJIMBICTh KOHCEPBAaTH3MYy CIiaj-

IepruosinkpuBay Hykiei-  KOBOCTI IIVIIXOM KOITIFOBAHHS CITAKOBHX O3HAK Y TIPHIAICIIT-

HOBHX KHCIIOT. HIX TOKOMiHHAX. [lofansia po3umppoBKa reHeTUIHOTO
KOJTy, TOOTO BiZITIOBITHOCTI IOCITIIOBHOCTEH TPUILIETIB HyKJICOTHIiB B MOJIEKYJIaX TeHETUIHUX
HYKJIETHOBUX KHCJIOT OCITIIOBHOCTSIM aMiHOKHUCIIOT B OLJTKOBUX MOJIEKYJIaX, Ta 3’ ICyBaHHS
GiosoriuHmx (yHKIiH pisHux kiacis PHK no3Bomnmumiio cdopmyiiroBaTy OCHOBHI 3aKOHOMIPHOCTI
MOJIEKYJIIPHOI 010JTOT i1, SIKi BU3HAYaI0Th HAIIPSMKH TIepeHECEHHS 010JI0T1YHO1 iH(popMarIiil y
BCIX J)KMBHX CHCTEMaX:

JIHK —— = PHK —— Gijoxk

Byzneeoou ma ix noxioni — xiac G10MONEKYJI, 110 CKIIATAEThCs 3 MOHOCAXapH/IiB,
TOMO- Ta reTeporoiticaxapyuiB. B opranizmi JFOIMHN Ta TBAPUH MOHOCAXapH/IH (IITFOKO3a,
(hbpyKTO3a, rajakrosa) Ta TOMOIONICAXapH/] TIIKOTeH BUKOHYIOTh €HepreTH4Hi (DyHKIIIT;
reTeporioicaxapuiy (10 CKIaLy SIKUX SIK MOHOMEPH BXOJATH HEpeBaKHO aMiHOIYKpH-
reKco3aMiHu Ta iX N-aleTuIIbOBaHi MOXiHi) OepyTh ydacTh B YTBOPEHHI O10JIOTIYHIX
CTPYKTYP (MeMOpaH, DIIKOKATIKCY, CIIOTYYHOI TKAHHHH).

Jliniou ma ix noxioni — OIOMOJIEKYJIM PI3HOMAHITHOI XIMi4HOI Oy/IOBH, F'OJIOBHOIO
0COOJIMBICTIO SIKUX € iX riapohoOHuit XapakTep. JIimiu BUKOHYFOTh YUCIICHH] 010J10T14HI
(DyHKILIIT, BUCTYTIAFOYH SIK CHEPTeTUIHHE MaTepiasl (TPHAIAIIITILICPOITH, 200 HEUTpaJTbHI KUPH),
OCHOBa CTPYKTypu OiomeMOpaH (pocdormiri iy, miikoim ), Gi3iomorivHo aKTHBHI CIIOTYKH
3 PErYJSTOPHORO JTIEX0 (CTEPOIHI TOPMOHH, )KUPOPO3UHHHI BITAMIHH, CHKO3aHOIIIH ).

Bimaminu— crionyxw, 0 HE CHHTE3YIOTHCS B TBAPUHHHX OpraHizMax, ane HeoOXiTHi
IUTSL KUTTETSUTBHOCTI, 30KpEMa € KOMIOHCHTaMH MeTabotizmy, 3a Y9acTio KHX byHK-
LuOHme, TIeBHI HABaKITHBIILI q)epMeHrm cUCTeMU. BiTaMiHN ITOBUHHI ITOCTIIHO HA/TXOATH
B OpTraHi3M y CKJIaJii IPOJYKTIB XapuyBaHHS, MEPEBAKHO POCIMHHOTO (OLIBLIICT
BOJIOPO3YMHHMX BiTaMiHIB) 200 TBAPHHHOTO (JIesIKi YKUPOPO3IUMHHI BITAMIHH ) TIOXO/KEHHS.

Topmonu — GioMoneKkyny, IO € MepefaBadyaMy XiMI9HUX CHTHAJIIB y CHCTEMIi
SHIOKPUHHOI PETYITALIil. 3aBISIKM PETyISTOPHIH JTii TOpMOHIB, METIaTOPiB HEPBOBOI CUCTEMH
Ta HASIBHOCTI JIOKAJII30BAHNX Ha KITITHHAX-MIIIEHSIX O10XIMIYHHX CTPYKTY], ILO CIISLIADIYHAM
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YUHOM PearyroTh Ha JIif0 X OIOpEryIsITOpiB 3MIHOIO CBO€ET (DYHKITIOHATBHOI aKTUBHOCTI
(KJTITHHHHX PETIeNTOPiB), BiIOYBAETHCS IHTETpaIlis OKPEMIX aHATOMO-(Pi310IOTTHHIX CHCTEM
Y IUTICHHI OAraTOKITITHHHHI OpTraHi3M.

Kpim 3a3Ha9€HIX O100praHiTHIX MOJIEKYJT, IO CKJIa Ty BCIX YKUBHX OPTaHi3MiB BXOJIUTh
TIeBHA KUTHKICTH BUTHHIX aMIHOKHCIIOT, a30THUCTHX CIOMYK, HYKJICOTH/IIB, HU3bKOMOJICKYIISPHHX
MOHO-, /- 1 TPUKapOOHOBYX KUCITOT, CITUPTIB, aMiHIB, ITIO € POMBKHAMH ITPOTyKTaMH OOMIHY
PCUOBHH. Y BCIX )KMBHX OpraHi3Max MICTHTHCS 3Ha4Ha (CTana) KUTbKICTh BOAW Ta MiHe-
paTbHUX €IEMEHTIB (30KpeMa KaJIbIIiFo, KaJIifo, HATPIFO, MarHiro, 3aJ1i3a, MapraHIIro, XJIopy,
HOITy), TII0 BUKOHYIOT CTIeIM(iuHI PErymsSTOpHi Ta CTPYKTYpHI (DYHKIIiT, OepyTh y4acTb sIK
ko(akTopu B 0arathox (PEPMEHTHHX PEaKIIisfX, € KOMIOHCHTAMH METaJI03aJICKHUX
(hepmeHTIB.

XiIMIYHHI CKJ1a]] )KUBUX KITITHH BIIPI3HSIETHCS Y POKAPIOTIB Ta yKapioTiB, 1 B OaraTokIIi-
THHHOMY OpTaHi3Mi CyTTEBO 3aJI€KUTh B/l (YHKITIOHAITLHOT Crelliami3arii KIIiTHHH, 1110, B
CBOIO UEpry, BU3HAYAEThCs 11 upepeHitiatieto, sika BiIOyBa€ThCS MPOTSITOM PAHHBOIO
oHToreHe3y. Ckiia i roJIOBHUX 010XIMIYHMX KOMITIOHEHTIB Y HAUOLIbIII BUBYCHHUX 00’ €KTax
JIOCITiIDKeHHST 610XiMii Ta MOJeKyIsIpHOi Oiosorii — kwkoBii mammdrt Escherichia Coli
(E.Coli) Ta neuinmi 6inux mrypiB — HaBeIeHO B Ta0M. 1.2.

T a6 nusl.2 Ximiunmii ckiaan (% 3aranbHol Mach) MeTa00.1iYHO AKTHBHUX KJIITHH MPOKAapioTiB
Ta eykapioTiB

Bioximiunuii Komnonenm E. Coli IHeuinka wypa
Binku 15 21
HykneiHOBi KHCIOTH:

JIHK 1 0,2

PHK 6 1
Byrnesonu 3 3-5
Jlimiaun 2 6
Bona 70 69
Heopraniuni comui 1 1-2

Cepe/Hili KUTbKICHUM XIMIYHUH CKJ1aJ1 OpraHi3My JIFOIMHHU ToaHo B Taou. 1.3.

Ta6nununs 1.3. 3aranpuuii XiMivyHII CKJIa1 OPra”i3My JIOIHHE Macolo 65-70 kr
(3a S. Rapoport, 1964; R. Murray, 1988, cepeoni oani)

Bioximiunuit komnonenm Bmicm, % macu mina Maca, k2
Binxu 18 11-14
HykseiHOBI KHCIIOTH 1 0,7-1,0
Byrnesonu 1 0,7-1,0
Jlimigu (xupu) 14 9-10
Bona 61 40-42
MiHepasbHi CIOTYKH 5 3,5-4,0

BioxiMiunwMiA CKITa]T yCiX KUBHUX OPTraHi3MiB 3HAXOIUTECS B CIMALIOHAPHOMY CIAHI, TOOTO
B CTaHI NOCTIHHOTO OHOBJICHHS BCIX KJIITHHHMX KOMIIOHEHTIB, sIk€ 3a0e3MeuyeThCs
Oe3repepBHIM OOMIHOM PEYOBHHAMH Ta €HEPTIEI0 3 HABKOJMIIIHIM CEpPEIOBHINIEM (Mema-
oonizvom). J1ist Beix KiaciB O10MOJNEKyYIT XapaKkTepHa cepeOHs mpUsaniciis HanieHCUmmsi
(T, ), POTSATOM IKOTO KOMITOHEHTH MEBHOT G10JI0THOI CTPYKTYpPH (IIIOr0 OpraHismy, oprana,
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TKaHWHH, KJIITUHHOI CTPYKTYpH ) OOMIHIOIOThCS HamonoBuHy. B opranizmi mommau T,
OLIKIB yCHOTO TiJla CKIIa1a€ B CEPEeTHBOMY 12 THKHIB, OLTKIB MEUiHKH — 2 TIDKHI, O1IKIB
M’s131B — 27 THYKHIB; HaIlIBOHOBJIEHHS OIKIB KICTKOBOI TKAHMHM 3aliMae OaraTo MicsIiB
(A.A1.Huxomaes, 1998).

OcHoBHi Oi0XiMiYHI IEpeTBOpEHHS 010-
MOJIEKYJL, SIKi CTAHOBJISATH CYTHICTH OOMiHY
PEUYOBHH, BiJI0yBaIOTHCS BHYTPIIITHBOKITIi-
THUHHO, B CYOKJIITHHHHX OpraHenax — spi,
MITOXOHJpISIX, pHOOCOMaXx, eHAoIa3Ma-
TUYHOMY PETUKYTYMI, TI30COMaX, TEPOKCH-
coMax, arnapari ['onboki. J{ist koxHOT cy0-
KJITUHHOI CTPYKTYPH MPUTAMaHHI TIeBHA
CYKYTHICTH (pepMEHTIB, 1110 B Hili MiCTSTb-
csi, Ta TIeBHA ITOCTTIOBHICTP PeaKIliii 00Mi-
HY PEYOBUH — KOMNAPMMEHMAanisayis
Memabonizvy (BiJ aHITI. compartment —
BiZICIK, BifytiteHHs). Cxemy OymoBH KHBOT
KJIITUHY [T0JIaHO Ha puc.1.3.

Puc. 1.3.Cxema Oy10BM KIITHHH JIOTHHM i TBAPUH:
1— nnasmamuyna membpana, 2— nino-
yumo3sna Oynvoouxa; 3 — anapam Ion-
0oxci; 4 — yenmpioni; 5 — pubocomu; 6 —

A0epra membpana; 7 — enooniasmMamu- V 3B’3Ky 3 AMHAMIYHUM CTaHOM BCiX
Hutl pemuKynym; 8 — mimoxondpis; 9 —  OIOJMOTIYHHAX CTPYKTYpP KHBi OpraHi3MHu
adepye; 10 — adpo; 11 — yumoniazva  [IOBMHHI MOCTIMHO OTPHMYBATH i3 CEPEI0-
(yumosony); 12 — nizocoma. BUIIA Y BUIJISIII TIPOMYKTIB XapdyBaHH:I

OCHOBHI 0i0MOIIeKy M — OLIKH, ByTJIEBOIM, JiITi/TH, BITAMIHHU, a TAKOX BOAY 1 TIEBHI
HEOpraHivHi CIOMyKH. 3aJIe’KHO BiJI TOTO, B SIKOMY BUTJISI/II OPTaHi3M OTPUMYE 3 HABKO-
JIUIITHBOTO CEPEeIOBUINA SHEPTi0 Ta ByIVIelh, HEOOXiTHI Il TOOYIOBH BIACHUX 0i0-
MOJIEKYJI — METa0OJIITIB 1 CTPYKTYPHHUX €JI€MEHTIB, — yCi OpraHi3MHu NOAUISIOTHCS Ha
JIBa KJ1acu: aymompoghu (MIKpOOpraHi3Mu Ta pOCIMHHI OpraHi3MH, 10 CHHTE3YIOTh
CBOi BYIJICI[LBMICHI MOJIEKYITH 13 aTMOC(HEpHOTO TIOKCHAY BYTJIEITIO Ta BOAX 33 PaXyHOK
EHEprii COHSYHOTO CBITIIA) Ta 2emepompoghu (TBAPUHHI OpraHi3MH, 10 SIKUX HAJICKNUTh
OpraHi3M JIIOAWHH, IO OTPUMYIOTh BYIJICIb Y BUIVIS/I CKJIaTHIUX OPTraHiYHUX MOJICKYIT
XK1 Ta eHepriro 3a paxXyHOK peaKIliif 610I0Ti9HOTO OKHUCIICHHS).

OCKITHKH KHBI OpTaHi3MH € He TETIOBAMH, aXiMIUHUMU MauuHamu, TOOTO CHCTEMaMH,
B SIKUX Pi3HI BUAU POOOTH 3/1IHCHIOIOTHCS 32 yMOB CTaJIOl TEMIIEpaTypH, KepesIoM eHeprii
JJIA eH/IEProHIYHUX TMpoleciB, 0 Bin0yBaloThbes B rerepoTpodHUX KJIITHHAX, €
XiMiuHa eHeprisi, fika 3BIIBLHAETbCS B pe3yJbTarTi peakiiii okucjaeHHs GioMoJie-
KYJl — NPOMDKHHUX TPOIYKTIB BHYTPILIHBOKIITHHHOTO PO3IICTIICHHSI MOHOCAXAPH/IiB
(TIepeBayKHO TITFOKO3H), JKUPHUX KHCIIOT, TIEPHUHY, IESIKUX aMiHOKHACIIOT. OCHOBHI peaKtiii
G10JTOTTYHOTO OKVICIIEHHS, ITI0 BUBLTHHSIOTH HEPIiI0, HeOOKiTHY VTS IPOIIECIB KUTTSISUTHHOCTI,
BiIOYBalOTHCS B MITOXOHJPISAX (capKocomax), y MeMOpaHaX SIKHX JIOKaJi30BaHi TaKOX
CKJIaTHI (hepMEHTHI Ta HOH-TPaHCIIOPTYIOTi CHCTEMH, SIKI peajli3ytoTh HAKOITIMUCHHS eHepTii
OKHCITFOBAJTEHHX MPOIICCIB Y BUIVISAI BHECOKOCHEPTETHIHIX (MAKPOESPTIUHIX ) 3B’ s13KiB ATD.

IHoxom:kenHs: GiomMoseKya

[prHIMTIOBO BaXXITMBIM, (DyH/TAMEHTAITHHIM 3aBJIAHHSIM Cy4acHOI 010XiMii € pO3B’sI3aHHS
mpoOieMH BUHUKHEHHS KUTTS Ha 3eMJTi, XiMi1HOT €BOJIIOLL1, ITI0 TIepe Ty Baia HOSBI epILHX
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JKMBUX OpraHi3MiB. 3TifIHO 3 iICHYIOUMMH YSIBIIEHHSIMH, BUTOKH SIKUX OyJH 3aKIIaJIeHi 11e
UYaprnezom Jlapirom (1871), cTBopeHHS Gi0MOIEKYIT Ta IEPIIX TPUMITUBHHX JKHBHX KITITHH
BiZI0yBaJIOCH B YMOBAX IPaIaBHBOI 3eMJIi ITi/T BILTMBOM (hi3rIHUX (hakTopiB arMochepn
TIPUOITM3HO 3 MIIPII. POKIB TOMY 32 TaKOO CXEMOIO:

Heopraniuni Monexym Tlepeurni Giomore
nepBiCHOI atMocdepu . ) .
P (bep (aMiHOKFICTIOTH, HYKJIeOTH/TN) — = [ [pOTOKITITHHN
Ta OKCaHy

(MeraH, amiak, BOJIa)

Bupimmansay eTaroM y po3BUTKY MpoQiieMH ITOXOKEHHS 0i0MOJIEKYIT B YMOBaX ITEpBICHOL
3eMHOI KOPH CTaJI! JIOCIIKEHH:I 3 a010reHHOT0 CHHTE3Y 0100praHiuHMX CIIONYK, ITI0 BXOIATh
JI0 CKJIaJTy KMBHX OpraHi3MiB. BU3HaYHNM TOCSTHEHHSIM B €KCIIEpUMEHTAIbHOMY IOBEICHHI
MOYKJIMBOCTEH XIMIYHOT €BOJTFOLLT cTanio Kinacuune gocrimkenns C.Mimepa (S. Miller, 1951),
SIKMH BIIEPILIE [TOKA3aB MOXJIMBICTH YTBOPEHHS! KAPOOHOBUX KHCIJIOT Ta OL-aMiHOKHCIIOT, 110
BUKOPHCTOBYIOTHCS JIJII CHHTE3Y TIPHPOTHNX OUTKIB, 32 YMOB JTii €JIeKTPIYHIX PO3PSIIB HA
ra30By CyMIlll METaHY, aMiaKy, BOIHFO Ta BOJISHOI ITapy.

[Ti3Hime Oyna noBeeHa MOXKIIMBICT YTBOPEHHSI 13 3a3HAYEHUX XIMIUYHUX CyMillIel B
YMOBaX, III0 MOJCIIOBAJIH TIePBiCHY atMocdepy, He TUTPKMA aMiHOKHCIIOT, a i IypHHIB i
TTPUMIIMHIB, TOOTO TIOTIEPETHHKIB HYKJISTHOBHX KHCITOT.

Y MOCIIIOBHOCTSIX PEaKIIiid, 110 TPU3BOIATH JI0 a0ION€HHOTO CUHTE3Y a30TOBMICHHX
0i100praHiuHUX CIIOJNYK, LEHTpajbHEe Micle 3aiimae yianio éoonro HCN, mo moxe
YTBOPIOBATHUCS, 30KpEMa, B TAKIi PeaKIIii:

CHy+NH3; — = HCN+3H,

VY nonaibioMy I[iaHOBOJICHb MOXKE NIEPETBOPOBATHCS JIO IliaHaMIiy, HITPUIIIB Ta
IlaHOAICTHIICHY — TTOTIEPETHUKIB Y CHHTE31 aMiHOKHUCIIOT, ITypHHIB, TIPAMIIFHIB, TOP(ipHHIB:
—== AMIHOKHCITOTH
Llianamig —— [ [Iypran
— [lopdinn
HCN > Hitpum = AMIHOKUCIIOTH

—» AMIHOKHCIIOTA
[lianoareTnneH —m=

— [ liprvimiHn

Hagenieni peaxiiii, sIKi CBiT4aTh PO MOMKIIMBICT YTBOPEHHST OIOMOJICKYJT 33 YMOB, 1110
MOJISJIIOIOTh TepBicCHY arMocdepy 3emir, MalTh (yHJIaMEHTAIbHE 3HAYCHHS IS
CYYaCHOT'O PO3yMiHHSI ITPOOJIEeMH BUHUKHEHHS KUTTS. [ [poTe, OCKIIbKM CHHTE3 MaKpOMO-
JIEKyJT O1JIKIB Ta HYKJIETHOBHUX KHCIIOT B yMOBAX iICHYIOUHX O10CUCTEM € MampuyHuM, TOOTO
TIOCJTiJIOBHICTh BKIIFOUYEHHSI OKPEMUX MOHOMEPIB B MAKPOMOJICKYJTH (AMIHOKHCIIOT Ta MOHO-
HYKJICOTUJIIB, BiIMOBIJJTHO) TIPOrPaMy€ThCsl HA OCHOBI iH(pOpMallii, siKka 3aKiajeHa B
MTOCTOBHOCTSIX MaTprdHuX JTaHIoriB JIHK a6o PHK, romoBHOIO He3’sicoBaHOIO TIPO0-
JIEMOIO B INTAHHI TTOXOIDKEHHS )KUTTS € CHHTE3 TIEPBICHUX iHhopmayitiHux MOJIEKYJ, 10,
TIONPH iCHYIOUi TEOpii Ta MIOTe3H, HAICKUTH 0 HEPO3B’ I3aHMX (DyHIaMEHTAIbHIX 3araI0K
Cy4YacHOI TeOPETUYHOT O10XiMii.
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[TIABA 2. BUIKH I TIEIITUIA

Bisnikn — GioopraHiuHi BUCOKOMOJIEKYIISIPHI CIIONYKH, MOJICKYJIH SIKUX SIBJISIFOTH
cO00F0 reTeponoiiMepH, IOOYI0BaHI 13 3aJTUINIKIB AMIHOKHCIIOT, 00’ €THAHUX KUCIIOTO-
aMigauMu (enTuaauME) 3B’ si3kamu (—CO—-NH-).

binku € HaliO1MBII PO3MOBCIOKEHUMH 3 YCiX KJTaciB 010MOJIEKYIT; BOHH BXO/ATh
JI0 CKJIay BCiX KJIITHHHAX KOMITOHEHTIB MIKpOOpTaHi3MiB, pOCIIWH, TBApUH (spa,
OiomeMOpaH, IMTOTIA3MH) Ta MKKITITHHHUX CTPYKTYP. binkoBuii ckiia »KUBUX KITITHH
YCKIIaTHIO€THCS IPOMOPLIITHO CTYIEHIO CKJIaTHOCTi TEHOMY Ta €TaIly eBOIOLIIHOTO
pO3BUTKY opraHizMy. KinbKicTh pisHHX OinKiB B mpokapiotuyHiii kiituHi E.Coli —
6mu3pko 3 000, B opranizmi roauan nmpuomu3Ho 5 000 000, BChoro B pi3HUX BUIAX
opraHi3MiB, 1o ckiaaamTh 6iochepy 3emii, — 101°-10'2 pizaux GinkiB.

2.1. BIOJIOT' TYHI ®YHKIII BUIKIB I TENITU/IIB

1. ®epmenmamuena (Kamanimuuna) QyHKyis.

VYei depmenTu (OiokaTammizaTopH) 3a CBOEIO XiIMIYHOIO MPUPOIOI0 € OiKaMu abo
KOMITJIEKCaMH O1ITKIB 13 HU3bKOMOJIEKYJIIPHIMH HEOLTKOBUMH CTIONTyKaMH (KoepMeHTaMH,
ko(haKTOpamn).

2. Cmpykmypna pynxuis.

Binku BXOIATH 10 CTPYKTYpH GioMeMOpaH, CTaHOBIISITh OCHOBY LIUTOCKeJIeTa (MIiKpo-
TpaOeKyIsipHa CiTKa, MiKpo(hiTaMeHTH), MDKKITITHHHOTO MaTpHUKCy (KOJNareH, enacTiH) Ta
TIeBHHX CTIEIIANTI30BaHMX TKAHHH (KePaTHHH).

3. Pezynamopna ¢hynkuis.

BinkoBy Ta rerrTriHy pHpOTy MarOTh YHCIIEHH] 010pETyIISITOPH — FTOPMOHH, METIaTOpH
Ta MOIYJISITOPH, [0 BUPOOIISIOTHCS B €HIOKPHHHIH CHCTEMI, HEHPOHAX TOJIOBHOTO MO3KY,
IMyHHIH CHCTeMi: TPOCTi OLTKH (1HCYITiH, TITFOKATrOH TOIIIO ), IIKOMPOTETHH (TPOITHI TOPMOHHI
rinodisza ToIo), HU3bKOMOJIEKYIISIPHI TITTTH/IH (OKCUTOIMH, BA30IPECHH, OTTIOi/THI TETITHIH
MO3KY, TeTITH/IA TUMOIIUTIB TOLIO).

4. Peuenmopna ¢hynxuis.

BinkoBy nprpoy MaroTh MEMOpaHHi petienTopu 4151 (hi310JI0TTYHO aKTUBHUX CIIONYK,
110 NPUAMAIOTh XIMIYHMI CHTHAJ BiJ TOPMOHIB, HEHpoMeIiaTopiB (aipeHOPELETOPH,
XOJTIHOPELIEIITOPH, TICTaMIHOBI PELICIITOPH TOIIIO).

5. Tpancnopmna ynkuis.

Binku 3B’s3yr0Th Ta 3IHCHIOIOTH MDKKITITHHHUMA Ta BHYTPIITHBOKITITHHHUH (TpaHC-
MeMOpaHHHH, [ATOILIA3MATHYHHI ) TPAaHCTIOPT PI3HUX JIIraHIiB — O10MOJIEKYI, i0HIB METAaJTIB,
Yy>KOPiTHHAX XIMIYHHX CTIONTYK (KCeHOO010THKIB). TpaHCTIOpTHUMY OLiIKaMU KPOBI JTEOITIHU €
CHPOBATKOBI aJIbOyMiHH (TIEPEHOCATH KUPHI KUCIIOTH, OLTIpYOiH, JTiKapChKi Ta TOKCHYHI
CIIOTYKH ), TEMOIIIO01H €pUTPOLIUTIB (TPAHCIIOPTY€ KUCEHB ), JIOMPOTEIHN (TPaHCIIOPTYIOTh
JIirt M), TpaHcdeprH (TPaHCIIOPTYE 3aJ1i30).

6. Cropouysanvna yHKuUisA.

Binky € MONIEKYJIIPHUME CTPYKTYPaMH, 110 PEaTi3y0Th CKOPOUYBAIbHY (DYHKIIIFO M SI31B
(aKTHH, MIO31H), JPKTYTHKIB Ta BIHOK (TyOyIiHH, TMHETHH) TOLIO.
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7. 3axucna ynkuis.

Binky BUKOHYFOTB (DyHKIIiFO IMyHHOTO 3aXHCTY (IMyHOITIOOYITiHH, TiM(OKIHH, IHTEpIICHKIHI
TOIIIO), TIPOTH/IIFOTh KPOBOTEY1 Ta TPOMOOYTBOPEHHIO (OLITKHM 3rOPTAIIbHOT, AHTHKOAT YJISHT-
HOi Ta (PiOPHUHOIITUYHOT CHCTEM KPOBI).

2.2. BYJIOBA 1 AMIHOKUCJIOTHU CKJIA BUIKIB I TIENITU/IIB

MonekyasipHa maca OlJIKiB. Binku € BUCOKOMOEKYISIPHUMH CIIONyKaMu; X
MOJICKYJISIpHa Maca (M.M.) KOJIMBAEThCS B MEXax BiJl JCKUIBKOX THUCSY JIO JCKUIBKOX
MIITBHOHIB a.0.M. (TaJTETOHIB). [HAMBIMyasbHi OLTKH TOOYI0BaHi 3 IEKITEKOX COTEHb aMiHO-
KUCIJIOTHUX 3aJTUIIIKIB.

Biiku MOXyYTh CKJIQJaTUCS 3 OJHOTO ab0 JCKITHKOX OKPEMHX IMOJIIMEITHIHUX
JIAHIIOTIB, UI0 00’€HaHI KOBaJCHTHUMHU (AMCYIb(QIAHUMHU) Ta HEKOBAJICHTHUMHU
3B’s3KaMU. BiJIky, B IKUX € OJFH TOJINETITHAHNH JaHITIOT, MAIOTh MOJIEKYJISIPHY Macy
Bix 5-6 no 50 k/I; Ginky 3 OUTBIIIOI0 M.M. CKIIQIAlOThCS, SIK TIPABUIIO, 3 JIEKIITBKOX
MOJTIMETNI THTHUX JIAHITFOTIB, 10 CKJIAJIA0Th MPOTOMEpH (CyOOTUHHUILI) — MYJIBTHIaH-
1roro.i (omiromepsi) Oinku (tabdm. 2.1).

Tab6nuns2.1. MorekyasipHa Maca GiakiB

bBinok Monexynapna maca, K/] Kinvkicmo cyboounuys
(npomomepis)
[HCYNiH 5,7 1
Pubonykneasza 12,6 1
Ilerncun 35,5 1
AJIKOTONBJETiIporeHasa 80,0 2
[lipyBatkiHa3za 240,0 4
Deninananin-rPHK-cunTeTasza 276,0 4

IHenmuou (onironenTu/y, MOJINENTHIIN) BiIPI3HIIOTHCS BiJ BIACHE OLIKi6 MOJIC-
KYJISIPHORO Macor0 (MeHIIIor 5-6 kJ1) Ta BiINOBIAHUMY (DI3HKO-XiMIYHUMH BIACTHBOCTSIMU.

®opma GIIKOBHX MOJIEKYJT

[osminernTyHi JIAHITFOTH, 1110 JISKATh B OCHOBI KOBAJICHTHOI CTPYKTYPH OLITKOBIX MOJICKYII,
3/1aTHi 10 (POpMYBaHHSI BIIOPSJIKOBAHUX KOH(OPMAITiH, sIKi CTaOLTi3yIOTHCS BOAHEBUMHU Ta
THIINMU clTaOKuMH (Hi3UKO-XiMIYHIMH 3B’ 3kaMH. L1i BucokoBmopsiakoBaHi koH(popMmariii
CTBOPIOIOTh TICBHI pigHi cmpyKkmypHoI opeanizayii Oinkie (JTUB. HIKYE), 110 BiTOOpaKy-
I0TBCS B pi3HUX (popMax Oyj0BH OLITKOBUX MOJICKYI.

3a (opmoro MOIIEKyIT OUIKH MOAUISIOTECS Ha 2100)/1apHi — KyJlenoniOHi Ta ¢iopu-
JIAPHI — 3 BUTATHYTOIO (hOPMOIO MOJIEKYJIH.

JeTanpHime MUTaHHS yTBOPSHHS TIOOYISApHUX Ta GiOpUiIspHUX OiNKiB OymyTh
PO3TIISHYTI TP OOTOBOPEHHI MEXaHi3MiB ()OpMyBaHHS BUIIUX PiBHIB CTPYKTYPHOI
oprasizartii OiIKiB.

AMIHOKHCJIOTHHH CKJIaJ OiJKiB i menTuaiB

[Tpu rixgpomisi nprupoJHKUX OIIKIB Ta MENTHIiB BUBIIBHIOETHCS OIM3bK0 20 pi3HUX
Ol-L-aMiHOKHCIIOT, PO3MILICHHS KOKHOI 3 SIKUX Y TONINENTHIHOMY JIAHLIOT'Y KOAY-
€ThCs TputuieToM HykieotuaiB y JIHK renomy.
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CTpykTypa NpoTeiHOreHHUX AMiHOKHMCJIOT

R COOH AMIHOKHCIOTH, IO BXOJAATH 0
H- C: “NH 5 /(II\GR CiCTaty MPHPOIHIX 6iJII'(iB Ta IETITHIIB
COOH N (npomeinoeenni aminokuciomu),

MaroTh 3aralbHy XiMIYHY CTPYKTYDY,

Puc. Z.l.CTpayKTypHa (a)Ta npoelcuim?a (6) popmyan 1K@ TPEJICTABICHA HABEACHOIO 3BH-

NMPOTeiHOreHHUX aMiHOKucJI0T. HaBeneHo YaiHOIO CTPYKTYPHORO (a) Ta IPOCK-
npoekuiiiny gopmy.ay L-aminoKucI0TH. 1iitHOtO (0) popmymamu (puc. 2.1).

Cmpykmypui 0coonueocmi npomeinoceHHuUX aMiHOKUCIOM:

1) amiHOrpyra, i0H BOIHIO Ta O0KOBHIA JIaHITtOT (R-Tpyia) 38’s13aHi 3 aTOMOM BYIJICIIO,
LI0 MICTUTBHCSI B OL-TIOJIOKEHHI BiZIHOCHO KapOOKCHIIBHOI rpymnH, TOOTO MPUPOAHI
AMIHOKHCJIOTH € Ol-aMiHOKHCIIOTaMH; AEsKi aMiHOKUCIOTH (JIi3WH, apriHiH) MaroTh
JIONIATKOBY aMiHOTPYITY, 1110 PO3TAIlIOBaHA B KIHIICBOMY TIOJIOKEHHI (0-) pajukaia R;

2) 3a CBOEFO aOCOMOTHOO KOH(IrypaIliero MpoTeiHOreHHI aMiHOKUCIIOTH € CTEPE0i30-
mepamu L-psiny (L-amiHOKHCTOTaMu). D-aMiHOKHCIIOTH 10 CKJIay IPUPOIHMX OLIKIB
HE BXOJIATh; BOHH 3yCTPIYaIOThCS B OaKTepialIbHUX Ta POCIMHHHUX 00’ €KTaX, BXOISTH JI0
CKJIa/Ty IeSTKUX aHTHOI0THKIB (TpamMinuanH, akTuHoMInuH D). OntigHi i3oMepH aMiHO-
KHCIOT JuidpepeHtIIioroThes 3a cMakoM (L — ripki abo 6e3 cmaxy, D — comomki), o
CBIJUUTE MPO cTepeocneiiuHiCTh CMAKOBHX PELETITOPIB.

Knacughikauia npomeinozennux aminoxuciom
[TpuponHi O-aMiHOKKCIIOTH MOYKY Th ITOIUIATHCS Ha KIIACH 3aJICXKHO BiJl XiMi4HOT Oy/10BH
OiyHOTrO pasmKary R:

Aminokucnomu
I 1
Auuxniuni Huxniuni
(3aJ71€KHO BiJ] KIJTLKOCTI aMiHO-
Ta KapOOKCHUIBHUX TPYT)
MOHOAMIHOMOHOKAPOOHOBI .. 1 ..
. . Kapooyurxniuni T'emepoyurniuni
MOHOAMIHOOUKAPOOHOBE
0lamMinOMOHOKAPOOHOGI I3 nepéunnoro i
jami j . IMinoKuciomu
0laminOOuUKapooOHo6i aminozpynoio ¢
Oiunomy nanuro3i

CyuacHa payionanvra kiacugikayis, Mo 0a3yeThCs HA MOJSIPHOCTI Ta 3apsii
pamnkaiy R, mepenbadae 4oTHpH KiTacl aMiHOKUCIIOT (Tadu. 2.2):

I — amiHokucOTH 3 HeNONpHUMH (TiapodoOHIMI) R-rpynamu;

Il — amiHoKHMCIOTH 3 IONSIPHUMU (TiAPOMUTEHUMU ) He3aps/PKeHUMHU R-rpyriamu;

1T — amMiHOKHICTIOTH 3 HETaTUBHO 3apsKEHNMH R-TpyTiaMut (KFCITi aMiHOKHICTIOTH);

IV — aMIHOKHMCJIOTH 3 TIO3UTHBHO 3apsyDKEHUMH R-rpyriaMu (OCHOBHI aMiHOKHUCIIOTH).

Kpim 3a3Hauenux y Tabmuiti 2.2 IBa IsITH aMIHOKHCIIOT, Y CKJIa Il ICSTKUX OLTKIB BUSIB-
JIEHO TIOXi/THI IIMX aMiHOKHMCIIOT, 30KpeMa 4-TiApOKCHITPOITiH, S-TiMPOKCHITI3HH, N-METHITI31H,
3-MeTwiricTuivH, pococeprt, hocoTpeoHiH, quitoaTHpo3uH. XimMiuHa Moaudikarris (Tiz-
POKcHITFOBaHHS, (POCQOPUITFOBAHHSL, HOTyBaHHST) BIINOBITHIX aMiHOKUCIIOT BiIOYBAETHCS BXKE
TTiCTIs iX BKITFOUSHHSI B MTOMINENTH IHI JIAHITIOTY (HOCHmMpancaayiina moougikayis OLiKie).
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Ta6nuis2.2. AMIHOKHCJIOTH, 110 BXOASTH 10 CKJIATY GLIKIB

Ha3zea Miscnapoonuii Cmpykmypna popmyna pl
cumeon
Aminoxucromu 3 nenonsphumu R-epynamu
Amnawui Ala (A _ 6,02
nais 2(A) HyC— CH— C00
+
NH;
Bauin Val (V) H;C N 5,97
CH—CH—COO™
7/
H3C NH3+
Jleituun Leu (L) H3C\ 5,98
/CH —CH,—CH—COO"
H;C +
NH;
[3onelinun Tle () H3C\ 6,02
/CH —CH—COO™
H3C_ H2C +
NH;
MerTioHiH Met (M) 5,75
H;C—S—CH,—CH,— ?H— COO™
+
NH;
[pomnin Pro (P) 6,10
_CH;—N'H,
H,C |
CH,—CH-COO™
Tpunrodan Trp (W) C\— CH,— ?H —COO™ 5,88
| > NH;"
N
H
deninananin Phe (F) 5,98
CH,— (IjH —COO™
NH;"
Aminoxuciomu 3 nonapuumu nezapsodicenumu R-epynamu
[nituH Gly (G) 5,97
H— (IfH —COO™
NH;"
CepuH Ser (S) 5,68
HO—CH,— ?H —COO™
NH;"

21
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[Iponosxenns Tabm. 2.2

TpeoHin Thr (T) H;C—CH—CH—CO00~ 6,53
| |
OH NH;"
Iucrein Cys (C) HS— CH,— (I:H —COO™ 5,02
NH;"
Tuposun Tyr (Y) 5,65
OH O CHy—CH=C00-
NH;"
Acmnaparin Asn (N) H,N— Cc— CHZ— CH—COO™ 5,41
] |
0] NH;"
Tnyramin Gln (Q) H,N—C—CH,—CH,—CH—CO0 | 365
1l |
0 NH;"
Aminokucromu 3 necamugno 3apsoxcenumu R-zpynamu
AcnapariHOBa ASp (D) *OOC —_ CH — CH —_ C007 2,97
KHCIIOTa 2 I
NH;"
cloTa I
NH;"
Aminokucromu 3 nozumueHo 3apsaoddicenumu R-epynamu
Jlizun Lys (K) 9,74
N*H;— CH,— CH,— CH,—CH,— CH=C00"
NH;"
Aprinin Arg R) NH, = G—NH= CH, = CHy = CHy = CH = C00- 10,76
NH," NH;"
Tctuana His (H) HC C—CH,—CH—COO~ 7,58
_— 2
I I I
+ +
H N\\ P NH NH;
C
H

BaacTuBocTi NpOTETHOreHHUX AMIHOKHUCJIOT

1. Kucnommno-ocnoeni énacmugocmi aminokuciom.

AMIHOKHUCITOTH € aM(POTEPHIMH EJIEKTPOITITAMH, IO MOYKYTh JTUCOIIFOBATH 3 YTBOPESHHSIM
i0HHKX OpM — aHioHa a0o KaTioHa. Y BOJHOMY CEPEIOBHIL aMIHOKUCIOTH iCHYIOTD Y
BUIJISIII PIBHOBAXHOI CYMILIIL, IO CKJIAJIAEThCS 3 aHIOHHOT, KaTIOHHOT (hopM Ta OiMoJISIPHOTO
ioHa (BiTTEp-i0Ha) — pHC. 2.2.
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ey + +H +
H2N—?H—COO_ —— H;N —?H—C007 —— H3;N —$H—COOH
R R R
a B 0

Puc. 2.2. Anionna (a), karionna (6) Ta 6imoJsipHa (8) popMH aMiHOKHCJIOT Y BOHHX PO3UHHAX.

3a3HaueHi peakllii yTBOpEeHHs aHIOHIB, KaTiOHIB Ta OIMOMSPHMX 10HIB aMiHOKHCIIOT ITOB-
HICTIO BIJMOBIIAIOTH TUIBKMA CXEMi KHUCIIOTHO-OCHOBHOI mucorniarii MOHOAMIHOMOHO-
KapOOHOBHX aMIHOKHCJIOT, 1110 MatOTh 110 OAHIN Oi-aMiHHIN Ta Ol-KapOOKCIIIBHIN rpymi. Y
LIbOMY HAHMPOCTIIIOMY BHIIAJKy pPIBHOBAra Mixk IO3UTUBHO Ta HETATUBHO 3apsPKCHIMU
MOJIEKYJIAMH MOXKE TEOPETUYHO JOCSATATUCS BKe B HEUTPAIBHUX PO3YMHAX, TOOTO MPH
pH=7.

Pazom i3 TiM, 1esKi aMiHOKHCIOTH MArOTh OOKOBI JIAHITFOTH R, 1110 MICTSITE JOIaTKOBI
(DYHKITIOHAITBHI TPYTIH, 37aTHI JIO JUCOLIAIIIT:

— KkucyoTHI rpymu Asp, Glu;

—ocHoBHi rpymu Lys, Arg, His.

TakuM 4MHOM, CymMapHuil 3apao moJeKyt aminokuciom (ma, 8i0nogiono, dinkie i
nenmuoie, 00 cKady AKUX 60HU 6X00AMb) BUSHAUAEMbCA 63AEMOBGIOHOUIEHHAM MIMC
KIGKICIIO LMbHUX KUCTIOMHUX MA OCHOGHUX 2PYn, chiynenem ix oucoyiayii (pK)
ma pH cepedosuwia.

VY KHCIMX po3YMHAX TepeBaXkae KaTioHHa (hopMa aMiHOKHCIIOT (MOJIEKYIH 3apsi-
JUKeH1 TMO3WTHUBHO), B JIy’)KHUX PO3YMHAX — aHIOHHA (aMiHOKHCIIOTH 3apsKeHi
HeratuBHO). 11i (hi3uKo-XiMIUHI BJIACTHBOCTI aMIHOKHCIIOT BU3HAYAKOTH 1X 3/]aTHICT JI0
enexmpogopesy — po3NIICHHIO Y BECOKOBOIETHOMY ITOCTIITHOMY €NEKTPUYHOMY TTOJTi.
[pu piBHOBa31 MO3UTUBHMX Ta HETATUBHUX 3apsJIiB MOJIEKYJIa aMiHOKUCIIOTH IepeOyBae
B i30eeKmpuiHOMy cmaHi. XapakTepHe Ui KOXKHOI aMiHOKHCIIOTH 3HaueHHs pH,
pU SIKOMY aMiHOKHCIIOTa Ma€ CyMapHHH HYJIBbOBHUH 3apsn, Ha3uBaeTbCcsi pH
izoenexmpuunoi mouxu (pl).

2. Honapuicmy monexkyn aminoKuciom.

3aexHO Bif] MOJISIPHOCTI O19HMX pagukamiB R (Tadum. 2.2), aMiHOKHUCIIOTH B OibIITiit
a00 MeHTIiH Mipi B3aEMOJIIFOTH 13 TUTIOISIMHU BOJIH, TOOTO MPOSBIISAIOTE TipodiipHi 200
rinpodoOHi BIACTUBOCTI.

[onsipHicTb QYHKIIOHATBHUX TPYIT AMIHOKHCIIOT Pa30M 3 iX KUCJIOTHO-OCHOBHUMHU
BJIACTUBOCTSIMU BH3HAYAIOTh OCOOJIMBOCTI CTPYKTYPH, OLIBLIICTh (Pi3UKO-XIMIYHHUX Ta,
BIJIMIOBI/THO, 010JIOTYHUX BIIACTHBOCTEH OLIKIB, 1[0 CHHTE3YIOTHCS 3 IIUX aMiHOKHUCIIOT.

3. Onmuuni enacmugocmi amiHOKUCIOM.

Ol-ATOM BYIJIEIIIO BCIX POTETHOreHHNUX aMiHOKHCIIOT, 32 BUHSATKOM TJILIMHY, 3B SI3aHUI
13 YoTMpMa Pi3HUMH (DYHKITIOHATIBHUMH TPYTaMy (aCUMETPUYHHI aTOM) 1 € XipaibHum
YeHmpoM MONEK) U, Ha OCHOBI IIOTO, IPOTETHONCHHI AMiHOKHCIIOTH € OTITUYHO aKTHBHUMHU
CIIOTyKaMu, TOOTO 311aTHi 10 00epTaHHsI IUTOIIMHY ITOJISIPH30BaHOTO CBITJIA.

4. 30amuicmb 00 ymeopeHHs Kuciomo-amioHux 36’°sa3Kie.

XapakTepHOIO XIMIYHOK OCOOJIMBICTIO aMIHOKHUCIIOT € 3JIaTHICTh 1X Ol-aMiHHOT Ta
Ol-KapOOKCHIIbHOT IPYTT YTBOPOBATH KUCIIOTO-aMITHUH (nenmuonuil) 38’ 130K 3a paxy-
HOK BIJILICTUICHHS €JICMEHTIB MOJICKYJIH BOJIU, TOOTO BCTYIIATH JI0 PEAKLIil IOJIIKOH ICHCAIIIT:
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[Nomiamiay, O YTBOPIOIOTHCS B 3a3HAYEHHX PEAKINSIX, OTPUMAIN HA3BY nenmuiie
(Ounenmuois, mpunenmuois ... onieonenmudié ... noanenmudié, BIAMOBIIHO).

Cmpykmypa nenmuoHol epynu

YoTtupu aromu, 10 BXOAATH /10
ckiay nentuaHoi rpymi (—CO-NH-),
pO3MillleHI B OJHIN TeOMETpUYHIN
TUTOLIHHI, TOOTO € KOMIAAHAPHUMU.
Kucenb kapOOHUITBHOI TPYITH TA BOJICHD
NH-rpynu po3ramioBaHi B TpaHCIO-
nokeHHi (puc. 2.3).

JloBxkuHa 3B’SI3Ky MK aTOMaM#
BYIJIEIIIO KapOOHLITBLHOI TPy Ta a30Ty
aminHoi rpymm popiBaioe 0,132 HM,
TOOTO 1€ 3B’SI30K KOPOTIINH 3BU-
yalfHOro oxuHapHOro 3B’a3ky C-N
(0,147 aM) i1 € mpubmuzHo Ha 50 %
noziBiitHnM. Takuii xapakTep moBiii-
HOT'0 3B’SI3KY 3yMOBJICHHUI CIIPSDKEHHSIM
BIJIbHOT Mapu P-€JIEKTPOHIB a30Ty 3
Pric. 2.3. KoMnuianapHe po3milleHHst aToMiB nentua-  T-CJICKTPOHAMU TIO/IBIHHOTO 3B’SI3KY

HOI rpynu B MoJleKy.1ax nentuis Ta 0inkiB.  C=0 (p,N-COPsDKSHHS) Ta yTBOPSHHSIM

PE30HAHCHOI CTPYKTYPU:

0,36 nm : \0-13 nm

o (O}
] |
/C\N/ - /C%N+/
|
H
Buxomsau 3 OyJ10BY IENTHTHOTO 3B’S3KY Ta MENTHAHOT TPYIH, GLIbHE 0OepmanHs &
nenmuoHOMy JIAHYI031 Modiciuée minoku Haskono epyn —CHR, 1110 po3TalnoBaHi Mix
OKPEMHMH KOMILTaHAPHUMH MENTHAHUMY rpyniamu (prc. 2.3). Lli ctpykrypHi oOMeKeHHsI,
Pa3oM i3 31aTHICTIO NIEBHUX (DYHKIIOHAIBHUX TPYI HENTHIHUX JIAHIIOTIB 0 CUIIbHUX Ta
CcITaOKKX B3aEMOIiH, IETEPMiHYIOTH OCOOMBOCTI YTBOPEHHSI YIIOPSIKOBAaHHX KoH(opMarIii
MOJIEKYJI OUIKIB, 1110 PO3IVISTHYTI HUKYE,
5. Ximiuni peakuii, uio uUKOpUCMOBYIOMbCA ONA AHAIIZY AMIHOKUCTIOM.
3aB/IsIKY PI3HOMAHITHOCTI CBOTX (DYHKI[IOHATBHHX IPYIT MOJICKYJTH Ol-aMIHOKHCIIOT MOXKY Th
BCTYTIaTH B XIMIYHI peaKilii, sIki 3aCTOCOBYIOTHCS B aHAJIITHYHIHN Ta KIIiHIYHIN 010XiMil 1y1st
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imerTrdikarii i KUTbKICHOTO BU3HAUeHHsI OKpeMHX aMiHOKHCIOT. Lli peaxii (Tak 3BaHi
“KOJIbOPOBI peakilii’’) BAKOPUCTOBYFOThCS TSl BU3HAYEHHS SIK BUTHHUX aMiHOKHCIIOT, IO
MICTSTBCA SIK Y OlOJIOTTYHIX 00’ €KTax (T1a3Mi KpoBi, CEYi TOIIIO), TaK 1 B MekKaX aHaJli3y
AMIHOKHCITIOTHOTO CKJIa Ty OLIKIB Ta TIENTHIIB.

Hineiopunosa peaxyis

Hinrigpus (TpukeToriapuHAeHr1paT) py HarpiBaHHi 3 Ol-aMiHOKHCIIOTAMH CHPUYHHSIE
ix nexapOokcumoBanns 3 yrBopennsam NH,, CO, Ta anbieriay — NpogyKTy OKHCIIHO-
BAJILHOTO JICKAPOOKCUITFOBAHHS aMIHOKHCIIOTH. Y TOJIaJIbIIIOMY aMiak, 10 BUBLUILHUBCS,
pearye 3 BITHOBJICHAM HIHT1JIpUHOM, YTBOPFOFOUH KOMILIEKC CHHBO-(D10JIETOBOTO KOJTLOPY 3
MaKCHMyMOM TONTHHAHHSA IPHA, = 570 HM. 3 JI0TIOMOTOFO HiHI'iIPMHOBO PEaKI1ii MOXIIBO
JICTEKTYBaT! | HMOJIb aMiHOKHCIIOTH:

i
I|{ C\ 100°C
OH
H—C—NHy 4 2 . —
H
COOH C/ 0
[l
O
o - AMIHOKHUCIIOTA Hiurigpuu
i i
C\ /C
— > //C—N:C\ + CO, +R —-CHO
T i
OH O

Dnyopeckaminosa peaxyis

BucokouyTiMBHUM peareHTOM Ha Ol-aMiHOKUCIIOTH €
TaKOX 1yopecKamit, SKAA YTBOPIOE 3 aMiHOKUCIIOTAMU
(hiryopeciryrodi komrurekcH. DiyopeckaMiHOBa peaKilis €
OLITBIIT Uy TVIMBOO, HDK HIHTIIPUHORBA, 1 I03BOJISIE BU3HAYATH
AMIHOKHUCIIOTH B KUTbKOCTSIX 10-50 mvorneit.

CnektpodoromeTpuyHe abo crekTpodIyopo-
MEeTpUYHE BUMIPIOBAHHS KOMIUIEKCIB aMiHOKHCIOT i3
HIHT1IpUHOM 200 (hITyOopecKamMiHOM J03BOJISE KUTBKICHO
BU3HAYATH aMIHOKUCIIOTH HE TLIBKH SIK BUTbHI MeTa0o-
JTH, a i y CKJ1ai OLTKOBHX TiIpOJTi3aTiB MICIs iX XpoMa-
TorpaiYHOTO PO3IIIEHHS, 1[0 BUKOPUCTOBYETHCS B dryopeckamin
aHaJTi31 IEPBUHHOI CTPYKTYpH OUTKIB Ta TSN THIIB.

Kpim 3a3Hauenunx, y KIiHiYHIH 010XiMii 3aCTOCOBYIOTh TaKi “KOJBOPOBI peaxiii”
aMIHOKHCIIOT:

— KCAHTONPOTETHOBA peaKiisi — XapakTepHa JUIs OSH30JILHOTO SIpa HUKITIHIX
amiHokucioT (peHinananiny, THPO3UHY, TpUNTohaHy), SIKe HITPY€ETHCS MPH il KOH-
LIEHTPOBAHOI a30THOI KUCIOTH 3 yTBOPEHHSM HITPOCIOIYK KOBTOT'O KOJIbOPY;
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— peakuis Mijiona — cnerpigHa peakiiisi Ha TUPO3WH (aMiHOKUCIIOTY, IO MiCTHTh
(heHoIBHUI TifpoKCHIT). B yMOBax HarpiBaHHS ()EHOJTIB Ta X TOXIiTHHUX i3 peakTHBOM MisloHa
(cyminr itparis pryTi (I) Ta (II)) yTBOprOIOTBCS pTYTHI MOXiAHI HEIISTHO-4EPBOHOTO KOJIBOPY;

— peakuis Cakary4i — peaxitisi, 1110 3aCTOCOBY€ThCS IS iIeHTH]IKaIi] TyaHiJiHO-
Boi rpyniu aprisiny. [Ipu B3aemonii ryaniiusy 3 Ol-Ha()TOJIOM Ta TIOXJIOPUTOM HATPiro
B JTY’)KHUX YMOBaX YTBOPIOIOTHCS CTIOJIyKH 3 YepBOHUM 3a0apBIICHHSIM;

— peakuist Epsrixa — 3acTOCOBY€ETBCS 115 BUSBICHHS 1HIOIBHOTO KUIBIIS TPHIITO-
(hany, siKe TIpU peaxilii 3 N-TUMETHIaMiHOOCH3aJIhIET1/IOM Y KUCIIOMY CEPEIOBHIIII 1a€
CHOJIYKH 3 (hi0JICTOBUM 3a0apBIICHHSIM;

— peakuis DoJsi — peakilis, XapakTepHa ISl CipKOBMICHUX aMiHOKUCIOT. [Ipu
KiIl’ATiHHI po34rHY Oiika a00 BIATIOBIAHNX aMiHOKUCIIOT i3 JTyTOM Y TIPHCYTHOCTI TIITFOM-
0iTy HaTpPirO YTBOPIOETHCS YOPHO-OypHit 0cas CybdinLy CBUHIIIO.

2.3.PIBHI CTPYKTYPHOI OPTAHI3AILIII BIJIKOBUX MOJIEKYJI

Yci binku ma nenmuou maioms yHIiKaIbHY MPUMIDHY HPOCIOPOBY Op2aHi3auilo
(Kongpopmauiro), uio € cmpykmypHolo 0cHogolo ix cneyugiunoi dionoziunoi QyHKuii.

BucoxoBniopsikoBaHi koH(popMarrii GLIKOBHX MOJIEKYJ CTBOPIOIOTHCS Ha OCHOBI
MOJIITICTITUIHUX JIAHIIIOTIB, 1[0 MAlOTh KOBAJICHTHY CTPYKTYPY, Ta CTAOLII3yIOThCS 3a
PaxXyHOK YTBOPEHHSI M’k aMIHOKHCIIOTHUMH 3aJTUIIIKAMH TICBHUX TICTITUIHUX JITSTHOK
CIaOKUX (I3UKO-XIMIYHHX 3B’ SI3KiB 1 B3aEMOJIIH.

Tunu 3B’s13KiB y OiJIKOBUX MOJIEKYJIaX

1. Koganenmni 36’a3Ku.

1.1. ITenTraHi 3B’ SI3KM — BUHUKAIOTH BHACHIIOK B3aEMO/IiT O-KapOOKCHIILHUX Ta
Ol-aMiHOTPYTI aMiHOKHCIIOT, 1110 YTBOPIOIOTH TIENTHAHUH JIAHITIOT.

1.2. QucynbdinHi 3B’53kH (—S—S—) — YTBOPIOIOTHCS MK 3aJTMIITKAMH MOJIEKYIT
IIUCTETHY, 1110 BXOMSATH JIO OJIHOTO a00 Pi3HUX MENTHIHHUX JIAHITFOTIB.

2. Hexosanenmni 36°a3ku ma c1aoki 63aemo0ii — (Pi3uKo-xiMiuHi 3B’ SI3KH, 1110
OepyTh y4acTb y B3a€MO/Iii SIK IIEBHHUX YaCTHH OJHOT'O TIETITH/THOT O JIAHIIIOTa, TaK 1 pi3HHUX,
0JIM3bKO PO3TAIOBAHMX JIAHIIOTIB, YTBOPIOIOYH BHIII PiBHI KOH(OpMalii OiTKOBUX
MOJIEKYL.

2.1. BoaHeBi 3B’13KM — BHHHKAIOTh MK JIBOMA €JICKTPOHETATUBHUMHU aTOMaMHU
3a paxyHOK aToMa BOJHIO, KOBAJICHTHO 3B’S[3aHOTO 3 OJIHHM 13 €NeKTPOHETaTUBHUX
aromiB. BoHu Haifuacrilie yTBOPIOIOTBCSI MiXK BOTHEM, 1110 BXOIUTH JI0 CKJIAAY TPYII
=NH, —OH, —SH, Ta cycigaiM aTOMOM KHCHIO, HAIIPUKIIA]T;

~
NTH - 0=c

2.2. loHHi 3B’3KM — 3B’SI3yI0Th MK COOOIO 10HI30BaH1 aMiHHI Ta KapOOKCHIIBHI
rpyn# (TOJIOBHUM YMHOM, O1YHUX paJUKaiB AiaMiHO- Ta JUKapOOHOBHX aMiHOKUCIIOT).

2.3. JIumosbHi 3B’ SI3KM — €NIEKTPOCTATUYHI B3aEMOJIIT IMOCTIHHUX UM 1HIYyKOBaHHX
JITIONEH, SIKi MOXKYTh YTBOPIOBATHCSI MK PaIMKAIaMH TTOJSIPHUX aMiHOKHUCIIOT (CEpHHY,
TPEOHIHY, IUCTETHY, TAPO3UHY TOILO), [0 BXOATh J0 CKIIaly OLTKOBHX MOJICKYJI.
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2.4. T'inpododHi B3aemoii — caOKi B3aeMO{Iii, 110 BUHUKAIOTh MK OIYHIIMU pajv-
KaJlaMH TaKUX aMiHOKHCIIOT, SIK BaJIiH, JISHIINH, 130JIeHIINH, (heHITaaHiH TOITO 32 PAXYHOK 1X
“BHINITOBXYBaHHS 3 TIOJISIPHOI (3BHYAiTHO, BOIHOT) (hasw.

PiBHi cTpykTypHOI opranizauii 0inkis

Ilepeunna cmpykmypa oinkie

[l TepBUHHOFO CTPYKTYPOFO OLTKIB PO3yMIFOTh IENTTHTHIH (TTOTINENTH THIH ) TAHIIFOT,
TTOOY/TOBAHHH 13 3aJHITIKIB L-aMiHOKHCITOT. Y m————— = =
MOHSTTSI TIEPBUHHOI CTPYKTYpH Oinka abo
TIENTHLY BXOIATh MO0 SIKICHHH Ta KUTbKICHUN
AMIHOKHCTIOTHHI CKJIaJl Ta TIOPSIOK Yepry-
BaHHS (TIOCITIIOBHICTh) OKPEMHX aMiHOKHC-
JIOTHIX 3IHILIKIB.

@parMeHT NEepBUHHOI CTPYKTYpHU IOJIi-
TISTITU/THOT'O JIAHIIFOT A 13 CTPYKTYPHUMH I1apa-
METpPaMH, 1110 BCTAHOBJICHI Ha ITiJICTaBl PEHT-
TEHOCTPYKTYPHOT'O aHaJIi3y MENTUJIIB, Ipe/i-
CTaBJIEHO Ha puc. 2.4.

KpiMnerrmiamx 38°s13K1B, IEPBUHHY CTPYK-
Typy OLJIKIB CTBOPIOIOTH TAKOXK AUCYIb(hiTHI
3B’SI3KH, 1110 3’ € THYFOTh [IeBHI JIUITHKH TOJTIIIETI-
TUJHOTO JIAHIFOTa a00 OKpeMi MEenTHIIH.
[pukiamom Moxxe OyTH po3mi-
IIEHHS TUCYITB(ITHUX 3B SI3KIB S—S
Y MOJIEKYTi OLTIKOBOTO TODMOHY | |_7 _|
iHCyITiHY, fIKa CKIIaacThes 3 6
JBOX TMENTUIHUX JAHIIOTiB
(A-nanmror — 21 amiHo-
KUCJIOTHUH 3a/IMILIOK Ta B-man- |
1ror — 30 3aTHIIKIB):

Has3su nentuis, 1110 BU3HAYAIOTH 1X IEPBUHHY CTPYKTYPY, OyAyIOThCSl TAKUM YHHOM:

a) TIEpIINM BKa3YETHCS 3IUIIOK aMiHOKHUCIIOTH, [0 Ma€ BUTbHY Ql-aMiHOTPYITY
(Tak 3BaHOI “N-KiHIIEBOI aMiHOKHCIIOTH);

0) y Ha3Bax yCiX aMiHOKHMCIIOT, 1110 OepyTh y4acTh B yTBOPEHHI MENTHIHOTO 3B’ SI3KY
Ol-KapOOKCHITHLHOIO TPYIIOI0, 3aKiHYEHHS -1H (-1H) 3MIHIOETHCS Ha -iJ1 (-111);

B) aMiHOKHCJIOTA, III0 Ma€ BUTbHY O-KapOOKCHIIbHY rpymy (“C-KiHIleBa aMiHOKHUC-
70Ta”"), CBOTO 3aKiH4YeHHS (-1H (-1H)) HE 3MIHIOE.

[pukian Ha3BU MENTHAY aaHLI-DIiHI-METIOHII-CEPHH:

Puc. 2.4. TlapameTpH CTPYKTYPHUX eJ1eMEHTIB
MOJNENTUAHOIO JaHUIora (posmipu
NOOAHO 6 aHzcmpemax, 1A = 0,1 um).

20

21
11

N—n—un —

I

S

|

S

| 30
19

C|H3 |0| ﬂ (Cle)z ﬂ Cle
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3a JI0ITOMOTOI0 MIXKHAPOITHUX CKOPOYSHNX CHMBOIIB IIEH TETpArenTH ] MOXe OyTH
MO3HAYCHUM TaK:

Ala — Gly — Met — Ser

L1i ckopo4eHi 3amMCH MENTH IIB MAIOTh OCOOJTMBE 3HAYCHHSI JIIsI TO3HAYCHHSI OLJIKIB,
JI0 IEPBUHHOI CTPYKTYPH SIKUX BXOJUTH 0araTo COTeHb aMiHOKUCIIOTHHX 3aJTUIIKIB.

V 3B’s3Ky i3 32a3HAYEHOO BUIIE 3aTHICTIO OKPeMHX (PYHKITIOHATBHUX TPy TIeTI-
THJJHOTO JIAHIIIOTa JI0 BHY TPIIIHBOJIAHIIFOTOBUX B3a€MOIH, IENTUIHUH JIaHIIIOT Ha0yBae
MIEBHOT IPOCTOPOBOT CTPYKTYPH (KoHgpopmauii). Po3pi3HsIOTH 1Ba piBHI KOH(OpMALTiT
TIENTHTHOTO JIAHITIOTa (Ta, BIAMOBIIHO, O1TKOBOT MOJIEKYIIH, 110 YTBOPIOETHCS HA HOTO
OCHOBI) — 6MIOpUHHY Ta mMpemuHHy CTPyKTypu. BTOpUHHY, TPETUHHY Ta uemeep-
muHHy (IUB. HIDKYE) CTPYKTYPHU HA3UBAIOThH PA30M GUUAUMU PIGHAMU CHIDYKMYDHOT
opeanizayii 6iTKOBUX MOJIEKYII.

Bmopunna cmpykmypa oinkie

Bropunna ctpykTypa O611KiB — 11€ psijt KOH(Op-
Malii, yTBOPEHHS SIKHX 3YMOBIJIEHO, TOJIOBHUM
YMHOM, BOJHEBUMH 3B’S3KaMU MK OKPEMHMH
JUISTHKaM# (NepeBakHO, TENTUAHUMHU TPYIIaMH)
MISNTUTHOTO JIAHI[FOTa a00 PI3HUMH TSI THIHUMHU
JIaHIIOTaMU.

Po3pizHSIOTH B2 OCHOBHHX THITH BIIOPSIAKOBAHOT
BTOPUHHOI CTPYKTYPH OLTKOBHUX MOJIEKYJT: OL-CHIpATb
ta B-cmpyxmypy.

1. o-Criipasb — KoH(popMallis, sika yTBOPIOETh-
CsI TIPY TIPOCTOPOBOMY CKPYYyBaHH ITOMITIETITATHOTO
JIAHITIOTa 32 PaXyHOK BOTHEBHX 3B SI3KiB, 110 BUHU-
katoTb Mixk C=0- Ta NH-rpynamu noinenTuaHoro
JIAHITIOT A, IO BiTAJICH] OJTHA BiJT OJJHOT HA YOTUPHU
aMiHOKHCIIOTHUX 3aJUIIKH. BogHEBI 3B I3KH B
Ol-Criipati CIIpsIMOBaHI MapaJIeNIbHO 0 OC1 MOJICKYIIH.

o-Crripaib MOYKHA YSIBUTH COO1 Y BUIVISIII JIHIT,
T 110 ¥71e 1o OOKOBIH OBEPXHI ySBHOTO LiTiHapa. Ha
Pric. 2.5. Moze/ib BTOPUHHOI CTPYKTY-  OJIMH 00€PTOi-CITIpaTi IIPUIa/ae 3,6 aMiHOKHCIIOTHIX
PH NOMNEeNTHAHOT0 JaHIora  3ayuInKiB. HanpsmMok oOepTaHHs MOMINenTHAHOTO
y Burisii o-cipani (sa /2. ITo- - jaggora B IpupoiHKX Gisikax — IpaBuii (“rpapa”
nineom ma P. Kopi). a-criipas) (puc. 2.5).
l'eomeTpuuHi mapameTpu Qi-cripadi: pagiyc — 0,25 HM; Kpok (Tiepion ineHTnd-
HocTi) — 0,54 HM; BHCOTa 3CYHEHHS Ha OJIMH aMiHOKUCJIOTHHHN 3amnuiiok — 0,15 HM;
Ha OMH 00epT Ol-crTipaiti mpunanae 3,6 aMiHOKHCIOTHUX 3aJIHIIKIB.

0-Criipaitb € MOJIEKYIIIPHOIO CTPYKTYPOIO, III0 YTBOPIOETHCS 32 yMOB IEBHUX CTEPHY-
HUX B3a€MOBITHOCHH MK aMiHOKHMCIIOTHUMH 3QJTHIIIKaMH, 1 11 ()OpMyBaHHS 3aJIXKHTh Bifl
aMIHOKHCIJIOTHOTO CKJIa/Ty TONinenTuaHoro Janirora. Oxpemi amiHokucnota (Pro, Gly,
Glu, Asp, Arg TOI110) POTHJIIFOTH YTBOPEHHIO Ol-CITipaJti a00 1ecTabuIi3y oTh ii. Y 3B’ 3Ky
3 1M, MOJKJIMBE BUHUKHEHHS CHIpaTbHUX CTPYKTYP, IO 32 CBOIMH I'€OMETPUYHUMHU
napaMeTpamH BiIPI3HAIOThCS Bif Oi-cripaii. [Ipukinazom € chipaib Oiika koraeeHy —

a
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TOJIOBHOTO O1TKOBOTO KOMIIOHEHTA
CIONYYHOT TKAaHWHU, y CKJIAJIi SIKOTO
mictutses 33 % minuny 121 % mpo-
THY Ta TJPOKCUTIPOTiHY.

Jlexiibka OIJTKOBHX MOJICKYJ i3
BTOPUHHOKO CTPYKTYPOI y BUIIISII
cripajiell MOKyTh B3aEMOJIISITH OJTHA
3 OJIHOIO, YTBOPIOIOUU MIKMOJICKY-
JISIPHI KOMIUIEKCH, LIO SIBIISIFOTH COO0I0
cynepcnipanizosani (“‘cynepemo-
PpuHHi”) CTPYKTYPH.

2. B-Crpykrypa — CTpyKTypa
TUIY CKJIQJ4acToro Imapy, CKiaaa-
€THCS 13 3UT3arono/i0HO PO3TOPHYTUX  Puc. 2.6. B-Kondopmauis nostinenTnanoro anmora.
TTOJITNENITH/THUX JIAHITIOTIB, IO PO3- CxeMaTH4HO 300paKeHi TPH MapajeibHAX
TaroBaHi mopsit (Box abo OLIBIION JIAHIIOTH, 1110 YTBOPIOIOTH CTPYKTYPY THITY
KUIbKOCTI) — puc. 2.6. CRITATIACTOTO tapy.

B-CTpyKTypH YyTBOPIOIOTBCS 32 PaXyHOK MiXKJIAHIFOTOBHX BOJHEBHX 3B’SI3KiB, IO
3’ennytoth rpyr C=0 ta NH cycimnix nominentuuis (puc. 2.7):

Puc. 2.7. YrBopennst B-cTpyKTYp: a — 6uani0 300Ky; 6 — u2nsio 36€pxy.

B-Kouhopmarito MatoTh Giiku B-KepaTuHu, sKi CKIIAI0THCS 3 3UT3arONOi0OHMUX,
AHTHNAPAJIETLHO OPIEHTOBAHUX HOJIIENTHIHUX JIaHIEOTiB. [TpeicTaBHuKoM B-keparutis
€ ibpoin — QiOpunAPHUI HePOZYMHHUI O1TTOK IIIOBKY Ta MABY THHHS.

Kpim yrnopsiikoBanux THITB (Ol-criipaiti Ta B-cTpyKTypH), BTOpUHHA CTPYKTYpa MOXe
SIBIISITH COOOI0 HEPETyIISIpHY, HEBITOPSIKOBaHY (XaO0THYHY) KOH(OpMAITIFO.

YV Garath0X PUPOAHIX OlITKax B3IOBXK OJTHOTO TTOJIITENTHTHOTO JIAHITIOTa, IO CTaHO-
BUTbH IEPBUHHY CTPYKTYPY AAHOTO OiJIKa, IPUCYTHI K O-CIipasIi30BaHi JUISTHKH, TaK 1
30HHM, [0 CTAHOBIATH CKiIamuactuii map (B-cTpykrypr) abo MaroTh HEPETYISPHY
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koH(opmariito. Harpuknaz, y Monekyi XiMoTpuricusy 10 14 % 3arajabHoi KiTbKOCTi aMiHO-
KHCIIOTHHX 3QJTHIIKIB BXOIHUTH 10 CKIIa Iy O-cripaneii, 45 % — B-ctpykryp, 61 % —
JIUIISTHOK 13 HEBIOPSKOBAHOO CTPYKTYporo. [lominenTrani TaHIFoTH B MOJIEKYIJIaX Mio-
DI00iHY Ta TPOIIOMIO3MHY Malike OBHICTIO OL-criipastizoBadi (Ha 80 ta 100 %, BiamnoBiaHo).

Tpemunna cmpykmypa 0inxie

TpetrHHA CTPYKTYpa OLIKIB SIBIIE COOOKO CIIOCIO YKIIaIaHHS B TPUMIPHOMY TTPOCTOPI
MOMINENTHAHOTO JIAHIFOTa 3 IEBHOIO BTOPHHHOIO CTPYKTYPO0. B yTBOpeHHi Ta cradini-
3allii TPETUHHOI CTPYKTYPH OEpPYTh yUacTh BOJIHEBI, 10HHI, TiAPOo(oOHI 3B°SI3KH Ta B3aEMOJIIL.

3anexHo Bij popMu Ta OCOOIMBOCTEH TPH-
MipHOI IPOCTOPOBOT OpraHi3aLii, BUAUIIOTH II100Y-
JISIpHi Ta QiOpHIIApHI OLTKH.

Thobynspni 6inku — OUTKH, IO MAOTh OKPYLITY
(xynenomioHy, abo ermircoinHy) popmy. BimHomenHs
JIOBTO1 Ta KOPOTKOI OCE MOJIEKYJ I B TIIOOYISPHIX
oinkax — Bix 1:1 go 50:1. Lle anmsOymiH cupoBaTKH
KPOBI, MiOTTI001H M’ 131B, TeMOIIIO01H, OUTBIIICTE (hep-
MEHTHHX OLITKIB.

I'moGynsipHi 6inkn moOyHoBaHi 3 ogHOTO 400 Je-
KUTBKOX 3B’SI3aHUX JUCYIb(ITHUMH MiCTOUYKaAMH
MOJIINENTUIHUX JIAHIIIOTIB, 1110 3TOPHYTI B IIUTBHI
KyneroniOHi opmu. Mozenb poCTOpOBOi CTPYK-
Jeno npoctopose postamy- YPHOI Opramisauii Mosexym MiorI00iHy, BrepIe
panms moninenTuanoro aan- 3auponionosany JLk. Kennp’ro (J.Kendrew) B 1958 p.
wiora, 38’3aHOr0 3 MoJieky-  HAIIJICTaBl DPEHTITEHOCTPYKTYPHOIO aHaIi3y OLIKOBUX
1010 Temy. KpHUCTAJIB, O/IaHO HA puC. 2.8.

TpumipHa opranizartist oOyIsip-
HUX OUIKIB yTBOPIOETHCS 32 PAXYHOK
IPOCTOPOBOTO 3TOPTAHHS TTOJIITETI-
THTHOTO JIAHITIOTA, OKPeMi YaCTHHU
SKOTO MOXXYTb MICTUTH Ol-CHipaJi,
B-cTpyKTypH Ta AiIAHKH 6€3 yIopsiji-
KOBaHOI CTPYKTYpH (AUB.: Bmopun-
Ha cmpykmypa 0inKie).

CxeMy mpoCTOpoBOi KOH(pOpMAITii
MiomIo0iHY, 3HaYHA YaCcTHHA MOJTITIer-
THUJTHOTO JIAHIIOTA SKOTO Ol-CITipa-
JIi30BaHa, IMoJIaHo Ha puc. 2.9.

TperuHHY CTPYKTYpY IIOOYIISAPHOTO
(bepMeHTHOTO OlJTKa TEKCOKiHA3H, TT0-
JHMENTHTHAN JIAHITIOT SIKOTO YTBOPIOE SIK
Ol-crripalii, TaKk i CKJIaA4acTi mapu,
300pakeHo Ha puc. 2.10.

Puc. 2.8. MoaeJib TPeTHHHOI CTPYKTYpH
MOJIEKYJIU Mior100iHy. 300pa-

Puc. 2.9. IlpocropoBa koHdopmania mMiornodiny i3 gt
300paKeHHsIM XapaKTepy BTOPHHHOI CTPYK- Crabinmizarisi KOMIIAKTHOI IOOYIIH

TYpPH NOJIIENTHIHOTO JIAHINIOTA. peartizyeThes 32 paxyHOK BOJIHEBHX Ta
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HIMX CTA0KHX 3B’ SI3KIB MK OTIHIMHE pajTiKa-
JIaMH aMIHOKHCITOTHUX 3JTHITIKIB, 5Ki (DIKCYFOTH
BiJHOCHO O/IH OJIHOTO IIeBHI YaCTHHH TOJIIIETI-
THUJTHOTO JIAHITFOTa (200 JTAHITFOTIB, 3’ € THAHIX
S—S-3B’s13kaMu).

OcoOMMBICTIO TPETHHHOI CTPYKTYPH 7100y -
TIAPHUX OLIKIB, ITI0 BU3HAYAE TX BAYKITHBI (Pi3nKO-
XiMi4Hi Ta 010JIOTT4YHI BIACTHBOCTI, € XapaKTep
pO3TanIyBaHHs MOJSPHUX Ta HETIOJSIPHUX
AMIHOKHMCJIOTHHX 3JTUIIKIB. Y OUIBIIOCTI IO~
OyristpHIX OLTKIB OMSIPHI (T1ApOQLUTHHI ) 3ATHIITKH
PO3MIIICHI Ha MOBEPXHI OOy, Jie BOHU
KOHTaKTYIOTb i3 BOHOIO ()a3010, TOMI SK He-
MOJISIPHI paJKaIli 3aHYpEeHi Y BHYTPIIIHIO
rizpodoOHy dazy Monekyau. Taki ocobu-
BOCTI Oy/IoBH OUIKOBHX TI00YIT BU3HAYAIOTH
CTYMIiHB 1X PO3YMHHOCTI, OCOOJIMBOCTI B3a€-
MOJIii 3 IHITIMMHE OLIKaMH Ta JTiraHIaMH Pi3HOL
XIMIYHOI TIPHPO]THL.

DiopunsapHi 6inky — OUTKH, CTPYKTYPHOFO
OCOOJMBICTIO SIKMIX € BUTATHYTa (hopMa MoJIe-
KyJL. BOHHM CXWJIBHI 10 YTBOPEHHSI MYJBTH-
MOJICKYJISIPHIX HUTKOIIOTIOHMX KOMITIIEKCIB—
(biOpru, 10 CKIAAIOTHCS 3 ICKUTBKOX Mapa-
JISNTGHUX TIOMIIETITHATHUX JIAHIIOT 1B.

DiOpwsipHi OLIKK € CTPYKTYPHUMU KOM-
MOHEHTaMH CIOJIy4HOI a00 iHIIHMX OTOPHUX
TKaHWH oprasizMy.  [prkmaqamm cTpyKTypHIX
(hiOpunsIpHMX OUIKIB € KonaeeH — HaHOLUTBII
JPO3IOBCIOMKEHMI OLTOK OpraHi3MY JTFOIMHH, IO
cTaHoBUTH 10 30 Y% 3arajabHOI KUTBKOCTI TKa-
HUHHHX OLJIKIB, e1acmuH CTIONYYHO1 TKAaHIUHH,
Ol-xepamun OTIPHUX TKaHMH, emizepMicy
LIKIpH, BOJIOCCSL.

DopmyBaHHs1 Oaratbox 0107TOrTYHO BayKITH-
BHX (piOpUITSIPHIIX OLIIKIB BiIOYBA€THCS IIIIXOM
YTBOPEHHSI CYNEPBTOPUHHUX (Cyrepcmipa-
JI30BaHUX) CTPYKTYD, 30KpeMa:

1. Monekynu mponoxonazeny — CTpyK-
TYPHI OJIFHUIII KOJIAT€HOBUX (PiOPFLI CrIOITy Y-
HOI TKaHMHH. MOJIEKYJI TPOIIOKOJIareHy
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rekcokinasu. Ha yvomy pucyuky i
Ha pucyuky 2.13 o-cnipani ymosHo
300pascicero y 6uensodi yurniHopis,
B-cmpyxmypu — y 6uennodi cmpinox
(3a A Sl Hikonaesum, 1989).

Puc. 2.11. Moaes ¢opmyBanHs (idpuiasipHux

OinKiB 3 OKpeMHuX O-cHipaJi30BaHUX
noJinenTuaiB: a — noainenmuonuil
Janyroe, wo A61e coboro “eenuxy’’ cni-
panv, cghopmosarny Ha ocHosi “‘manoi”
O-cnipani; 8 mooderni, ujo 300padxcena,
Kpox “manoi” cnipani (1) y 12,5 pasa
Menwuil 8i0 Kpoky “‘eenuxoi”’ cnipani
(2); 6 — cynepcnipans muny 6aea-
TONCUTLHO20 KaHama, nodyoosaua iz
cemu O-Cnipanizoeanux noninenmuois.

CKIJTaIIat0THCS 3 TPHOX MOMIMENTHIHUX JTAHITIOTIB (CITipaieii Kolarexy), 1o oOBUTI OuH
HABKOJIO OJJHOTO 32 THTIOM TYTOr0 JDKryTa. CTalimizallis TPOroKoIareHy T0CATaEThCs 3a
PpaxyHOK BOITHEBHX 3B s13KiB Mk C=0- Ta NH-Tpymamu cycifHiX MOIIIenTHTHAX JIAHITIOT iB.
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2. binku O-kepamuny — ocHOBHUI TN (iOpHISIPHUX OLIKIB, 3 SIKHX 1OOYIOBaHO
30BHIIIHI 3aXUCHI TOKPHUTTS XPeOIIeBUX TBAPHH (€ITi/IepMiC IIIKiPH, BOIOCCSL, HII'Ti JIFOAVHY;
LIepCTh, Hip’s1, POrOBi yTBOPEHH:). O-Keparnnu sIBIsitoTh co00t0 MIKpo(iOpHim JiaMmeTpom
npuOIM3HO 2 HM, MOOYIOBaHI 3 TPhOX Cl-CIIPai30BAHUX MOJIMENTHIHUX JAHIIOTIB
(cymepcrmipais). Oxpemi Mikpo]iOpuH, 3’ €THaAHI MIKITAHITFOTOBUMH JIACYITH(ITHIMH 3B 13-
KaMH, YTBOPIOIOTh CTPYKTYPH, TIOMIOHI /10 0araroyKriTbHOTO KaHaTYy, ITI0 3a0e3Iedy€e MIilTHICTh
BOJIOCCSI T IHIIMX TKAHHMH, TOOYZI0BaHUX 3 Ol-KEPATHHIB.

Cxemy yTBOpeHHs1 (iOpmIIpHUX OUIKIB 32 PaxyHOK Cymnepclipamizalii oKpeMux
TOJTIETITH/THUX JIAHITIOT 1B, IT[0 MAFOTh KOH(OPMAITIFO Oi-CITipat, rojiaHo Ha puc. 2.11.

Yemeepmunna cmpykmypa 0inkie

UeTBepTrHHA CTPYKTypa OUTKIB YTBOPIOETHCS NP 00’ €THaHHI (arperariii) JeKUTbKoX
MOJINENTUAHUX JIAaHIIOTIB a00 MPOTOMEPIB, KOXKEH 3 SKUX MAE CBOI XapaKTEpHY
BIOPSIIKOBAHY KOH(OPMAITIFO.

Oxpemi ipoToMepH (CyOOAMHHIT) B OTKaX 3 UETBEPTUHHOIO CTPYKTYPOIO 00’ €/THAHI
HEKOBAICHTHIMH 3B’ SI3KaMH, [0 CHIPUUHHSIE TIOPIBHSHO JIETKY iX MICOITIAIIIFO TIPH 3MiHi (pi3HKO-
XIMIYHHX BIIACTUBOCTEH cepeiorIna. Pa3soM i3 THM, Taka AUCOIAITis IPH3BOIUTH 0 BTPATH
criermgigHoi [T TaHOoTo O1TKa 0100 TYHOT aKTUBHOCTI, SIKa IMPUTAMaHHA JIUIIIE [IUTICHOMY
OJIiIrOMEPHOMY YTBOPEHHIO.

[pukragamu G1IKIB i3 YETBEPTUHHOIO CTPYKTYPOIO € OJIIrOMepHi OLTKH 3 M.M. BHIIIE
50 k]I, 110 moAaHi B Tadu. 2.1.

3navyHui (PizioNoridHUN Ta KIIHIYHUN iHTEepec
CTaHOBUTH O1LJIOK epuTpouTiB remorio6in (Hb), mo
€ TPAHCIIOPTEPOM KUCHIO B OpraHi3Mi JIFOIMHU Ta
BUIIMX TBAPYH. BiH € TUITOBUM MPE/ICTABHUKOM OLIKIB,
10 MaloTh YETBEPTHHHY CTPYKTYpY. M.M. reMorio-
0iny fopiBHIOE 68 K/1; fioro Mosekysa moOyoBaHa 3
YOTHPHOX ITOIAPHO OJHAKOBHX CyOOIMHHIb — ABOX
O~ Ta IBOX B-TIOJTIITeITHTHIX JIAHIFOT 1B, KOKEH 3 SIKFX
3’ €THAHMI 3 HEOLITKOBOFO CITOITYKOI0 2emom —1iopei-
PHUHOBUM TOXIZHUM, IO 3B’S3y€ MOJICKYJIy KHCHIO
(puc. 2.12):

Binku 3 4eTBEPTUHHOIO CTPYKTYPOIO MOXKYTh
BKJIFOYATH SIK OJJHAKOB1 POTOMEPH (K Y TIPUKIIAT
reMornnoOiHy), Tak i pi3Hi. Y ckiaji 6ararbox Oin-
Puc. 2.12. YerBepTuHHA CTPYKTYypa KiB-Qep MeHTil,g MiCT,HTI,’C’,I pi,3Hi HpOTﬂOMepI/I, 1o

Moaekyan remoriosiny.  BHUKOHYIOTB Pi3Hi GioxiMiuHi dyHKuil (30Kpema,
KaTaJiTUYHY Ta PETYISTOPHY).

[omenni oinku

JloMeHu — CTPYKTYPHI AUTSTHKY OLTKOBUX MOJIEKYIT, IO SIBJISTFOTH COOO0I0 TIIOOYIISpHI
YTBOPEHHsI BCEPEIMHI OLIKIB i3 TPETHHHOIO CTPYKTYpOro. JliaMeTp mmo0ysisspHOTro JOMEeHyY
JIOPIBHIOE B CEPEAHBOMY 2,5 HM; 10 #ioro ckiaay BxoauTh 100-150 aMiHOKHCTIOTHHX
3AJIULIKIB.
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Oxpemi JoMeHH € PYHKITIOHATBHO BiJIHOCHO aBTOHOMHUMH YTBOPEHHSIMH B CKJIa]Ti
OLTKOBHX MOJIEKYJL, 1 JIOMEHHI OLTKA B IIOMY BiJJHOIIEHHI TIO/TI0HI JT0 OJTirOMEepPHUX OLITKIB.
Aute, Ha BiZIMiHY Bijl OUJIKIB i3 YeTBEPTUHHOIO CTPYKTY-

poto (ommiromepiB), okpemi IOMEHHI TI00yIH yTBO-
PIOIOTHCS TUM CaMUM MOJITCIITHIHUAM JIAHITFOTOM 1,
BIJIMOBIJTHO, 3B’ s13aH1 Mi>K COOOO TIETITHTHIUMU (hpar-
MeHTaMU (“IIapHIpHUMH ™ TIISTHKaMU ). 3B’ SI3KH MIXkK
JOMEHAMH MO>KHa PO3IICTTUTH TLTHKH 32 JOTIOMOTOI0

NPOTEONMTUYHHX (DEPMEHTIB.

[puknagamu fOMEHHHX OLIKIB € (PepMEHTH TITIKO- -

JITHYHOTO MUTSIXY OKUCIICHHS TIIFOKO3U — 1Y epaib-
oezioghochamoeciopoeenasza 1a gocpoeniyepam-

Puc. 2.13. JlomenHa oprauizauisi ¢ep-
MeHTYy (ocdorainepar-
KiHa3m.

kinaza (puc. 2.13), y ckiaji SIKHX OKpeMi JOMEHU

pealizyroTh pi3Hi eTany CKIaIHOTO
KaTaJIITAYHOTO aKTy.

3aBeplIyroun Po3TIIs MOJIEKY-
JNSPHUX MeXaHi3MiB (OpMyBaHHSA
BUILUX PIBHIB CTPYKTYpPHOI OpraHi-
3al1ii OUTKIB, HEOOXiTHO 3ayBaKUTH,
O BCi BUCOKOBIOPSAAKOBAHI
(opmu npocroposoi koH(popma-
nii OlIKOBMX MOJIEKYJ JeTepMi-
HOBAHi IEPBUHHOI0 CTPYKTYPOIO
MOJIiNeNTUIHOI0 JIAHIIOTa, TOO-
TO aMiHOKHCJIOTHOIO MOCTiT0B-
HiCTI0, IKa BU3HAYAETHCHA I'eHe-
THYHUM KOJIOM KJIITHHH, B SIKii
CHHTE3Y€ETHCSl TaHUi OLIOK.

BropunHa, TpeTuHHa, YeTBEp-
THHHA Ta JIOMEHHA OpraHi3ailii OUIKiB
€ Pe3yJILTaTOM JIOBLIBHOTO, CIIOHTAH-
HOro (hOopMyBaHHS MPOCTOPOBUX
yIpylnoBaHb, 110 CHPSIMOBaHI Ha
JOCSTHEHHS! CKJIaIHUM 010 i3nuHIM
YTBOPEHHSIM, sIKE SABJISIE COOOI0 MaK-
pOMOJIeKyYITy O1TKa, TEPMOINHAMIY-
HO cTa0lIBHOTO cTany (puc. 2.14).

Primary
structure

Secendary
structure

Tertiary
structure

HEMOGLOBIN
Quarternary
structure

Puc. 2.14. ®opmyBaHHs BHIIMX PiBHIiB CTPYKTYpHOL
opranizanii 0iJKiB Ha 0CHOBi NepBUHHOI
CTPYKTYpH.

2.4. PI3UKO-XIMIYHI BTACTUBOCTI BIVIKIB

1. Kucnommno-ocnogni eénacmugocmi 0inkie.

3aBISIKK HASIBHOCTI 3HAYHOI KUIBKOCT] I0HOTEHHUX IPYII (Ol-aMiHHi Ta Ol-KapOOKCHIIbHI
KiHIIEB1 TpyTTH, O19HI paIiKaITi KHCIUX T2 OCHOBHUX aMiHOKHCIIOT) O17IKOBI MOJIEKYJIH €
aM(OTEepHUMH €JIEKTPOJIITAMH i Y BOJHUX PO3YMHAX YTBOPIOIOTH aM(iOHH, 3HAK Ta
3apsil IKUX 3aJICKUTh BiJT TX aMiHOKHUCIIOTHOTO ckiiaay Ta pH cepeoBuina.
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[omiGHO /10 BUTKHUX aMiHOKHKCIIOT, Y KUCIIOMY CepPEIOBHIII ITePEeBaKar0Th KaTiOHHI
(hopmu OLITKOBMX MOJIEKYIT, Y JTy»KHUX — aHiOHHI. HasgBHICTE 3apsiy B MoseKynax OiIKiB
BU3HAYae X 37aTHICT A0 enekmpopopesy — pyxXy B MOCTIHHOMY €JIEKTPUIHOMY TOTi.
Enexrpodopernuna pyxomicTh MOJIEKYJI OUIKIB 3aJI€KHUTB Bifl iX 3apsiIy Ta MOJIEKYIISIPHOT
MacH, 1110 JI03BOJISIE 3aCTOCOBYBAaTH METO]I eJIeKTpodopesy 11t hpaKiioHyBaHHS CKIIQTHIX
OLTKOBHX CyMiIILICH.

Enexrpodopes six MeTon po3iisieHHs OUTKIB CHpOBATKH KPOBi IIIMPOKO BUKOPHUCTOBYETHCS
B KJTiHIUHIK Oioximil. [Ipu 3acTocyBaHHI TarepoBoro abo refieBoro enekrpodopesy OiTkn
KPOBi NOJIIISFOTECSA HA TaKi OCHOBHI (DpaKil: amOyminu, O-, O -, B- Ta Y-2100y1inu,
Qibpunocen (neTaabHO — 1UB. TaBy “‘bioximis Kpoei).

3miHtor0uM pH, MOXKIIMBO MEpeBECTH OLIOK Y CTaH, MPH SIKOMY CyMapHU eJIeKTPUYHUHA
3apsij1 OLTKOBOT MOJICKYJIH JIOPIBHIOE HYJTIO (i30e1ekmpuyHuti cmar). BioBiiHe 3HAYCHHS
pH orpumaro wa3By pH izoenexmpuuroi mouxu 6inka (pl). Y ckiaii OLIbIIOCT IPHPOTHUX
OIKIB KiJIbKICTh aHIOHOTEHHUX aMiHOKHCIIOTHHX 3aJIMIIKIB TEPEBUIIYE KiTbKICTH
KaTiOHOTeHHUX 3JIHIIIKIB, TOMY JTst OararhoX OUTKIB pl 3HAXOMUTHCS B KUCIIOMY CEPEIOBHIIIL,
1 TIpH HEUTPATBHUX 200 CTa00TyKHIX 3HAYCHHSIX pH BoHM 3HaxomsIThCs Y (hOpMi aHiIOHIB
(Harpuknaz, OUIKY T1a3MH KpoBi). JIy’)KHUMH € KOMITIOHEHTH SIIEPHUX JIE30KCHPHOO-
HYKJICONPOTEiHiB OLTKH 2icroH, O MICTSITH Y CBOEMY CKJIafi 3HAYHY KUTbKICTb 3aJIMIIIKIB
TIO3UTHBHO 3apsHKEHNX aMiHOKFICIIOT apTiHiHY Ta JI3HHY.

2. Pozuunnicmo oinkie.

PozunHHICTh OKpeMHX OUIKIB Y Pi3HMX (PI3UKO-XIMIYHUX CEPEIOBHIIAX 3AJISKHUTh BiJT
TIepeBaYKaHHS B iX CKI1a/1i TOJISIPHIX 200 HETTOIAPHIX aMiHOKHCIIOTHHX 3aJTHIIIKIB.

Bararo moOymsipamx OiTKiB (30KpeMa, OLTKIB CHPOBATKH KPOBI Ta 1HIIIMX 010710TIYHIAX
PIIMH) MICTSTh Ha CBOIM MOBEPXHI TAPOQLIBHI 3aIMILKH MOJISIPHUX HE3aPsHKEHUX a0o0
3apsKEHUX aMIHOKHUCIIOT, SIKi T0Ope B3a€EMOJIIFOTh 13 JUIOIBHUMUA MOJICKYJIAMU BOJIH,
YTBOPIOKOYM HABKOJIO OLIKOBMX MOJIEKY.I TiparHi 060moHkH. i 6iku 100pe po3urHHI y
BOJIi 200 CTa0KMX CONMHOBUX PO3YMHAX COJIEH JIyKHUX METATIB.

301bIIeHHs B PO3YMHAX BMICTY KaTiOHIB METaJiB Ta aMOHIIO CYIPOBOKYETHCS
JETipaTaItiero OLTKOBIX MOJIEKYI 1 OCa/PKEHHSIM TIEBHHUX OUTKIB (METOM 8ucontosanHsl). I3
LIIEF0 METOK HAWOLIBII YacTO BHKOPUCTOBYIOThCS KOHIICHTPOBAHI PO3YMHH CYJbpary
aMOHII0, CyJb(aTy HATPIrO, XJIOPUJIIB HATPIFO Ta KaJIF0. 3MIHFOKOYM KOHIICHTPALIIO BU-
COJIIOIOYHMX PEarcHTiB, MOXKJIMBO 3[iHCHIOBATH Nu]epeHIiioBaHe 0caJKeHHS
(ppaxiionyBanns) ieBHUX OLMKOBHX (hpakiiid. Hanpukian, B ymMoBax HarriBHACHUEHHS
CHPOBATKY KPOBI CIPYaHOKHCIINM aMOHIEM BiJIOyBA€THCS OCA/PKEHHS NIOOYITiHIB, IIPH TIOBHOMY
HaCHUYeHH]— aJILOyMiHiB.

3. [enamypauia oinkie.

[lin oenamypayiero po3yMitoTh BTpaTy OLIKOBOIO MOJIEKYIIOIO MPHUTaMaHHOI i
[IPOCTOPOBOI CTPYKTYPH (HamusHOI Konghopmayil) Ta TOPYIICHHS XapaKTePHUX JIS JAHOTO
Ou1ka (i3UKO-XIMIUYHHX BIACTUBOCTEH. JleHaTypallisi CyIpOBOIKYEThCS 3HIKEHHSIM a00
BTpaToro crierpdigaol [yis gaHoro Oinka 010JIOriYHOT aKTUBHOCTI ((pepMEeHTAaTUBHOI,
TOPMOHATHEHOI TOITIO).

Bona Bif0yBa€eThCsl BHACTIIOK BIUTHBY Ha OLTKOBI PO3YHMHHY Ta OLTKH, IO 3HAXOIATHCS B
010JIOTTIHIX CEPEIOBHITIAX, JKOPCTKHX XIMITHUX, (DI3UKO-XIMIYHIX Ta (Di3UIHIX (DaKTOPIB.
JeHarypaliito BUKITMKAIOTb [Tisl KUCJIOT, JIYTiB, OpraHiYHUX PO3YMHHHKIB, HAIPiBAHHS OLIKIB
10 60-80 °C, mist BUCOKHUX J103 YIBTPadioseTOBOrO Ta 10HI3yUOro BHIIPOMIHIOBAHHSI.
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MexaHi3M BIUTMBY JIEHATypyIOUHX areHTIB MOJISATae B PyHHYBaHHI CITAOKHX 3B’ SI3KIB (BOTHEBHX,
10HHUX, JTATIONBHAX, T11po(oOHNX), 10 CTaOLTI3YIOTh YIOPSAKOBAHI THITH TIPOCTOPOBOL
oprasizariii OLTKOBIX MOJIEKYJI (BTOPHHHY Ta TPETHHHY CTPYKTYPY ).

4. B3aemodia obinkie i3 pi3HUMU XIMIYHUMU Jli2aHOAMUL.

BHacijiok HassBHOCTI Ha MMOBEPXHI OLTKOBUX MOJICKYJT 3HAYHOT KiIJIbKOCTI aKTHBHUX
(hyHKITIOHATBHUX TPYTI, OLTKHM 3/1aTHI 10 3B’ SI3yBaHHS PiI3HOMaHITHUX XIMIYHUX J1i2aHOI6.
Jo miragmis, 3 IKHMHA MOXYTh B3AEMOJIISAITH OLTKOBI MOJIEKYITH, HaJIe)KaTh HU3bKOMO-
JIEKYJISIPHI Ta BUCOKOMOJICKYJIISIPHI CITOTYKH, 30KpeMa STK 010MOJIEKYITH, TaK 1 Ty>KOpiTHi
XIMIYHI CITOTYKH, 1[0 HAAXOIATh B OPTraHi3M 3 OTOUYIOYOTO CEpeJOBHILIA.

3B’s13yBaHH;I OLUTKaAMU IIEBHUX XIMIYHHX JIFAH/IIB y 0OaraTh0X BUMAJIKaX € MEXaHi3MOM
peatizallii TpaHCIIOPTHOT, pEryIsSTOPHOT a00 KaTamiTHYHOT PyHKIIIH naHux OinkiB. Ha-
TIPUKJIA]T, COPOIList JKUPHHUX KUCIIOT Ta OLtipyOiHy arb0yMiHOM CHPOBATKH KPOBI, 3B’ 53y -
BaHHS NTFOKOKOPTHKOI/IIB Ta MPOT€CTHHIB TPAHCKOPTUHOM IUIa3MH € €TaIOM LIUPKYIITOp-
HOTO TPAHCIIOPTY X 0i0MOJIEKYI, B3aEMOIisl crielrdigHOro Oilka KIIITHH IITyHKa
(dakropy Kacna) 3 Bitaminom B, HeoOXiqHa Uit BCMOKTYBaHHS [bOTO BiTaMiHy
CIIM30BOIO0 000JI0HKOI0. B3aemois nesikux OIKiB i3 JirangaMu siBsie co001o popmy
JICTIOHYBaHHSI OCTAHHIX (HAPHUKIIAJL, 3B’ I3y BaHHSI 10HIB 31132 3 O1JIKOM (DEPUTHHOM).

[opsiz i3 OinkaMu, B3a€MOZIS SIKMX 13 HEOUTKOBUMH JTiIraHIaMH € €TaItOM 1X TpaHC-
ropTy abo JeTTOHYBaHHS, ICHYFOTh KJIACH OLITKIB, sIKi TOCTIHHO 3B s13aHi 3 IEBHIMH HEO1T-
KOBHMH CIIOJYKaMH, IO SIBIISFOTHCS IHTErPAJbHIMHU CTPYKTYPHUMH KOMITOHEHTaMHU
X OUIKIB. Y 1aHOMY BUIMAAKY HIETHCS PO TEHETHYHY 3alIpOrPaMOBaHICTh OKPEMHUX
OUTKOBHX CTPYKTYP JIO B3a€MOJIii 13 CBOTMH JTiraHAaMHU 1 peaJti3ailito OLIKoM HOro crieiu-
¢biuanx QyHKILIH TUTBKH y CKIIAJI TAKKX XIMIYHUX 200 (i3uKo-XiMiYHMX KOMIUTeKciB. Ha
BiIMiHY BiJl 3a3Ha4Y€HUX BUIIIE THITIB B3a€MOJIiii, 3B’ I3yBaHH: TaKUX CKIIQJHUX OLITKIB 3
X HeOLIKOBMMH YaCTHHAMH B 0ararboxX MPEACTABHUKIB WX OUIKIB (TIIIKOMPOTEiHIB,
(hocdormpoTeiniB) BinOyBa€ThCS BHYMPIiUHbOKIIMUHHO, € €TAIIOM O10CUHTE3Y JTAHOTO
OlJIKa — MOCTTPaHCIISALIHHOT MOM(DIKaLlii, 110 3IHCHIOETHCS B €HIOIUIA3MATHYHOMY
petukynaymi abo amapari ['onbmki micis pudocoMalbHOTO 300py MOJIMENTHIHOTO
JIaHIIIoTa.

IMpocTi Ta cknagHi Oinku

Binku, 10 cKIta Ty SIKUX BXOJISTh JIUIIE 3ATUIIKA aMIHOKHKCIIOT, 00’ €/THAHI B ITOJITISIITHIHI
JIAHITIOTH, OTPUMAITH Ha3BY npocmux Oinkie. BiTkH, M0 CKIaay SKUX BXOOATH TPHETHAHI
KOBaJICHTHUMH 200 HEKOBAJICHTHUMH 3B’SI3KaMH 1HII OioMoneKyii abo 10HM MeTaliB,
HA3WBAIOTBCS CKIAOHUMU OLIKAMU.

Crionykamy HeaMiHOKHCIIOTHOI TIPUPOJIH, 110 BXOAATH A0 CKIIAIy CKIIATHHUX OUIKIB
(npocmemuynumu epynamu), MOXKyTh OyTH BYIJICBOIM, JIIIIJIN, HYKJICTHOBI KHUCJIOTH,
HYKJICOTHIM, TIOp(ipHHHM, i0HK MeTaTiB, 3arHIIkH (hochopHoi kercnotu. [Ipocterrdna rpyma
MOske OyTH 3’€JTHaHa 3 OLITKOBOIO YACTHHORO (anonpomeiHom) Ik KOBAJICHTHUMH 3B’ I3KaMH,
TaK 1 HEKOBaJICHTHIMH (BOTHEBUMH, I0HHUMH, TiAPOMOOHIMH ).

3asnekHo BiJl XIMIYHOT IPUPOM MPOCTETHYHOI TPYIHX CKIIa IH1 OLTKH OAUIIOTHCS Ha:

a) anikonpomeinu — OLUIKU, POCTETUYHUMHU IPyIIaMH B SIKMX € MOHO- a00 oj1iroca-
xapuad. Y CKJIafi IIKOIIPOTEIHIB BYIJIEBOIHA YaCTHHA KOBAJICHTHO 3B’s13aHa 3 OTHHUM 13
OIYHMX aMIHOKHCIIOTHHX PaJUKaJIiB MENTHAHOIO JaHiora. KoMieken OUIKIB i3 BHCO-
KOMOJIEKYIIIPHUMH TeTeporioicaxapuaaMu (MyKomojTicaxapiuaaMn) Ha3UBarOThCS
npomeozniKanamis;
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0) ninonpomeinu — OUIKK, TPOCTETHYHUMH TPYNaMH SKHX € JIMiAn (TpHaIiI-
DJTILEPOITH, CKJIA THI JTIITi/IN TOIIO);

8) HyKJ1eonpomeinu — OLUTKH, HEOLITKOBOIO YaCTHHOIO SIKUX € HYKJIETHOBI KHCIIOTH
JHK ta PHK (nezoxcrpuboHykIeonpoTeinu Ta puOOHYKIICONIPOTETHH, BiAIOBITHO).
Hykneonpoteinu € HaaMONEKYIIPHUMH KOMITJICKCAMH, 1[0 CTAHOBIIATH CYOKIITHHHI
OpraHejy — XpOMaTHH, puOOCOMH TOILIO;

2) Xxpomonpomeinu —OUIKH, IO MArOTh 3a0apBIIeHY, ITITMEHTHY IPOCTETUYHY TPYITY
(ayKmeoTr, TophiprH y KOMILIEKC] 3 METaJIOM ); TIPHKJIIaJaMU XPOMOITPOTETHIB € (haBo-
MPOTETHH Ta IUTOXPOMHU AUXAITBHOTO JIAHIIFOTA MITOXOHPIi, TeMOII00iH €pUTPOLHTIB,

0) memanonpomeiny — OIIKH, SIKI MICTATh METaJ, 10 HE BXOJHUThH JI0 CKJIATY
MeTaonopQipHHOBOTO KOMILIEKCY

e) ocghonpomeinu — OIIKH, SIKI MICTATH y CBOEMY CKIIaJli 3aiUIIOK hochopHoi
KHCJIOTH, ToeAHaHKH (ochotieipHUM 3B’ SI3KOM i3 T1IPOKCHIILHOI TPYTIOK CEPHHY 200
TPEOHIHY HETITH/IHOTO JIAHITIOTa.

2.5.METOIU BUAIJIEHHSA TA AHAJII3Y BIVIKIB I HIEIITU/IIB

2.5.1. Meroau BujijieHHs1 Ta (ppaKuionyBaHHs OlIKIB

BunineHHs iHAUBIyaNbHUX OUIKIB 13 TKAHUH, KJIITHH Ta O10JIOTTYHUX P1IMH )KUBUX
OpraHi3miB (TBapHH, POCIIUH, OaKTepiil, CHPOBATKH KPOBI JIFOIMHH) € PO3MOBCIOPKEHOIO
010XIMIYHOO Ta O1I0TEXHOJIOTTYHOK TPOIISTYPOFO, ITIO ITUPOKO 3aCTOCOBYETHCS 3 METOO
OTPUMaHHS JIIKApCHKUX 3aC00iB (TOPMOHIB, (hepMeHTiB, iHTepdhepoHiB) a00 TOCTiHKEHHS
BJIACTUBOCTEH MIEBHUX OLUTKIB B aHATITHYHIH O10XiMii.

Bunisienns 0iikiB

J1yist BUTiTeHHSI OUTKIB 13 0107T0TTYHIX 00’ €KTIB HalYacTillie BUKOPUCTOBYHOTH iX eKcrmpa-
2y6aHHsi 3a JIOTIOMOTOFO PI3HUX PO3YMHHHUKIB, BUOIP SKUX 3aJICKUTh BiJI (PI3UKO-XIMIYHHX
BJIACTUBOCTEH Oljika a00 rpyIiu OUIKIB, SIKY MOTPIOHO OTpUMary. Y pasi HeoOX1THOCTI oj1ep-
YKaHHsI OLIIKIB, SIK1 JIOKaJTI30BaHi B IEBHHUX CyOKJTITHHHHX OpraHesiax Ta 3B’s13aHi 3 010CTpyK-
Typamu (MeMOpaHaMH, sIZICPHAM XPOMATHHOM TOIIIO), IIPOLISTyPa BUILICHHS OLTKA BKITFOUAE
B cele:

— pyiHYBaHHS TKAHHHHUX Ta KIIITHHHAX CTPYKTYp (TOMOTeHi3allisl TKAHWHH, MeXa-
HiYHE pO3TUPAHHS, OCMOTHYHUH IIIOK);

— nudepeHtiiiiHe eHTpu(yTryBaHHS TKAHWHHIX TOMOTEHATIB 13 METOI0 OTPHUMAaHHS
130JThOBaHHX (PPAKILIH sIep, MITOXOHPii, MEMOpaH eHIOTIIa3MaTUYHOTO PETHUKYITYMY,
JI130COM TOLIIO;

—TepeBeIeHHs OUIKIB CyOKITITHHHUX (pakiiid y pO3UMHHHI CTaH IUISIXOM 00pOOKH
O10CTPYKTYp JIeTepreHTaMu a00 COJTbOBUMHU PO3UMHHUKAMU;

— ocajpKeHHs1 OLIKIB IJTSIXOM BUCOJFOBAHHS 00 3aCTOCYBAaHHS TAKUX JIET1PATyOUMX
peareHTiB, sk eraHoin (MeTon KoHa), anieToH.

®pakuionyBaHHs OiIKiB

PesynbraTtoM 3a3HaueHX O10XIMIYHHX MTPOIIEITYP €, K PABUIIO, OTPUMAaHHS eKCTpPaK-
TiB, B AKHX MICTHTHCS 3HAYHA KUTBKICTh PI3HUX OLIKIB Ta HEOLIKOBUX KOMIIOHEHTIB.
Tomy HacTymHUM eTaroM BWAIUICHHS iHAMBIAYaJIbHUX OUIKIB € ¢hpaxyionysanns




TnaBa 2. Biaku 1 nenmudu 37

OLTKOBUX CyMiIleH, IKe 3[IHCHIOETHCS Ha OCHOBI BiIMIHHOCTEH y (Pi3NKO-XIMITHAX
BIIACTHBOCTSIX IHIMBIyaIbHUX OLIKIB (MOJEKYISIPHIHA Maci, 3apsiii, PO3YUHHOCTI, Xi-
MivHi Ta O10XiMigHIN aKTUBHOCTI). L1i %k MeTOAM T03BOMSIOTH TPOBOANTH BU3HAYCHHS
1 BIMOBITHUX (hi3UKO-XIMIYHUX ITapaMeTPiB MEBHUX OLITKOBHX MOJIEKYII.

Memoou ¢ppaxuionysanns:

1. Metomu, 1110 6a3yroThesi Ha BIIMIHHOCTSIX Y MOJICKYJISIpHIN Maci OLIKIB:

— Memoo ynompayeHmpughyeysants (CCIUMEHTAIIIHOTO aHai3Yy).

MeTo/ TpYHTYEThCS Ha 3aCTOCY BaHH1 IBUIKICHUX YIBTPACHTPHDYT, 32 JIOTTOMOTOFO
KX OLTKOBI MOJIeKy.H (200 1HIII BUCOKOMOJIEKYIISIPHI CITOTYKH ) 3a3HAIOTH JIil IIEHTPO-
O1>KHOTO MPUCKOPEHHSI, 10 B COTHI TUCSY Pa3iB MEPEBUIIYE MTPUCKOPSHHS 3€MHOTO
wokiaas (100 000-500 000 g). Bracifok i 3Ha4HOT IEHTPOOLKHOT CHITH, MAKPOMOJICKYITH
OCITIAtOTh (cedumeHntyomy) i3 MBHIKICTIO, KA 3aJISKUTH BiJl iX pO3MipiB Ta MOJEKY-
JIIPHOI MacH.

Bu3HaueHHSs MIBUIKOCTI CeMMEHTAIIT OLTKOBOT MOJICKYITH, SIKa BUPAXKAEThCS Koei-
yienmom ceoumenmayii s, T03BOJIIE OOYUCIUTU MOJIECKYJISIpHY Macy Oinka (M) 3a
pisHanuam Ceedbepea

RTs

D1 -vp)

ne R — razosa crama, T — aGcomoTrHa Temrieparypa, D — xoedittienT nudysii
Oinka, vV — MmapIiagbHu MITOMUH 00’ €M OiNKa, P — T'yCTHHA PO3YMHHHUKA.

— memoo eenvb-inempayii (eenv-xpomamozpagii).

B ocHOBY MeTOly MOKJIaJIEHO BIJIMIHHOCTI B IIBUKOCTSX MTPOXO/KCHHS ((PLIBT-
paii) O1TKOBUX MOJIEKYII, 1[0 BiAPI3HSIOTHCS MOJIEKYSIPHUMH MacaMmH, 4epe3 crie-
HiajgbHi Tei, SKi BIAIrparoTh POIIb MOJEKVAAPHUX CUM.

s renb-hinpTpaltii 3aCTOCOBYIOTH MOJIIMEPHI CIIOIYKH, HalJacTimIe — MOXiaHi
rojicaxapuy JekcTpany (komepiiitna Hazea — Cedaexc), 1o MaroTh GopMy rpaHysa
i3 mopamMu eBHOTo po3Mipy. [1i1 yac mpoxomkeHHs yepe3 XpoMarorpadiuyHy KOJIOHKY,
sika MicTHTB rpanyiu Cedaexcy, cyminri OUTKiB Ta KX XIMIYHUX CITONYK, BiTOyBa-
€TbCs (DpaKIiOHyBaHHS OCTaHHIX 3aJIEKHO BiJ pO3MipiB MOJIEKYII Ta, BiIOBITHO, 3/1aT-
HOCTI 10 IPOHUKHEHHS B CITKY Teitto. LIIBUAKICTD MPOXOIKEHHS PI3HUX MOJIEKYJI Yyepes3
MOJIEKYJISIPHI CUTa 3BOPOTHBO MPOIOPIiiiHA X pPO3MipaM Ta MOJICKYJISIPHUM MacaM.

2. Merozy, 1110 6a3yrOThCS Ha BiZIMIHHOCTSIX Y KHCJIOTHO-OCHOBHHX BIACTHBOCTSIX OLIKIB.

AM(ioHHI BIacTUBOCTI OINIKIB JO3BOJISAIOTH 3/iHCHIOBATH iX (hpaKilioHYyBaHHS
MeToiaMH i0H00OMiHHOT XpoMaTorpadii Ta exexrpodopesy.

Merton ioHoobMiHHOT Xpomamozpadii Ga3y€eThCs Ha 3aTHOCTI 3apsPKEHUX MOJIe-
KyJ1 O1JIKiB BUOIPKOBO 3B’ SI3yBaTUCS 32 JIOMIOMOTOF) I0HHOTO OOMIHY 3 TIEBHUMH JILISTHKAMHU
10HOOOMiHHMKIB. DpaKIiOHyBAHHS KOMIIOHEHTIB OLTKOBHX CYMIIIIEH JOCATAETHCS IIISTIXOM
pomnyckaHHs OypepHUX po3unHiB OUIKIB MpH pi3HUX 3HadeHHAX pH depe3 xpomaro-
rpadivHi KOJIOHKH, 1110 MICTATh KaTioOHO- 200 aHIOHOOOMIHHUKHY.

I3 MeTor0 XpomarorpadiuHOro po3AiIeHHs OUIKIB IUISIXOM I0HHOTO OOMiHY Haivac-
TillIe BUKOPUCTOBYIOTh 10HOOOMIHHMKH Ha OCHOBI IIEJTFONIO3H: KaTIOHOOOMIHHUK i
eTrnaminoerrinenronosy (JIEAE-nenronosy) abo aHioHOOOMIHHHK KapOOKCHMETHII-
uenmoiosy (KM-iemono3y).
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3. Meroau, mo 0a3yroThcs Ha BiAMIHHOCTSX y OiOXIMI4HIH aKTUBHOCTI 1HIHBI-
JTyaJTbHUX OLITKIB.

L5 rpyma MeTofiB TPYHTYETHCS Ha BUKOPHCTaHHI PI3HOI CTIOPiTHEHOCTI TPUPOTHIX
OUTKIB IO TMEBHUX XIMIYHHX JITaHJiB, 3 SKUMH OKpeMi OiJIKOBI MOJEKYIH aKTHBHO
B3aEMOJIIIOTh Y HBUX OpraHi3Max — xpomamoapaqisi 3a cnopionericmio, adbo aghinna
xpomamoepaghis (Bin anri. affinity — criopiiHEeHICTh, HAXWII).

st peanizanii metoay adinHoi xpomarorpadii cymim O11KiB MPOMYCKaOTh Yepes3
XpomarorpadiuyHy KOJIOHKY, 0 MiCTUTb IPUPOJIHI JIiraH 1 Ist O1IIKa, SIKKiA OTPiOHO
BUJIUIMTH 13 CKJIaJHOT OlosioriyHol cyminrn. Hanmpukiian, s BuaiieHHs: (PepPMEHTIB
3aCTOCOBYIOTH IX crienu(iyHe 3B’ A3yBaHHs 13 cyOcTparaMu, TOPMOHIB — i3 perer-
TOpaMH, IMyHOTJIOOYITiHIB — 13 Bi/ITIOBITHUMHA aHTUTECHAMH.

2.5.2. MeToau BU3HAYEHHSI AMIHOKHMCJIOTHOIO CKJIAAy TAa NMEePBUHHOI
CTPYKTYpPH OLJIKIB i nenTuisB

BuBueHHs1 aMiHOKHMCJIOTHOIO CKJIAAy OUIKIB

JocnipkeHHs] aMiHOKUCIIOTHOTO CKIamy (ieHTH(IKaIis OKPeMHUX aMiHOKHCIOTHUX
3AJMIIKIB Ta 3’ ICYBaHHSI X KUTBKICHOTO CKJTaTy) € TIEPIIAM ETaItoM y BI3HAYeHHI ITEPBUHHOI
CTPYKTYpH OLJTKA UM TIETITH]TY.

Ertaru BUB4eHHSI aMiIHOKUCIIOTHOTO CKJIa Ty OUTKIB (TISTITH/IIB):

a) eioponiz nenmuoHo20 Nanyio2a OUIKa 4y nenmuoy, o O00CIIOHNCYEMbCA.

Iigporni3 nenTuaHOro JAHIIOTa 3AIHCHIOETHCS MIJISIXOM KUCIIOTHOTO PO3IIETIICHHS
MENTUIHNX 3B’513KiB. CTaHJapTHOIO MPOLIEYPOIO TiAPOII3Y € KUIT ATiHHS OLTKa B COJISHII
kucioTi (5,7 mons/m) pu 105-110 °C mpotsirom 24 ror;

0) posoineHus: amiHoOKuciIom 2ioponizamy.

30ilCHIOETHCS IJISIXOM 10HO0OMIHHOT XpoMmatorpadii KOMIIOHEHTIB TiJpoJIi3ary Ha
CYITB(OTIOTICTUPOIOBUX CMOJIAX, III0 HECYTh Ha CBOil ITOBEPXHI KaTiOHHI TPYITyBaHHI —
SO,H Na". Ipu nporryckanHi 4epe3 xpomarorpadivny KOIOHKY, IO 3allOBHEHA CYITb(o-
MOTICTHPOJIOM, CYMiIIll aMiHOKHCIIOT OCTaHHI cOpOYIOTHCS Ha TIEBHHUX PIBHSX KOJOHKH.
[Mopmaspie mpoMUBaHHS KOJIOHKH Oy(pepHIMHI pO3YMHAMHE 3 Pi3HUMU 3HaueHHSIMU pH
MIPU3BOJIUTH JI0 BAMHUBAHHS (€170yil) IEBHUX aMiHOKHUCIIOT;

8) i0enmucpixayis ma KilbKiCHe SUHAYEHHS. OKPEMUX AMIHOKUCTIOM.

3MiHCHIOETHCS 32 JOMTOMOTOK0 PEaKIlii 3 HIHTIAPHHOM abo (IiryopeckaMiHOM, sKi
JIat0Th TIPU B3a€MOIiT 3 aMiHOKHCIIOTAMH BiAMOBIAHI KOJIBOPOBI abo ¢uyopeciryroui
KOMIUIEKCH (JUB. po3aii 2.2).

MeTton KiTbKiCHOTO aHaJIi3y aMiHOKHUCIIOTHOTO CKJTa Ty O1TKIB Ta IIENTHIIB OyB yIiepIie
3anpornonoBanuii y 1958 p. V.Creitnom (W.Stein) Ta C.Mypom (S.Moore) i B Ham gac
peartizyeThes 3a JOTTOMOTOF0 aBTOMaTHYHUX aMiHOKHCIIOTHUX aHATI3aTOPIB.

PozmngpoBka nepBHMHHOI CTPYKTYpH OijIKiB i menTuaiB

BuzHaueHHs1 TOCTiIOBHOCT] aMiHOKUCIIOTHHX 3AJTHIIIKIB Y MOJIEKYJIaX OUIKIB Ta ENTHIIB
(po3umQpoBKa NEPBUHHOI CTPYKTYPH) CKIIAIAETHCS 3 TAKHX STaIliB:

1. Ananiz N- ma C-Kinuesux amiHOKUCIOMHUX 3ATUUIKIG

OCKUJIBKY B MTOMINENTHIHOMY JIAHITIO31, 110 (POpMYE TIEpBUHHY CTPYKTYPY OyIb-SKOro
Oinka, Ha OIHOMY KiHIII po3TainoBaHa BiibHa O-NH, -rpyma, a Ha npyromy — BinbHa
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Ol-KapOOKCHITbHA TpyTIa, BU3Ha4YeHHs N- Ta C-KIHLIEBHX aMIHOKHCJIOTHHX 3aJTHILIKIB JI03BOJISIE
OL[IHUTH KUTBKICTb IOMITEITHIHUX JIAHITFOTIB, 1110 CKJIAJIAF0Th JIaHy OLITKOBY MOJICKYITY.

Toenmudpixauyin N-Kinueeux amiHOKUC10M 3IACHIOETHCS IIUISIXOM BUKOPUCTAHHS
XIMIYHUX PEareHTiB, 110 KOBAJICHTHO 3B’S3YIOTHCS 3 KIHIIEBOIO Ol-aMiHHOIO TPYIIO0
TIENTHAHOTO JTaHIrora. [1icis ToAambIIoro KUCIOTHOTO TiIPOITi3y “MI4eHOro” MenTUmIy
XiMigHO MOoIMiKOBaHMI N-TepMiHATLHII aMiHOKHCIIOTHHIA 3aJTUIIIOK ieHTH(DIKYETHCS
XpomarorpadiYHIM METOJIOM.

Jus momdikartii N-KiHIIeBUX aMiHOKHCTIOT y OUTKaX Ta MEeNTH/aX 3aCTOCOBYIOTh TaKi
peareHTu:

— 2,4-ounumpogmopéenson ({HDPEH) — peareHt, AKui, B3a€EMOIII0UN 3 O-aMi-
HOTPYIIOI0 KiHIEBOT aMiHOKUCIIOTH, yTBoptoe JJH®-noxigHuii Oinka 4u menTumy.
[NomanbImii KUCIOTHHIA TiIPOIII3 MPOAYKTY apUITFOBAHHS MOJIIIENTHTY YTBOPIOE CYMIlII
JIH®-noximHOro N-KiHIIeBOi aMiHOKHCIIOTH, SIK€ IIeHTU(IKYOTh XpoMaTorpadiuHo, Ta
BIJIbHMX aMiHOKHUCIIOT, 1110 BXOJISITh JI0 CKJIa Ty JIOCHI/PKyBaHOro Ouika (puc. 2.15):

NO,
H R, O
ro-—-- -
NO: TF 4N G G memna ‘ir
H
O,N HF
H R, O
| | | | +H,0
— o, S N T P
1| (HCI)
' H
O,N '
H I|{1
NO, N—CH—COOH + (Aminokucmnorn)

Puc. 2.15. Cxema yrBopennsi JIH®-noxignnx N-KiHueBUX aMiHOKHCIOT.

— Oancun-xnopud (I-oumemunaminonagpmanin-5-cynogpoxiopuo, JJHC) — pea-
TeHT, 10 B pe3yJbTari B3aemoii 3 N-KiHIIeBOIO aMiHOKUCIIoTo yTBoproe JJHC-no-
X1JIHI OUTKIB Ta MENTUAIB. 3aBISKH MOJAIBIIOMY KHCIOTHOMY riapoizy JIHC-momi-
enTHIiB BigOyBaeThest XxpoMarorpadiuna inerrudikaris JJHC-amiHOKUCIIOT.

loenmudpixauyin C-kinyeeux aminoKuc10m 3MIACHIOETHCS IUITXOM (hepMEHTATHB-
HOTO TiIpoTi3y OUTKIB Ta MEeNTH 1iB KapOOKCHUTIENTH 1a3aMH — ITPOTEOJI THIHUMHE (hepMeH-
TaMH, IO CTIeIM(PivHO BiAMIETUTIOOTH BiJI MOMIMENTHIHOTO JIaHIfora C-KiHIeBY aMiHO-
KHUCJIIOTY.

2. ®pazmenmauia noainenmuoH020 1aHUI02A MA PO3OINEHHA NENMUOHUX
dpazmenmis

PosmierneHns [ocTipKyBaHOTO OLITKA Uk TIENTHTY Ha KOPOTKi (hparMeHTH 3/TiHCHIOETECS,

3BUYaiiHO, METOZIOM (PEPMEHTATUBHOTO TiJPOI3Y i3 3aCTOCYBaHHAM TPOTEOJITUIHIX
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(hepMeHTIB TPHUIICHHY, XIMOTPUTICHHY a00 1HITNX MpoTeas (TIETICHHY, eIacTas3H, anaiHy
tomo). [lenTumHi hparMeHTH, M0 YTBOPHIMCH BHACTIIOK TiPOITi3y, CKIaIal0ThCA 3
10-20 aMiHOKHCTIOTHHX 3JTUIIKIB 1 MOJKYTh PO3ALISATUCS 32 JOTIOMOTOO OZ[HOTO 3 XPO-
MarorpadiYHIX MeTOMiB (30KpeMa, METONy BUCOKOeheKmUBHoI piOuHHOI Xpomamo-
epaghii — BEPX) abo metonoMm esekrpodopesy.

3. Busnauennsa aminoKuci0mMHUX NOCTIO06HOCHEN Y RENMUOAX

OCHOBHUM CYYaCHUM METO/IOM PO3IU(PPOBKH aMiHOKUCIOTHUX TIOCITiIOBHOCTEH €
METOJ] CTYIIHYACTOI JIerpaiallil MOMIMeNTHIHIX JIAHIIOTIB 32 JIOTIOMOTOI0 (heHiniz0-
mioyianamy (@ITL]).

Bin OyB 3anpornoHoBanuii mBeacbkum oioximikom [1.Enqmanom (P.Edman) y 1950-
1956 pp. 1 ckIIaIa€ThCs 3 TAKUX CTAITIB:

— B3aemopist DITL] 3 o-aminorpymoro N-KiHIIEBOT aMiHOKHCIOTH TENTHIY, IO
JOCHIJKYETBCS, 3 yTBOpeHHIM (eHinTiokapoamoin (O TK)-nentumy;

— BiJImerieHHs B kuciomy cepeposuii Big @TK-nentumy dheninTiorimaHToiHOBOro
(DTT)-noxigaoro N-KiHIIEBOi aMiHOKHCIIOTH Ta HOro ineHThdikaris (puc. 2.16):

R}

N=C=S+ HzN—CH—ﬁ—NH

0} IMentua (n aMiHOKKCIOT)

OH"

®deninizoTioniaHar

Ry

I
/N NH—C—NH—CH—C—NH

S HCI
yNH Ry
c_ *TH)N—CH—C—NH
\T( Ry I
(0]
O
DeHiNTiOr JaHTOTHOBA MMOXigHA 3aIHIIOK MENTUIY
N-KiHIEBOI aMiHOKHCIOTH ((n-1) amiHOKHMCIOT)

Puc. 2.16. Cxema ananisy nenruais 3a meroaom I1. Enmana.

VHikanbpHOIO 0coOnuBicTIO MeTony EaMaHa € mociiloBHE BKOPOUYSHHS JTOCHTi-
JDKYBAHOTO TenTu Ly 3 N-KiHIIsl Ha 0JJiH MOHOMep Oe3 pyiHyBaHHsI IENTHIHHX 3B SI3KIB
MiX IHIIMMHU aMiHOKHACJIOTHUMH 3aJUIIKaMHU. TakuM YWHOM, CTalOTh MOXKIUBUMH
MTOBTOPEHH: 3a3HaYEHOT ITOCITIJOBHOCTI OIleparliii Ta aHalli3 yChOTro MENTHTY IIUITXOM
ITOCTYIMOBOT'O BiAIIETUIEHHSI HOTO N-KiHIIEBUX aMIHOKHCIOTHUX 3aJHIIKIB. ABTO-
MaTH3aIlisl METOTy, 10 peaTi3oBaHa B CIieliaJbHOMY MpHIadi — “CikBeHaTopi”, Bif
aHTII. — “‘sequence” — IMOCITIIOBHICTh, JO3BOJISIE aHATI3YBAaTH 3 BUCOKOIO €()eKTHB-
HICTIO IPOTYKTH O1ITKOBOTO TiPOITi3y 1 IPUPOIHI IETTHIH.
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[JIABA 3. HYKJIEIHOBI KUCJIOTU. HYKJIEOTUIUA

HyxuieinoBi kucjioru — ne3oxkcuprudonykieinoi kucnota (JJHK) Ta pubonykiei-
HoBi kucnote (PHK) — 11e mominykmeoTrm, mo cKIiaiatoThesi 3 MOHOMEPHHUX JIAHOK —
HYKJICOTH/IiB (MOHOHYKJICOTHIIB).

HyxJieoTnam — TPUKOMIIOHEHTHI CHOJMYKH, sIKi TTOOyI0BaHi 3 a30THCTOI OCHOBH
ITypPHUHOBOTO YH MTPHMIJMHOBOTO PSIATY, 3AJIUILKIB MEHTO3 (prb0o3u a00 1e30KCHpHO031) Ta
(hocoary.

HyK11e1HOBI KHCIIOTH € BUCOKOMOJIEKYIISIPHIMH CIOTyKaMH 3 MOJICKYIISIPHOIO Macolo
BiJ1 IeKibkoX Trcsd (Tpancropti PHK) o kibkox MinbiioHiB nansToH (JIHK eykapioris).
Ile OGiomosimMepu, sKi pa3oM i3 OidKaMU HaJleKaTh JIO KJacy iHpopmayitiHux
biomaxpomonexyn. HykIeiHOBI KHCIIOTH BUKOHYIOTh Psi/T YHIKaJIbHHX OloNoruHUX (DYHKITIH,
He BIIACTHBHX HIIIMM OiomoliMepam: 3a0e3nedytoTh 30eperkeHHs 1 TepejaBaH s HaIlaKaMm
CraIkoBO1 iH(popMaltii, OepyTh OE3MOCEPEIHIO YHACTh Y MEXaHi3Max il peatizallii issxoM
MpOrpaMyBaHHS MATPUYHOTO CHHTE3Y BCiX OLIKIB iHIMBITyaIbHOTO OpraHi3My.

Hyxneotnmym € CTpyKTypHHMH KOMITOHEHTaMH (MOHOMEPHUMH JIAHKAMH) MOJIEKYIT
HykieiHoBux kucnoT — J{HK ta PHK. Kpim Toro, nesiki ppOoHyKIeoTH T Ta X TIOXiTHi,
110 HE BXOZSITH JI0 CKJIa Ty HYKJIETHOBUX KHCIIOT (BUJIbHI HYKJICOTH/IN ), BAKOHYIOTH (DYHKIIT
KopepMeHTIB, KO(aKTOpiB, aloCTepHIHMX eheKTOpIB pi3HKX (epmeHTHHX crcTeM. OcoiBe
3HAYEHHS BUTbHI HYKJICOTH/IM MAIOTh Y (pepMEHTHHX ITpoIiecax, 10 MOB’sI3aHi 3 aKyMy-
JIFOBaHHSM, 30€piraHHsIM Ta MIKMOJICKYIITPHAM TIEpEHECEHHM SHEprii B KIIITHHAX.

3.1.HYKJEOTHIMN: CTPYKTYPA, BIOXIMIUHI ®YHKIIII

CTpyKTypa HYK/JIEOTHAIB

3a yMOB TIOBHOTO T1/IPOJTI3y HYKJISTHOBHX KHCJIOT (KUCJIOTHOTO 200 JIy’KHOT'0) B T1IpO-
Ji3aTax BUSBILSIIOTH ITyPUHOBI Ta IPUMIIH-

HOBI a30THCTI OCHOBH, TIeHTO3H (D-prdo3a /g\ N Ié
abo 2-ne3okcu-D-pubo3a) ta pochopry Nl/ N o N\ N//“\SCH
KHCIIOTY. | ) || sCH |3

B ocHOBi cTpyKTypu a3oticTux ocHoBHyk-  HCXS 5 /4C\9N/ HCX., ¢CH
JICOTHIIB JI&XKATh APOMATHAYHI T€TePOIKITITHI N H N
CTIONYKU MypuH Ta Nipumioun. Hypun Hipmwizn

Ilypunosi ocnosu HyKneinosux Kuciom
VY rifgposnizaTax HyKJIeHOBUX KUCIIOT TIOCTIMHO MICTSITHCS B ITyPHHOBI OCHOBU —dO€eHIH
(A) Ta eyanin (I'), — 1110 MaroTh TaKy OyIOBY:

O OH
1|‘1Hz I |
CL N CL N
_CL N HN T\ NZ DT\
NN | | CH | | CH
Lo Ca C—y/ Cx _C—y/
HCy C—y /NN /TN
NTR NH, H NH, H
Anenin JlaktamHa Qopma JlakTumua dopma

(6-amiHOTypHH) T'yanin (2-aMiHO-6-OKCUITypHUH)
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IHipumiounosi ocnoeu nyxneinogux xuciom
Jlo cx1a 1ty HYKITIeOTH]TiB HYKJIETHOBHX KUCIIOT BXOJISITh TPH TOJIOBHI ITIPAMIiIMHOBI OCHOBH:

ypayun (), mumin (T), yumosun (L1).

ﬁ g §
CH,
C C C_ /3 C CH,
TR -
C CH Cs _CH C CH Cs _CH
O// \N/ / \N/ 4 \N/ / \N/
H HO H HO

JlaxTamna Qopma Jlaktumua hopma

VYpaunia (2,4-110KCHTTIPUMIINH)

JlaktamHa (opma

JlaktumHa Qopma

Tumin (5-metmi-2,4-110KCHITIPHMITHH)

. T
C C
S L gy ¢
C CH Cx~ CH
O// \N/ / \N/
H HO

JlakramHa (opma JlaktumHa Qopma

LuTo3un (2-0kcu-4-aMiHOMIPUMIIHH)

OKCHIIOX1/THI TTypUHY Ta TPAMIANHY MOXKYTh Iepe0yBaTH y IBOX Tay TOMEPHHX (pop-
Max — JIAKTaMHHX 1 JJaKTUMHHX, — 3aJIe3KHO BiJi pH cepenoBuia. Y ckiajii HyKieo-
TH/IiB HYKJISIHOBUX KHUCJIOT OKCHIIOX1THI TTypHHY Ta MipUMIiHHY 3HAXOISTHCS B JTAKTaMHI
(hopwmi, 1110 CTIpHsie YTBOPEHHIO MIXXMOJIEKYJISIPHIX BOITHEBHUX 3B’ S3KiB MiXK ITypHHAMHU
Ta MpUMIJIMHAMH OKPEMHX JIAHIIIOTIB Y JBOJIAHIFOTOBIN CTpyKTypi Monekyn JIHK ta B
onnoanirorosux PHK.

Hyxkneo3uou— BOKOMIIOHEHTHI 0100praHiuHi MOJICKYJIH, 1110 CKJIaIAF0THCSI 3 A30THC-
TOi OCHOBH (aHTI. “Base” — 0CHOBA) IypHUHOBOT'0 YH MIPUMIIUHOBOTO PSIILy Ta ICHTO3U
(D-pubo3u abo 2-ne3o0kcu-D-pr60o3m). [3 ToUkH 30py XIMIYHOT CTPYKTYPH HYKIICO3UIN €
N-rmiko3uaamu pu6o3u abo 1e30KkcUprO03H Ta BiITIOBIHOT a30THCTOT OCHOBH. B yTBOpeHH1
BiAMmOBiTHUX N-TJTIKO3MTHIX 3B’ SI3KIB y MPUMIAWMHOBUX HYKIIEO3HIaX OepyTh ydacTh N-1
nipumianHy Ta C-1 nenTosw, a B mypruHoBuX — N-9 mypuHy T2 C-1 eHTo3H.

dochopuroBanHsi (arpTFOBaHHs (oc-
(hOpPHOFO KHCIIOTOI0) TIEBHOTO T IPOKCHITY
B IICHTO31, 1110 BXOJIUTH JIO CKJIA/Ty HYKJICO0-
3ULY, IPU3BOJIUTH JI0 YTBOPEHHS HYKJICO-
tuny (aykieosuzadocdary). Hykineoruan
(ta myxireosuan) JHK wmictate 2-mes3-
oxcu-D-pru6ozy, PHK — D-puto3sy:




Tmasa 3. Hyxaeinosi xucaomu. Hyxaeomudu 43

3anexHo BiJ Micug pochHOpHITIOBaHHS IEHTO3HOTO T1IPOKCUITY, PO3PI3HIIOTH TPH
THUIX HYKJIeOTHAIB (Hykieo3uaMmonopocharis, HMD):

0—CH, @ OH—CH, o 9 HO—CH, o 9

OH OH 0 OH OH 0
Hyxkneosun-5’-pocharn Hyxkneosun-3’-pocharu Hyxkneosun-2’-pocharu

VY pe3yrnbTarti riipotizy HyKJIeTHOBHX KHCIIOT YTBOPIOIOTHCS ITEPEBAKHO HYKIICO3H/I-
5'-pocharn (HMD). Kpim pizHuti B meHTo3aX, Hykineotuan monekyn PHK ta JIHK
PO3PI3HSIOTHCS TAKOXK 32 CKIaJ0M MIPUMIiJUHOBHX OCHOB (Taom. 3.1).

Tao6nuuns3.l. Homenkiarypa nykiaeo3unis i Hyxieoruais PHK ta THK

Ha3zeu azomucmux ocnos CKropoueni
noemui ckopoueni | Hykneozuou Hykneomuou no3Hauenns
YKp.; auei. HyK1eomuoie
PHK

[lypunosi:

AJneHin (A; A)  [Aznenosun AneHinoBa kuciota (ageHo3uH-5'-ocdar) AM®

['yanin ([I; G) |I'yano3un I'yaninosa kucioTa (ryano3us-5'-gocdar) I'MO

[lipumiounosi:

uro3ux (I, ©)  |[Huruaux ITurraunosa kucaoTta (uuTuHH-5'"-gocdat) oMo

Ypauma Y;U)  [Ypumun Ypuaunosa kuciora (ypuaud-5'-docdar) YM®D

JHK

[lypunosi:

AneHin (A; A)  |Hde3okcu- Jle3okcHaieHiioBa KHCIoTa (e30KCHaIeHO3HH-5'- TAMD
aIeHO3UH ¢ocdar)

T'yanin T; G) |Hdesokcu- Jle30KCHUTyaHIIOBa KHCJIOTA (IE€30KCHTyaHO3UH-5'- aI'M®
T'yaHO3UH ¢ocdar)

[lipumiounosi:

[luro3un (I1; C)  [Hde3okcu- JI€30KCUIIUTHANIIOBA KHCIIOTA (JA€30KCUIIUTHIMH- nl Mo
HUTHANH 5'-pocdar)

Tumin (T, T) Tumiauu TumiguaoBa kucioTa (TuMianH-5'-ocdar) TM®

Minopni nykneomuou

Kpim 3a3HaueHIX BUIIIE OCHOBHHX IT"SITH @30TUCTHX OCHOB (JIBOX IMTYPHHOBHX Ta TPHOX
MPUMITMHOBUX ), JIO CKJIAJTY JISIKMX HYKJICTHOBUX KUCJIOT BXOJISITh Y BiZTHOCHO HE3HAYHHIX
KIJIBKOCTSIX JIOJIATKOBI (MiHOPH1) @30THUCTI OCHOBH Ta BiJIMIOBIJTHI iM MiHOPHI HyKJICOTH/IH.
Haii6inpIma KiTbKicTh MIHOPHUX HYKJICOTHIIB 3y CTPIYAETHCS B MOJIEKYJIaX TPAHCTIOPTHIX
PHK (tTPHK) — 10 5 % 3aranbsHOro HyKj1eoTHAHOIO ckiary. o MiIHOpHUX HyKJIEOTH B
HaJIe)KaTh METHITLOBaHI TIOXiIHI 3BUYAfHIX a30TUCTHUX OCHOB, 30KpeMa, 1-MeTrnaieHiH,
2-MEeTHIIaJICHIH, O-TUMETIIA/ICHIH, | -MEeTUIITyaHiH, 7-MEeTHIITYaHiH, 1-MeTHuITypaiui,
5-OKCUMETHITYpaIiI, 3-MeTHAMTo3uH Too. JIHK iromuan MicTaTh 3HaYHY KUTBKICT
S-metunuurosuny, inpopmaniitni PHK — N-metuboBaHi NOXiHi afieHiHy Ta TyaHiHy.

Hyxmeotnmom He3BUUaiHOI CTPYKTYpH, 10 BXOIUTh 10 ckiiaay TPHK, € ncesdoypuoun
(¥) — HyKJeoTH, B IKOMY prOO03a IPUETHAHA [I0 YPAIWLITY B S-My MTOJII0XKEHHI, TOOTO He
a30T-ByIJICLICBUM, & ByIICLIb-BYIVICLICBUM 3B SI3KOM.

Bionorivni ¢yHKIiT MIHOPHUX HYKJICOTHIIB 0 KiHILS HE 3°ICOBAHI.
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Bioximiuni ¢pyHKuii BiTbHUX HYKJIEOTHIB:

1. YyacTb B eHepreTHaIHOMY OOMiHI (PeaKIisiX OKUCHOT0 PochOpHiTtoBaHHS ) — (QyHK-
iF0 BUKOHYIOTh HYKJI€OTHAX ajieHiIoBoi cuctemu (ATD, AJID). Lli x Hykmeotumn Ta
AMO® MOXyTh Oy TH AJTOCTEPUIHUMH MOJTYJIITOPAMHE MIEBHHUX PETYJIITOPHUX PEPMEHTIB,
30KpeMa ()epMEHTIB IJIIKOJIi3y, 010CUHTE3Y IyPUHOBUX HYKJICOTH/IIB.

2. YdacTh y MeTaOOIYHUX PEaKIisax y poii KohepMeHTIB, 30KpeMa:

—HAI, HA1®, DA, DMH — y peakiiisix 0i0710T1YHOr0 OKHCIICHHS;

— VYT, VIO — y peakiisix 610CHHTE3Y IITIKOTEHY;

— T, 11D — y GiocunrTe3i niiiepodhocomimimiB.

3.2. HYKJIETIHOBI KUCJIOTU: CTPYKTYPA, BTIACTUBOCTI

IlepBuHHA CTPYKTYpa HYKJIEIHOBHX KHMCJOT

Sk yxe 3a3Havanocs, Bci kiacu HykieiHoBux kuciot (JJHK ta PHK) € Bucoxo-
MOJIEKYJISIPHIMH CTIONyKaMH, OCHOBOIO MEPBHHHOI CTPYKTYPH SIKUX € MOJiHYKJIeO-
THIHUI JIAHIIOT, MO0YI0BAHUI i3 MOHOMEPIB — HYKJIEOTH/IB.

OKpeMi HyKJICOTH/TY CITOITYYak0THCSl MK COOOFO B IOJTIHYKJICOTHTHHH JIAHITFOT 32 PAXyHOK
(hochomiedipHUX 3B’S13KiB, 10 YTBOPIOKOTHCS MK 3'- Ta 5'- TIPOKCHIbHUMU TPYTIaMH [IEHTO3
(pr603 200 JIe30KCUPHO03) CYCITHIX HYKJICOTHIIB.

5 | (A3oTHCTa OCHOBA);

(A3otucra OCHOBa);

(A3oTHCTa OCHOBA),

|
HO—Il’:O
7
IepBunna ctpyxrypa JJHK (dparment ITepBunna ctpykrypa PHK (¢dpparment
0JIiIE30KCUPUOOHYKIICOTH/THOTO JIAHI[IOTA). MOJIIpUOOHYKIICOTHTHOTO JIAHI[IOTa).

[Tpu cxemaTruHOMY 300pakeHH1 noninykneotuaaux JaHioris JIHK ta PHK nen-
TO3H MO3HAYAIOTh BEPTUKATLHUMHU JiHIsIMH, 3'-, 5'-(hoconiedipHi 38’ I3KM — MOXUITHMH
ninismu 3 6yksoro @ (P) mocepenuHi.
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A y r | A T y
@ O | D @ @ @ @ OH
AN
5 5 5 5 5 5 5

T

Kinuesuii Kinnesa 3’—
5’—¢pochar 5’ » 3> OH-rpyna
[oASpHICTD JTaHLIOra HyKJICTHOBOI KHCIOTH

Lleii camuii JTaHIIOT MOYKHA ITOATH TAKOIO0 CUCTEMOIO CKOPOYEHHX MO3HAYCHB!
GAGYPI'dLOAPTHY

Biominnocmi ¢ nepeunniii cmpyxmypi /[HK ma PHK:

1. Mo cknany nyxneoruis JJHK BXoauTs mykop 2'-1e30KkcHpr603a, 3aMicTh puO03H B
cknazi Hykieotuis PHK.

2. Hyxmeotnam JIHK Ta PHK BinpizHSArOTHCS 32 CKITaIOM TIPUMIiTITHOBUX OCHOB:

—y JAHK mictuthes iipuMinua mumin (S5-MeTHITyparmn);

—y PHK wmictuthcst mipuMinyH ypayun (3aMiCTh TUMIHY).

3. llepunna crpykrypa JJHK ta PHK Binpi3HsS€ThCS 32 HAsIBHICTEO ISSIKMX MIHOPHHX
HYKIJICOTH/IIB.

4. Ilesni xmacu JIHK ta PHK marots cnermdiusi 11 HUX nOCIIO08HOCHI HYK€O-
muoig, IO BU3HAYAIOTH 1X O10JT0TTYHI (DYHKIIII.

Taob6nuns3.2. Ocodmusocti nepBunHoi crpykrypu JHK Ta PHK

Hyxkneinosi kucnomu Ilenmo3u Azomucmi ocnosu

nypunu nipumiounu
JHK 2'-ne3okcupubo3a aJIeHiH, I'yaHiH LUTO3MH, THMIH
PHK pubo3a aJIeHiH, TYaHiH IUTO3WH, YAl

IHonapuicme noninykneomuodie

YV nomninykneoruroMy saaio3i JJHK abo PHK BumiistioTs 1Ba KiHI: 5'-KiHeIb, TOOTO
TOM, 10 MICTHTb BUTbHHMI (HE 3B’ 13aHHH 13 4epProBUM HYKIICOTHIIOM) 5'-T1JPOKCHJI ICHTO3H,
Ta 3'-KiHelb — TOM, 110 MICTUTh BUIbHUIA (HE 3B’S3aHUH 13 HYKICOTHIOM) 3'-T1IPOKCHIT
MIEHTO3H. Y TPUPOIHHX HYKIIETHOBHX KUCIIOTAX S'-KiHepb (5'-TiIpOKCHIT KIHIIEBOT pUO03H
a00 1e30KCHprO031) 3BUYaitHO (PoChOpHITHOBaH!H, 3'-KiHEIb MiCTHTH BitbHy OH-Tpyy.

[puiiHaTo BBaXkaTH, IO Taka HYKJIETHOBA KUCJIOTa 1OJsApHA 1 Ma€ HaNPSIMOK JIaHITIOTa
5" —= 3.

3.3. BYJIOBA, BTIACTUBOCTI TA BIOJIOT'TYHI ®YHKIIII JHK

Biosoriuni ¢ynxuii JTHK:
1. 36epesicenns cnadkogoi inghopmayir.

Kimekicts JIHK y coMarmyHmX Ta CTareBUX KIITHHAX OPraHi3MY JIFOIMHHU € CTaJIOr0
BEJIMYMHOIO, SIKY 11l KIIITHHY OTPUMYIOTh Y MPOIISCaX 3aruTiTHCHHS OaThbKIBCHKHX TaMeT Ta
TIOAITBIIIOTO TIOJTLTY 3UTOTH.
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2. llepedasanna eenemuyHol inghopmayii Hawaoxkam.

[NonBoennst monexyn JIHK y miporieci pennikayii' Ta nepenaBaHHs HalllaJKaM KOITiH
MAaTepUHCHKUX MOJIEKYIT € OCHOBOIO KOHCEPBATH3MY CITaIKOBOCTI, 30epEKEHHS IPOTSTOM
0araTbOX MOKOJIIHb OCHOBHMX 010JTOTTYHMX O3HAK BUJLY.

3. Peanizayis eenemuynoi ingpopmayir.

st Gionoriuna yHKIIIs 3MIHCHIOETHCSI 3a paxyHOK reperadi 3axonopaHoi B JIHK iHdopmarti
ModekynaMm inpopmaniitanx (Marpununnx) PHK (mparckpunyii) Ta nomansimoi po3mmd-
POBKH Lii€l iH(opMallii py CUHTE31 OLIKIB (mparncisayir).

CyxyrHicTb 3a3Ha4eHnx Oionoriaanx ¢yrkmii JJHK ta MexanizmiB ix peaizariii orprmara
Ha3By — UEHMPAIbHA 002Ma moneKysapHot dionoecii (O Kpik) (puc. 3.1):

AHCKPUIILIS AHCIIALIIS
JHK P pyy PO ok

Permnikariis

Puc. 3.1. LlenTpajibHa 10rMa MOJIEKYJIAPHOI OioJiorii.

Excnepumenmanwhe 0oeedennsn zenemuunoi porni /[HK (peromen mpancghopmauir)

YV 1928 p. anrmiticbknm MikpoOiomorom @. [pididitom (F. Griffith) mpu BuBUeHHI 1BOX
mTaMiB MHEBMOKOKIB Streptococcus pneumoniae — MaTOreHHOTO, 1[0 BHKIIUKAE
ITHEBMOHIIO B JIFOIIMHHU Ta MUIIEH (KarcyibHOi S-popMu), Ta HETATOreHHOTO MyTaHTa
(6eskaricympHOT R-hopmu) — Oyr10 BiKpuTO sIBUINE mparcgopmayii. BoHa onsrana
B MO>KJTUBOCTI [IEPETBOPEHHSI HeMaToreHHoi R-hopmMu B matoreHHy S-gopmy:

mpancgopmayis
R > S

I'pidpdir BcraHoBHB, 1m0 TpaHCcOpMAIlisS THEBMOKOKIB BiJJOyBa€ThCS 32 YMOB
B3a€MO/IIT B OpraHi3Mi MiJI0CIiIHUX TBApUH (MUILIEH) BOMTOI HarpiBaHHIM S-hopmu
(maTroreHHO1) 3 JKMBOIO HETIATOreHHOI0 R-dopmoro. By 3po0ieHnii BUCHOBOK, 0 y
BOWTHX HAarpiBaHHAM BipyJSHTHUX KIIITHHAX ITHEBMOKOKIB (IIITaM S) IPUCYTHIH IeBHU I
mparcgopmyrouuil hakmop, SIKAA, TPOHUKAIOYH B KB HEBIPYIIEHTHI KIIITHHH (IITAaM
R), 3MiHIO€ 0i0JI0TI9HI BIACTHBOCTI OCTaHHIX, HAJTAIOYH M BIIACTHBICTH ITATOTCHHOCTI,
JI0 TOTO 3K 1151 BIIACTUBICTb € CIAIKOBOIO:

mpancghopmyiouuii (haxkmop
R > S

[Tiznime, B 1944 p., rpymoro nociinaukis i3 Pokdenepiserkoro inctutyTy (CILIA) —
0O.EBepi, K.Maxk-Jleogom Ta M.Maxk-Kapti (O.Avery, C.McLeod, M.McCarthy) mpu
JIOCITIDKEHHI XIMITHOT IIPUPOIIA EKCTPAKTIB TTATOTEHHNX THEBMOKOKIB, SIKi CIPHYHHSIOTH
TpaHchopmarriro, Oyio T0BEACHO, M0 TpaHchopMyrodnM (HaKTOPOM ITHEBMOKOKIB €
kiitunaa JIHK:

HHK
R —S
TakuMm unHOM, y pe3yabTari Aocailxens O.EBepi Ta cniBaBTOpiB reHeTH4YHe
NOHATTH “(paKTOpP CHAAKOBOCTI”, 200 “TeH” ymepiie HA0YJ0 KOHKPETHOr0 MoJie-
KYJISIPHOTO 3MiCTYy — HHUM BHSIBIJIACH €30KCHPUOOHYKJIETHOBA KHMCJIOTA.
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MouJiexyasipHa Maca i posmipu mosiekya JTHK

MonexymsipHa Maca (M.M.) Ie30KCUPHOOHYKIISTHOBIX KHCIIOT CyTTEBO BapIFOE B PI3HIX
0loJIOrYHMX 00’ €KTAX: BIpyCcaXx, MPOKAPIOTUYHUX Ta €YKAPIOTUYHUX KITITHHAX.

TouHoMy BU3HAUYEHHIO MOJEKYIApHOI Macu pizHuX 3paskiB JJHK nepemxomkae
TiAPOAMHAMIYHA JIAMKICTB MIaHTCHKHX MOJIEKY.T HYKJISTHOBUX KUCIIOT, OCOOIMBO Y BUIIUX
OpraHi3MiB, SIKi TIPH CIIPOO1 BUILIATH iX B IHTAKTHOMY CTaHI PyHHYIOThCS Ha OLTBII
xopoTki ¢parmentr. Kpim toro, JIHK 6ararbox 00’€KTiB Mae CKIIaHy MOJEKYISIPHY
OpraHi3aIliio i CTAHOBUTB ITMPOKHIA CIIEKTP PI3HUX MOMIHYKICOTHIHNX KOH(POpMAITiii:
JHIMHI OJHOJIAHIIIOTOBI Ta JIBOJAHIIOTOBI MOJICKYJIH, KUIBIICBI OJHOJIAHIFOIOBI Ta
JIBOJIAHITFOTOBI MOJICKYJIH, CYTIEPCIipalli3oBaHi CTPYKTypH.

VYTim, 32aCTOCYBaHHS Cy4acCHUX (Pi3UKO-XIMIYHMX METO/IIB JIOCIIiIKESHHSI T €IIEKTPOH-
HO1 MiKPOCKOITi1 I03BOJIFJIO BCTAHOBUTH, 110 MoteKyIsipHa maca JIHK (pu poszpaxyHky
Ha OJIUH TIOJIHYKJICOTHHUI JIAHIIFOT) CKJIaJiae B CepeIHbOMY aiana3zoH Bia 10° o
10" mamsron (JI).

/HK eipycie i npoxapiomis

HaiimeHiry MonieKyisipHy Macy Ta JIOBKHHY MoJieKyiu MatoTh JJHK HavinpocTimmx
YKUBHX YTBOPEHb — BipYCiB, 30KpeMa BipyciB OakTepiii (0akrepiodaris). Hammpukmnam,
M.M. OJTHOTO 3 HAWMEHIITHX 3a po3Mipom OakTepiodariB — ¢daradX 174 — cTraHOBHUTH
(3a maHuMH pi3HUX Hociimkenb) 1,6-10° (a6o 3,4-10°) 1.

VY npokapioTHYHHX KITITHHAX MikpoopraHi3mi Kinbkicts JJHK Ta i MonexynspHa
oprasizallisi 3Ha4HO BUIL, HIX y BipyciB. 3okpema, JJHK kumikoBoi namimuku E.Coli €
KOBAJICHTHO 3aMKHEHHM JIBOJIAHITIOTOBUM KijbiieM 3 M.M. 1,9-10° (abo, 3a iHmmmu
nanumMu, 26:10%) J1. BiamoBiqHo 0 3pOCTaHHS CKIIaJHOCTI 610JI0TTYHOT OpraHi3aril, mpH
TIepexoIi BiJ] BipyCiB 0 IPOKAPIOTIB 3pOCTaE 1 KUTbKICTh HYKICOTHAHUX T1ap Y IBOJIaH-
mrorosux mosekynax JJHK.

JIHK eykapiomuunux xnimun

VY xinitunax 0e3’siiepHUX MPOKapioTiB MicTUThes ogHa Monekyna JIHK, sika po3ra-
[IOBaHa B CIIEIlialibHil 30H1 IIUTOTa3Mu — Hykieoioi. JIHK eykapioTiB po3mimieHa B
Spi i, TI03a pazaMul KIITHHHOTO TIO/ILTY, BXOAUTH JI0 CKJIaTy aMOp(HOT0 HyKJIeonmpoTei-
HOBOTO YTBOPEHHS — A0epH020 Xpomamuny. B miepion miarotoBku 10 Mitosy (y ¢asi S
KJIITHHHOTO IIUKITY ) BiOyBaeThes moasoeHHst JIHK i3 momanbiioro KoHAeHcali€e Xpo-
MaTHHY i YTBOPEHHSIM LIUTOJIOTTYHUX CTPYKTYP — XPOMOCOM,— B SIKUX CKOHIIGHTPO-
BaHUI sIepHUI TeHETHYHN I MaTepial KITITHHY.

3a paxyHOK rmofBoeHHs (perutikartii) monexyn simeproi JIHK y dasi S y koxxHiit coma-
TUYHIN KIIITHHI yTBOPIOETHCS OUNI0IOHUL HaOip TEHETHIHOTO MaTepialy, 1o 3abe3re-
4ye HOTro piBHOMIPHUH ITOIIT MiXK IBOMA JTIOYipHIMH KIIITHHAMU. TakuM 9UHOM, B ITepio]]
Memaghazu KIITUHHOTO LUK (TIepiof, o epeye pO3X0HKEHHIO B TOUipHi KIITHHH
TEHETHYHOTO MaTepialy) KO’KHA XPOMOCOMA eyKapioTHYHOI KJIITHHH MICTHTH JBi
noBHicTio inenTnunux moJekynan JHK. Kinbkicte XxpoMocoMm B eyKapioOTHYHUX
KITiTHHAX cnenrgivaa Ay 6ioyoriyHoro BUyY. Tak, KIIITHHHM ymoOIeHoro 00’ eKTa Kita-
CUYHOI TEHETHKH — TIOA0BOI MyIIku Drosophila melanogaster — mMaroTh 1o 8 Xpo-
MOCOM, COMAaTHYHI KIIITHHHU JIToAuHA — 46 XpomocoMm. Mojekyisipaa maca JIHK i3
XPOMOCOM JTIOICHKOTO OpraHi3My JOpiBHIOE B cepeanbomMy 1,6-10! 1, 1o BiamoBimae
2,4:10° mapam aszotuctux ocHoB. Dizuuna JoBXKKMHA po3ropHyTHX Monekyn JIHK i3
KJIITHH €yKapioTiB OCATAE IEKITBKOX CAHTUMETPIB.
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Monekymsipi mapametpu po3mipi JIHK aesxux npencraBHUKIB BipyciB, TPOKapioTiB
Ta eyKapioTiB MMoJ[aHo B TaOm. 3.3.

Tao6nums3.3. Mojekyasipaa maca i posmipu mosexkya JHK i3 pisaux Giosoriunnx 06’exriB

biooo'ekm M onexynapua maca, Kinvkicmeo Hoexncuna monexynu
J HY KJICOMUOHUX nap

Bipycu
Bipyc noaiomu 3-10¢ 4,6-104 1,1 MKkM
Bakrtepiodar A 3,3-107 5-104 13 MKkM
Bakrepiodar T4 1,3-108 2-105 50 MKM
IIpokapiomu
Haemophilus influenzae 8-108 1,2-1006 300 MxM
Escherichia coli 1,9-10° 3-106 1 MM
Eykapiomu
Drosophila melanogaster 4,3-1010 6,5-107 2 cMm
XPpOMOCOMH JIIOJUHHU 1,6-10!! 2,4-10° 8,2 cM
MitoxoHapii Mumi 9,5-106 1,4-104 5 MKM

Sk cBimyaTh qaHi Tabmuni 3.3, B wijloMy icHy€e mpsiMa mponopuilHicTh MK 3po-
CTAHHSIM €BOJIIOLIHHOIO piBHS, 0i0JIOrIYHOI CK/IAJHOCTI KUBUX OPraHi3MiB Ta
KUIBKICTIO TeHeTUYHOI0 MaTepiaty, BUPasKeHOI0 B YUCEJIbHOCTI HYKJICOTHIHHUX
nap Ta, BiqnoBiaHo, MosexyJapHiii Maci mostexya JIHK. 3nauno Mert MomnekymsipHi
PPO3MipH Ta CKJIaTHICTh HyKJIeoTH THO1 opraizartii JIHK MiToxoHpii TUTBKH MM ITBEpIKYIOTh
ICHYIOUY TEOPIt0 PO MOXOKEHHS X OpraHelT i3 PIMITHBHIX TIPOKAPIOTIB.

Bropunna crpykrypa

Busuennst HykieorumHoro ckiany monekyn JJHK i3 pisHux Oionoriuanx o0’€KTiB
TI0Ka3aJio, 110, He3aJIeKHO BiJT JKepera MoXomhKeHH s (0aKkTepiaibHi, pOCIHHHI, TBAPUHHI
opranizmn), Bci JIHK MaroTh IeBHI KiTbKiCHI B3a€MOBITHOCHHH MK BMiCTOM ITyPUHOBHX Ta
MPUMITMHOBHAX HYKJICOTHIB. 3T1THO 3 IIMMH 3aKOHOMIPHOCTSMU (npasunamu Hapeaga),
y cxmazi JIHK:

1) cyma mypHHOBHX OCHOB JIOPIBHIOE CYMi ITIPUMITMHOBUX OCHOB, TOOTO:

A+T'=T+1], abo

2) KUTBKICTh 6-aMiHOT Py JOPIBHIOE KUTHKOCTI 6-KeTOrpyTI (32 XiMITHOIO HOMEHKIIATYPOFO
®iwepa);

3) BMICT aJIcHiHY IOPIBHIOE BMICTY THMIHY, @ BMICT I'yaHiHY JIOPIBHIOE BMICTY ITUTO3UHY
(npasuno exsisanenmuocmi):

A=T,I'=1I

3a3HaveHi KUTbKICHI B3a€MOBITHOIIIEHHS MK Q30THCTUMHU OCHOBAMH, a TAKOXK PE3YIThb-
TaTH BUBYEHHs Oynosu Moiekyin JJHK Meromom peHTreHoCTpyKTYpHOTO aHami3y
(M.YinkiHc), 103BOIHIN aMepUKaHChKOMY OioxiMiKy [[keiiMcy YOTCOHY Ta aHIITiHCHKO-
My Ppizuxy Opencucy Kpiky, mo npairoBanm B KeMOpumKCbKOMY yHIBEPCHTETI, 3aIIpO-
MTOHYBAaTH IPOCTOPOBY MOZIETh CTPYKTypHu Monekyu JIHK y Burisazi moaBiiHOT criipati.

3rigao 3 Moxmemtio YorcoHa-Kpika, monexyna JIHK ckimamaerbes 3 1BOX JTaHITIO-
TiB, III0 YTBOPIOIOTH IPaBO00EPTAIOTY CHipalib, B SIKiif 00MBA MOMiHYKICOTH/IHI JIAHITFOTH
3aKpydeHi HABKOJIO IEHTPAIBHOI OCi; IPH I[bOMY JIBa TIONMIHYKJICOTHUIHI JIAHIIOTH B
motekymi JIHK antunapanenssi (puc. 3.2, 3.3).
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Puc. 3.2. CxemaTu4He 300paskeHHs] ABO-
cnipaabHoi Mojexyau JTHK.

Crabinizauis noaBiiHOTO
JAHLIOra 301HCHIOETHCA 3a
PaxyHOK BOJTHEBHX 3B SI3KiB, 1110
YTBOPIOKOTHCS MiK MPOTHIICHK-
HO PO3TaIllOBaHUMH, TaK 3BAHHU-
MU KoMniemeHmapHumu (J0-
JIaTKOBUMH ), A30TUCTHMH OCHO-
BaMH (a/ICHIHOM 1 TUMIHOM Ta
TYaHIHOM 1 IIATO3WHOM, BIJIIO-
BIJTHO), IO MOSICHIOE 3a3HauCH1
BHIIIE eMITipU4HI ITpaBuita Yap-
raga.

Kpim BomHEBHX 3B’S3KiB,
crabinbHicTh Monekyan JHK
ITITPUMY€THCS TAKOXK Y PE3YJib-
Tarl B3aeMOIINl MK TT-€JIEKT-
POHHHMH XMapaMH IeTepOLK-
JIiB Q30THCTHAX OCHOB, ITI0 PO3Mi-
IICH] OJIMH IIiJT OTHUM B3I0BXK
oci cripaiii — Tak 3BaHi “‘cre-
KIHr-B3aeMoil”.
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Puc. 3.3. AHTHNapa/eIbHICTL MOMIHYKICOTHIHUX
JanuoriB B mosiekyai JHK.

Hurozun

CTpyKTypHi 0COOIMBOCTI MOABIMHOI cripadti: JiameTp cripaii — 20 W; BiacTaHb Mixk
A30THUCTUMH OCHOBaMH BIIPOAOBIK Oci cripani — 3,4 A°; cripanbHa CTpyKTypa TIOBTO-
proeThes 3 iHTepBaioM y 34 A°, To0TO Yepe3 10 HyKIICOTHAHUX Tap.

3a3HaveHi CTPYKTypHi 0COOIMBOCTI CTOCYIOThCS 3aIIPOTIOHOBaHOI YOTCOHOM i Kpikom
B-dopmu monexymn IHK (puc. 3.4). Pasom 13 Tm, 3aIe)KHO BiJ B3a€MOZIl 3 Pi3HOO
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KIJIBKICTIO MOJIEKyN Boau Ta Karionamu, /THK
HaOyBa€ HImMX cTpyKTypHUX hopm: A, C ta Z, siki
MOXKYTh BIJIMOBIIATH TIEBHUM (Hi310IOTIHHIM
ymoBam Ta B3aemoii JIHK i3 6inkamu saepHoro
xpomaruny (C-hopma).

TperuHHa cTpyKTypa

VY KuBi# KIITHHI MOABIHHA CITipaib, 110
CTaHOBUTH BTOpUHHY cTpykTypy AHK, He mae
BUIVISITY PO3TOPHYTOI MOJIEKYJIH, @ IOIATKOBO
3rOpHYTA B IPOCTOPI, YTBOPFOKOUH NIEBHI TPETHHHI
CTPYKTYPH — Cynepcnipaii.

VY cymepcmipai3oBaHOMY CTaHi MOJEKYIH
JHK y xomriekci 3 IeBHUMH KJIiTHHHUMH
OinKaMM BXOZIATH 70 CKJIaJ Iy HyKJICOI Ty poKa-

Puc. 3.4. B-opma moaexy.n JHK. piOTIB Ta SAAEPHOrO XPOMATHHY €yKapioTiB.

3aBIsKkY Cymepcmipaiizamii J0Bri MOJEKYIU

JHK ¢opmyroTh KOMIIAKTHI YyTBOPEHHS, 30KpeMa XpOMOCoMH sizipa. Tak, y pe3ynbTari

KommakTu3anii siiepHa monekyna JJHK xmitiH opraHisMy JrOAWHM, IO CTAaHOBHTH
MIPUOJIM3HO § CM, BMIIIAETHCS B XPOMOCOMI JTOBKHHOIO 5 HM.

Dizuro-ximiuni enacmueocmi

Peaxyiiinozoamuicmo

Yei nominykneoruan, JIHK 30xpema, € ciimbHIMI 6araTo0CHOBHUMH KHCIIOTAMU 3
Hu3bkuM 3HadeHHsM pK. Kucnornicts JIHK o6ymoBnena sropuaanME hocharHnmu
rpymnamu, o npu pH >4 moBHICTIO 10HI30BaHi.

3aBIIIKA KUCIIOTHUM BJIACTUBOCTSIM 1 HASIBHOCTI Ha CBOIl IMOBEPXHI HETATUBHUX
3apsiaiB Monekynu JJHK mpu ¢izionoriunnx 3HadeHHsx pH akTUBHO pearyroTsb i
YTBOPIOIOTh KOMIUIEKCH 3 KaTiOHAMHU:

—TIoTiaMiHaMu (CTIEPMiZITTHOM, CTIEPMIHOM);

— OCHOBHUMH OiIKamMH (TiCTOHAMH, IPOTaMiHAMH);

— karionamu metaniB (Ca?*, Mg, Fe?").
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Puc. 3.5. Cxema B3aemonii nosinykieoruanoro jJanmiora /IHK 3 ocnoBHumu 6ijikamu.
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B’siskicme ma onmuuna axmuenicme

Bucoka monexynsipHa Maca i Benuka Joskuaa Mosekys JJHK 3yMoBiroroTs BUCOKY
B’SI3KICTh HaBITh JIyKe po30aBieHux ix po3unHiB. B s3kicts monekyn JHK y po3uunni
3aJISKUTH BiJ] 1X KOH(OpPMAIIIT 1 CYTTEBO 3MIHIOETBCS 32 YMOB deHamypayii Ta peHa-
mypayii (IUB. HUKYE), 1110 T03BOJIsIE BAKOPUCTOBYBATH BiCKO3UMETPUYHI METOAM JUIs
JIOCITIPKEHHS KIHETUKH ITHX MTPOIIECIB.

3aBasKy BIOPAIKOBaHIM BTOprHHIHN cTpykTypi Monekymu JJHK € ontuano akTus-
HUMH, TOOTO BOHU 3JIaTHi 00epTaTy MJIOMKHY MOJSPU30BAaHOTO CBiTIa. ONTHYHA aK-
TUBHICTh po3unHiB JIHK Takoxk 3acTOCOBY€EThCS 3 METOIO peecTpallii KoHpopMariHHUX
3MIiH MOJICKYIL.

Hoenunanns ¢ YD-oinanyi

A30THCTI CTIONTYKH (Ta BiIIOBLTHI HYKJIGOTHIIH), IIIO BXOJISTH 10 CKJIA Ty HYKJIETHOBHX KACIIOT
JHK i PHK, MatoTh BIacTHBICTb MOIMHATH yIBTpadioneToBe cBiTio mpu 260 HM.

3a YMOB yTBOPEHHS IMOJIIHYKJICOTHIIB B3a€MHHIA BILTHB TIApaIeSIbHO PO3TAIIOBAHKX I10
JorxkuH1 Mosiekyu JIHK map a30TUCTUX OCHOB CYIIPOBOPKYEThCS TICBHUM 3HHKESHHSM
YO-normunaan#st. TakumM unHOM, ormiHaHHS pH 260 HM HatrBHOT Monekynu JJHK neto
HIwK4e (B cepenaboMy Ha 40 %) BiT BiIITOBIHOTO IOTTIMHAHHS CyMH a30THCTUX OCHOB, IO
BXOJISITH /IO CKJaAy TOJIHYKICOTHIY — 2inoxpomuuti eghexm. llpu mopyrieHH1
BHCOKOBITOPSTKOBaHOI iBocTipaiibHOi KoHdopmartii JIHK ta cTpykTypHIX B3a€MOBITHOCHH
MIDK a30THCTHMH OCHOBaMH CIIOCTEPITaeThCsl 2inepxpoMHuli eghexkm, TOOTO 3pOCTaHHS
ronMHAHHS po3unHiB Monekyn JJHK mpu 260 HM, 110 103BOMISE TOCHTIKYBATH TIPOIIEC
JICHATYparlil.

Jenamypayisn

Lenamypayia /[HK — 1ie mopy1ieHHs Ha- 148
TUBHOT JIBOCHIpaJIbHOT KOH(OPMAITIT MOJICKYJT
JHK Ta iX ynopsakoBaHOTO HIPOCTOPOBOTO
po3TalryBaHHS 3 YTBOPEHHSIM HEBIOPSIKO-
BaHUX OJTHOJIAHIIIOTOBUX KITyOKiB. 32 YMOB
JeHaTypailii koBajeHTHi 38’ s13ku B JIHK 30e-
pirarThCs, IPOTe BiOYBAETHCS PO3KPYUY-
BaHHS TOBIMHOI CITipai 3 BTPATOIO CIEIH-
(higyHMX B32€EMO/TIH MK a30THCTUMH OCHOBA-
MU. Penamypayiss — BITHOBJICHHsI HATUBHOT
BroprHHOI KoH(popmanii JIHK, mo cnoctepi-
TaeThest 32 TEBHUX YMOB. Temmepatypa, °C

Aenarypanis JJHK cynmposomkyerhes Puc. 3.6. I'inepxpomumuii edext y npoueci ae-
rinepxpoMHUM e(PEeKTOM Ta 3MEHIICHHSIM natypauii THK mikpoopramismis.
B’S13K0CTI i1 po3uuHiB (puc. 3.6).

HyxIieiHOBI KUCTIOTH, 11O i1 POIIeCy JIeHaTypallii, BTpa4aroTh CBO1 010JI0T14HI
BJIACTHBOCTI.

Monekynapuoio ocnoeor oenamypauii monexyn /[HK e pyiinyeannsa éoonesux
36’°a3Kié mixc Komnaemenmaprnumu azomucmumu ocnoeamu A-T ma I'-1],
6i0N0BIOHO.

Pneumococcus

Serratia

BigHocHe normuHaHHs 1pu 260 HM

1’0074 76 76 80 82 84 86 88 90 92 94 95 98 100
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CrpykrypHi 3mian B Monekyriax JIHK, 1o npr3BoasTs 110 1X neHarypaiiii, BigOyBatOThCS
BHACJIIOK:

— pi3kux 3MiH pH y kurcimmii abo JryHui OiK;

— HarpiBanns po3unHiB JJHK mo neBHmx Temmeparyp.

Tepmiuna nenatypauis JJHK orpumana Ha3By nipouiecy niasnenns. s KOXKHOTO
tuny Mosiekynn JIHK (To6To Mosiekyi1, 1110 MaroTh NEBHUI HYKJICOTH THHUI CKJIa]T) XapaK-
TepHa Bi/AINOBiHA TeMIleparypa JeHaTypalii, 0 MO3HAYAEThCS SIK memMnepamypa
(mouxa) nnaenenns — T (Bin anrn. melting — nnasnenns). T pisnux 3paskis JIHK
3aJICKUTh BiJ| CITIBBIHOIICHHS B iX ckiani G—C- ta A—T-nap.

CriBigHomeHHst Mixk G—C- Ta A-T-napamu € Ba)XKITUBHM TTOKa3HUKOM HYKJICO-
tuHOoTO cKirany monekyn JIHK 3 pisanx 6iomoriaanx 00’ ekTiB. OCKIIBKU MiX T'yaHi-
HOM Ta LIMTO3MHOM B CKJ1aJii [BoctipanbHoi Mosnekynu JIHK yTBoproeTsest Tpu BonHeBHX
3B’S3KH (Ha BIIMIHY BiJl IBOX — MDXK aJI€HIHOM Ta TUMIHOM), TepMidHa JUCOIIIAIliA
napu G—C notpelye OLIBIINX 3aTpaT EHeprii, TOOTO BijI0yBA€THCS MPU OUTBIIT BUCOKUX
TeMIeparypax, Hik pyiHyBaHHs apu A—T. Buxomstun 3 poro, TeMrieparypa riaBlieHHs
monekyn JJHK npsimo npornopitiiiaa BmMicTy B HuX G—C-1ap, 1110 JI03BOJISIE€ BAKOPUCTATH
Bu3HaueHHA T sk mokasHuKa HykiaeoTuHoro ckiuany JIHK.

3.4. BYJIOBA, BTIACTHUBOCTI ¥ BIOJIOTTYHI ®YHKIIII PHK

PubonykIeTHOBI KUCIIOTH — TOMIPUOOHYKICOTH T, 1110 B KITITHHAX €yKapioTiB Ta
MTPOKAPIOTiB 32 XapaKTEPOM CBOET CTPYKTYPH Ta O10JIOTIYHUX (DYHKITIH TOILIAIOTHCS HA
Taki ocHOBHI kiacu: iH@opmaniitai (marpuuni) PHK (MPHK), tpancnoptai PHK
(TPHK), pu6ocomui PHK (pPHK). ¥ knitunax PHK-BMicHEX BipyCiB MOJTipHOOHYKIICO-
THUJI BUKOHYIOTh TeHETHYHY (DYHKIIi0 30epiraHHs Ta MepeHocy CcriaIkoBoi iHdopMarii.

OcobnuBocti nepeunnoi cmpyxkmypu PHK posrisinyto Buiie (tadin. 3.2). Ha Bin-
Miny Bij aonaniroropux JJHK, monekynu PHK Bunpx opratismis € OTHOJIAHIFOTOBUMH
MOJIHYKJICOTHAaMU. JIBONaHIIOrOBY CTPYKTYpY MatoTh Jiuiie reaetindni PHK neskux
BipyciB (peoBipyCiB, BipyCiB paHOBHX ITyXJIFH POCIIMH, BipyCy KapJIMKOBOCTI prcy). Pazom
13 TuM, oHOMaHIFOroBi PHK 32 paxyHOK BHY TPIlITHBOMOIIEKYITAPHHUX B3aEMOTiH HaOY-
BalOTh KOH(OPMAIIiH, 110 TO3HAYAIOTHCS SIK BTOPUHHI Ta TPETUHHI CTPYKTYPH.

Bmopunna cmpykmypa

s 4 OJTHOJIAHITIOTOBUX TIOJIIPH-
I OOHYKIICOTH/IIB €yKapioTiB
A-—-T
I et XapaKTepU3y€eThCs HASB-
N Ay, HICTIO JiISHOK, 110 MAIOTh
N N y--—-rZ .
j’_rf /,r’yjA b ABOCIIPAIIBHY CTPYKTYPY.
LN ‘l‘"’;\l i minsakm monexkyn PHK
VAN ! > .
N e Y (Tax 3BaH1 “IIMWIBKK”) YTBO-
u N [l____ " -
ol e ) PIOIOTBCS 32 PAXYHOK 3TUHIB
4 7=y - /y\y/A/”\A MOJIipUOOHYKICOTHIHOTO
Yoo / ,/ ! \, ~r 7 .
A S v S JIAHITIOTA Ta B3a€MOJIIT MK
Nt TN
\ u Y A~g—r y

v CO000 KOMILIEMEHTApHHIX
Puc. 3.7. YTBOpeHHs “IMmTH0K” y BTopuHHiil crpykTypi PHK. a30THCTUX OCHOB (A-Y
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ta ['-11) y Mexxax omnoro Jasiora. Taki cripanizoBani quUistHKA MicTsTh 20-30 HyK-
JICOTHTHUX TIap 1 9epryIOThCs 3 HecmipamizoBanumu ¢pparmentamu PHK (puc. 3.7).

SAx 1 AHK, mominykneoruan PHK xapakrepu3yroThcst MAKCHMYMOM TOTIIMHAHHS
ipu 260 HM, 3yMOBIIEHIM a30THCTHUMH OCHOBAMH, MAFOTh TIIOXPOMHUH e(DeKT, ONITHIHY
AKTHBHICTb Ta MiJUIATAI0Th ICHATYpaIlii P JTi1 )KOPCTKHX (i3NKO-XIMIYHUX (PaKTOPIB.

Indopmaniiini (maTpuuni) PHK

Ile knac PHK, mo cknagarots 2-5 % 3aranbHoi kinbkocti kmitrHHOT PHK. MPHK
BUKOHYIOTB (DYHKIIiFO IEpEeHOCHUKIB reHeTn4HO1 iH(opMmartii Bix reHomy (saeproi JIHK)
JI0 OLTOKCHHTE3Y0U01 CHCTEMH KITIITHHU. BoHM € iHpOopManiitHIMu MaTpHUIsIMA, SIKi BH-
3HAYAIOTh aMIHOKHCIIOTHI MOCTIZIOBHOCTI B MOJIEKYJIaX MOMITETITH/IIB, IO CHHTE3YOTHCS
B pubocoMax.

MPHK Brnactusi Mmetabosiyna HecTaOUIBHICTD 1 HAHOLTBIIA TETEPOreHHICTh MOJIEKY-
JSIPHOT MacH Ta po3MipiB Mostekyi (Bix 25:10° 1o 1-2-10°) 3 KoHCTaHTaMU CeTUMEHTAITIT
Bix 6 10 25 s. IlIupoxwuii ciektp okpemux Mosekya MPHK BiamoBinae kinbkocTi OiIKiB
Oprasi3My, HOCisSIMH reHeTH4HOT iHpopMarii 1uist cunTesy skux € PHK mporo knacy.

3a cBoim HykineotuaHuM ckinanoM MPHK BinmoBinae (3 ypaxyBaHHSM NPHHIHITY
KOMIIJIEMEHTapHOCTI) HYKJICOTHAHIN TOCiIOBHOCTI (hparMeHTa OTHOTO 3 JIAHIIIOT B sijiep-
voi JIHK, Tparckpunrom sikoro Bona (MPHK) €. Oco0GnuBicTIO TEpBUHHOT CTPYKTYPH
MPHK € Takox HasiBHICTB Ha 5'- Ta 3'-KiHIIX MOJIEKYIJIH XapaKTEPHUX TS IHOTO KIIacy
PHK HyKI€OTHIHMX TIOCITIIOBHOCTEH.

5'-kiHemp ycix OH OH
mosiekyn MPHK ﬁf‘f\
eyKapioTiB Ta Jesi- cpt
KHX BIPYCIB B SIKOCT1 o e 5

NH, N ‘
MIEePLIOro HYKIICO- 74 N o_]
. N P
THAy MICTUTB 7-Me- | | N> N, 0 NH,
l
0

(le

TWITYaHO3MH (TIep-
LU HyKIIEOTH]T), L0 CHs (|)}O\c‘r 5 </ ’
yepe3 Tpudochar- P CH, N &1
HUH 3aJIUIIOK 3B’ SI-
3aHUH 13 5'-TiApOK- CH CH

CHJIOM CYCITHBOTO ¢

(mpyroro) HyKJI€O- OCH; o
tuay. Hykneorun, 3 0
SIKMM 3B’ sI3aHUN 5'- o b
KIHIIEBUH 7-METHII- o S\
I'yaHO31H, Ma€, 3BU- ¢

YaiHO, METUIHLOBA- oM
1
Hy 1o C-2"-pubo3y: _P -
. . o 1
MonudikoBaHuit 0

7-metunryano3uaoM S'-kiner MPHK mae Ha3By “kerna” (Bij aHIII. cap — IIaNoyvKa).
Mo ioro cknagy MOXyTh BXOJUTH 1-3 3aHIIKK 7-METHITYaHO3UHY.

3'-xirernp Oarathox MPHK eykapioTiB MiCTHTB BiTHOCHO JOBT moTia ieHinaTHi (poly(A))
nocrioBHOCTI. J{0 ckmamy poly(A)-“xBoctiB” MPHK — Bxomsats 20-250 HyKI1€0THIIB.
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BBaxatoTb, mo 5'-kermyBaHHs Ta 3'-TIONiaJIcHUTYBaHHS CTa0LTI3yIOTh MOJICKYITH
MPHK, 3amoGiratoun 1iii Hykieas, Ta MaroTh BEJIMKe 3Ha4eHHs J1st 3B s13yBanHs MPHK
13 pOOCOMaMu B TIPOIIECi TPAHCIISIII.

Bropunna ctpykrypa MPHK XapaktepnsyeTbcss YMCIEHHUMH BHYTPIIIHBOJIAH-
LIOT'OBUMH JBOCHIpaJIbHUMU AUIIHKaMH (“IINMIbKamMu’), 10 CKIIaLy SKUX BXOIUTB /10
40-50 % HyKJICOTHAHOTO CKJIa Ly IOJIiPUOOHYKIICOTHY.

Tpancnoptai PHK

Ha TPHK npunanae 10-20 % knituanoi PHK. Ix Monekynu — 1e nonmipu6omyx-
JCOTUAHI TaHIIOTH, NoBXkUHA kX — 70-90 HykieoTuaiB. MoiekymnsipHa Maca
TPHK — (23-28)-10° k]I, KoHCTaHTa cenuMeHTalil — 4 s. YChoro B KIIITHHAX 3HA-
xonmuthes He Mermie 20 tumiB TPHK, o Biamosinae xinpkocti mpupomuux L-amiHo-
kucioT, 3 skumu TPHK B3aemoniroTs y xomi TpaHcmsiii.

[lepsunnHa crpykrypa TPHK Bifg3HagaeThcst BEMMKOIO KUTBKICTIO MIHOPHHUX HYK-
JICOTU/IIB — HASIBHICTIO METHJILOBAHUX, TICEBIOYPHIMIOBUX Ta AUT1IPOYPHIUIOBUX
3aIUIIIKIB,

Bropunna ctpykrypa monexkyn TPHK y nBomipHOMY mipocTopi Mae KoH(OpMAIIiro
“JIMCTKa KOHIOUIMHHU, IO YTBOPIOETHCS 338 PaxXyHOK crenn(idHol B3aEMOJIii KOM-
IUIEMEHTapHUX a30TUCTHX OCHOB YIPOJOBXK MONIPUOOHYKICOTHIHOTO JaHIIoTa.
Hecnapeni nykieotnHi nociigoBHOCTI GopmytoTs crienmdivni st Oymosu TPHK
CTPYKTYpHI €JIEMEHTH:

Axyenmopry 2inky (cmebno) — 3'-KiHellb MOJISKYJIH, SKHA MICTUTH TepPMiHAIbHY
nocioBHicTs HyKIeoTH B LILIA. KinneBuii aneno3nH uepes 3'-rinpoKCHIIbHY TpyITy
puO03H aKIEeNTye aMiHOKHCIIOTY B IPOIIECT TPAHCIIATIII.

AHMUKOOOHO8Y nemuio — MICTUTh TPYITY 3 TPbOX HYKJICOTHIB (aHMUKOOOH),
KOMIUTEMEHTapHUX TPHILIETY HyKJICOTHIIB (KOJIOHY )
B ciani MPHK. Ig merss Bignosinae 3a B3ae-
moxito TPHK i3 nepaumu Hykieotumamu MPHK

3»
A—OH

|
)
50 I

S

— AkuenTopHa
rinka

JlonaTkoBa
TijgKa

 AHTHUKOJIOH

Puc. 3.8. Y3araibHeHa cxeMa BTOPHH-
HOI CTPYKTYPH MOJIEKYJIH
TPHK Tuny “amcrka xoHio-
11171317 668

MpH YTBOPEHHI B puOOCOMI TPaHCIIOKYOTO
KOMILIEKCY.

Jlueiopoypuounogy nemnio — CKIAA€ThCA 3
8-12 HyKJICOTH/IIB, MICTUTB Y cOO1 1-4 quriapoypu-
JTUJIOBI 3aJIUIIKH.

Icesooypuounosy nemmo — ninsaka TPHK,
SIKa B YCIX MOJIEKYJIaX MiCTUTH 000B’SI3KOBY HYKJIEO-
TUAHY nocainoBHicTs — 5°-TyC-3’. BBaxkaroTs,
o g newis HeoOximHa mia B3aemoxnii TPHK i3
prbocoMoro.

Jlooamxogy 2inky — CTPYKTypa, 3a KiJIbKICTIO
HYKJICOTHIHUX 3a/IMIIKIB B sikivt TPHK noninstrothest
Ha nBa kiacu: TPHK knacy | — mictuts 3-5 Hyk-
neotunis; TPHK kinacy Il — 3 1omarkoBoto rijikoro,
sIka Ma€ JIOBKUHY Bija 13 110 21 HyKI€OTHU/TY.

Cxemy Oynosu TPHK nonano na puc. 3.8.
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[puramanni TPHK ctpykTypn Tumy “nmcTka KOHIOUIMHU MOXYTH YTBOPIOBATH
OLITBIII KOMITaKTHI MPOCTOPOBi KOH(opMaIlii — TPETHHHI CTPYKTYpH. 3a JTaHUMHU
PEHTICHOCTPYKTYPHOTO aHaNi3y, TpeTUHHA cTpyKTypa Monekys TPHK naranye Benmky
JaTUHCBKY JtiTepy L.

Pub6ocomui PHK

Put6ocomui PHK (pPHK) — kiiac kinituaaux PHK, 1110 BXOSTh 710 CKIa1y pudbocom
IIpokapioTHyHUX Ta eykapiotnunux kiaituH. Ha pPHK npunanae no 90 % 3aranbHoi
kimpkocTi KritnHEIX PHK.

pPHK pazom i3 cienudiyanmu GilkaMu CTaHOBIISITH OCHOBY CTPYKTYPH Ta (PyHKIIIT
pubocoM (prOOHYKIICOTPOTEIHOBUX YaCTOYOK), B AIKUX BiAOYBAETHCS MPOLIEC MPAHC-
1Ay ii — O10CHHTE3 MOJIIENTHTHHIX JIAHITFOTiB HA OCHOBI KOJTY, 1110 TIocTaBisteTbest MPHK.
PuboHykneTHOBI KUCIOTH LIOTO TUITY € META0O0IIYHO CTa0lIbHUMH MOJICKYJIAMHU; B3a€-
MOJIiF0YH 3 puOOCOMHIMHU O1IKaMH, BOHM BUKOHYFOTh (DYHKITIFO CTPYKTYPHOTO KapKaca
JUTS OpraHizallii BHY TPIIIHOKIITHHHOT CHCTEMH O1IIKOBOTO CHHTE3Y.

MonudikoBanux (MiHOpHHX) ocHOB Yy ckinaai pPHK 3nauno menme, wixk y TPHK.
IIpote pudocomui PHK € Takok BHCOKOMETHIILOBaHUMH TIOJTIPHOOHYKIICOTHAAMH, B
SKUX METHIIbHI TPYTIH 3B’ A3aHi 200 3 a30TUCTUMH OCHOBaMH, 200 3 2'-TipOKCHIBHUMHU
rpynamu pudosu.

Bropunna crpykrypa pPHK npencraBnena 3Ha9YHOIO KiJIbKICTIO KOPOTKHX JBOCITi-
PANBHUX JUISTHOK, IO MAFOTh BUDIIS “IIITIITEOK™ 200 IMAaTHYOK.

Kpim 3a3nauennx knacis PHK, B simpax KITiTHH ccaBIiB MiCTATHCS pUOOHYKIICTHOBI
KHUCIJIOTH Pi3HOT MOJIEKYJIIPHOI MacH, Tak 3BaHi cemepozenii adepni PHK (2aPHK).
Ix momexynsapna maca mMoxke nepesuntysaru 107. T1PHK € mpoxyKTamMu TpaHCKpHIIILi
TeHiB, 110 He 3a3HaJIH MTOCTTPAHKPHITIIITHOT MOITU(IKAIli] — MPOIIECHHTY.

3.5. MOJIEKVJIAPHA OPTAHI3ALIA AAEPHOI'O
XPOMATHUHY I PUBOCOM

3a CBOEIO MOJIEKYJISIPHOO OPTaHi3alli€lo XpOMaTHH KIIITHHHOTO sijpa a00 HyKJIeOin
Ta puOOCOMH €yKapioTiB i MPOKapioTiB € CKIAJHUMHU 32 CTPYKTYpOIO HYKIIEO-
IIPOTETHOBUMU KOMILJIEKCAMH.

SnepHuii xpomatun

XpoMaTHH sjIpa eyKapioTiB € CTPYKTYPOIO, 110 Ha
eIeKTPOHHUX MiKpodoTorpadisix sBisie cOO00 BOIOK-
Ha, SIK1 HaralyroTh HUTKU HaMucTa. OKpeMi KyJierno-
JiI0HI HAMUCTHHY XPOMaTHHOBHX BOJIOKOH OTPHMAJTH
Ha3BY HYKIEOCOM.

VYcepennHi HyKIEOCOMHU 3HAXOAUTHCH O1IKOBa
YacTHHA — SIIIPO, a00 HYKJICOCOMHUH Kop (Bij aHIII.
core — ceplieBUHA, S/IPO), Ha MOBEPXHIO SKOTO Ha-
MoTaHuii Bipizok nBocmipansHoi JJHK (puc. 3.9).

Jlo cknamy HyKJI€OCOMHOIO KOPY BXOISATB BICIM  Pyc. 3.9. Cxema MoJIeKy:IspHOi op-
MOJIEKYJI T'iCTOHIB (IiCTOHOBHIA OKTamMep): 10 JIBi MO- ramizanii HyKJIeocoMm siiep-
nekynu rictoniB H2A, H2B, H3 ta H4 (ta6n. 3.4). HOTO XPOMATHHY.
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Ta6nuns3.4. IicTonu sAepHOro XpoOMaTHHY

Tun Monekynapna Bmicm Bmicm Joxanizauisn 6
maca, K/ aizuny, % apzininy, % HYK1e0coMi
Hl 21,0 29 1,5 Inrepainkepra JHK
H2A 14,5 11 9,5 Kop Hyxiieocomu
H2B 13,7 16 6,5 Kop Hykiieocomu
H3 15,3 10 13,5 Kop Hyxiieocomu
H4 11,3 11 14,0 Kop Hykitleocomu

INicToHOBMIT OKTaMep y CKIIa 1l HyKJIeocOMH (hOpMYE KyJIeTIOAi0OHy CTPYKTY Py, OOMO-
tany aBocmipanbHoro JJHK 3a Turom cynepemipani. Hykineocomua JIHK yTBOproe HaB-
koo kopy 1,75 Butka (mpromm3zno 140 HyKIeOTHIHKX Map) 1 EPEeXOAUTh Ha 1HITy HyKJIeo-
comy. [3 Bimpizkom JIHK, sixmii 00’ e1Hy€ cycinHi HykiIeocoMu (inkepra JJHK, moBXrHA
sikoT — 50 HyKJIeOTHTHUX TIap) 3B’ si3aHwmid rictoH H1.

[NcToHwu, 110 BXOASTH JI0 CKJIAJy XPOMATHHY, € OCHOBHUMH OiJIKAMH, SIKi MiCTSTh
3HaYHY KUTBKICTh 1iaMiHOMOHOKapOOHOBUX aMiHOKHCIIOT JIi3UHY Ta apriHiHy, TO3UTHBHUHI
3apsi1 AKUX Ja€ M MOXKIIMBICTh YTBOPIOBATH COJIETIONIOHI KOMIUTEKCH 3 (pochaTHUMU
rpynamu JIHK. bionoriyxa (hyHKIIis TiCTOHIB MOJISITae B PETYIEALIii 3UNTYBaHHS TeHETHIHOT
iHopmaii 3 monexyn JJHK.

Kpim ricToHiB (O1JIKIB OCHOBHOT'O XapakTepy), 10 CKIIa Iy sIEPHOTO XPOMaTHHY BXOJISATh
MeBHA KUTbKICTh Kuchux HericroHoBux OunkiB (HI'B) (nexinmpka mecarkiB (pakiiii) Ta
HE3HAYHHI BIJICOTOK JIIi/IiB 1 10HIB MeTaiB, 30kpemMa Mg?!, Ca?*, Fe**. bioximiuni QyHKIIiT
LIX MIHOPHUX KOMITOHEHTIB XpPOMaTHHY 1€ He TOBHICTIO 3’ ICOBaHI.

Pudocomu

Pubocomm — cyOKITITHHHI YaCTOYKH, IO 32 OI0XIMIYHUM CKJIaJIOM SIBIISTFOTH COOOIO
PUOOHYKIIEOTPOTETHOBI CTPYKTYpH. BOHM € “MONeKyIIpHIMH MalluHAMU’, B SIKHX
BiIOYBarOTHCSI OCHOBHI eTar 010CHHTE3y OLTKIB — TPAHCIIALI. Y KITITHHAX JIFOIWHH 1 TBAPHH
OujIbIIIa yacTUHA PUOOCOM 3B’si3aHA 3 MEMOpPaHAMH €HJIOIUIA3MATHYHOTO PETHKYITYMY.

HpOKapiOTH (E. Coli) EyKapiOTI/I‘{Hi KIIITHHI Pubocomu npOKapio—

THYHHX Ta EYKapiOTUUHUX
S

7OS 80 KITUH MaKOTh CXOKY MO-
JIEKYJSIpHY OpTaHi3arlito,
CKJIaJTAF0YHCH 13 JIBOX CYO-
OIIMHUI>F — MEHIIIO] Ta

O

sos 303 408

HSIIOTBCS 32 PO3MIpaMy Ta
/ \ / \ / / \ Habopamu crerudiuHux
1

Oinpmoi, — 1Mo Bigpi3-

PHK  bimxu PHK bimcn PHK  bBimu pPHK i pubocomumx Oin-

BCJ’IHK()I MaJjio MaJoi K
cy6- cy6- l cy6- - ki (puc. 3.10).
OI[I/IHI/II_II OAWHUIL 188 OI[I/IHI/II_II 6
23S 5§ 1 GS VYyactb ngeMI/IX cyo-
ik OJVHUIL PHOOCOM e-
BEJIUKOT I[ u 6p .. y p
285 585 55 . chy}g;m anm3anii 010XIMIYHUX pe-

Puc. 3.10. Cxema Oynosu pud0comM IPOKAPIOTHYHHX TA €yKAPIOTHIHHX aKkmiu Tp aHCJISILll.l Oyne
KJITHH. PpO3IAHYTO B m1aBi 21.
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I'JIABA 4. BYIJIEBOJM TA IX OXITHI

ByrneBomu (mronman, Iykpr) — 0100praHivHiI CHOMYKH, IO 33 CBOEKO XIMIYHOIO
OYZIOBOIO € aibde2ioo- Ta KemonoxXioHumu 6OazamoamomHux cnupmis, ado
noniokcianvoezioamu Ta NONIOKCUKEMOHAMU.

ByrneBosy, 110 BiIMOBINAIOTE 3a3HAYEHUM XIMIYHUM CTPYKTYpaM 1 He TiIATaloTh
rifpomnizy (ToOTO PO3IIEIUIEHHIO BOAOI0 HAa OIUNBII MPOCTI CHOIYKH), € MPOCHUMU
gyenesooamu, aboMoHocaxapuoamu. ByTiaeBomy, 0 TiAPOITi3yOThCS 10 MOHOCaXapH/IiB,
MAalOTh Ha3BY CKIAOHUX 8Y2ne800ieé — onicocaxapudie Ta noaicaxapuois.

ByrneBomm yTBOPIOIOTBCS B IPHPO/II 3 TIOKCHTY BYIIEIFO Ta BOJH 3 PaxXyHOK (OTO-
CHIHTE3Y, 1110 TIPOTIKA€E B POCITMHAX Ta ACSKHX MIKPOOPTaHi3MaXx, i CKJIaIal0Th OCHOBHY Macy
OpraHiqHOro BymIIeLo Oiocdepy; iX BMICT Y TKAHMHAX POCIMH CTaHOBUTH On3bko 80 %
Macu. Y CBOIO Yepry, POCIIMHHI ByIJICBOIM € OJHUM i3 OCHOBHHX JDKEpEN BYIVICIIO JUIS
TBapUHHUX OPTaHi3MiB.

VY TBapWHHHX OpraHizMax BMICT BYIJIEBOIB BiJTHOCHO HEBUCOKHM, CTAHOBIISTYH B
cepenHboMy 1-2 % cyxoi MacH, BOCHOBHOMY y BUIVISAZI PE3EPBHOIO MOJTicaxapyy KO-
reHy. Brim, ByriieBon BiirparoTh JKUTTEBO BaXKITUBI €HEPTEeTHYHI (MOHOCAXaPH]IH TITFO-
K032, PPYKTO3a, TOMOTIOTICaXapy/l ITIKOTeH ) Ta CTPYKTYpHI (TeTeportoticaxapu i) (pyHKIIiL.

4.1. MOHOCAXAPHUJIA TA IX IOXIJTHI

3aJIe:KHO BiJ] KIIBKOCTI BYIVICLIEBUX aTOMIB, MOHOCAXaPH U (MOHO3H ) OISO THCS
Ha TPi03H, TETPO3H, IEHTO3H, TeKCO3H, TeNTO3H T.i. HalO1IbI1l MOMpeHNMH B TBAPHHHKX
opraHizMax MOHOCaXapWJaMH € TeKCO3H Ta IEHTO3H, SIKi 3HAXOAATHCS B KITITHHAX SIK
YYaCHUKHU OOMiHY pEeuOBHH — METa0OIIITH Ta BUKOHYIOTh TIEBHI CTPYKTYpHI (QyHKIIT,
BXOJISTYH JIO CKJIQJTy THIIIUX O10MOJICKYIT.

T'exco3n

Texco3u TTOAUISIFOTECS Ha:

6 CH,OH CH,0OH CH,0OH
OH O H H (@) H
H H
OH H OH OH
H OH OH OH
H OH H OH H H
o-D-I'mroko3a o-D-T"anakTo3a o-D-Mano3sa

— aJbJIOT€KCO3H, JI0 IKUX HaJlexkKaTh D-2nio- HO—C6H
2

e . (0] OH
Ko3a 11ii enimepu D-eanaxkmosa, D-manosa, D-¢y-
K03 TOIIIO; KH HO 72
— KETOrEKCO3H, NPEJACTABHUKOM SAKHX € H 17 3 ?Hz_OH
D-¢pyxkmosa. OH H

B-D-®pykro3a
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D-I'noko3a (BUHOTPAHUH ITyKOp, IEKCTPO3a) — MOHOCAXapu, MIUPOKO MOIIU-
peHHI y IPUPOIi: Y BUTBHOMY CTaHi IITIOK03a 3HAXOIUTHCS B POCIINHAX, KPOBI JTIOIMHU
(4,44-6,66 MMOmIB/T) Ta IHIKMX O1OJOTIYHUX pirHAX. [TFOKO3a € CTPYKTYPHUM KOM-
MTOHEHTOM JIUCaXapu/IiB caxapo3u, JAKTO3U Ta FOMOIIOJicaxapu 1iB KPOXMaJIo, KIITKO-
BUHH Ta JIIKoreHy. PocimHHMI mosicaxapua KpoxMallb € OCHOBHUM JDKEPEJIOM Ha/l-
XOJ[KCHHSI TJIFOKO3U B OpPraHi3M JIFOJMHU. B opraHi3mi JIFOJIMHY 332 paXyHOK aepoOHOI0
OKHCJICHHS INTIOKO3H BUBUIBHSETHCS B cepetHboMy 60-70 % ximiuHoi eHeprii, HeoOXiqHoi
JUTS €Hepro3a0e3nedeHHs MPOLIECIB KHUTTE I SITBHOCTI.

D-T'anakmosza (MOJOYHWIA ITyKOP) — BXOIUTH JI0 CKJIAIy IUCAXapHIy JIAKTO3H,
110 MICTUTBCSL B MOJIOIIi, @ TAKOXK y TeTeporojicaxapuaax (mIiko3aMiHIIikaHax, abo
MYKoOIIOJTicaxaprax) TBApUHHUX TKaHUH. [ OJIOBHUM JKepesioM TajakTo3u JJisl opra-
HI3MY JIFOJTUHH € JIAKTO3a, sIKa IMICJIs T1IPOITi3y 3BUIBHIOE TANAaKTO3Y, 31aTHY MEPETBO-
pIOBaTHCS HA IITIOKO3Y.

D-Mano3a — € cTpyKTYpHHM KOMITOHCHTOM TIOJTicaXxapy Iy MaHaHY, IO € KOMIIO-
HEHTOM POCIIMHHHX Ta OaKTepialbHUX IIIKOMPOTEiHIB; y BUTBHOMY CTaHi MiCTUTBCS B
LIKYPLi HUTPYCOBUX. Y TBAPHHHOMY OpraHi3Mi BXOAMUTH J0 CKJIaIy ONlirocaxapumaHol
YaCTHHH [JTIKOJMIMIIIB Ta IIIKONPOTEiHiB MeMOpaH Ta GiosoriyHux piauH. [IpoaykT Bin-
HOBJICHHSI MAaHO31 — [IECTUATOMHHI CIUPT MaHITOJ (MaHiT) 3aCTOCOBYIOTh Y MEMIIMHI
SIK OCMOTHUYHUH JIIyPETHK 1 K 3aMiHHHUK CaXapo3H B Ti€TI XBOPUX Ha ITyKPOBHUH /Tia0eT.

IlenTo3m

BionoriyHo BasKITMBUMH NIPEACTABHUKAMH IIEHTO3 €:
— ampAoNeHTO3u: D-pubosa, 2-dezokcu-D-pubosa, L-apabinosa, D-kcunosa,
— KeTomeHTo3u: D-pubynosa i D-kcunynosa.

5

H 0 CH,—OH H 0 CH,—OH
1 4 H H
OH H H H
OH OH H OH
o-D-pubo3a 2-ne3okcu-D-prbo3za

D-Puboza — anwionenrosa, mo B B-dypanosuiit popmi BXOIUTH 10 CKIaLy
HYKJICOTH/[iB PHOOHYKJIETHOBHX KUCIIOT Ta BUIbHUX PUOOHYKJICOTHIIB, PSITY KOEPMEHTIB
(HAL, HAID, DAJ], DMH), ri1iko3u/1iB i aHTHOIOTHKIB.

2-/lezoxcu-D-pubosza (0e3okcupuboza) — TICHTO3a, IO BiIPI3HAETLCS Bim D-prbosn
BIJICYTHICTIO aToMa KHCHIO B 2-My TOJIOKEHHI. BXOMuTh 10 CKIagy HYKJIEOTHIIB
JIC30KCUPHOOHYKIICTHOBIX KHCIIOT.

L-apa6inoza — anpaoneHTosa, 1o BXOJUTH A0 CKIaxy MojicaxapuiiB pOCIHH
apabinanis, pociuHHUX Kameodis, 30KpeMa, eymiapadiky (IMB. HWKYE), noricaxapudie
mybepKyIbo3Hoi nanuyxky. Y BUTBHOMY CTaHI MICTHTBCS B XBOMHHX JIepeBax.

D-Kcunoza — 3ycTpiHaeThes y CKIAII POCIUHHUX KCulaHie. BUKOPHUCTOBYEThCS B
KOHIUTEPCHKOMY BHPOOHHIITBI SIK TIOKUBHA PEUOBHHA TSI POCTY KOPMOBHX JIPIKIKIB, &
TaKOXK [T CHHTE3Y CITUPTY KCuinty, o 3aCTOCOBYETRCS SIK JTIKAPCHKHH 3aciO.

D-pubynosa, D-kcunynoza — KeToneHTO3H, sKi y BUNIAAlL GochopHUX edipiB
YTBOPIOIOTHCS B OPraHi3Mi JIFOIMHY 1 TBAPHH SIK METa0O0MIITH IEHTO30(0oC(aTHOTrO NUTSIXY
OOMIHY TJIFOKO3H.
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Aminonoxioni monocaxapudie (AmMiHOUYKpU)
Jlo HalO1IbII TOLIMPEHNX aMIHOLYKPiB HaJIeXKaTh 2-aMiHOIOX1/Hi rekco3 D-rmroko3n
ta D-ranakrosu — eexcozaminu:

CH,OH CH,OH
—O
H H H
OH H
OH OH
H NH, H NH,
D-I'moko3amiH (XiTo3amiH) D-T"anakro3ami (XOHAPO3aMiH)

N-areTrIb0BaHi MTOXi HI TeKCO3aMiHiB HalUacTiIlIe 3yCTPidaroThCsl Y CKIIa Il TeTeporIo-
JicaxapuiB (JMB. HIKYE) — ITIKO3aMiHITIKaHIB (KOMITOHEHTIB TIPOTEONITIKaHIB), OJIro-
caxapwTHYX JIAHITFOTiB ITIKONPOTEIHIB Ta ITIKOMIITiITiB.

CH,OH CH,0OH
H 1 0. H

OH H
OH OH

H ITIH |

C \;O C \;O
CH; CH;
N-AIeTHINTIOKO3aMiH N-Aneruranakro3amian

Heunpaminosa ma cianosa Kuciomu

BionoriyHo BakJIMBUM aMiHOTIOXiTHUM MOHOCAXapuIiB € HellpaMiHo8a KUciomad.
I3 XimMiYHOT TOYKH 30py HelpaMiHOBA KUCIIOTA € TIOX1IHUM MOHOCaXapH Iy KETOHOHO3H
(Honyno3wu). B Gionoriuamnx 06’ ekrax HeHpamMiHOBa KUCTIOTA MPUCYTHS Y BUIVISIAL N- Ta
O-anIbHUX HOXIJIHMX, 110 BIOMI i Ha3BOKO Cianosi KUcaiomil.

! |COOH CH,0H CH,OH
2C=0 \\: (CHOH), (CHOH),
3 CH, ;

H-—OH !

NH“—H |
HO-—+—H #’

H-+—OH

H-+—OH
9 CH,OH

Heiipaminosa kucnora (3,5-amuae30kcu- N-AnerunseiipamMinoBa

5-aMIHOHOHYJIOHOBA KHCJIOTA) (ciaioBa) KkuCIIOTa




60 Pozpin 1 Biomoaexyau ma xkaimunHui cmpyxmypu

HeiipaminoBa Ta ciajioBi KHCIOTH € CTPYKTYPHHMH KOMITOHEHTAMH TJIIKOJITII/IiB
OioMeMOpaH (TaHIITI03UIiB), ITIKOTIPOTETHIB Ta MPOTEOIITIKAHIB O10JOTTYHUX PiJINH, CITH3Y,
CTIOTYYHOI TKAHWHH, BUKOHYFOUH BKITMBI MEXaHI4YHI, IMyHOXIMI4HI (DyHKIIII.

Iikaposi (yykpoei) kucnomu

I[pu oxwcIieHHI MOHOCAXapW/IiB YTBOPIOKOTHCS ITIKapOBi (ITyKPOBi) KHCIIOTH, sIKi TIO-
TUIISIOTHCS. HA OKpEeMi XiMiuHI TpyTH, 3aJIeKHO Bij TOTO, ska (DyHKIIOHAIbHA TpyTia
(anbieritHa 200 IEPBUHHOCIIMPTOBA) ITiJISATAE OKUCIICHHIO.

Anb0onosi Kucnomu — NPOTYKTU OKHUCICHHS aJIbl03 3 AJIBJET1THAM aTOMOM BYT-
Jerto. [IprknaioM ambI0HOBHX KHCIIOT € 2T0KOHO8A KUCTIOMA, siKa Y BUTIIsAL pocopHOro
edipy (6-pochorTFOKOHOBOI KUCIIOTH) yTBOPIOETHCS B PEAKIIISIX ITEHTO30-POCHaATHOrO HIISIXY
OKMCJICHHSI ITFOKO3H.

Yponosi kucnomu — npoyKTy OKUCIICHHS TIEPBUHHOI T1IPOKCHIIBHOI TPYIIH aJlb]103.
Basknmse GionoriyHe 3Ha4€HHS MatOTh YPOHOBI KHCIIOTH, 110 yTBOPIOIOTHCS IPH OKKCIICHHI
DIFOKO3U Ta Tajakro3u — D-amokyporosa Ta D-eanakmyponosa kuciomu, Mo, Iopsiy 3
aMIHOILYKpaMH, 3yCTPiYaloThCsl B OPTaHi3Mi MEpPeBayKHO K CTPYKTYpPHI €lEMEHTH
rerepornonicaxapuiB. [loxinHe rexcosu L-ino3u L-idyporosa Kucnora € CTpyKTypHUM
KOMITOHEHTOM TeTepOITOTiCaxapy Iy TeraprHy, IepMaTaHCyh(ariB CIOMy9IHOT TKAHHHH.

COOH COOH
H 0 H OH o H H ——O H
H H COOH
OH H OH H OH H
OH OH H OH OH OH
H OH H OH H OH
D-I'mrokypoHoBa KucioTa D-T'anaktypoHoBa kuciora L-Inyponosa kuciora
0 BinbHa IIOKypOHOBA KUCIIOTa BUKOHY€ BaXKITHBI (DYHKIIiT
I B PEAKIIisX IETOKCHUKAIIil B TBAPHHHUX OpTaHi3Max, yTBOPIO-
C FOUH MTPOJIYKTU KOH 0T allil — 210KYpOHiOU 3 METa0OoIiTaMU
| KaTaboi3My O1ITKiB, MOPQIPHHIB, Uy KOPIAHUMH XIMIYHUMU
C—OH CIIOJTyKaMH.
(|:|7 o O Ackop0inoea Kucioma— 1IIyKpOBOIO KHCIIOTOIO € TAKOXK
| 2 L-ackopbinosa xucioma (y-naktoH 2-keto-L-rymoHoBoi
HC KHCJIOTH). ACKOPOIHOBA KHCIIOTA CUHTE3YETHCS B TKAHMHAX
| POCTHH Ta OIIBIIOCTI BUITUX TBAPHH 13 TIFOKO3HU. OpraHizm
HO—C—H JIFOZIMHU, THILINX TIPUMATIB Ta MOPCHKHUX CBUHOK HE Mae Qep-
MEHTHHUX CUCTEeM, HEOOX1THUX JJIs1 yTBOPEHHS aCKOPOIHOBOT
CH,OH KHUCJIOTH, y 3B’ 13Ky 3 UMM JJaHa CIOTyKa € He0OX1IHUM Xapdo-
L-AckopGiHoBakucniota  BUM (aktopoM — gimaminom C.
Iniko3uou
Iiko3uou — cHoONMyKH, M0 € MPOAYKTOM KOHJeHcalii MoHocaxapuaiB (abo

MOHOCAXaPH/THHX 3AJTUIIIKIB Y CKJIA]Ti OLTBIII CKIIATHOTO ITYKPY) i3 cripTaMu 00 eHOIaMH.
Iiko3uam GopMyroThes 3a paxyHOK B3aeMofii HartiBarietanibHoi OH-rpyrn ByriieBomy
3 OH-rpynoro crimpry (dperomny). Ha3Bu miiko3uIiB YTBOPIOOThCS 13 HA3B BiATIOBITHUX
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MOHOCAaXapHu/IiB 3a PaxXyHOK 3MiHH cydikca -03a¢ Ha -03u0 (HANPUKIAI: 21H0KO3UO,
eanakmosuo, pykmosuod, pubo3uo TOIIO).

['miko3uH1 3B’ 13KH, 1110 BUHUKAIOTh MK 3QJTUIIIKAMU OKPEMUX IyKPiB, € OCHOBOIO
OyZ0BH CKIIaIHUX BYTJIEBOIB (MB. HIOKUe). [[pr B3aeMofIii arieTampHOTO T1IPOKCHITY
MOHOCAaXapu1y 3 T IPOKCUIIBMICHIMH HEBYTJICBOTHIUMH MOJICKYJAMU BHHUKAIOTh YHC-
JICHHI ITIKO3HM, IO € (hi310J0TYHO aKTUBHIMH CITOTyKaMH; HEBYJICBOAHHMIA KOMITOHCHT
DITIKO3UTy Ha3UBAIOTh d21iKOHOM. ATIIIKOHAMH MOXKYTh Oy TH 3aJTHIIKKA METaHOIY, TIie-
pory, heHOITy, CTEpOITY.

PocnunHI crepoin-
BMICHI IJIIKO3UIHA Ma-
I0Th KapliOTOHIYHY 0
1 HaOyJIM TIIMPOKOTO 3a-
CTOCYBaHHSI B MEJUY-
Hill IpakTULl — cepye-
gi enikozuou. Cepiiei
DJTIKO3HIH, STKI BUKOPH-
CTOBYFOTb JIJIs CTUMYJISI-
i1 TisUThHOCTI MiOKapia
npu cepgeBiﬁ_Hez{o- HO L0 0
CTaTHOCTI, BUALISIOTH OH
13 pi3HUX BHUIIB Ha-
MePCTSHKU (HarepCTsH-
KU mypirypoBoi — Digi-
talis purpurea, Hamnepc-
TSIHKW IEPCTUCTOI —
Digitalis lanata), ctpo-
¢anTy (ctpodanty rmaakoro — Strophanthus gratus, crpodanty Kombe — Strophanthus
Kombe) Ta konBauii (Convallaria).

KpiM po3misHyTHX TIIKO3WIIB, IO YTBOPIOIOTHCS TIPH B3aEMOIIi BYIJICBOIIB i3
T1IPOKCHITBMICHUMHU cTToyKamu (O-TITIKO3HIiB), B KUBIH IPHPOII IIIUPOKO MPEACTaBICHI
N-mriko3uu. N-TIIIKO3H/TH € IIPOTyKTaMH B3aEMOJIii MOHOCAXapH/IB 3 arTiIKOHAMH Yepe3
aToM a3oTy NH-rpymnu, sika BXOJUTH 10 CKJIaay amipaTHIHUX, apOMaTUUHUX,
TETEPOIUKIIIYHIX aMiHiB. BioJOTiYHO BaXKJIMBUMH TpUKIaAaMu N-TIIKO3HIIB €
HYKJICO3UJIH, 1110 € CTPYKTYPHUMH KOMITOHEHTAMH HYKJICOTH/(IB HYKJICTHOBUX KHCIIOT
Ta Oararbox KoepMeHTiB.

O=——o0

CH,OH

OH OH

CepiieBuid mTiko3u]1 yabai

4.2. CKJIAJJHI BYTJIEBOJIH. OJIITOCAXAPUIH.
I'OMOITIOJIICAXAPUIN

Cxuaani ByrieBoau (IIiKaHM) — TPOAYKTH KOHJEHCAIli MOHOCAxapuaiB Ta ixX
MOXIJTHUX, 1110 MICTSITh Y CBOEMY CKJIaJIi Bifl IBOX-, TPhOX- (0ticocaxapudu) 10 6araTbox
THCSY (nonicaxapuou) MOHOMEPHUX 3aJIUIIIKIB ITYKpiB.

Onizocaxapuou

HatiBaxxnuBimie 3Ha4eHHs B 010XiMii 1 (hi310J10TIT JTFOMUHU MarOTh OuUcCaxapuou
JIaKmo3a, caxaposa, Maibmosd.
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Jlakmosa (B-D-ranaxros3uio- 1,4-0-D-1i1i0K03a) — MOJIOYHHIA I[YKOP, CKIIAIA€ThCS
i3 3amMIKiB B-ragakTosu Ta O-IJIFOKO3H, CIIOAYYEHUX |,4-IITIKO3UIHUM 3B SI3KOM.
JlakTo3a € BaYKITMBIM KOMIIOHEHTOM Xap4yBaHHS JTFOIMHH, BXOJISTYH JI0 CKIIATy KiHOYOTO
(6-7 %) Ta xopoB’s4oro (Omm3bko 5 %) MoyoKa.

CH,OH

H OH H OH

Caxaposa (0-D-rmoko3uin-1,2-B-D-bpykro3um) — oquH i3 HAMOLIBII PO3MO-
BCIO/DKEHHX Y TIPHPOIi Ta MTPAKTHYHO BAXKITUBHX TUCAXAPUIIIB, IO MICTUTHCS B CTEONAX,
KOpEeHsIX, Oy/Tb0ax Ta Iiofiax poCciuH. Y XapayBaHHI JIFOMMHN HAO1TbIIIE 3HAYSHHS Mae
caxaposa, sika YTBOPIO€TbCsl B LyKpoBoMy Oypsiky (12-20 %) Ta mykpoBiii TpOCTHHI
(14-26 %) 1 € OCHOBHUM KOMIIOHEHTOM Xap4OBOT0O LYKpY.

©
CH,OH ©
o o CH,OH

OH 0 KQOH

HO

OH
OH HOCH,

®

Manvmo3a (0i-D-rimroxo3mi-1,4-0l-D-1imroko3a), CoofoBri IyKOp — JHcaxapu,
10 CKJIAJAETHCA 13 3aJIMIIKIB JIBOX MOJIEKYJ TJTFOKO3HM. Manbro3a yTBOPIOETHCS B
TPaBHOMY KaHaJIi JIOJIMHH ITiJ] I€I0 HA Xap4OBHI KpoxMaib epmenty B-aminasu.

CH,OH CH,OH

H OH (0-1,4) H OH

OkpiM 3a3HaYEHUX TUCAXaPHIIB, 0 OPTaHI3MY JIIOIWHHU y CKJIalli POCIUHHUX
MIPOIYKTIB XapuyBaHHs HAIXOIATh TPUCAXapUI pacinosa 3 MYKpPOBOro Oypsika Ta
IHIINX POCIIUH, TeTpacaxapus cmaxiosa.




TnaBa 4. Byanesodu ma ix moxioui 63

Tlonicaxapuou— cknaHi ByIJICBOIH, SIKi 32 XIMIYHOIO CTPYKTYPOIO € MoiMepaMu,
1ToOyTOBaHUMH 13 3aJTHIIKIB 0araTh0X TUCSY MOJIEKYJT MOHOCAXapH/IiB Ta X MOXiTHUX,
00’ €THaHMX 32 JIOTIOMOTOF0 PEaKIIii OTiKOH/IeH aIlii. 3a 0COOMMBOCTSIMH XIMITHOT Oy/TOBH
Il CIONYKH MOJUISIOTECSA HA 2OMONONicaxapuou Ta 2emepononicaxapuou.

T'omononicaxapuou — ckiaHi ByIJIEBOAN, MOHOMEPAMH SIKUX € 3AJIUIIKH OJJHA-
KOBUX MOHOCaxapuaiB (HaiyacTie IIoKo3u) abo iX moxigHux. [omomonicaxapuan
TTOJTUTSAIOTHCS. HA BYTJICBOAW TBAPUHHOTO (TITIKOT€H, XITHH), POCIUHHOTO (KpOXMaJb,
KJTITKOBHMHA, 1HYIiH, IEKTUHH) Ta MIKPOOHOTO (IEKCTpaH ) MOXOKEHHSI.

T'emepononicaxapuou — CKIajHi BYTJICBOJH, YTBOPEHI 3 Pi3HUX 3a XIMIUHOIO
CTPYKTYPOIO MOHOMEPIB — MOXiTHUX TeKC03 (IUB. 1. 4.3).

Tomononicaxapuou

Kpoxmans — pociuHHNI roMonosicaxapui, [0 CKIAAAEThCS 3 ABOX (ppaxuiil —
aminosu Ta amiionekmuy, siki craHoBisATh 15-20 % Ta 80-85 % 3arambHOi Macu
KPOXMAJTIO, Bi/IMOBITHO.

Aminosza — NHIMHUHT TOTicaxapui, MOJISKYJIH sSIKOro MicTsaTh Big 200 1o 1000 mo-
HOMEPIB (3aJIMILIKIB TIIFOKO3M ); M.M. aminozn— 40-160 /1. V cknazi aMminio3n MOHOMepH
criony4eHi - 1,4-miko3uHrMH 3B’ s13kaMu. [ oMononimepu aminosu (hopMyroTh CriipasibHi
CTPYKTYPH, KO’)KEH BUTOK SIKHX BKJIIOYAE IICTh MOJEKYJd Titoko3u. Crenudiuna
KOJTBOPOBA PEaKIIisi Ha KpOXMaJb i3 o1oM (CHHE 3a0apBIIeHHS ) 3yMOBJICHA BKITFOUSHHSIM
MOJIEKYJT HOy B MOJICKYJISIPHI KaHAJIM BCEPEINHI CITipaliei aMiJIo3H.

Aminonexmun — po3ranykKeHUH momicaxapu 3 M.M. Bif 1 1o 6 murH. [onoBHMIA
JIAHIIOT aMUTONIEKTHHY YTBOPEHWH Of-1,4-ITIKO3MIHUMHE 3B’SI3KaMU; pO3railyKEeHHS
(hopMyrOThCS Q- 1,6-IITIKO3UAHUMU 3B’ si3KaMu. Mi’K TOYKaMU PO3TATY)KEHb MICTAThCSI
20-30 TTrIOKO3UITHUX MOHOMEDIB.

Kpoxmaib € 0CHOBHUM JKEPEIIOM Pe3epBHOI €Heprii B POCIMHHUX KIITHHAX, 11O
YTBOPIOETHCS BHACIIIOK (POTOCUHTE3Y 1 BIIKIAIAETHCS B KOPEHSX, Oyb0ax 1 HaCiHHI.
Kpoxmainbs — ronoBHUii ByIJIeBO/I B XapuyBaHHI JIIOIUHH, IKHH MICTUTBCS B 3HAYHUX
KUTBKOCTAX Y XJTIOHMX 371aKax, KapToruIi, 0000BUX POCITHHAX.

Inikozen — romoriosicaxapy i TBAPHHHOTO IMOXOIKEHHS 3 M.M. 05in3bko 100 MITH.
3a XIMIYHOFO CTPYKTYPOIO TIIKOTeH OJIM3BKHIA 10 aMLTONIEKTHHY KPOXMAITO (““TBApUHHUM

CH,OH CH,0H CH,OH
H 1 (e} 0. O_ H
H H
OH H OH H OH H
OH com0— o}
H OH ! H  OH H OH
(a-1,4) (-1,6)}> 0
CH,0H CH,0H i CH,OH ; HxC CH,;0H
H 0. , ) | @ O
H
OH H O n | LT OH H OH
HO o} l-o Lo o o—
H  OH H o OH | Ho OH | Hooon 1 H  OH
(a-1,4) | [ (0-1,4)
| I ER—|

@parmeHT MoseKyiH miikoreny. Ilpeacrasneni niHiiiHi (0-1,4) JaHIIOrH Ta TOYKH po3ramyxeHHs (0-1,0).
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KpOXMaJb”’), aje Ma€e OUTBII posramyrkeHi MoreKys. JIiHiiHI Bipi3Ku 0CHOBHOTO JIAHITIO-
ra DIKOTeHY BMIIAIOTh 6-12 3aiuIIKiB MOJIEKYJ TIIFOKO3H, 00’ eqHaHuX Oi- 1,4-riko-
3UJHUMH 3B’SI3KaMU; pO3TalyKeHHS (OPMYIOTHCS 3a PaxyHOK Oi-1,6-TIiKO3WAHUX
3B’SI3KIB.

I'mikoreH yTBOpIOE BHY TPIITHBOKTITHHHI TPAaHYIIM — JIeTI0 MeTaboiuHOI eHeprii, B
SIKMX PE3EPBY€EThCSI HAJTUIIIOK ITFOKO3H, 10 HAJIXOJUTH 13 Dkero. HalOibIna KijnbKiCTh
[JIIKOTeHY B OpPTaHi3Mi JIIOAMHA MICTHThCA B TiediHI (2-5 %) Ta XpebieBux M’s3ax
(0,5-2 %).

I]entono3a (knimkosuna) — roMornoiicaxapyl, sIKUi € TOJIOBHUM CTPYKTYPHUM
KOMITOHEHTOM KJIITHHHUX CTIHOK pociuH. J{o ckiaty 1enroino3u BXoauTh oibiie 50 %
YCBOT'0 OPraHiuyHOro ByIIIeLto OiocdepH; IepeBUHA CKIIAIA€ThCS 3 LIETFOI031 IIPUOIU3HO
HAaITOJIOBUHY, @ 0aBOBHA € MaiXKe YUCTOIO IIEITIOI03010.

MorneKynu HeloI031 — HEPO3raly>KeHi JIaHLIOTH, 10 CKJIaJA0ThC 13 3aJIMIIKIB
MOJIEKYJI IJIFOKO3H, CrioyyeHnX B-1,4-rmiko3uiHiumu 38° s3kaMu. MakpoMOJIeKy ISIpHuUii
JIAHIIIOT L0031 YTBOPrO€eThes 3 2500-12000 Mosekyst mroko3u, M.M. — 1-2 MiH. Y
TpaBHOMY KaHaJli JTFOJIMHH LIENTI0NI03a HEe PO3LICTUTIOETHCSI.

Kpim 1ienrornosu, 3 ero 10 TpaBHOTO KaHAITY JTFOWHH OTPAIDISIOTH 1 1HII POCITAHHI
rOMO- 1 TeTepoIoicaxapuiu, mo POpMYyITh Xapuosi sonokka (riaa 26). Jlo mmx
noJicaxapuiB HaleKaThb eeMiyentonosa (monimMep MoieKya D-Keuio3u, cnorydeHnx
B(1—4)-38’s3kamu, 1110 MOKYTh TAKOK MICTUTH 3QJIMIIKH {HITMX MOHOCAXapUIIiB —
apabiHO3H, TaTaKTO3H, MAHO3M 1 T.iH.)) Ta nekmutu (IUB. HUKIE).

Jlexcmpan — roMoriojticaxapu;1 IPHKIKIB Ta OaKTepiil 13 po3raiiyKeHor OyI0BOKO.
OCHOBHWUIA THII 3B’ SI3Ky B MOJIEKYJIaX JEKCTpaHy — O~ 1,6-IIIKO3UAHUI; pO3TraryKEHHS
YTBOPIOIOTHCS 3@ PaxyHoK O-1,2, 0-1,3 abo 0-1,4-38’s3kiB. JleKCTpaHH BUKOPUCTO-
BYIOTHCS B KIIIHIYHI MEAWITINHI AK I1a3MO- 1 KpOBO3aMiHHHKH ((papMalieBTUIHI Tiperna-
paru [lonientoxin ta Peononienoxin) Ta B 010XIMIYHIN MPAKTHLI K T 1T XpOMAaTo-
rpadiqHOTO PO3IUIEHHS MAKPOMOJIEKYJ (TelTb-XpoMaTorpadist).

Ximun— TBapUHHHIN TOMOIIONiCaxapu/I, 0 YTBOPESHUH 13 3aHIIKiB N-aleTrIiio-
Ko3aMiHy, 00’ etHaHuX - 1 ,4-I1iKO3MIHUMK 3B’ s13KaMu. XITHH Ha I3BHYANHO TTOIIMPEHHI
y KUBIH IPUPOIi: TOAIOHO 710 KIIITKOBUHHU POCIIMH, XITHH YTBOPIOE MilHI HEPO3TramyKeHi
JIAHLEOTH, 110 € OCHOBOIO [TOBEPXHEBOI'0 MTAHLIMPA KOMaX Ta PAKOIOAIOHHUX.

Tnynin— pociMHHMI rOMOTIONICaXapy /I, IO Ma€ JiHiiHY Oy10By. MoeKyna iHymiHy
CKJIa1aeThes i3 3anuiukis B-D-(ppykrosu (GpykTo3an), coaydeHux 2, 1-DiKo3U IHUME
3B’sI3KaMU; M.M. iHYJIIHY He riepeBuIirye 6 k/1. [HyniH BUKOPUCTOBY€ThCS Y (i310J0TTUHHUX
JOCITIDKEHHSX U1l BU3HAYEHHS IIBUAKOCTI KITyOOUKOBO1 (PiTbTpallii B HUpKax.

Tlexmunu (IeKTHHOBI PEYOBUHH) — T'OMOIIOJIICAXaPUJIH, OCHOBOIO CTPYKTYPH SIKUX
€ TIOJIIraJIaKTypOHOBA (TIEKTOBA) KUCIIOTA, KA CKJIAIAETHCS 13 3aJUIIKIB O-D-ranmax-
TYPOHOBOT KUCJIOTH, 00’ €THAHUX 1,4-DITIKO3UTHUMHU 3B’ si3KaMu. [IeKTHHYM CUHTE3YHOThCS
y BULIMX POCIMHAX Ta JESKUX BOIOPOCTSX 1 HAAXOAATH B OPraHi3M JIIOAWHH 3 POCIHH-
HUMH POLyKTaMu XapuyBaHHs1. [IeKTHHN BUKOPHUCTOBYIOTHCS [Tl BATOTOBJICHHS TeIiB
1 € OCHOBOIO PSITy JIIKAPCHKUX TIpErapariB.

I'erepomnosnicaxapu/iu TBAPUHHOTO MTOXO/HKEHHsI OYIyTh PO3IVISIHY T Hukue (11. 4.3).
Menuune 3Ha4€HHS MaIOTh JIEsIKI POCJIMHHI T€TepOoIolicaxapruan, 30KpeMa po3nIsHy Ti
BUIIE eeMiyentono3u Ta kamedi — POCIMHHI TeTepOTolicaxapyiIv 3 po3raiyKeHO
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Oy/IOBOIO, SIKi MICTSITh Y CBOEMY CKJIa/Ii 3AITUIIIKKA MOHOcaxapuiB (D-ramakrosu, D-rimo-
ko3, L-apabiHo3u, L-paMHO3H TOI110) Ta YPOHOBUX KHCIIOT. Y (papMalleBTHYHIH TPAKTHULT
SIK eMYJIIaTop NP BUTOTOBIICHHI JTIKAPCHKHUX €MYJIbCIi 3aCTOCOBYETBCS apasilicbKa
Kamiov (eymiapabix), 10 CKIaay SKOi BXOAATH 3aiauiiku L-apabiHo3u, D-ramakrosmy,
D-1nimokypoHOBOT KHCJIOTH Ta METHIIIICHTO3.

4.3.TETEPOITIOJIICAXAPHUJIA. TPOTEOIVIIKAHM.
IJIIKOIMPOTEIHU

I'ereponouicaxapuamn

I'emepononicaxapudou — monimMepu, moOyJ0BaHI 3 BEIUKOI KIIBKOCTI PI3HHX
MOHOCAXapUIHUX OJIMHUIIb Ta X MOXiJHUX. Y OloxiMii Ta ()i310JI0ril JIFOIUHY 1 TBApUH
HaOLIbIIIe 3HAYEHHSI MAIOTh T€TEPOIIONICAXaAPUITN 21iIKO3AMIHEIKAHU.

Iiko3aminznikanu — reTeponoicaxapyy, ToOy/I0BaHi 3 TUCaxapuIHNX 3aJIHIIKIB,
SIKi TIOBTOPIOIOThCS. MOHOCAaXapHIHIMH KOMIIOHEHTAMH JHCaXapUIHUX 3aJIHIIKIB
DITIKO3aMIHIITIKaHIB € Haif9acTiIie TeKCypOHOBI KUCIIOTH (TJTFOKYPOHOBA 200 THOZI i/TypOHOBa
To1110) T2 N-alleTUIITIOX I HI TeKCO3aMIHIB (IITFOKO3aMiHY, FaIaKTO3aMIHY ).

Jlo miiko3aMiHTIIIKaHIB HaJIeXKaTh YMCIICHHI TBApUHHI OlOTOIIMEPH, IO CKIIaal0Th
MDKKJTITHHHUH MATPUKC CHOMYYHOI TKAHWHH, SIKWH 3aMOBHIOE TPOCTIP MK OKPEMHUMH
KJITHHAMH. 3acTapiyia Ha3Ba X CHOMYK — MYKOHOTicaxapuou — BKa3ye, 10 CTIOMYKH
JIAHOTO KJ1acy OyJIM BIIEpILe BUIIUICHI 3 MyyuHY — KOMIIOHEHTY CITH3IB, IO € 3Ma3yHUYOr0
PEUYOBHHONO, sKa BUKOHYE (PYHKITiFO (pi3i0oriHOro Mactria. HalOubi BUBYCHUMU [ITIKO-
3aMIHIIIIKaHAMH € 2iiyPOHO8A KUCTIOMA, XOHOPOIMUHCYIbhamu, 0epMamancyibghamu,
Kepamancyibghamu, 2enapancyib@amii, Kl BXOIATb J10 CKIAJTY IIKIipH, CyX0KUIb, XPSIIIIB
Cym1o0iB, 3a0e3Medyrour MeXaHiYHy MIIHICTh Ta TPY)KHICTh OpraHiB, eACTHYHICTh 1X
criony4eHsb. [ Tiko3aMiHIITIKaH eenapuH € PUPOAHAM aHTUKOATYIISTHTOM.

[miko3amiHIITIKaHU € TOJTiaHIOHHUMU MorteKyiamu. LI {oHaiiMeHI1e ofuH i3 MOHOCaxa-
PUIHMX KOMITOHEHTIB Y MOJIEKyJIaX TIIIKO3aMiHIIIIKaHIB HECE KUCTIOTHE yTPYNOBAHHI —
KapOoKcHITbHY ab0 cyibgaTHy TpyIry, o 3a0e3nedye X BUCOKY TiIpoQiabHICTb, TOOTO
3[aTHICTh YTPAMYBATH B 010JIOTIYHIX TKAaHWHAX 3HAYHY KUTBKICTh BOZIH.

VYei mikozamiHIIikaHM BUKOHYIOTH €BOI OioximMiuHi Ta ¢iziosnoriuni ¢yHKmii,
Oymyuu 3B’si3aHMMH 3 OisikaMu. KoBasleHTHI KOMITJIEKCH TITIKO3aMIHITTIKaHIB CITOTyYHOL
TKaHWHH (T1aJTypOHOBOI KHCIIOTH, XOHPOITHHCYb(ATIB TOIIO) 3 OLJIKaMH OTPUMAJIH HAa3BYy
npomeoenikamis, MO € MPEJACTABHUKAMU MILIAHUX O10TIONIIMEPIB (&7iKOKOH toeamis).

Ta6nnns4.l. CTpyKTypHi KOMIIOHEHTH LITiKO3aMiHITIKaHIB

Tnikozaminznikau Cknao oucaxapuonoi oounuyi

lNanyponoBa kuciora  |D-rmokyponat + N-aleTHIATIIIOK03aMiH

Xonapoiruacynpdatu |D-rmrokypoHat + N-aneruaragakto3amMiHCyiabhaT

JepmaTtancynsdaTtu D-inyponat + N-anernnranakro3amincyibdart (a6o D-rirokypoHaT)

Keparaucynbbatu D-ranakro3a + N-aueTHiIriaoKo3aMincyibdar

lemapaHcynbdaTu Ta D-rntokyponat + N-anerunritoko3aMincynbdat (abo D-igypoHar)
I'emapun
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Tianyponosa kucnoma— niHiiHWHN reTeponomicaxapus, y skomy D-ImroKkypoHOoBa
kucsiora Ta N-anetui-D-riroko3aMil criomydesi Mixk co60to B-1,3-m1iKo3uaHIM 38’513~
KOM; OKpeMi Jiucaxapujidi pparmentu 06’ eqHani B-1,4-miKo3uHUMHU 3B’ SI3KaMH:

(I:OOH CH,OH COOH CH,OH
H o H o
ce.0 H H
OH H 0 H
H OH H H OH H
H OH H H NHCOCH;
a 0

NHCOCH;
BynoBa MoJieKy/M TiaqypoHOBOI KACIOTH: a — D-nirokypoHar; 6 — N-atetnii-D-rioko3amis.

lNamypoHoBa KHCIIOTa Ma€ HaHOLIBITY MOJICKYJSIPHY Macy 3 YCiX IJTiKO3aMiHIIi-
kaHiB — 103-10. Benuka kiibkicts rpyn —COQO™ popMye 3HaUHHI HeraTHBHHHN 3apsi/|
MOJICKYJTH, CIIPUSIE YTPUMAHHIO BO/IM Ta KaTioHiB Na'. ['iainypoHoBa KUCIIOTa HasiBHA B
MyXKili CIIONTY4Hi# TKaHWHI1, CHHOBIabHIN piinHI CyII001B, CKIIOBHJHOMY TiJli OKa.

Xonopoimuncynoghamu — TIIKO3AMIHITIIKAHM, 110 Y CKJIaJl BIIMOBIAHUX #1pomeo-
2nikanie (IVB. HIDKYE) € BAYKJIMBAMU CTPYKTYPHUMH KOMITOHEHTaMH XPSIIIOBOI TKAHMHH.
Monekynspaa Maca xoHApoitTuHCyIbdariB — 10-60 k1. ducaxapunHi hparmMeHTH
CKJIQJIAfOTHCA 13 TIIFOKYPOHOBOI KHCIIOTH Ta Cynb(haroBaHoro N-aleTuiraiakro3aminy,
crionmydenux B-1,3-miiko3u M 38°s3xk0M. [ pyria—SOO- npucyTHs B 4-My a6o 6-My 11o10-
YKEHHSX 3QTHINKY N-aleTHIraaakTo3aMiny (XOHIPOITHH-4- Ta XOHAPOITHH-6-CyITb(aTH,
BIJIIOBITHO):

COOH CH,0SO0;H

H 0) HO 0
+ O B n 0 N %:>r\\“
H H i
H OH H NHCOCH;4

a )

JucaxapuaHuil pparMeHT MOJEKYJIH XOHAPOITHHCYIb(aTiB: a — D-mokypoHat; 6 — N-aunetnn-6-cyabdora-
nakrozamin. OKpeMi Jicaxapuadi (pparMeHTH CriomydeHi Mik co60t0 B-1,4-ITiKO3HuIHUM 3B’ SI3KOM.

Kepamancynbghamu— rmniko3amMiHITIKaHH, CYIb(haToBaHi B 6-MY ITOI0KEHH] 3AITHIIKY
N-auerunnmokozaminy. [omioHo 0 XoHApoiTHHCYIB(ATIB, KepaTaHCyAb(haTH CIIOTyYeHi 3
Oinkamu y popMi ripoTeortikaniB. PO3pi3HSIOTE kepamancyibgham I — TIiKo3aMiHITIKaH
POTiBKH OKa Ta Kepamancyibgam Il — KOMITOHEHT KiCTKOBOT TKAHHHH.

TI'enapancynvgpamu — TIIKO3aMIiHTIIIKaHU, TPUCYTHI Ha 30BHIIIHIX MOBEPXHIX
TBAPUHHUX KJTITHH. YPOHOBUMH KHCIIOTaMH Y CKJIa Il IUCaxapruHUX OTMHUIIb TerapaH-
Cy/b(aTiB € IFOKYPOHOBA Ta ITypOHOBA KUCIIOTH, 110 criony4eHi B-1,4-TiKo3uHIMH
3B’sI3KaMH 13 cyib(aroBaHMMHU N-alleTUIITITIOKO3aMIHHUMH 3aJTUIIKAMU.

T'enapun — TNiKO3aMIHITIKAH, KU CHHTE3YEThCS TYIHUMH KITITHHAMH CITOTYYHOT
TKaHWHH 1 BAKOHYE (DYHKIIII0 aHTHKOATYJISTHTA 32 paXyHOK aKTHBALlii iHr10y04o1 [1ii aHTH-
TpomOiny I11, 110 mpoTH Iie BHYTPIIHHOCYTMHHOMY 3rOPTaHHIO KPOBI.

[ToniOHo /10 remapancyib}ariB, JAHIFOTH TEIIAPUHY MAIOTh AUCAXapHTHI OJMHUIILI,
JI0 CKJIay SIKUX BXOAUTH iypOHOBA Ta TIIFOKYPOHOBA KHCIOTH (IypOHOBA KHCIIOTA
nepeBakae y remapuHi Ha BiMiHY Bix remapancynbgaris, ckianaodd 10 90 %
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3araJlbHOrO BMICTY YPOHOBHX KHCIIOT), 3B s13aHi 3a TuroM PB(1—4) 3 N- abo O-cyiib-
(haTOBaHMMHU 3QJIMIIIKAMU TIIFOKO3aMiHy Ta N-alle THIITITFOKO3aMiHYy:
®*)

H

BynoBa nanirora MoiaeKysu renapuHy.

[Mopmawni Tpu qucaxapuaHi pparmentu (A), (B) ta (C) (B kBagpaTHUX JyKKaxX), 10 CKJIAJLY SIKHX BXOJSTH!

(A) O- ta N-cysbgaroBaHui ITIOKO3aMiH (), CIIOTy4eHHH 13 CyIb(haToBaHOIO iypoHOBOIO KHcI0ToI0 (b);

(B) O- Ta N-cynbdaroBanuii IIOKO3aMiH (C), CIIOIYYEHHMIT i3 IITIOKYPOHOBOO KHCIOTOIO (d);

(C) O-cynbdaroBannii N-aneTmIntoko3amiH (e), CoIydeHuH i3 Cynb(haToBaHOIO 1[ypOHOBOO KHCIIO-
toro (f).

[enapuH Ta remapancyibhaTi MatoTh CIJIBHOTO MTOTIEPESHUKA Y BUTIISI HECYITb(a-
TOBAHOTO [MTOJTICAXaPHTHOTO JIAHITFOTa TeNapHHOBOTO IpoTeorTikany. Momudikarris mojica-
Xapuy B CKJIa/Ii POTEONTiKaHy BKITIOUAE B ce0e JTiF0 ermiMepasy, Sika epeTBOPIOE YaCTHHY
3aJIMIIKIB IIOKYPOHOBOT KMCIIOTH B 1,{ypOHOBY, Ta peakiii O- i N-cynb(pyBaHHS.

IIporeoriikanmn

Ilpomeoznixanu— riGpuHI MOJICKYIH (TJTIKOKOH FOTATH), y CKJIaJI SIKMX OLIKH KOBa-
JICHTHO 3B’s13aHi 3 MoJTicaxapy/IaMH [TiIKO3aMiHIIIKaHaMU. Y CKJIaJli IPOTEONTIKaHIB Ha
yacTKy O1nKiB mpunagae 5-10 % mMacu MOJICKyYJIH 1 Ha 4aCTKy ByIJICBOIHOI YaCTHHHU —
90-95 %.

[NomicaxapuHi JTaHITIOTH CIIOIYYEHi 3 TIOMIITENTHIHAM (PparMeHTOM MOJIEKYIT IPOTE0-
DITKaHY, YTBOPIOFOYH:

1) O-rtiko3uTHI 3B’ I3KK MIXK TIPOKCHIBHUMHU IpyriaMu MoHOcaxapuiiB Ta OH-rpy-
TIaMH CEpUHY 200 TPEOHIHY;

2) N-11iK03MIaMiHOBI 3B’ SI3KM MK alIETHIIBHOIO TPYTIO0 N-ale THITITFOKO3aMiHIB Ta
aMIiJIHUM a30TOM acrapariny MmoJinenTUIy.

TumoBa MoeKyIa MpOTEOrTiKaHy CKIaIaeThes i3
LEHTPATIBHOT0, CEPLEBUHHOTO MOJIMENTHIHOTO JIaH-
mrora — Kopy (core — cepIleBuHa, SAPO; aHIv.), 3
OOKIB SIKOTO TPHETHAHI MOJIEKYJIH TITIKO3aMiHTJTIKaHiB.
3aBIsIKH €NEeKTPOCTATUYHOMY BiJIITOBXYBaHHIO
OKPEeMHUX TIOJIaHIOHHUX JIAHIIFOTIB MOJTicaxapu/IiB
3arajibHa CTPyKTypa IIPOTEONTiKaHy Haraaye B LIOMY
IIITOYKY 200 SUTHHKY.

3a yMOB B3a€MO/Iil B MIKKITITHHHOMY MaTpPHKCI
CHOYYHOI TKAHUHHM ITPOTEOTITIKaHIB i3 MOJIEKYJIaMHU
riaTypOHOBOI KHCIIOTH YTBOPIOKOTHCS CKJIAHI CTpyK-  PHc. 4.1. Cxema Gynosu npoteorika-
TyPHi KOMILIEKCH 3 TaTypOHOBOIO KUCIIOTOKO IIOCEpe- HOBOTO arperary, o cieia-
JIFHI Ta OTYHIMH JIAHITFOT MU IIPOTEONITIKAHIB (*‘SUTHHKA ARETRCH 3 MOIEKYIH IIy=

" . POHOBOI KUCJIOTH (2), cepiie-
3 SUTMHOK ). BCTaHOBIIEHO, 110 3 OJTHIEI0 MOJIEKYJIOHO BHHHNX (“KOPOBHX”) MOJTi-
riaypoHOBOI KUCIIOTH MOYKE Criotydarucs 1o 150 mo- nerrruis (b) Ta raiko3amin-
JIEKyJI Cyab(aToBaHUX MpoTeorTikaHiB (puc. 4.1). mIiKaHiB (c).

b

= ¢

i
s
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[Ipoteorikanw, CrIONy4YeHi 3 TialypOHOBIO KUCIIOTO0, YTBOPIOIOTH TeIICNONiOHIIA
MaTpPUKC — “OCHOBHY PEYOBHHY ’ CIIOIyYHOI TKAHWHH, SIKa MPOTH i€ Tu(y3il uyxo-
PIAHAX MOJIEKYII Ta MIKpOOPTaHi3MiB yCepenHy TKaHWH. byydu ImosiBaieHTHUMHA
aHIOHAMH, TIIIKO3aMiHIIIIKaHOBI KOMITOHEHTH TIPOTEONTIKaHiB 3B SI3yIOTh 3HAYHY KUTBKICTh
ekcTpanenosipaoro Na* ta, BiAmOBiIHO, H,O, mo 3ymosiroe MeXaHi3M y4acTi
TKaHUHHUX TPOTEOTIIIKAHIB y PETYIIAIIi{ BOJJHO-COIBOBOTO OOMIHY.

I'nikonpoTeinn

Tiikonpomeinu — riOpUIHI MOJICKYIIH, IO € CKJIATHUMU OLIKAMH, 3 TTOJIIEITHTHOK
OCHOBOIO SIKMX KOBAJICHTHO 3B’ s13aHi oJlirocaxapyiHi (IJ1IKaHOBI ) JTaHIIIOT .

I'mikonpoTeiHy € YHCIEHHOO TPYTIOO OLITKIB i3 pi3HOMaHI THIMH (DyHKIIisIMU. B 11imoMy
MOKHA 3a3HAYUTH, 10 IIIKONMPOTEIHAMU € OUIbIIICTL Mo3aKJiTHHHUX OLIKIB. e
CTPYKTYypHi 011K OioMeMOpaH Ta eKCTPAIENIOISIPHOTO MaTPUKCY, 30KpeMa CIIOITYIHOT
TKaHWHH (KOJIareH, eacTHH, MyIIMHH, CITM30B1 CEKPETH, O1TKH KICTKOBOTO MAaTPUKCY);
OLJIKM KPOBi, B TOMY YHCI ()aKTOPH 3TOPTAIBHOT CUCTEMH, TPAHCTIOPTEPH BITaMiHiB,
TOPMOHIB, MiHEpPaTFHHX EJIEMEHTIB; TOPMOHH (XOPIOHIYHMI TOHAIOTPOITiH, THPEOTPOITiH);
01K IMyHHOI cCHCTeMH (IMyHOITOOYIiHH, iHTep(EpOHH, KOMITOHEHTH CHCTEMH KOMII-
JeMeHTY); hepMeHTH (TIpoTeasu, HyKJieasH, IIIiKO3UIa3H) TOIIIO.

I'mikompoTteiny Ta 61H3bKi 10 HUX 3a OYIOBOIO TWTIKOIIII/IA CTBOPIOIOTH ITOBEPXHE-
BOKITITHHHUH 271iKOKaliKe, KOMITOHEHTH SIKOTO OepyTh y4acTh Y MKKITITHHHINA B3aEMOJIiT,
PEryISILIT KIIITHHHOTO MOy Ta 1l MOPYIIEHHSIX TIPH 310KICHOMY pOcTi. [ ikonpoTeiHn
KIIITHHHOT IOBEPXHi pealti3ytoTh GYHKIIIFO B3aEMHOTO PO3ITiZHABAHHS KJIITHH, 1110 M€
0CO0OMMBe 3HAYEHHS B IpOIecax IMyHITETY: ToJicaxapuan KIITHHHOI MeMOpaH! €
AHTUTEHAMMU, BiTHOCHO SIKMX PO3BHUBAIOTHCS PEAKIIii KIIITHHHOTO iIMYHITETY, 30KpemMa
IPY TPAaHCIUIAHTAI{ OpTraHiB Ta TKAaHWH.

BMmicT ByI1eBOTHOTO KOMIIOHEHTY B OLTBIIOCTI IIKOMIPOTETHIB HEBEIMKUIA, ajie THO
ckiamae 1o 50-80 % macu monekynu. KinbkicTe BYITIEBOIHUX JAHIIOTIB y CKJIAIL
OKpPEMHUX MOJIEKYJI IIIIKOTIPOTEIHIB 3MIHIOETHCSI BiJ] OTHOTO JI0 KLTHKOX JAECATKIB. Y CBOIO
Yepry, KOKEH OJIIrocaxapyIHHIA JTaHITIOT ITIKOPOTEiHIB MiCTUTH Bif 1 10 15 MOHO3HHX
3aunIKiB. Lli maHrorn MOXyTh Oy TH JITHIHHIMU 200 PO3TaTyKeHUMHU.

Haifyacrimie y ByriieBomHOMY (pparMeHTi ITIKOIIPOTEIHIB OpTraHi3My JIFOIHH 3yCTpi-
YaroThCS TaKi IYKpPH, sk ranakrosa (Gal), mmokosa (Glc), manosa (Man), dyxo3a (Fuc),
N-anermiranakro3amin (GalNAc), N-anetuinmoko3amin (GlcNAc), N-anetuinHerpa-
MiHOBa (ciasioBa) kucioTa (NeuAc).

[omiGHO /10 IpoTEONITiKaHiIB, Y MOJIEKYJIaX ITIKOIIPOTEIHIB OJIirocaxapy/IHi JIAHITIOTH
3B’513aHi 3 MOMIMENTHIHOK YaCTHHOIO MOJICKYJIH 32 PaXyHOK:

1) O-m1iK03uIHOTO 3B 513Ky MiXkK ITyKpoM Ta OH-rpyroro cepruHy abo TpeoHiHy;
2) N-D1iKO3UTHOTO 3B’ s13Ky MiXK I[yKPOM Ta aMiTHOIO TPYIOI0 acrapariny.

[IpencraBaukamu O-3B’s13aHUX TIIIKOMIPOTEiHIB € MYIIHH (CITU30B1 OLTKM) 1 1eski
OLTKHM KpoBi Ta GioMmeMOpaH. Y CKITa i ITUX TITIKOMIPOTEIHIB ITyKPOM, 1110 Oe31mocepeHbO
3B’s13anmii 3 Ser a6o Thr menruanoro nanmora, € GalNAc.

N-3B’s13aHi TTKOMPOTETHN MAIOTh K OJTIr0CaXapHIHAHN (PparMeHT, o Oe3rmocepeHbo
38’ si3anmii 3 NH-rpynoro acniapariny, nenracaxapun (Man),(GIcNAc),, 3 sskum criomydeni
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pi3Hi 32 OyZ0BOO 30BHIIIHI onirocaxapuHi ¢hparmenTH. Lli 30BHIIIHI po3ramyxeHi
oJirocaxapu/Hi JaHITIOTY HaralyfoTh MOJIEKYJISIPHI “‘aHTeH! ’, IO BiIIrParoTh TOJIOBHY
OB y B3aEMOJIT KITITHH MK COOOFO Ta 3 IHIIIMMH OLTKOBHMH 1 TTOTiCaXapHIHUMH CTPYK-

TypamHu.
Cleon a Cleon 6
OH CH——o0 : CH——o0

H Ne—¢ ¢
H HITI H
Cc=0
iy

CHj;

H O :
R |

H CH—N—C—CHZ—‘CH

3B’s30k N-ameTuiranakTo3aMiny i3 cepruHoM (a) Ta N-aleTHINIIoKo3aMiHy 3 acnapariHoMm (0) B

MOJIEKYJIaX TIIIKOMIPOTETHIB.

[puxmaan Oymosu O- Ta N-3B’sI3aHUX OJIT0OCaxapuIHUX KOMITIOHEHTIB TITIKOIIPO-

TEIHIB:

|
NeuAc — Gal — GlalNAc — Ser
NeuAc :

NeuAc — Gal — GlcNAc — Man

NeuAc — Gal — GlcNAc — Man

> Man — GlcNAc — GIcNAc — Asn

O- Ta N-3B’s13aHi ofirocaxapuiHi ()parMeHTH XOpiOHAILHOTO TOHAIOTPOIIIHY.

44. ENTUAOLTIKAHA KJIITUHHOI CTIHKH MIKPOOPTAHI3MIB

Binbrricts MikpoOiB 3HAYHY YaCTHHY CBOTO YKUTTEBO-
TO IUKJTY TIPOBOJISITH Y BUIVISIL OMHOKITITHHHIX OPraHi3MiB,
TOMY iX KpHXKa IMTOIUIa3MaTHIHa MeMOpaHa o0rop-
HEHa 30BHIIIHBOIO KJIIMUHHOK CMIHKOI0, IO 3aXUIIAE
MeMOpaHy BiJI OIIKO/KYIOUMX (DaKTOPIB CepeIOBHIIIA.

OCHOBY KJITHHHOI CTIHKH OaKTepiii CKIIa1ar0Th 0CO0-
TIVBi TETEPOTIONTiCaXapyIH, ITI0 CTIONTyYeHi 3 MeMOpaHHIMH
OlTKaMH y BUITISIII IPOTEOIITiKaHiB 200 nenmuoo2nikauis.

Mypamin —reTeporiornicaxapu/ KIIITHHHOI CTIHKA 0aK-
Tepiii, Hepo3raTy)KeHI JTAHITFOTH SIKOTO CKIIAat0ThC 13 3a-
nuKiB N-aleTHTIoKo3aMiHy Ta N-areTrimmMypamMoBol

CH,OH
H o OH
H
H
HO [N H
H NH,

O—CH—COOH

CH;
Mypamosa kuciora (mogano B-koH-
¢irypauito 3aminaukiB npu C-1).
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———O0
H o H
.0 OH H 0 H
H N H
H

NHCOCH; H NHCOCH;
OCHCOOH

CH;
®OparMeHT MOJIEKYIIH MypaMiHy.

KHCJIOTH, TIO CIIO-
JydeHi MK co0oro
B-1,4-rimiko3uHIM
3B’s13k0M. Mypamo-
Ba KHCIIOTA € TTOXi/I-
HAM D-mroko3aminy,
JIO SIKOrO B 3-My IO-
JIOYKEHHI TIpH€THAHA
MOJIOYHA KHCJIOTa
(JTaKTHITEHUN 3aJTH-
ITIOK).

Opranizariist OyZ10BU MypaMiHy [oJ1I0Ha JI0 TAKOT IIEJTFOI03H 1 XITHHY (HepO3ralyKeHi
JIAHITIOTH 3 [3-3B’3KaMK MiXK MOHOMEPAMH), 10 BH3HAYA€ MEXaHIUHY MII[HICTh IUX
reTeponomicaxapuIiiB Ta iX CTPYyKTYpHY (DYHKIIOHAJIBHY POib. [0 TOTO 3 MUTYHKOBO-
KUIIKOBHUI TPAKT OpraHi3My JIOIUHU HE MiCTUTh (DEpPMEHTIB, 110 30aTHI PO3IICTLIIOBATH

1l OJTiCaXapy/IH.
Y/ y - o

X - | < - | Y

~ | - Aja X ~ |
D-ll"ni D-ll"ni - Aim
D-T'mi

A ”I” i Tni s o
a1 | P s

D-Ana — Ini D-Ana — I'mi — [ni I

D-Ana — Tni
Y A 4

/Y /,Y /‘( ¥

X X X x/

Y Y Y
/ Y
x e g
4 Y Y Y
A S
X X X/ X/
Y % v
/ Y
RS X/ /X/ x/
Y Y Y ¥
/X/ x/ X/ X/

Puc. 4.2. Cxema moJieKy./IIpHOY opraHizauii nentunoriikany 6akrepiajabHol
cTiHKM — Ha npukJIagi mypeiny Salmonella aureus (3a A.Jlenin-
oicepom, 1974). A. Byoosa nonepeunux nenmuoHux 36 sa3Kie Midic
oKpemumu nanyiocamu noaicaxapudie (X — sanuuwiox N-ayemu-
enoxozaminy; Y — sanuuwiox N-ayemunmypamogoi kuciomu). Tempa-
nenmuoni (L-Ana — D-I’n— L-J1i3— D-Ana) 6iuni nanyrozu KojcHo2o
noicaxapuoHo2o (MypamiHo8020) IaHYI02a CHOJIYYEHI Midic COO0I0 NeH-
manenmuonumu “micmouxamu” 3 n’smu 3anuwkie eniyuny. b. lapa-
JIeIbH 2emepononicaxapuoHi 1aHyo2u Mypeiny 36 s13amni Midic co60r0
6 COUHUT MAKPOMONEKYAPHULL KAPKAC NeNMUO02TIKAHY 3d PAXYHOK
nonepeuHux nenmuoOHUX 1anylo2is.

Mypein.y dop-
MYBaHHI KJIITHHHOT
CTiHKM OakTepiit
Oepe ydacth Mypa-
MiH, CITOJTyYeHHH 13
NENTUAHAMY JIaH-
IIOraMK Y BHIJISI
npoTeonikany (abo
nenmuoo2nikaty)
Mmypeiny. Mypein —
11e MiIaHuii 010110-
JiMep, 1o CKIaaa-
€ThCS 3 Mapajielib-
HUX TTOJTICaXapHIHIX
JIAHITIOT'IB, SIK1 3B’sI-
3aH1 OJIH 3 OJTHAM Y
MOMEPEYHOMY Halrl-
PSIMKY KOPOTKUMH
MENTHIHUMH JIaH-
roramu. GakTuyHO
MypaMiH MO>KHa CO-
01 ySIBUTH SIK €JTHY
MOJICKYJTY, L0 Y
BUIVIAA] TIraHTCh-
KOTO MillIKa a00 Kap-
Kaca OXOILTIOE Oak-

TepiaJibHy KITITHHY.
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I'paMnio3uTHBHI Ta rpaMHeraTMBHi MikpoopraHisMu

Crinku OakTepialTbHAX KITITHH, OKPIM OXapaKTeprU30BaHO1 BHUIIE MTENTHIOTITIKaHOBOT
CITKHM, MaFOTh Y CBOEMY CKJIa/Ii JICSIK JOJIATKOBI 010XIMi4H1 KOMIOHEHTH TOJTICAXapHU IHOI,
TiMmiHOT Ta O1IKOBOT MPUPOJIH, II0 BaPitOIOTh Y PI3HUX MIKPOOPTaHi3MiB.

OCOOJUBICTIO CKJIaJTy KIITHHHHUX CTIHOK € MOJICKYJISIPHA OCHOBA KJIACUYHOTO PO3-
MOy OakTepiii Ha epamMno3umueHi Ta epamHe2amuseHi, O BiIPI3HIIOTHCS CBOIM
BiTHOIICHHSIM [0 3a0apBIICHHS CYMIIIIIIIO TeHITIaHOBOTO (hi0JIEeTOBOTO, O Ty Ta cadpa-
HiHy. [ pamriozuTuBHi OakTepii 32 yMOB iX MOCIiOBHOT 00pOOKH 3a3Ha4YCHIMH PEaKTHBA-
MU JIaF0Th CHHBO-(ioneToBe 3a0apBIeHHS BHACTIIOK YTPUMAaHHS KOMIUIEKCY HOTY 3
TeHI[IaHOBUM (hi0JIETOBUM, TpaMHETaTUBHI OaKTepii — He aroTh MO3UTUBHOT peaKiii
Ha 3a3HaueHH OapBHUK.

I'pamnozumueni mikpoopeanizmu — 6aktepii, XapaKTEPHOIO 0COOIMBICTIO 010Xi-
MIYHOTO CKJI/Ty KIIITHHHOI CTIHKH SIKUX € HasBHICTb MeEX0€6UX KUCIOM, BIUIETEHUX Y
MENTHAONTIKAHOBUH MaTpyKe. TeHX0€B1 KNCIIOTH € CKJIaTHIMH HOJIIMEpaMu, JTaHIIOTH
SIKMX TI0OY/IOBaHi 13 3aJIMIIKIB CIIUPTIB IIILEPUHY Ta pUbiTy, 10 croyyeHi Gpocdomi-
edipHrMH 3B’ s13KaMu. Y IESKHX TEHX0EBUX KUCIIOTaX 3 0CHOBHHM JIAHIIFOTOM MOJICKYJIH
3B’s13aHi 3anuiuku D-ananiny Ta D-riroko3u abo N-anetun-D-rroko3aminy. [enrtumo-
IJIKaHY CKJIaAatoTh Oltbiry yacTuHy (40-90 %) Macu KIIITHHHOI CTIHKY TPaMIIO3UTHB-
HUX OaKTepii.

I'pamnezamueni mikpoopzanizmu — 6axTepii, 10 CKIaly KJIITUHHOI CTIHKU SKHX
BXOIIUTH TOAATKOBA 308HiuiHs MeMOpara. 30BHINHA MeMOpaHa CKIIaJaeThCs 13 mapy
JIIOTIOTiCaXapy/IIB, JIIITiIiB Ta OLIKIB, IMij] SKUMH MICTUTBCS LIAp MENTUIOTTIKAHIB, SIKi, B
CBOIO YepTy, BKPHBAIOTh BHYTPIIIHIO (IIUTOTLUIa3MAaTHIHY ) MeMOpaHy. 3araibHUI BMICT
MENTUAOTTIKAHIB Y CTIHL TPaMHETaTUBHUX OakTepiil 3Ha4HO HOKUnH (5-10 %), HiX y
IPaMIO3UTHBHUX OPTaHi3MiB.

Anmubdiomuku — in2idimopu cunmesy KiimuHHoi CminKu

Posmennenns a6o mopyIieH s CHHTE3y OKPEMIX KOMITOHEHTIB ITEeNTHIOTITIKaHOBOT
CTPYKTYPH KIIITHHHHUX CTIHOK MIKPOOPTaHi3MiB € MOJIEKYJIIPHOIO OCHOBOFO aHTHOaKTe-
PplaybHOT 1TiT AeSTKIX aHTHO10THKIB.

Ieniyuninu — anTNOIOTHKH, IO MPOIYKYIOTHCS TUIICHIBUMH TPHOAMH IITAaMiB
Penicillium i maroTh 3HaYHY OaKTEpUIMIHY aKTHBHICTH BiTHOCHO TPaAMITO3UTHBHHUX
MikpoopraHizmis. MexaHi3m 010XiMi4HOT Aii IEHIIMIIIHIB TIOJISATAE B TaJIbMyBaHHI OTHI€T
13 3AKITIOYHIX CTaJli y (popMyBaHHI TENTUIOTITIKAHY, & CaMe — B3aEMOJIii IEHTANTIIHY
3 TepMiHATEHUM D-araHiHOM O1YHHX TeTpanenTHAHNUX JIAHITIOTIB, IO 3B’ s3aHi 3 TeTePO-
riosticaxapuoM. Taka niist aHTHO10THKA TPU3BOIUTH JI0 TIOPYIIEHHS (hOpMYBaHHS My-
PETHOBOTO KapKaca KIITUHHOI CTIHKH MIKPOOPTaHi3MYy, III0 B OCTATOYHOMY MiICYMKY
CIIPHYHUHSE 3aTH0eITh OaKTEePIH.

IToxiOHO 1O TIEHIIWITIHIB MIFOTh ye@parocnopunu — aHTHOIOTHKY, 110 BHIIICHI 3
rpuba Cephalosporinum acremonium. Ledamocriopuam TakoK CIPHIUHSIIOTE TPUTHI-
YeHHs aKTUBHOCTI (DepMEHTIB, sIKi HeoOXi THi U1t (popMyBaHHS ENTHIIONTIKAHIB KIIITHHHOT
CTIHKH OaKTepii.

Ji30uyum — antuOaxTepiaIbHUN (PaKTOP TBAPUHHOTO MTOXOMKEHHS, IO € KOMITO-
HEHTOM Hecrenu(iqHOT Pe3UCTEeHTHOCTI OpraHizMy. 3a MEeXaHi3MOM [Iii Ji301UM €
mypaminioasoro. 1e rimponiTaanuit pepMeHT, skuii po3mierntoe (1—4)-riko3umHi
3B’SI3KU MK IMCaXapHIHUMHI KOMITOHEHTaMH B ITOJTICAXapHTHOMY JIAHIIOTY MypaMiHy,
110 TIPU3BOANTH 10 PYHHYBaHHS KIIITHHHOI CTIHKH MiKpPOOPTaHi3MiB.
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[JIABA 5. JIIIIAA. BIOMEMBPAHU

Jlimigm — xrmac 6i00opraHiYHHX CIIONYK, XapaKTEPHOIO O3HAKOKO SIKMX € HEPO3UHHHICT Y
BOJ 1 1HIIMX MOJSAPHUX PO3YMHHHKAX Ta 3[JaTHICTH IO PO3YMHEHHS B HETOJSIPHUX
(rigpodobHux) pimuHax. HenonsipHi po3urHHUKH (AieTHIOBUI edip, TeTpaxiopMeTaH,
XJI0po(hOpPM TOIII0) BUKOPHUCTOBYIOTB TSl eKCTPAryBaHHS JIITiIIB i3 61070TiYHIX 00’ €KTIB
(KpOBi, TKaHHH TOIIIO).

B opranizmi JIFOIMHY Ta TBAPHH JIiTTi I BUKOHYIOTb BaKIIMBI (DYHKIIIT SIK aKyMYJISATOPH Ta
MOCTa4aIbHAKH €HEPT i, KOMIIOHEHTH CTPYKTYPH KIIITHH, 0COOIMBO 0i0JI0TiYHMX MeMOpaH;
TIeBHI KJIACH JTITi/TiB € (hi3107I0TTHO aKTHBHUMH PEYOBHHAMH (BITAMiHU, TOPMOHN).

5.1. 3ATAJIbBHA XAPAKTEPUCTHUKA JIIILAIB.
ZKUPHI KNCJIOTHU

3a CBO€IO XIMIYHOIO CTPYKTYPOIO OUTBIITICTP JIMIIB € CKIaJHAMH e]ipaMy BHIIAX
KapOOHOBHX (PKMPHHX ) KACIIOT Ta CIIUPTIB (IITIEPOITY, CIHTO3HMHY, XoIecTepory Tomio). /lo
CKJTamy OararhOX KITaciB JHMIIB (CKIIQHUX JIIT/TIB) BXOASTH TaKOXK 3amuIIke (pochopHOi
KHCJIOTH, a30TUCTHX OCHOB (KOJTaMiHy, XOJTiHY ), ByIJIEBOIIB TOIIIO.

Kupni kuciaoru. HallBayxIMBINIOW 03HAKOIO, IO BU3HAYae (pi3uko-XiMiuHi Ta
0i0JIOTi4HI BIACTHBOCTI JIMIIB, € X >KHPHOKUCIIOTHHI CKJ1aj1. KiTbKICTh ByTIIeTIeBUX aTOMIB
Ta, BiIOBITHO, IOBKHMHA ByTJIEBOJHEBOTO JIAHITIOTa, CTYTTIHb HACHYEHOCTI JKUPHUX KHCIIOT,
II10 BXOJISITh JI0 CKJIa Ty TIPUPOTHUX JTIIT B (HEHTPaTbHIX SKHPIB, (hOChOIIITiiB, CiHTOMIIT IR
TOIII0) OOYMOBIIFOFOTH iX KOHCHCTEHITiFO (PiJIKi, TBE/Ii) Ta TOBEPXHEBY aKTUBHICTB, 30KpeMa,
37aTHICTh 0 KOMIDIEKCOYTBOPEHHS 3 OlTKaMH 1, BIATIOBITHO, YTBOPEHHS Milled1, Oirmapis,
TPaHCTIOPTHHX JIITOTPOTETHIB, JIiMiIHOTO MATPUKCY Ol0JIOTTYHIX MEMOpaH.

Jlo ckmamy Jtirmi TiB opraHi3My JTFOIHY 1 BUIIIFX TBAPUH BXOSTE KUAPHI KUCIIOTH 3 TAPHAM
YHCIIOM BYIJICIIEBUX aTOMIB, III0 MicTATH Bif 12 110 24 atomis C, iepeBayKHO BiJ C,n0C,
(Bt >KUPHI KUCITOTH) (Tadm. 5.1).

B opranizmi momuH KUAPHI KUCIOTH 3HAXOIATHCS YaCTKOBO Y BUTBHOMY, TOOTO He-
erepr(ikoBaHOMY, CTaHi (TaK 3BaHI Heecmepudghixosani scupri kucionmu — HEXK) —
TOJIOBHMM YMHOM, Yy IUIa3Mi KPOBI — Ta MEPEBaKHO BXOAATH 10 CKJIAAY CKIIAJHUX
CTPYKTYPHHX JHITIIIB I TPULITIIEPH/IIB )KUPOBOI TKAHWHH SIK PE3ePB EHEPreTUIHOTO Marepiary
(Tabm. 5.2).

Cepen HaCHYCHHUX )KUPHHUX KUCIIOT Y KMPaX JFOIMHH [IEPEBaKae MaTbMITHHOBA KHCIIOTa
(C,,H,,COOH), cepen nenacnuennx— oneinosa (C -H,,COOH), sika cranOBUTE G11M3bKO
60 % Bix 3aragbHOI KUIBKOCTI TOJIOBHMX JKUPHHUX KHCIIOT, IO BXOIATH 10 CKJIaLy
TPUANWITIIIEPHIIB KHUPOBOI TKAaHUHH JIIOMUHI. HasBHICTE y Jirmiiax 3Ha4HOI KITBKOCTI
0J1eTHOBOT KMCJIOTH 3 HU3BKOIO TEMIIEPATYPOIO IUIABICHHS 3yMOBIIIOE PIIKHIA CTaH >KUPIB
TiJIa JTIONUHY, TEMITeparypa TUIaBlIeHHs SIKUX CTaHOBUTH B cepernaboMy 10-15 °C. Tak,
30KpeMa, JIIT T, sTKi JTIOHOBaHI B 8 TATIOIATAX YKUPOBOI TKAHUHH, SIBJISIFOTH COOOI0 CEPIIHY
THITTHY KParuIvHY, 10 CKITQIAEThCs TIePEBAKHO 3 TPUITTILIEPHIIIB; TN TIIIa3MH KPOBi
SIBJISTFOTH COOOFO PO3YHH JIITITHUX MITIET, CTa0LTi30BAHUX OLTKAMH Y BHTIISIT JTITIOTIPOTETHIB.
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Ta6nuusaS.1. Halinomupenimi npupoani :xupHi kuciuoru (f0.1. [yocexuit ma cnieasm., 1997)

Koooge
nosHa- Cmpykmypa
ueHHs

Cucmemamuuna nazea| Tpusianvha nazea

Hacuueni kucjorn

Cioo CH;(CH,);,COOH H-JlogekanoBa JlaypunoBa

Ciao CH;(CH,);,COOH n-TeTpajekaHosa MipucTtiHoBa
Cig0 CH3(CH2)14COOH n-I'excanexkaHoBa [NanemiTHHOBa
Ciso CH;(CH,),,COOH H-OKTaIeKaHOBa CreapuHoBa
Co0 CH;(CH,);3COOH n-Eiiko3zaHoBa ApaxiHoBa
Cag CH;(CH,),,COOH 1-J{0OKO3aHOBa Berenosa

Caao CHj;(CH,),,COOH n-Terpako3anoBa JlirHonieprHoOBa

Henacu4eHi MOHOECHOBI KHCJIOTH

Cie.1 CH;(CH,)sCH=CH(CH,);COOH yuc-I'ekcazmenen-10-osa |[lanmpmiTooseiHOBa

C CH3(CH2)7CH=CH(CH2)7COOH yuc-OxraneueH-9-osa |OneinoBa

18:1
CH3(CH2)7CH=CH(CH2)1 1COOH yuc-Jloko3eH-13-oBa EpyxoBa

22:1

HenacuueHi noricHoBi KHCJI0TH

CH3(CH2)4(CH=CHCH2)2(CH2)6COOH yuc,yuc-OxranekanieH- |JliHoneBa

152 9,12-08a

yuc,yuc,yuc-Oxraaeka- |JliHoieHOBa

C CH_CH_(CH=CHCH)) (CH)) COOH
37 2’3 2’6 .
TpieH-9,12,15-oBa

18:3

CH3(CH2)4(CH=CHCH2)4(CH2)2COOH yuc,yuc,yuc,yuc-Eiiko- |ApaxigoHoBa

204 3areTrpaeH-5,8,11,14-oBa

TaO0numsaS.2. BMicT sKHPHUX KHCJIOT Y TPULTILEPUIAX KUPOBOI TKAHUHH JIIOAUHU

Kupni kucnomu Bmicm, % Temnepamypa nnasnenns, °C
Hacuueni skupHi kucjiotu
MipucrrHoBa 3 +54.,4
ITansMiTHHOBA 20 +62,8
CreapuHoBa 5 +69,6
Henacuyeni sxupHi kucjaoru
ITansmiTooneinoBa 5 +1,0
OueiHoBa 55-60 +13,0
Jlinonesa 10 -11,0
ApaxiJoHoBa 0,2 -49.5

5.2. CTPYKTYPA TA ®YHKIIII JINIIIB

3aNeKHO Bifl XIMIYHOI CTPYKTYpH KOMITOHEHTIB, 1110 BUBUIBHSFOTHCS 38 YMOB IIOBHOTO
TiAPOITI3Y, JHITM MOAUTSIOTHCS Ha TaKi KIIACH:
1. Ipocri mimian.
1.1. Atpuininineposu.
1.2. Crepunn.
1.3. Hepuau (BoCkm).
2. Ckiaai Jiniau.
2.1. ®ocdoiniau.
2.1.1. [miniepodocdorimiau.
2.1.2. Coinrodocdomimimn.
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2.2. Tmikosmirmian.
2.2.1. I'miKko3WmITinepoy.
2.2.2. I'mikochiHT oM TH.

1. pocri Jinian — niniau, Mo MPY TiAPOITi3i yTBOPIOIOTH CIUPT Ta YKUPHI KUCIIOTH.

1.1. Ayunzniueponu (auunzniyepuou) — NiNH, IO € CKIATHAMHA edipaMu TIriie-
poity (ITeprHy) Ta )XUPHUX KACTOT. AIMIITIIEpONH (30KpeMa mpuayuieniyepoiu, abo
mpueniyepuou) MalOTh eMITIPUYHY Ha3BY — Helimpanvhi dcupu. Tpuriinepuan €
o) OCHOBHOIO CKJI3/I0BOFO YaCTUHOKO aIUTIOLIUTIB XKU-
|l POBOI TKAHWHH JIFOIWHY 1 TBAPHH, SBIISTFOUH COOO0F0

(|)| CH,—O0—C—Ry  yvonexynsipry dhopmy 36epiraHHs BULLIX KUPHIX
RZ—C—O—ZCH 0 KUCJIOT — HaWOLIBII €HEPrOEMKOTO METaboiy-
| [ Horo rasmBa. | [pupomHi TprrTitepy v € 3MIaHIMA
3CH,—0—C—R; JIITIaMu, TOOTO JI0 1X CKJIaTy BXOIATH 3aJTHIIKH
Tpuatmnrinepon (mpueniyepuo) PI3HUX JKHPHHX KFICIIOT.

1.2. Cmepuou — niniiy, MO € CKIaAHUMHU edipaMy [UKIIYHAX CIHPTIB CTEPOJIiB
(cTepuHiB) Ta kupHUX KUCIOT. CTepony € 3-TiIpOKCHUITOXITHIMHI BYTJICBOIHIO CTEPaHy
(mMKIIOTIeHTaHTIepTi PO eHaHTpeRy ). Haifo1TbII po3OBCIOKEHIM CTEPOIIOM TBAPHHHOTO
OpTaHi3My € XOJeCTepOI (XOJIEeCTEePHH), 10 BXOUTH K CTPYKTYPHHUI MM 10 CKIaTy
TUIA3MaTHYHAX MEMOpaH Ta € TIOTePeTHAKOM B CHHTE31 1HIINX CTEPHUHIB Ta X MOXiTHIX

(cTepoiniB).

CHs SH
CH—(CH,);—CH
CH, (CH»); N
CH;
CH;
9
8
B 7
¢ OH
Crepan Xonecrepoi
(yurknonenmannepeiopogenanmper) (xonecmepun)

Jlo GioroTiyHO BaXKITMBUX CTEPUHIB HAJIEXKATh CTEPOiTHI TOPMOHH KOPY HaTHUPKOBHX
3aJ103, YOJIOBIYI T YKIHOU1 CTaTeBl TOPMOHH, BITAMIHH TPyTH ] Ta IX ITOXi/IHi, >KOBYHI KUCIIOTH.

1.3. Ilepuou (60cku) — MPOCTI JMiH, SIKi € CKIATHAMU eipaMy BUIIMX KUPHHUX
KHUCIIOT Ta BUCOKOMOJIEKYJISPHUX CIHUPTiB, 30kpema uetunosoro (C, H, OH) Ta
mipuisiosoro (C, H, OH). Jlo BOCKiB TBAPUHHOTO TIOXODKEHHS HAIEKATH O/DKOMHMI
BiCK, CIIEpMALIET, JIAHOJMIH, [0 BUKOPHCTOBYIOTHCS Y (hapMallii J1si BATOTOBJICHHS Ma3eH,
KpEeMiB, Y BUPOOHHIITBI KOCMETHIHHX 3aCO0iB.

2. CrJiaHi JTimim — JTirmiu, 1o TPy T1IpoJTi3i BUBUTLHSFOTH CIUPT (IIEpOIT, ChiHTO3HH,
iHO3WT), a TakoK (ocdar, amiHocnonyku, ByrieBoan. CKiaaHi iU € TMOISPHUMH,
amihiTPHIMY CIIOTyKaMH 1 OUTBIIICTE 13 HUX BUKOHYE CTPYKTYPHI (DYHKITiT, BXOIISTYH /10
CKJIaTy 010JIOTTYHUX MEMOpaH.
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2.1. @ocgoniniou.

75

UucneHHy rpyIy CKIaIHUX JIITIIB CKIIAIAI0Th (hocghoniniou, siKi, 3aJISKHO BiJI CIIUPTY,
TI10 BXOZTUTH JI0 X CKJIa Ty, OISO THCS Ha Titiepodocdortimnimm Ta cinrodocdomimian.

Jo dhocdomimi;iiB HasIeKATh:

Ihiyepoghocghoniniou  (gpocghozniyepuou) —
CKJ1aTHi ehipy DIILEPOITy Ta BULIMX KUPHUX KUCIIOT, 1110
€ TIOXITHIMH  hocghamuonol Kuciomu, eTepudiko-
BAaHOT aMIHOCTIMPTAMH XOJTIHOM, €TaHOJIAMIHOM (KoJia-

Q
HzC_O_C_Rl
O

I
o HC—O—C—R,
N

MIHOM) 1 OKC1aMiHOKHCIIOTOXO CEPHHOM.

0=P—0—CH,

docdoniedipHuii 38’5130k y ckiani miimepo- HO

(hochormimigiB yTBOpEHHH T1IPOKCUIIBHUMY TPyTIaMy

xoniny (¢ocamuounxoninu,
abo seyumunu), eTaHOJIAMIHY
(pocdhamuounemanonaminu,
abo keghaninu) abo cepuny (ghoc-
damuouncepunu).

[pupoani rminepodocdo-
TN MICTSITh Y LEHTPaIbHOMY
(2-my, B-) OJIOXKEHH] 3ATHIIKH
HEHAaCUYEHUX, & B KPallHbOMY
(1-my, O-) — HacCHUYECHHUX KHP-
HUX KHCJIOT.

Coineopocgoniniou —
CKJIajIHI eipu 6araToaTOMHOTO
aMIHOCIIUPTY cpiHeo3uHy Ta
BULIMX JKUPHUX KHUCIIOT, IO
MOKYTb TAKOXK MiCTHTH 3aJTHIII-
KU XOJTiHY, pocOpHOT KUCIIOTH.
N-armisHi TOXiIHI C(IHTO3UHY
Ta KUPHUX KUCIOT MalOTh Ha3-
BY yepamiois:

OH_ClH 2
CH—NH ,

OH_CH_CH:CH_(CH 2)12_CH3

Coinrosnn

®ocarnna kucnora
0
H,C—0—C—C7H35
8

0  HC—0—C—C7H3;
Il
R o—lr—o—CHz

OH

—»XOJ‘IiH{(CHS)}: N+—CH2—CH2*O* }

docharnauixonin

_>€“aHOJIaMiH [ NH,—CH,—CH,—O0— ]

J

®docarnauneTaHoIaMIH

H
- Cepun <COOH—(IZ—CH20—>
N NH, /)

docdaruauncepun

I
CH—NH-C-R

OH_CH_CH :CH_(CH 2)12_CH 3
N-Ammnchinrosus (yepamio)

Coinrodocdoniniau e dochoprarmu edipamu riepamisiiB Ta aMiHOCIIAPTIB — XOJTHY,
eTaHoNlaMiHy, ceprHy. B HepBOBill TKaHWHI JIFOAVHA Ta BUIIMX TBAPHH MPUCYTHI c¢hieo-
mieninu(N-atms-cinreni-hocdoxorinm):
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0
1

(H3C)3EN+—CH2—CH2—O—II’—O—C|H2 o
OH

1
C|H —NH-C—-R
OH_CH_CH:CH_(CH 2)12_CH 3
Coinromieninun

2.2. I'nixoniniou — CTIONYKH, B SKHX JIITiJJHA YaCTHHA KOBAJEHTHO 3B’s3aHa 3
BYIIIEBOTHOFO. | Kot € CKitatHAMH ehipaMet BUIMX KHPHIX KUCIIOT Ta IITIIepoiTy 800
C(IHTO3MHY 1 MICTATh Y CBOEMY CKJIa/Ti ByIJIEBOIHII KOMITOHEHT (30KpeMa, TITFOKO3Y, TATaKTO3y
Ta iX MOXiIHi 00 oJlirocaxapuaHy TPyIy).

Thixosuneniyeponu (anikosuneniyepuou) — TIKOMIMIAN, IO € e]ipaMu TIIepoTy.

CH,OH Thikocgpineoniniou — rmiKOMiTIiIH,

HO 0 0O—CH, o 1o € e.(i)%paMI/I N—aI_II/IIIC(I).lHFO.?»I?H%B
Y (mepamimiB). Lleit kmac mrikomimiiB

OH CH—O0-C~Cy7H33  (aGo cinroniminis) mae Baxmse

H i OlosoriuyHe 3HA4YEHHS Yy 3B’S3KY 3

OH CH,=0-C~Cy7H3;5 PO3TIOBCIOKEHHSIM ITIKOC(IHIOJIITi B
Tmikoswrinepr y ckiajai 6iomeMOpaH, 30KpemMa B

(Monoeanaxmosundiayunaniyepur) HEpB OB TKAHMHI; /10 TOTO K, i CHYE sl

CITa/IKOBHX 3aXBOPIOBaHb, ITOB’ I3aHMX 3 TIOPYIICHHSIM METa00Ti3MYy IIHOTO KIIACY JIITTi IiB.
3asexHo Biz| OyZI0BY BYTJIEBOTHOI YACTHHI MOJIEKYITH, TIKOChIHTOJTIITi I pO3MILIAIOTH HA
JIEKLITbKA KIACiB: 1IepeOpO3HIN, TAaHIITIO3UIH, CYITB(ATHIIH Ta TTI0003U/IH:

CH,OH a) yepebposuou —
HO 0] o) —(|3H 5 o MOHOIEKCO3HU/IH LIEPAMITiB;
OH CH—NH - & -R HAMOUIBII MOITMPEHUMH

|

MpeACTaBHUKAMH € 2d-
nakmoyepebpo3uou Ta
TanakTonepe6po3ua 2noKoyepeopo3UoU:

[Mpupoaanmu nepedpo3ugaMu MeMOpaH HEHPOHIB TOJIOBHOTO MO3KY € TalakTo-
LepeOpO3K/IN; aHOMAITBHE HAKOIIMYCHHS B MO3KY [ITFOKOLIEPEOPO3HIIB CIIOCTEPIracThest PH
x60po6i Towe (Gaucher), 0O CyIPOBOIKYEThCS 3aTPUMKOI PO3YMOBOTO PO3BHUTKY Ta
BaKKUMH HEBPOJIOT TYUHUMH TTOPYIICHHSIMHU.

OH_CH_CH:CH_(CHz)lz_CH:;
OH

0) cymvghamuou — cynbharoBaHi MOXiIHI 1IepeOPO3U B, HAUOLIBII TOIMIUPEHUM
MIPEJICTABHUKOM SIKUX € easakmoyepeoposudcymvgam (3'-CylbporaiakrorepeOoposu).

lenetnunmii edeKT, KU MPU3BOIUTH JIO TIBUILIICHOTO BMICTY B HEPBOBIN TKaHMHI
rajakTorepeOpo3uAcyabhaTy, Mae Miclie TIpH CHAAKOBIH XBOPOO1 — MemaxpomamuyHitl
JEUKOOUCmPOiT, IO TPOSIBIETHCS BAYKKUMU TICUXTYHIUMHE PO3JIaJIAMH.

8) 210003101 — OIIIrOcCaxapy IHI MOXiHI (OJITOreKCO3WIN ) IepaMiiiB.

OrirocaxapuIHHH 3aJTHIIIOK ITT0003M TIB HAITYACTIIIIE MiCTHTh Y CBOEMY CKJIaJli TAJIaKTO3Y,
nroko3y abo N-arerwmnranakro3amis. [Ipukiagamu mio003WAIB € JUTEKCO3H JIaKMO-
3unyepamio epUTPOIUTAPHUX MeMOpaH, TPUTCKCO3U]T 2alaKmMO3ULIAKMOZUIOYEPaMio.
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CH,OH CH,OH
HO 0 0 0—CH> 0
OH o) OH CH-NH—C-R
OH-CH—CH=CH—(CH,);,—CH3
OH OH

['mo6o3uxa (JakTo3mepamin)

2) eanenio3udu — TIKOCHIHTOMIIIIN, IO MICTITh B OJIIrOCaxapHIHOMY JIAHIIO31,
KpiM rajlakTo3H, ITFOKO3U Ta N-TreKco3aMiHiB, OfJMH a00 OLTBIIIE 3aUIIIKIB B’ STUBYTIIE-
[IEBOT'0 MOHOCaxapu1y HelipamMiHOBOi 200 N-aneTHiIHeHpaMiHOBOI (CiaI0BOi) KHCIOTH.

JUi1s o3HaueHHST OKPEMHX I'aHITI03H/IiB 3aCTOCOBYIOTH CIEIialbHy HOMEHKJIATy Y.
3TiHO 3 HOMEHKJIATYPOIO MOJIeKYJIa TaHIITI03U Ay Mo3HadaeThes Jitepoto G (ganglio-
side) 3 iHIEKCaMH, IO CKITAIAIOTHCS 3 JIITEP, SKI BKa3yIOTh Ha KUTHKICTb 3JIMIIIKIB Ciajio-
BO1KHCIOTH (M —mono-; D—di-; T—tri; Q — quatro) Ta yMOBHUX ITU(POBHX ITO3HAYCHB:

G,,: Gal - GalNAc - Glal — Glc — Cer

NeuAc
G,,,: GalNAc — Glal —Glc —Cer
NeuAc

ne: Cer — nepamin; Glc — mirokoza; Gal — ranakrosa; NeuAc — N-aretuiHeripa-
MiHOBA KHCJIOTA.

Haii0inprmmii BMicT raHmtio3n 1B y MeMOpaHax raHITiOHApHUX HEHPOHiB. AHOMAaJIbHE
HAKOTIMYEHHS iX y TOJIOBHOMY MO3KY BHACHIZIOK T€HETHYHOTO JedeKkTy (epMeHTIB iX
MeTaboi3MY (earH2nio3udo03u) CyPOBOKYETHCS BAKKUMI HEPBOBO-TICHXIYHUMH PO3JIa-
namu: G, -rannmiosuo3 — xsopoba Tes-Caxca (Tay-Sachs), G, -raHnmiosu103 Tormo.

Po3rnsiayTi Kitacu imigiB (pocTi, CKIIaaH1) 3AaTHI 10 Tigpodizy. Pazom 3 Tum, 10
JHITi/TIB BIAHOCSTH YMCIIEHHI O10MOJIEKYIIH, 0 MAFOTh (DI3UKO-XIMIYHI BITaCTUBOCTI JIITi/TiB
(rimpodoOHICTh, HEPOZUMHHICT Y MOJSIPHUX PO3UMHHHKAX ), aJIe HE T1APOITi3yI0ThCS 10
ORI TIPOCTUX CTIONYK. Lle — BifIbHI )KUPHI KUCIIOTH Ta 0i0JIOTIYHO aKTHBHI TTOXiTHI
apaxiJIOHOBOI KMCIIOTH (€HKO3aHOIAN ), BUILII CIUPTH, 130MPEHOIIN Ta IX MOXi/THi, 30KpemMa
Ppi3HOMaHITHI cTepOiny, KUPOpo3unHHi Bitaminau (A, /1, E, K).

JlimonmpoTeiHn — KOMIUIEKCH JilTi/IiB pi3HOI XiMiuHOT OyJj0BH 3 Oikamu. B yTBO-
PEHHI JIINONPOTETHIB OEpPyTh y4acTh HEKOBAJICHTHI 3B’ 13KH Ta (Pi3UKO-XiMiuHI B3aeMoIii
(BozHEBI, 10HHI, BaH-JIep-BaajIbCOBIi, [podo0Hi).

HaiiGinpmre 3HaueHHss B 0ioXiMii MarOTh JIIMOMPOTEIHU, B CKIIAJ SKUX JIITiIH
3HAXOAATHCA B IUIa3Mi KPOBI JIIOMHH, Ta JIIMOMPOTEiHH, IO € IHTETPaTbHUMU KOM-
ITOHEHTAaMH O10JIOTIYHUX MEMOpaH.

JlinonpoTeinu M1a3Mu KPOBi € MOJIEKY IIPHUMH KOMILICKCAMH Pi3HUX KJIACIB JIiMi/IiB
(TOTOBHUM YHHOM, TPHUIIIIEPHU/IIB, XOJIECTEpUHY, (hochortinepuiB) 3 OlTKaMu, 110
YTBOPIOIOTH MILIETISIPHI CTPYKTYPH, B CKIIaI1 SIKKX JIITIIA pO3YMHEH] (CYCTICHI0BaH1) B
I1a3Mi, sika 3a cBOIMH ()i3MKO-XIMIYHMMHU BJIACTUBOCTSIMH € BOAHHUM PO3UYHHOM.
®i310J10TUHOI0 PYHKITIEIO IUX JIMOMPOTEiHIB € MXKOPIraHHHUI TPAHCTIOPT JIMiIiB —
mpancnopmHi ninonpomeinuy. JleTanbHO XIMIYHIH CKJTa]] Ta META00ITi3M TPAaHCIIOPTHUX
JIMONPOTETHIB IJIa3MH KPOBI JIIOAWHHU OyJie PO3IISIHYTO HIbK4E (T1aBa 16).
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5.3. BIOJIOT'TYHI MEMBPAHH

Biosoriuni memOpanu (6iomeM0Opanmn) — KIITHHHI CTPYKTYPH, IO BiTOKpeM-
JIFOFOTH KITITHHY BiJl HABKOJIMIITHHOTO CEPEIOBHINA Ta PO3ILISIOTH BHY TPIITHEOKITI THHHAN
MIPOCTIp Ha ITEBHI KOMITAPTMEHTH (OpTaHeIlH, CyOKIIITHHHI CTPYKTYpPH).

[IpoTsrom GararboX pOKiB OCHOBHMM HAayKOBHM OOTPYHTYBaHHSM HAasBHOCTI Ha
MTOBEPXHI )KUBUX KIITHH CHEMiaJbHUX CTPYKTYPHHX YTBOPEHb — MemOpan — OyB
(herHoMeH 0OMeKeHOI Ta BUOIPKOBOI MPOHUKHOCTI KIITHHU JJIS XIMIYHHAX CTIONYK B
10HHIN Ta MONEKYJISIpHi GopMmax. Y CBOIO 4epry, Il 0OMeKeHa IMPOHUKHICTh 3yMOB-
JIIO€ TIpUTaMaHHy Oynib-sKii KIITHHI PI3HUINIO KOHIIGHTpAIli 10HIB ycepeawHi 1 B
30BHINIHBOMY CEPEIOBUII Ta HAABHICTh €JIEKTPUYHOI PI3HMII MOTEHINANB MiXK
IUTOIUIA3MOKO 1 30BHINTHBOKITITHHHOIO PiTHHOI0, 0COOIMBO BHPAKEHO1 Y 30YITHBAX
HEPBOBHUX Ta M S30BUX KIJIITHHAX.

[TpssMuM 10BEACHHSIM HAsIBHOCTI HA MO-
BEPXHI KJITHHH CHEiaIbHOr0 MOp(hOoJIoTid-
HOTO YTBOPEHHS — MIa3Mamu4Hol Mmemo-
panu ctanu Oe3rmocepeiHi eIeKTPOHHO-
MIKpPOCKOTIYHI JTOCTI/PKEHHS, SIKi BCTAHOBHIIN
TaKOX TPUIIAPOBY CTPYKTYPY BCiX KIIITHH-
HIX MeMOpaH, 1110 BiZ[ITOBi1a€ BHY TPIITHEOMY
JMiTHOMY IIapy, BKPUTOMY 330BHi Ta 3ce-
pearHY OLTKOBUME MOJIEKyIIaMH. ErekTpoH-
Puc. 5.1. Tpumaposa 0y1oBa niasmMaTH4HOl HOMIKPOCKOTIiHe 306paKeHH M1a3MaTH -

MemGpanu eputpounTa (3a E. Sim,  HOI MCMOpaHH, 10 OTOYY€ EPUTPOLIUT, IO~
1982). JlaHo Ha puc. 5.1.

Dyukuii diomemopan:

a) BI/IME)KOBYBaHHS BHY TPIITHBOKITITHHHOTO TIPOCTOPY BiJl HABKOJIMIITHHOTO XiMIYHOTO
CepeIoBHIIA 3a paXyHOK BUOIPKOBOT IPOHUKHOCTI TNTA3MaTHIHUX MEMOpaH ISl i0HIB
Ta MOJICKYII;

0) CTBOpEHHS Ta MiATPUMAHHS Ha IJIa3MaTHYHIi MeMOpaHi 10HHUX TPaJieHTIB Ta
SIIEKTPUYHHX ITOTEHITIaNIB,;

B) PETYJIALS KITITHHHAX (DYHKIIiH O10peTyIsITOPHIMH XIMIYHIMH CUTHAJIaMH, 110 HaJI-
XOJISITh BiJl HEPBOBOI Ta €HJOKPUHHOT CUCTEM;

T') IO KITITHHA Ha OKPEeMi KOMITApTMEHTH, 110 XapaKTePU3YIOThHCS CIIeTI()iTHIMEI
Habopamu (hepMeHTIB, META0OIITIB Ta peaKiliifi 0OMiHy PeYOBHUH;

1) CTBOPEHHSI CTPYKTYPHUX, 010(hi3MYHNX yMOB IS OpraHi3allil MeMOpaHO3B’ s3aHIX
MyJBTU(DEPMEHTHUX KOMITIEKCIB ((pepMeHTHHX aHCaMOITiB), SIKi peati3yoTh KUTTEBO
Ba)KJIMBI KIIITUHHI (PyHKIIIT (HATPHUKIIA, €JIeKTPOHTPAHCTIOPTHHX JIAHITIOTIB y MEMOpaHax
MITOXOH/IPiii Ta €H0TUIa3MAaTHIHOTO PETHKYITYMY ), (DYHKITIOHYBaHHS i0HHUX KaHAaJIB
Ta HaCcOCIiB);

€) y4acTh y Iporiecax MKKIIITHHHOT B3aEMO/Iii K He0OX1AHOTO (hakTopa peryJsmii
KIIITHHHOTO POCTY, CTBOPEHHS TKAaHWH (TiCTOTeHE3Y ).
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Membpanui cmpykmypu meapunnoi KiimuHu:

— TUTa3MaTudHa MeMOpaHa;

— MeMOpaH! eH/IOTUIA3MaTHYHOTO (CapKOIUIa3MATHYHOTO) PETHKYITYMY;
— MITOXOH/IpialTbHi MEeMOpaHH;

— simepHa MeMOpaHa;

— MeMOpaH! KOMILIEKCY 1 omboKi;

— MeMOpaHH J1i30coM Ta (harocom;

— MeMOpaHH TTIePOKCUCOM (MIKPOTLJIETIh).

Monexynapui komnonenmu diomemopan

lonoBHMMYU XIMIYHMMH KOMIIOHEHTaMU 010JIOTIYHUX MEeMOpaH € OLIKH, MU Ta
ByiieBO/iM. CriBBITHOIIICHHS MK BKa3aHUMH 010X IMIYHUMH KOMITOHEHTAMH 3HAYHO BiJI-
PI3HSETHCS B OKPEMHX TUTIAX Oi0MeMOpaH 1 3aIeKUTh BiJl iX (PyHKIIOHATIBHOT Ta 610Xi-
MivHOT crierianizaiii (Tadu. 5.3).

Tab6nuns5.3. Cepenniii ximiunuii ckaan (%) AeAKHX KIITHHHAX MeMOpaH

Binku Jiniou Byznesoou

[InazmaTryaa MeMOpaHa epUTPOLUTIB 49 43 8
JIIOJTTHU
BayTpimHa MeMOpaHa MiTOXOHIpPIH 76 24 0
TICYiHKH
MeMOpaHu €HIO0ILTa3MaTHYHOTO 55 45 0
PETHKYIyMa KIIITHH TEYiHKH
MieniHoBi MeMOpaHU MO3KY JIIOIMHH 18 79 3
Salmonella typhimurium

30BHINIHI MeMOpaHu 44 20 36

BHYTpilIHI MeMOpaHu 65 35 0

Sk cnimyare nani Tabnwi 5.3, BMicT OUIKIB y KITITHHHAX MEMOpaHax CTAHOBUTH B
cepeaabomy 50-75 %, mimigiB — 25-45 %, ByrmeBoaiB — 0-10 %. Jlns 30BHIMIHIX
KIITHHHUX (T1a3MaTHYHAX ) MeMOpaH MpuTaMaHHa HassBHICTb MIEBHOI KITBKOCTI BYTJIe-
BOJIIB, ITI0 BXO/ISATH /IO CKJIAIy TIIIKOIITII/IIB Ta ITIKOMIPOTEIHIB, JAJIS Mi€JIIHOBUX MEMOpaH
MO3KY — 3HauHa KOHIIEHTPaITist JTini/iB. BHyTpintHi (CyOKITITHHHI ) MEMOpaH! MITOXOHIPIH,
€H/IOTUIa3MAaTHYHOTO PETUKYIyMa MICTSTh BIIHOCHO OUTBIIY KiBKiCTh OUIKIB, IO
BiZJOOpaKy€ HasIBHICTH Y ITMX MEMOPaHHUX CTPYKTYPaX BXKIIMBUX MYIBTH()EPMEHTHHX
KOMIUIEKCIB.

A. Jliniou memopan

JlimigHI KOMITOHEHTH O10I0TIYHIUX MEMOpaH MpeICTaBIIeH] TepeBayKHO Pi3HIMH KJTa-
caMH MTOJSAPHUX JiMiAiB: pocdomimmamu (pochatuammxorainom, hochaTuIuieTaHomn-
aminoM, ¢ocarnaniceputom, chinromiesninom) — 1o 80-90% 3aranbHOrO BMiCTY
MeMOpaHHUX JIIi/IiB; TIIKOMimigaMy (TIepeBaXXHO IiKochiHTomimiIaMu). 30BHINTHS
IUIa3MaTHYHa MEMOpaHa XapaKTepH3yeThCsl 3HAYHUM BMICTOM BLUIBHOTIO XOJIECTEPOILY Ta
rioro e(ipiB i HAIBHICTIO TITIKOJIIITIIiB, SIKi BIZICYTHI B IHIITMX MEMOPAHHUX CTPYKTYpax
(Tabm. 5.4).
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T a 6 1 u 1 a5.4. Jlimianmii cknan (%) cyokaiTuHHIX MeMOpaH nediHKu IypiB (3a A. Jleninooicepom, 1985)

Egipu xonecmepony
Memopana Docghoniniou| I'nikoniniou | Xonecmepun| ma inwi minopni
niniou
[Ina3maTryHa 57 6 15 22
SnepHa 85 0 5 10
MiToXOHIpianbHa BHYTPIIHS 92 0 0 8
Enonna3sMaTHYHOTO pEeTHKYIyMa 85 0 5 10
Amnapaty ['oxpmpxki 57 0 9 34

OcoOMUBICTIO CTPYKTYPHOI OpraHi3allii MOJIEKYI JITIi/TiB, 0 BXOIATH A0 CKIIaILy
OiomoriyHnX MeMOpaH — (OCQOTIITi B Ta IITIKOMIMIIIB, € HASSBHICTH Y HUX 2i0poinb-
Hol “eoniexu’”’, O yTBOpeHa 3anumkoM (ocdary, ereprdikoBaHUM MOIIPHAMHA 200
3apsDKEHAMH TPYTIAMH, Ta 2i0pohobHux “Xeocmukis ™, SiKi yTBOPEHI aIliilaMy HaCcH-
YEHHX Ta HEHACHYEHHX KUpHUX KucyoT (C, C

—T e

C,, Tomo) — puc. 5.2 ta puc. 5.3.

18?

Puc. 5.2. MouekynsipHa 0y1oBa Puc. 5.3. Moaekyasipaa moaeb ¢ocharuanneranonaminy
pochorniuepuais oio- (8i006pasiceno KoHghopmayiio 2idpogodbHux ayunis, Ky
JIOTIYHMX MeMOpaH. 60HU HaOY8alOMb Yepe3 HAsA8HICb NOOBILIHUX 38 A3KiB).

Ha puc. 5.4 nonano cxemariuHi 300payKeHHsI MOJICKYJISIPHIX MOJIENICH OCHOBHUX

MEMOpaHHUX JIIIJIIB, y SIKUX Tipo(hoOHUI KIHEIh MOJISKYJT CKJIA/Ial0Th BYTJICBOTHEBI

PpaJMKaIH KUPHHUX KUCIIOT a00 BUILIOTO CIIUPTY C(hiHro3uHy, riipodinsHuii — ioHi30BaHI

(hocdary, KOBAICHTHO 3B’s13aHi 3 3aJIMIIIKAMU XOJI1HY, €TAaHOJIAMIHY, CEPUHY, DIIIEPOITY,

IHO3UTOJTY, BYIJICBOLY.

Moriekysa X0JIeCTEpOy BXOIUTH JIO CKJIAy OlOMEeMOpaH TaKOXK 3aBISIKH HasiB-

HOCTI B i1 CTPYKTYpi TipohoOHOT YaCTHHU (TOMIIUKITIYHIN BYTJICBOJICHB IIUKJIONICHTaH-

neprigpodenantpen) Ta rigpodinbaoi — OH-rpynu — puc. 5.5.
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Puc. 5.4. CxemaTn4Hi 300pazkeHHsI MOJICKY/ISPHHUX MojeJeii ainigis 0iomem0Opan.
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CH,
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Puc. 5.5. Moneab MOJIeKyJIH X0J1eCTEPO.TY.

b. binku memopan

Binku GionorivHuX MeMOpaH — 1ie, IepeBaXHO: PepMEHTH; OIJIKK I0HHUX KaHAaJIiB
Ta IHIINX CHCTEM MEMOPAaHHOTO TPaHCTIOPTY; PELENTOPHI OLIKH, IO 3B’ 3y 0T 30BHIIIIHI
Jira"ay Ta 6epyTh y4acTh y Tpanc(opMalii XIMiYHOTO CUTHATY B O10JI0TIUHY PEaKIiio
KJIITHHH.

[leBHa KiTbKICTh MEMOpaHHUX OLJIKIB 3B’s13aHa 3 ByIVIeBOJIaMHU (TJIIKO3UIIbOBAHA) Y
BUIVISIII IJTIKOTIPOTETHIB.

3a XxapakTepoM po3TallyBaHHs y MeMOpaHi OUTKM MOAUISIOTH Ha 30BHIIIHI (TIEpH-
(hepruHi) Ta BHYTpimmHi. 3B’ 130K OUTKIB 13 pi3HUMHU MEMOpPaHHUMH CTPYKTYpaMu Oy/ie
PO3IIIIHYTO HHXKYE.

B. Byzneeoou memopan

ByrieBomu B ckimaii 6iomorivHuX MeMOpaH 3B’ s3aHi 3 IHIIIMMHU XIMI9HUME KOMTIO-
HEHTaMH MeMOpaH! y BUINLIIL 21ikoninidie Ta 21iKonpomeitis.

I'nikoniniou memopa €, TOTOBHUM YNHOM, TIOX1THUMH CHIHTO3HUHY (TITIKOC(hiHTO-
Ty, abo TITKoIepamin).

Inikonpomeinu memopan € MOJEKYISIPHIMH CTPYKTYypPaMH, IO YTBOPIOIOTHCS 32
paxyHOK KOBaJICHTHHX 3B’ A3KiB OJTirocaxapuIHUX JaHITIOTIB 3 MEMOPaHHUMH O1ITKaMH.
i 38°s13k1 hopMyFOThCS 32 yHACTIO T1APOKCHIILHUX IPYTI cepruHy a0o0 TpeoHiny (O-rii-
KO3W/IHI 3B’ SI3KM) Ta aMiiHOi Tpynu actiapariny (N-TJIiKO3UIHHH 3B A30K).

MOHOMEpPHUMH 3aJIMIIKAMH Yy CKJIAJl OJIrocaXxapuIHUX JIAHIFOTIB MEMOpaHHUX
DJTIKOJIIMIZIB Ta IIIKOMPOTETHIB € TaKi MOHOCAXapHU/IH Ta IX MOXiHI: rajJakTo3a, TII0K03a,
MaHO03a, FaJIAKTO3aMiH, IFOKO3aMiH, HeHpaMiHOBa Ta CiajioBa KHCJI0Ta, PpyKTO3a.

[mikoninin Ta MIIKONPOTETHH BXOIATH JIO CKJIaNly, K MPaBUJIO, TUIa3MaTHYHOL
MeMOpaHH KJTITHHH, KOHTAKTYIOUH 13 30BHIIHBOKTITHHHAM OTOYEHHSIM Ta MUKKIII THHHAM
MarpukcoM. OJtirocaxapu/iHi 3aTHIIKA BAKOHYIOTh (DYHKIIIT JTiraH (B s 30BHILIHIX OLIKIB,
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TOOTO 320€3MeUyr0Th MPOIIEC PO3ITIZHABAHHS Ta MDKKIITHHHOI B3a€MO/Iii, 0COOIMBO
Ba)KJIMBI B PEAKIIISIX KIIITHHHOTO IMYHITETY. AHOMAITbHI 3MiHU CTPYKTYPH IIOBEPXHEBUX
TaHIJTIO3H/IIB Y MeMOpaHax MyXJIMHHAX KIITHH IPU3BO/IATH JIO BTPATH XapaKTEepPHOTO
JUTS pOCTY HOPMAaJIbHHUX KIIITHHHUX TUTACTiB ()eHOMEHY “KOHTaKTHOTO TajbMyBaHHS
10 CYTIPOBOIKYETHCS IPUTAMAHHUM 3JI0SIKICHUM ITyXJIMHaM 1H(DLTBTPaTHBHAM POCTOM.

Monekynapna opeanizauia diomemopan

HasBnicts y MeMOpaHHUX Jiminax (miinepodocdomninigax, chinropocdomimnigax, wii-
KOJTiMiJax ) HOJIIPHHUX TOJIIBOK Ta HEMOJSIPHUX T1iApO(OOHUX CTPYKTYP (BYIJIEBOIHEBUX
PaJMKaJIB KUPHUX KUCIIOT Ta C(PIHTO3UHY) BU3HAYAE X ampipinony (amgpinamuuny)
npupody, TOOTO 3AATHICTH 10 B3aEMOIIT SIK 3 T1ApodinbHUME (TTOJISIPHUMH), TaK 1 3 Til-
PpodoOHIMH (HETTOISIPHUMH ) MOJICKYJIAMHU.

3aBysiku aMmQidinabHii OyI0BI MONEKYII, JIIIH, 0 OepyTh yyacTh y oOya0Bi Oio-
MeMOpaH, 3aTHi 1O yTBOPEHHS B TIOJIIPHUX CEPEIOBUILIAX BIIOPSITKOBAHUX CTPYKTYP:
MII[eJT, MOHOIIIAPOBHX Ta OIIIAPOBUX IUTIBOK (MOHOIIAPIB Ta OirrapiB) — puc 5.6.

%
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Puc. 5.6. MemOpaHHi CTPYKTYpH, 1110 YTBOPIOIOTHCSA MOJSPHUMH JIilliIaMHu.

a) Miyenu — MONEKYISApHI CTPYKTYpH, siKi aMipibHI JiMian yTBOPIOIOTH y
BOJTHOMY (TIOJISIPHOMY) OTOYCHHI. Y Milleiax BYIJICBOIHEBI XBOCTH JIIITiJ[IB BKPUTI Bij
KOHTAKTY 3 BOJIOKO Ta YTBOPIOIOTH T'iipoo0HY (a3y, a TiipodiibHI TOTIBKH MOJICKYIT
PO3TaIIOBYIOTHCSI Ha TOBEPXHi. MilleJIIpHi CTPYKTYPH XapaKTepHi JUIs JIMOnpoTeiHiB
KpOBI Ta JUIS JITTTHUX KOMILJIEKCIB, 0 BCMOKTYIOTBCS B KHIIIKOBOMY TPaKTi.

0) MoHnomonexynapui wiapu — TUTIBKH, siKi aM(idiibHI JTiMiAH YTBOPIOIOTh HA
MTOBEPXHI BOJHMX PO3YHHIB. Y MOHOMOJIEKYIIIPHUX IIapax TipodinbHi ToMiBKA MOIEKYJT
B32€EMOJIIIOTH 3 BOJHOIO (ha3010, a BYIJICBOIHEBI XBOCTH CIIPSMOBaHI JI0 MOBITPSHOT
(hazu. MOHOMOJIEKYIISIpHUH 111ap, 1110 YTBOPIOE B JISTCHEBUX aJibBeosax (pocdorminepu
ounansmimoinghocghamuounxoni, BUKOHY€E (YHKIIIO JISTEHEBOTO cypdaxkmarmy,
SIKUH TPOTUIE 3ITUMAHHIO JIET€HEBUX AJIbBEOJI.

6) bivonexynapui wapu — MONEKYIApHI CTPYKTYPH, B SIKMX BYIJICBOAHEBI XBOCTH
JMiiB CIIPSIMOBAHI BCEPEINHY, YTBOPIOIOUM HEeTlepepBHUH ByTIIEBOAHEBUH Oimap, a
riapodinbHi (MOJSApHI) roiBKY HaNpaBlieHi B Oik BOAHOT (ha3u, 1110 0Touye OIMONIEKYIISIPHY
IUTIBKY, 5IKa YTBOpHUIIacs; GIMONIEKYJISIpHI IIapH € OCHOBOO Oy10BM O10JI0TTYHIX MeMOpaH.

Amdbighinvnuit xapaxkmep memopannux ninioie € izuko-ximiunoro enacmugic-
mio, W0 3yMOGJIIOE IX 30amHicb 00 YMEopeHHA TIniOHUX 0iuiapie, AKi CK1aoaromo
OCHOBY MONEKYAAPHOT cMPYKmMypu 0i0a02iuHUX MeMOpan.
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Piounno-mwozaiuna mooeny oyooeu diomemobpanu
Briepiie npumytiieHHs 1po Te, 110 OCHOBY MOJIEKYIISIPHOI OpraHizaliii 6ioMmemMOpan
CKJIaJIa€ TOBiHMI Jtimiqaui map (Oimap) Oymo BucyHyTe B 1925 p. [oprepom Ta I pen-
nenem (E.Gorter, F.Grendel). ¥ 1935 p. Hdanieni ta [laycon (J.F.Danielli, H.Davson)
3aIPOIIOHYBAJIN MOJICIIb, 3T1JTHO 3 SIKOFO 010JIOT YHI MEMOpPaHHU CKJIa Iat0ThCs 3 MOJIBITHOIO
i { ¢ 3 i 1 mapy JMOiAiB, SIKUH BKPHUTO i3
30BHIINIHBOT'O Ta BHYTPIHIIHBOT'O
00Ky mapamu OinkiB — “OyTep-
OpojHa” Monenb. Moaudikarris
moneni Jaunieni-Jlaycona (Mo-
nens Creitna-Jlaniemi, 1956)
MTOCTYJTIOBAJIa HAsSBHICTH B 0i0-
MeMOpaHax NOJISIPHUX HOp, ITPH-

Puc.5.7. Moneni Giovembpan 3a Jlanieni-Jayconom (a) ra  @THAX JUI Tp_aHCM_eM6paHHO'
Creiinom-Janieni (6): / — 6inkoei wapu; 2 — TO IICPCHOCY rizpodinpHUX MO-
biwap ninioie; 3 — MemoOpanHi nopu. JIeKyJ1 — puc. 5.7.

3TiIHO 3 CYYaCHOIO PiOUHHO-MO3ATUHOI0 MO-
oennro Cinrepa-Hikomncona (S.J.Singer, G.L.Nicol-
son), ocHOBY (Oe3nepepBHUN Mampuxc) 6i0I0-
riuHol MeMOpaHu CKJaja€e MOJSPHUHN JiIiTHUH
Oinap, B SIKMIA 3aHypEHI OKpeMi O17IKOBI MOJICKYITH.
3a yMOB HOPMaJIbHUX (i310JIOTTUHUX TEMIIEPATyp
minign GioMeMOpaH 3HAXOAATHCS B PiTUHHOMY
CTaHi, ABJSFOYH cOO0I0 “INIITiHE 03€P0”, B IKOMY
IJIaBAaKOTh, MOAIOHO JI0 aiicOepriB, MeMOpaHHI

Puc.5.8. PinnnHo-Mo3aiuHa mMoae/b .
Gynou GiomemGpan. Oinkn — puc. 5.8.

3a CBOEIO JIOKa-
TI3aIti€to BiTHOCHO
IHIIX KOMITOHEH-
TiB OiomemOpaHu
MeMOpaHHi OiJTKH
MOMINAIOTHCS Ha
Taki T (puc. 5.9):
a) nosepxwesi (ne-
pucpepuuni) 6inku;
0) oinku, wo vacm-
KOBO 3aHYpeHi y
biwap;
Puc. 5.9. MosexynsipHa opranizanisi 6iomem0panu. MemOpanHi Ginkm. 8) eHympiwni (iH-
meepanvhi) OLIKuU.

Biogizuuni enacmusocmi memopan
1. [lnunHicTh Ta B’A3KicTH JimixHo1 ¢a3u, 110 BU3HAYAETHCS CITiBBiTHOIICHHAM
M HeHaCHYEeHUMH (PiIKUMH) Ta HACHYEHNUMH (TBEPIUMH) KUPHUMHA KHCIOTaMH B




Tiasa 5. Jlinidu. Biomemb6panu

CKJIaJli MEMOpaHHUX JIMiliB Ta TOCTIHHOIO PYXOMIiCTIO
BYIJICBOIHEBMX XBOCTIB aIlFIiB Ta CPIHTO3MHY (TTOIIOHO 710
“KOP3WHH 13 )KUBUMH 3Misimu’”) — puc. 5.10.

XoecTepod, 10 BXOIHUTH JI0 CKJIaay OioMeMOpaH, BUKO-
HYy€ BOKIMBY (yHKII0 MOu(ikaTopa (i3uKo-XiMIYHUX BiIac-
TUBOCTEHW JIMIAHOTO Oimapy, cTadimi3yroun HOro IUIIXOM
0OMEKEHHSI PyXOMOCTI BHY TPILlIHOMEMOPaHHUX KOMITOHEH-
TiB, TOOTO 3MEHIIYIOUH TUTHHHICTB Ta 301IBIIYIOYH B SI3KICTh
MaTpUKCy MEMOpaHHUX JIiITi/IiB.

2. PyxomicTh OKpeMHX MOJIEKYJSIPHUX KOMIIOHEH-
TiB MeMOpaHu — Jimi/IiB Ta OLIKIB.

Jlimitm 6ioMeMOpaH MaroTh TIEBHY BIIOPSIIKOBAHICTb, aJie
pa3oM 3 TUM BOHH 3/aTHi JI0 JaTepaibHOi audys3ii, To0TO
TiepeMileHHs BIIPOIOBK PiHHOI i THOI (ha3u (piokicHo-
KpucmaniyHuii cmaxn MeMOpaHHUX JITIIIIB).

Jo narepansHoi audy3ii 3maTHI TAaKOK MOJIEKYIH MEMO-
paHHUX OiNKiB, IO CHpHUsIE YTBOPEHHIO BHYTPINIHBO-
MeMOpaHHUX O1TOK-01TKOBUX aHcaMOIiB (kiacTtepiB). Baxk-
JIMBUM MPUKIAIOM (i310I0TT9HOT0 3HAYCHHS KJIACTEPOY TBO-
peHHst OUIKIB Y TUIONIMHI G10JI0TYHOT MeMOpaHU € “IIarko-
yTBOpeHHs (capping) MeMOpPaHHUX PELETOPIB JIIM(OIUTIB
TIpH JIi1 Ha KJITHHY 9y>KOPiAHUX JIraH/aiB.

3. AcuMeTtpisi MeMOpaHHOI CTPYKTYpH.

30BHILIHS Ta BHYTPILIHS TTOBEPXHi OyIb-sKOT MEMOpaHH
CYTTEBO BiJIPI3HSAIOTHCA 32 CBOIMH (Di3UKO-XIMIYHUMH BIIac-
THUBOCTSIMH Ta 3a CKJIaZl0OM OCHOBHHX 010Xi-
MIYHHX KOMIIOHEHTIB, IT10 TTOB’S13aHO 3 Pi3HOIO
(hyHKITIOHATIBHOFO CTIEIiaJIi3aIli€lo JBOX IM0-
BepxHeil MeMOpaH. I3 30BHIIITHBOIO TTOBEPX-
HEIO IIa3MaTHYHUX MeMOpaH 3B’s3aHi pe-
LETTOPH JUTS TOPMOHIB 1 IHIINX (Pi3107I0TI9HO
AKTUBHUX PEYOBHH, 13 BHYTPILIHHOIO —
JIeSIK1 [UTO30JTbHI ()ePMEHTH Ta KOMIIOHSHTH
LUTOCKeNeTa. BHyTpinHili MOHOIIAp JTimi -
HOTO OillIapy BiIpi3HSIETHCS Bifl 30BHIIIIHBOTO
3a cKiagoM Gocdoimiais.

Hanpuknan, 30BHIIIHS MOBEpXHs MeMO-
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Puc. 5.10. PyxomicTb :kup-
HOKHMCJIOTHHUX
3QIHUIKIB Y MO-
JleKyJaax Memo-
PaHHMX JimixiB.

Puc. 5.11.Cxema MoJieKy.ISIpHOT OpraHi3aii rias-
MATHYHOI MeMOpPaHH €PUTPOINTA

PAHI EPUTPOLHUTY MICTHTE OJirocaxapHiHi (A.A3aBapsun, A.J[.Xapasosa, 1982):
3QUIMIIKH DTKOJTIMIAIB, SIKi BIAIrParoTh POIIb 1 — Ginox enikodpopun; 2 — memb-
JeTepMiHaHT Ipy KpoBi (cuctema A, B, O); pannuii enikonpomein; 3 — Na*, K'—
13 30BHIIIHBOIO MOBEPXHEIO CPUTPOIIUTAPHOT AT®-asa; 4— ayemuxoninecmepasa;

MeMOpaHH 3B’S3aHUN (PEPMEHT areTHII-
XOIliHeCTepasa, i3 BHYTPIITHbOI0 — O1JI0K
cnexmpun — puc. 5.11.

5 — 6inok cnexmpun, 6 — niniou 6i-
wap; 7 — niniou, wo KOHMAaKmyms 3
MeMOpaHHuMU GLIKAMU.
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Poznin 1. 3ATAJIBHI 3AKOHOMIPHOCTI METABOJIIBMY

I'JTABA 6. PEPMEHTHU
I. CTPYKTYPA, BTACTUBOCTI

®epmentn (eH3uMH) — Oi0JIOTIUHI Karani3aTopu O1IKOBOT MPUPOIH, SIKi CHHTE-
3YIOThCSl B KIIITHHAX XKMBHUX OPTaHi3MiB Ta 3a0e3MedyroTh HEOOXiHI MIBUAKICTH 1
KOOP/IMHAITI 10 O10XIMIYHUX PEaKIliif, 10 CTAaHOBIISATH OOMIH PEYOBHH (META00Ti3M).

Po3nin 6ioximii, 0 BUBYAE CTPYKTYPY, BIACTUBOCTI Ta MEXaHI3MH JIil (DepMEHTIB,
Ha3MBA€ETHCS eH3umonozicio. [IpuiHsTI B eH3UMOIIOTT TTO3HAYESHHST:

E — ppepmenm, enzum (“enzyme”; aHri.) — OlONOTIYHUIN KaTali3aTop;

S — cy6cmpam (“substrate”; aHTII.) — XiMiYHa pEUYOBHHA, CIIONyKa, IEPETBOPEHHS
SIKOT Karamizye (pepMEeHT;

P —npoodyxm (“product”; aHri.) — crioityka, 1110 yTBOPHIIACS B pe3yJibTari hepMeH-
TaTUBHOI peaKiiii.

6.1. BJACTUBOCTI ®EPMEHTIB K BIOJIOI'TYHUX
KATAJII3ATOPIB

®depmenTr — crietudivHi OUTKH, B OCHOBI KATATITHYHOT JTiT
SIKUX JIGKaTh 3arajibHi (i3MKO-XIMIUHI Ta TEPMOJIMHAMIYHI 3a-
KOHOMIpHOCTI XiMiuHOI KiHeTHKH. BinkoBy npupomy epmenTiB
6e33anepeuno noBiB J[x.Camuep (1926), skuii oTprmaB mepiii
KpHCTaIIiuHi Iperapate (pepMeHTyY ypeasu.

Bracmueocmi pepmenmis

— (hepMeHTH 3HAYHO T ABUIITYFOTH IIBUAKICTH ITepe0iry Oioxi-
MIYHMX pEaKIliii, ajte He BXOJATh J0 CKIIa Ty KiHIIEBUX ITPOITYKTIB
peaKuii;

— (pepmeHTH 320€31e9y0Th MepeOir IHIe THX 010XIMITHIX
PpeaKIIii, sIKi MOYKITHBI, BUXOJISTIH 13 3aKOHIB TEPMOJTMHAMIKH;
Puc. 6.1. Camuep (Sumner) — (pepMEHTH MPUCKOPIOFOTH IIBUJIKICTB SIK TIPSMOT, TaK i 3BO-

Haeiime B. (1887-  potHOT peakiii nepeTBOPEHHs CyOCTpary, He 3MIHFOKOHH KOHC-
1955) — amepu-  apmy pigrosary (K ) peakitii Ta SMEHILYIOUH TepMiH Yacy 10
KaHCBKUH 010XIMIK, P . .
npotpecop Ta sapiay.  A\CCTHCHHS CTaHy pIBHOBArH (abo crarrioHapHOTO CTaHy y BiJl-
Bav maGoparopiiximii  KPUTLH MeTa0oMivHIN CHCTEM);

depmentie  Kop- — MPOTATOM peakilii epMEeHT MEBHUM YHHOM B3a€EMOJIIE 13
HEJNBCHKOTO YH-Ty. CYOCTPaTOM, IO IEPETBOPIOETHCS, ajle 10 CKJIaay KiHLEBHX
HoGenischkanpemist  TIPOIYKTIB peakiii He BxoauTb. [1ix gac mepebiry GioxiMiaHOT
(1946). peaKllii, 1110 KaTati3yeThest, BiOyBaeThCs LIMKIIIYHUI TIPOLIEC, B
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X071l IKOTO (PepMEHT Ta CyOCTpar MiUIsTratoTh CTyIICHEBOMY P
MIEPETBOPEHHIO 3 YTBOPEHHSM IPOIYKTY PEaKii Ta perexe-
patiiero pepMeHTy;

— (hepMEHTH € BUCOKOCTICITU(IYHUMH KaTali3aTopaMH,
TOOTO JIiFOTh, SIK [TPABUIIO, HA CTPYKTYPHO OJIN3bKI CyOCTpa-
TH, 10 MAIOTh NIEBHUH XiIMIYHMI 3B’5130K, CTPYKTYPHO TOi0HI
panukanu abo ¢yHkuioHanbHi rpynu. IlposiBom BUCOKOT
cneundiuHocTi PepMeHTiB € X cmepeocneyugiunicmo,
TOOTO 31aTHICTh TIEPETBOPIOBATH TLILKH MEBHI CTEPEOi30-
MepHu, Hanpukian L- abo D-aminokucnoru, D- a6o L-mo-
HOCaxapuau; E

— BIJMOBITHO 0 OLTKOBOI MPHUPOAM, KaTaliTHYHA aKTUBHICTh ()EPMEHTIB IIy’Ke
YyTIIMBa 10 3MiH (i3WKO-XIMIYHUX BIacTUBOCTel cepenoBuiia (pH, temmeparypmn),
SIKi MOKYTh BIUTMBAaTH Ha CTPYKTYPHY OpraHi3ailito MoJeKysI epMEeHTIB, CIIPHIHHSIIOUN
B IIEBHUX YMOBaX IX JICHATypailo;

— aKTUBHICTH (DEPMEHTIB MOXKE CYTTEBO 3MIHIOBATHCS i1 BIUTBOM MEBHUX XIMITHHX
CTOJYK, 110 30UTBIIYIOTh (axmusamopu) abo 3MEHIIYIOTh (iH2ihimopu) TIBHIKICTb
peaxiiii, sika KaTari3yeTbesl.

OauHuLi BUMipY aKTHBHOCTI (pepMeHTIB

OCKITBKH KUTBKICTB (hepMEHTY B 010JI0Ti9HOMY 00’ €KTi B OLTBIIIOCT] BUTIA IKiB BI3HA-
YUTHA HEMOXKIIMBO, JUTSI XapaKTePUCTUKU MIBUIKOCTI O10XIMIYHOT peakilii, 1o Karai-
3y€ThCS IIEBHUM (hepPMEHTOM, 32 YMOB CTAJIOCTI IHIITNX TIOKa3HUKIB cepenoBuIna ((hizuKo-
XIMIYHHUX TTapaMeTpiB, KOHIIEHTpAIlii aKTUBATOPIB Ta iHT10ITOPiB) KOPHUCTYIOTHCS 3HAYECH-
HAMU aKMUGHOCMI ¢hepmenmy.

OpuHUT aKTUBHOCTI (PEPMEHTIB — YMOBHI BETHYNHH, 10 0a3yIOTHCS Ha JHINHINA
3aNIeKHOCTI wguoKocmi PepMEHTATHBHOI peakilii Bij kinokocmi hepMeHTy (200 Kimb-
KOCTi 10r0 MOJIEKYII, IO 1Tepe0yBaloTh y KaTaliTHYHO aKTHBHOMY CTaHi).

1.V 6ioxXiMivyHIN TpaKTHIII 3aTaTbHOTIPUHHATUME € 00UHUYI (hepmenmy.

Oounuyero pepmenmy (U — unit; anen.) € maxa tio2o KilbKicmy, aka Kamanizye
nepemeopenus 1 mxmonss cyocmpamy 3a 1 xs:

1 U = I mxmonv/xs.

2. Ilpu BuxopucranHi oguauk cuctemu CI (SI) akTuBHICTE (hepMEHTY BHpaKatoTh
B kamanax (xam).

1 kaman — maxa Kinexkicms hepmenmy, sika kamanizye nepemeopens 1 mons
cyocmpamy 3a 1 c:

1 kam = 1 monv/c.

3. PO3NOBCIOIKEHOIO OMHUIICIO € NUMOMA AKMUSHICIb (hepMenny, KA 8U3HA4a-
EMbCA KINbKICMIO 00UHUYL pepMeHmHoT akmusHocmi, wo npunaoaioms Ha 1 me
oinka 6 bionoziunomy 06’exmi (U/me 6inka).

Y MenuvHi eH3UMOJIOTii aKTUBHICTh (DEPMEHTY YacTO BHPAKAIOTh 8 OOUHUYAX
(U) na 1 1 6ionoziunoi piounu, wo 00CnioxHcyemocs, — CUpOSAmMKU KpOsi, CIUHU,
ceui mowo (U/n).
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6.2. HOMEHKJIATYPA TA KJTACU®PIKAIIA ®EPMEHTIB

Homenknatypa ta knacudikaiist GepMeHTIB, 110 € TPUHHITAME B Oioximii, Oymnu
3arBepakeni Kowmiciero 3 pepmentiB MixknapogHoro 6ioxiMigHoro corosy (1961).

A. HomeHkJjiaTypa (pepMeHTiB.

1. Cucmemamuuna nomenxiamypa.

3rifiHO 13 CHCTEeMaTHYHOI0 HOMEHKJIATYpOro, Ha3Ba (HaiilMeHyBaHHS) (DepMEHTY
BKITFOUa€ B cebe: XiMiYHy Ha3By cyOcTpary abo cyOcTpariB; TN peakxilii, o KaTai-
3yeTbest; cydike -aza.

2. Tpusianvna nomenxnamypa.

TpuBianbHi HA3BU EPMEHTIB YTBOPIOIOTHCS HA OCHOBI XIMIYHOT Ha3BH CyOCTpary
3 IoiaBaHHsAM cydikca -aza. Y 6i0XiMii iCHYIOTb TaKOX 3arajbHONPUIHHSITI, ICTOPUYHO
ycTaJieHi Ha3BU (PepPMEHTIB, IO HE BiJOOPaKat0Th XIMIYHOI IPUPOIN PeaKilii, 30Kpema,
nencum, mpuncux, mpom0in, niazmin tomo. TpuBianbHa Ha3Ba (ab0 Ha3BU)
(hepMeHTY 3BHYAIHO BKa3YEThCS B Iy’KKaX.

E
C=ONH,),+HHO —= CO,+2NH,

CCYOBHHA

Hanpuxnan:
Cucrematnuna HazBa (pepmenty (E): xkapbamioamioozioponasa.
TpusianbHa Ha3Ba (epMeHTy: ypeasza (urea — ce4o8uUHa; TAT.).

b. Knacudikanis dgepmenris.

DepMeHTH MOUISAIOT HaKIdCH 3T1THO 3 TUTIOM PEaKIIil, SIKY BOHM KaTaJli3yf0Th; KJIacH
(hepMeHTIB MOALTAIOT Ha NiOKJIACH, 2 OCTaHHI — Ha nionioK1acu, B CKIIAJI SIKUX KOKHOMY
(hepMeHTY BiIOBIa€ IEBHHI HOMED.

1-it knac. Okcuoopedykmaszu — GHEepMEHTH, IO KaTai3yloTh OKHCITIOBAIEHO-
BiTHOBITIOBAJIHHI PEAKIIi] Pi3HIX THITIB.

Jlo okcumopemykTas Halnexkarhb OeciopoceHasu — HepMeHTH, IO KaTajli3yf0Th peaKIiii
JET1IpyBaHHs, OKcUOa3u, MO OKUCIIOITh CyOCTpaTd IUIIXOM NPHEAHAHHS KUCHIO,
YUMOXpoMU — MEPEHOCHUKH €JIeKTPOHIB TOLIO.

2-ii knac. Tpancgpepazu — depmeHTH, 10 KaTANIZYIOTh PEaKilii MDKMOJICKYIISIPHOTO

TMIEPEHOCY XIMIYHHX IPYIL.
Tpaucdepasu NoAUIAIOTs HA aminompanchepaszu, memurimpanchepasu, ayui-
mpancgepasu, gocgpompancepazu, enikosurmpancgepazuy — GHEPMEHTH, 1110

TIePEHOCSTH AMiHHI, METHITBHI, aIITBHI, PocharHi, ITKO3FITBHI TPYITH, BITIOB1THO.

Jlo TpaHcdepas HallexKarh TaKOXK KiHasu, 30KpeMa npomeinkinazu — (QEepMeHTH, 110
Karami3ytoTb (ochOprTIOBaHHS CyOCTparTiB Ta iHIMX OUIKIB 32 paxyHOK (ocdaTrHoro
3amuuky ATO.

3-it kaac. I'ioponasu — depMeHTH, 10 KaTaNi3yIOTh peakiii riapoiily, To0To
PO3MIETUIEHHS CYOCTpATiB 32 YYaCTIO MOJIEKYJIH BOJIH.

lNpapona3su 3maTHI pO3LISTUIIOBATH CKIIAAHOC(IPHI, MEeNTHIHI, IIKO3UIHI Ta THIII
3B’SI3KU — ecmepasu, nenmuoasu Ta npomeasu, 21iko3uoda3u.
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4-ii knac. Jlia3u — QepMeHTH, 10 KaTaIi3yIOTh PEakIlii po3IICIUICHHS KOBa-
JeHTHHX 3B’ 513KiB Mk aromamu C, O, N, S HEeriApomiTHYHUM HUIIXOM.

o mia3 Hanexarb dekapbokcunazu — (HepMeHTH, IO BiAIMIEIIIIOITh Bl opra-
HIYHHMX KUCIIOT KapOoKkeunbHy rpyiy y surisiai CO,; arbdonasu, o po3mIETIoTh
BYIJICI[b-BYIJICIICBI 3B SI3KU 3 YTBOPEHHSIM aJIbJICTIIIB; deciopamasu, K1 BiAIIe-
JIIOIOTH BiJl CyOCTpaTiB MOJIEKY/TY BOAM 3 YTBOPEHHSM IOABIHHOTO 3B SI3KY.

5-ii knac. I3omepazu — depmeHTH, IO KaTali3ylOTh peakiii i3oMepu3auii
cyOcTpariB (pauemisarii, eniMepu3aliii, BHy TPillIHbOMOJICKYIIPHOT OKCHAOPEAY KL
TOLIO) — payemasu, enimepasu TOLIO.

6-ii kaac. Jlizazu (cunmemazu) — HEpPMEHTH, 1110 KaTATI3yIOTh PEAKIIil CHHTE3Y
0ioMoJIeKyJ1, TOOTO yTBOPEHHS HOBUX XIMIUHUX 3B’ s3KIB 32 paxyHOK eHeprii AT®.

Koo pepmenmy (3a cucrematnuHoro knacudikaiiero hpepmentis — Kd) ckmana-
€TBCS 3 YOTUPHOX (P, 110 MO3HAYAIOTH: KJIac — IMiKJIAC — MiAMIIKIAC — MOPSAKOBHHA
HOMep (pepMEHTY B IIIITiKITACI.

Hampuxinaz:

K® 1.1.1.1. Anxoeonv: HAJ -okcuoopedykmasa (ankoeonvoeciopozenasa):

Anxorons + HAJI" —— Aunbperin (keron) + HAJH + H*

K® 2.6.1.2. Ananin: oxcoenymapam-aminompancghepasza (araninaminomparc-
gepasa):
L-Ananin + Oxcornmyrapar — IlipyBat + L-I'lmyramar
K® 3.2.1.23. B-D-T'anakmosuo-earakmozioponasa (B-earakmosudasa; nak-
masza):
B-D-T'anaxrosuzn + HO—— Crmpr + D-T'anakrosa

K® 4.3.1.3. licmuoun-amiax-niaza (eicmudaza):
L-Ticrunun —— VYpoxaninosa kucnora + NH,
K® 5.3.1.3. D-Ihiyepanvoezio-3-ghocgham-kemon-izomepaza (mpiozoghocgham-
izomepasa):
D-I'minepanbuerin-3-hochar — [liokcuanerondocdar
K® 6.3.1.2. L-Iiymamam: amiax-nieaza (enymamincunmemasa):
L-T'myramar + NH, + AT® —— L-T'myramin + AJI® + H,PO (P )

6.3. XIMIYHA CTPYKTYPA ®EPMEHTIB. KO®OEPMEHTU

A. bynoBa ¢epMeHTHUX OLIKIB

3a XiMIYHOIO CTPYKTYpPOIO (DEpPMEHTH € MMPOCTUMH O1TKaMH a00 CKIaIHUMU Oij-
KaMH (TOOTO TaKMMH, IO MICTATh y c001 HEOITKOBY YaCTHHY).

binkoBa wactuHa ckimagHOTO OiNTKa-(hepMEHTY Ma€ Ha3By anogepmernm (anoew-
3um), HeO1MKOBa — Koghepmenm (KoeH3um) — NUB. HIKYe. [[0BHA Ha3Ba CKIIQAHOTO
thepmenty — xonogpepmenm:

anodepMeHT + KoepMeHT X0J10(pepMEHT
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Onizomepni oinku-gpepmenmu

bararo ¢pepmeHTHUX OLIKIB CKIIQIalOTHCS 3 JEKUTBKOX CyO00uHUYb (npomomepis),
110 SABJISIFOTH COOOF0 Pi3Hi MO TH/THI JIAHITIOT Y, CTIOTyYeH]1 HEKOBaJICHTHIMH 3B 513-
KaMU — o0JlicoMepHi hepmenmui.

Haii0inb1 po3noBCroKeHi oliroMepHi hepMeHTH, Mo MicTaTh y cobi asa (C),
gorupu (C,) abo micts (C,) nporomepis. OkpiM (EPMEHTIB, O CKIANAKOTHCS 3
OIHAKOBHX 32 XIMI4HOIO ITPUPOJIOI0 MPOTOMEPIB, ICHYIOTH PEPMEHTH, 10 CKIIa Ty KX
BXOAATH Pi3HI 3a OynoBor0 Ta OioXiMiuHMMH (QYHKIisIMU cyOonuuumi. Hampukian,
(dbepMeHT acnapmam-xapbamoinmpancgepaza CKIAAAETHCS 3 MIECTH KaTaTITUIHUX
Ta mecTu perynsaropuux cyoomunmip (CR ). [Ipuknann neskux OuIKiB-hepMeHTiB,
110 MalOTh OJITOMEPHHIA CKJiaf, Oy HaBesieHi B Tabmmri 2.1.

VY KkJiTHHI, 0COONMBO B CKJIaji 0i0J0TIYHUX MeMOpaH, eski pepMeHTH 3/aTHI
YTBOPIOBATH noihepmenmui (MmynvmueH3umMHi) komniekcu (cucmemu), IO KaTai-
3yFOTh ITOCTIZIOBHOCTI CIPsDKEHUX O10XiMiYHUX peaktiil. Taki momigepMeHTHI KOMIUTEKCH
CKJIaJIAIOTHCS 3 IEKUTHKOX IECATKIB (Pi3MUHO acolifioBaHUX OiIKiB-(pepMEHTIB, KOJKEH
3 SIKUX KaTaji3ye MeBHy peakiliro. Po3pizHsatoTs (puc. 6.1):

1. Po3unHHi MyJIBTHEH-

P3EN G ii/ey  3UMHI CHCTEMH, B SIKHX

8 § §§%§®§@§ i BIJICYTHSI IIOCTiHA acOIi-

R AR anist Mixk pepmentamMu E

)ﬁ\mo E, E,, E,; BinOyBaerbcs
E 1 5 ; mdysis cyoerparis A, B,

C, D mix okpemumu hep-
MEHTaMH.

2. MynsTHEH3UMHI CHCTEMH, B IKAX OKpeMi epMEHTH CIIOTydeHi MiXkK COOOF0 HEKO-
BAJICHTHUMH 3B’S3KaMH, YTBOPIOIOUYM KOMIUIEKCH, SKi IOJIETINYIOTh NepeJaBaHHs
cyOcCTpariB Ta MPOAYKTIB Mi>K OKpeMHMH (PEPMEHTHUMH OiTKaMu.

3. MemOpaHo0-3B’A3aHi MyJbTHEH3UMHI CHCTEMH, B IKUX OKpeMi (hepMeHTH acorri-
HoBaHi 3 JimigHAM OilIapoM CyOKIITHHHHMX OpraHes (MiTOXOHJpiH, eHI0MIa3MaTHy-
HOTO PETHUKYJIyMa TOIIIO).

[IpuknanoM mynvmuensumnux cucmem Moxe OyTH nipysamoeciopoeenaznuil
Komniexc, Buainenni i3 mitroxonapiii Ta E. Coli. 3okpema, mipyBatieriaporeHa3Huit
komrieke E. Coli, mo mae m.m. 4,0 10°, ckmamaetbest 3 24 Moekya GpepMEHTHOTO
outka nipysamoezciopocenazu (m.m. — 90 K/l i3 KOHCHOIW MONEKYN0I0 OiKa 36 '3a-
Huti miaminoupocgham — T D), monexyau ouzioponinoinmpancayemunazu (IKa
CKJIaJIa€ThCS 3 24 TPOTOMEPIB — OKPEMHUX TMONNENTHAHAX JAHIOTIB i3 M.M. 36 k/1;
KOYKEH JIAHITFOT MiCTUTh 3aJIMINOK JIITOEBOT KUCIOTH) Ta 12 MONeKyn oueioponinoin-
oeziopozenazu (M.M. — 55 x/I; koxxHa Monekyia criomydeHa 3 GAJ]).

Puc. 6.1. Tunu MyJIbTHeH3MMHHUX CHCTEM B KJIiTHHI.

Bopepmenmu

I3oghepmenmu (i303umu) — MHOXKWHHI MOJIEKYJISIpHI ()OPMH OZHOTO i TOTO XK
(hepmenty. [30depMeHTH KaTami3yIOTh OHY 1 Ty K 010XIMIUHY peakiliro, ajge po3pis-
HSIFOTBCS 332 CBOEIO TIEPBUHHOIO CTPYKTYPOIO 1, BiIMOBITHO, (Di3UKO-XiMIYHIMU (MO-
JIKYJISIPHOIO Macor0, PyXOMICTIO ITPH €1eKTPOOpe3i TOLIO) Ta KATATI THIHIMH (Pi3HOO
CHopifHeHICTIO pepmenTy i3 cydcTpaTtom — K ) BIaCTHBOCTAMM.
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Pi3Hi i30¢epMeHTH OHOTO 1 TOTO K (PePMEHTY MOXKYTh Oy TH ITPUCYTHIMH B PI3HNX
opraHax i TkaHuHax (i3oepMeHTn. IaKkmamoeziopoeerasu), CyOKITITAHHUX CTPYKTYPax
(MITOXOH/IpiaJIbHUN Ta IIUTO30JIbHU 130(hepMEHTH i30yumpamoeiopoceHasu).

[30depmenTn HanexaTh A0 OLIBII MIUPOKOTO KIIACY i3001Ki6 — MHOXUHHHUX
MOJIEKYJISIPHUX (hOPM TTeBHOTO O111Ka, 10 3yCTPIiYatOTHCS B PI3HUX OpraHi3mMax B MexkXax
OZIHOTO O10JIOTTYHOTO BUAY 1 € pe3ybTaTaMu eKCIpecii pi3HUX TEHETHYHUX JIOKYCiB 200
anenromopgamu — TMPOLYKTaMU OIHOTO JIOKycy. B pasi, sikmo ¢epmenr, mo npexn-
CTaBIIeHHUH 130()epMEHTHUMH (POpPMaMU, Ma€ OJIroMepHy OyI0BY, Horo i3odepMeHTH
(hopMyIOTh 32 PaxyHOK PI3HHUX KOMOIHAIlHM HeileHTHYHUX rnpotomepis. [Ipukiamgom
TaKOT0 130()epMEHTHOTO CiIMEHCTBA MOXKYTh Oy TH 130(hepMEHTH takmamoeziopoceHasu
(VIAT-aza) — dbepmenTy, 110 KaTallizye 00epHEHY PeaKIlito IepeTBOPEHHS MTiPOBUHO-
IPaHOI KUCJIOTH B MOJIOUHY:

mipysat + HA/IH + H" === naxrar + HAI"

3a cBoero MoJIeKyIsipHOIO OymoBoto JIJ[I'-aza e Terpamepom, 1m0 moOyaoBaHHH i3
rporomepiB 1Box TUMiB: H (“cepueBoro” — heart, anrn.) ra M (“m’s130Boro” — muscle).
B oprani3mi J1roquHE TPUCYTHI 1T’ATh KOMOIHAIIM 3a3HAYEHUX MPOTOMEPIB, SIKI
CTBOPIOKOTH pisHi i30depmentn JIAI-asu: JIAT' (H,), JAU,(HM), JIAT',(H,M,),
JIAT ,(HM,) Ta JIIT' (M,), 110 po3noineHi nepeBaXxHo B PI3HUX opraHax (Miokapii,
TICYiHII, CKeJICTHUX M’ sI3aX, HUpKax Toiro). Li i30hepMeHTH pO3pi3HIIOTHCS 32 CBOEO
eJICKTPO(OPETUUHOIO PYXOMICTIO Ta iX BU3HAUYCHHS B CUPOBATLI KPOBI XBOPHX Mae
JiarHOCTUYHE 3HAYCHHS U BUSBJICHHS INOLIKO[KEHb MEMOPaHHHUX CTPYKTYp, IO
CIIOCTEPIraloThCs MPHU PI3HUX 3aXBOPIOBAHHAX (1HPAPKTI MiOKap/ia, FeNaTHTI TOLIO).

b. Kopaktopn Ta xodepMeHTH

Kogpaxmopu

Bararo gepmenTiB moTpeOyIOTH IS pealtizailii CBOEl KaTaliTHYHOT aKTHBHOCT] HasIB-
HOCTI TICBHUX HU3LKOMOJICKYJIIPHUX HEOLJIKOBUX CIIONYK — Koghakmopis. Poib kodax-
TOPIiB MOXYTb BilirpaBaTH 0100praHivHi CIIOIYKH Pi3HOT XiMiYHOT IPHpoH a00 10HH
meranis (Mg*, Ca?*, Fe**— Fe*, Cu** — Cu'" 1i.).

lonn meTaiB 3B’s13aHi 3 artopepMeHTOM 200 BXOATH JI0 CKJIa/ly HEOLTKOBOT ITpocTe-
THYHOI TPYTH (JIUB. HIDKYE ) — HaivacTilie nopipuHOBOrO KilbIIs FeMiHOBHX ()epMEHTIB
(yumoxpomis, nepoxcudas, kamanazu). PepMeHTH, SIKi MIITHO 3B’s3aHi 3 iI0HAMU Me-
TaJIiB 1 HE BTPAYatoTh [ILOTO 3B’ 43Ky 32 YMOB BUJIUICHHS Ta (PpaKiiOHyBaHHS (EPMEHTY,
Ha3BalOThCs Memanogepmenmavu (tadm. 6.1).

Tab6anunsa 6.1. MeranodepMeHTH Ta BiIMOBiIHI MeTaIu-KOpaKTOPH

M emanogpepmenmu lonu memannie
Aprinasa Mn2+
AJIKOTOJBIETiIpOTeHAa3a Zn2+
KapGoanrigpasa Zn2+
KapOokcunentunaza A Zn2+
CymnepoxkcuucmyTasa Znzt, Cuz*
KcanTnHOKCH1a32 Mo¢+
Huroxpom ¢ Fe2+
LluToxpomu (a + a3) Fet, Cut
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V neqkux BUMaAKaX i10HK METaIIiB HE BXOATH JI0 CKIITy ()epPMEHTIB SIK iHTerpalibHi
CTPYKTYpPHI KOMITOHEHTH, @ BUKOHYIOT JINIIIE GYHKIIIO IX akmusamopis.

Kogpepmenmu (koen3umu) — GiopraHiuHi CHIOTYKH HEOITKOBOT IPUPOAH, IO €
HeoOXimHuMU 1 il pepmenTy, ToOTo mepeTBOpeHHs cyOCTpary B KaTaliTHIHOMY
aKTi.

KodepmenTr MOKyTh crioiydaTics 3 617 IKOBOIO 4aCTUHOO (aro(epMEHTOM ) HEKO-
BaJICHTHUMHU (hi3UKO-XIMIYHUMH a00 KOBaJEHTHUMHU 3B’ SI3KaMU (B OCTaHHBOMY BHTI]I-
Ky BOHH € POCTETUYHUMU T'pyTiaMu (pepMeHTHOTO Oika — ()1aBiHOBI KOPEpMEHTH,
ipuokcanbhocdar, TMoeBa KHCIOTA TOMIO ); IEKOITH KOPEPMEHTH YTBOPIOIOTH KOMIT-
JIeKCcH 3 aroepMEeHTOM JIHIe B Xo/i karamitngHoro nporecy (HAJ, HAID).

Knacugivayis xogpepmenmis

A. 3a ximiunoto npupoooro KohepMEeHTHU MiPO3IUIIOTH HA:

— MOXi/IHi BiTaMiHiB, 30KpeMa: BitaMiny B, — miaminougocgham; itaminy B, —
¢nasinmononyxneomuo (PMH); Bitaminy B, — nipuookcansgpocpam, nipudoxca-
Minghocgham; TAaHTOTEHOBOT KUCIOTH — KoeHsum A; Bitaminy B, — memunxoba-
namin, desoxcuadenosunkooanamin; Bitaminy H (6iotuny) — rxapbokcubiomun;
(hotieBol KUCIOTH — mempaciopoghoniesa KUcioma,

— muHyKIeotuau (moxiani HikotuHaMiny — HAJL, HA JI®*; moxinHuii pudodiia-
Biny — ®A/]);

— HYKJICOTHJIM — TIOX1/HI mypuHiB Ta nipumignnis (AT®, AJ1D, UTD, UAD,
YT, VID);

— KOMIUIEKCH MOP(}ipHHIB 3 i0HAMH METAIB.

b. 3a munom peaxuii, aKy 6oHu Kamanizyoms, KOPSPMEHTH MOIISAIOThH HA!

1. KoepmenTn, 1110 € epeHOCHUKAMU aTOMIB BOJIHIO Ta EJICKTPOHIB.

2. KogepmenT, 1110 € TEPEHOCHUKAMH Pi3HUX XIMIYHUX TPYII.

3. KodepmenTu cunTe3y, i30MepH3allii Ta po3IIeIIeHHs BYIICIIb-BY IJICIICBUX 3B SI3KiB.

Tabnuus 6.2. Kopepmentn Ta pepmenTaTHBHI peakiii, B SKHX BOHH 0epyTh y4acTb

Bioopzaniuna cnonyka, Tun peaxuii, wio
Kogpepmenmu noxioHum aKoi € Kamanizyemuca
Koghepmenm Koghepmenmom

1. Ilepenocnuku 600HI0 Ma e1eKMPOHIE:
HAJI (mixoTuHaminaneHinaunykiaeotnn) | Bitamin PP (wikotunoBa | [lepeHoc rinpua-iony

KHCJIOTa, HIKOTHHAMI]T) CH)
HAJI® (mikoTHHAMigaIeHIHAUHYKIIEO- " —"—
tundocdar)
OAJ] (dpnaBiHaICHIHIMHYKIEOTH ) Biramin B, (pubo¢masin) | IlepeHoc aromiB BogHIO
(2H" +2¢)
OMH (¢praBiHMOHOHYKJIEOTH) —"— —"—
Koenzum Q Yo6ixiHoH IlepeHoc aToMiB BOHIO
(2H" +2¢)
I'nyration Tpunentux: y-rayraminii- | [lepenoc Bouto B
LMCTETHII-TIIIAH MEPOKCUAA3HUX Ta

PEeIyKTa3HUX peaKmiax
['emiHOBI KO epMeHTH Meranonop¢ipiuau IlepeHoc eeKTpoHiB
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IIponossxenns Tadu. 6.2

2. llepenocnuxu inwiux ximiunux zpyn:

Hykneosundocdaru:
ATO® (apenozunrpudocdar)

AJl®P(aneno3uraudocdar)
YTO (ypununtpudocdar)

YD (ypumuaaudocdar)
HUT® (mmuruauaTpudocdar)

HAP (murunuamudocdar)
[Mipugokcanei kKopepMeHTH:

[ipunokcansdocdar
[ipugokcamingocdar

Koenszum atmoanns (KoA; KoA-SH)

Terparinpodomniea kucnora (TT'DK)

Jlimoesa kucnora

AnleHO3UH

VYpunuu

Hutnaua

"

Biramin B¢ (mipumokcun)

Bitamin B; (manToTeHoBa
KHCJIOTa)

Biramin B, (pomieBa
KHCJIOTa)

TiookToBa KHCIOTA

Ilepenoc pocdarnux,
nipodocdarHux,
a/ICHO3WIBHUX PaNKaIIiB

Ilepenoc MoHOCaxapuIHUX
paguKais

IlepeHoc xoiHy Ta eTaHO-
aMiHy

7"7
[epenoc amiHOrpy; AeKap-
OOKCHITFOBAHHS

[lepenoc anmnbHuX
paauKais

IMepenoc oHOBYTIIEIIEBHX
pamukanis (GopminbHOTO,
OKCHMETHIIBHOTO, METHJIb-
HOT0)

[lepenoc aueTuIbHUX
paauKaliB

3. Koghepmenmu cunmesy, izomepusayii ma po3uienienus gy2ielb-8y2ieuesux 36 a3Kie:

Tiaminaugocdat (TAD)

Kobawminni kopepmenTu:
Mertunkobanamia
5-Jle30KcHaieHO3MIIKOOAIaMiH
KapGokcubiotun

Bitamin B, (Tiamin)

Bitamin B, (kobanamin)

Bitamin H (6iotun) —
noxinHe TiodeHy

OxucHe 1eKapOOKCHITIOBAH-
HS OKCO(Ol-KETO)- KUCIIOT;
MEPEHOC KEeTO-(PparMenTiB

Peaxmii TpaHCMETHIIOBaHHS
Peaxkii i3omepu3zanii

Peaxii kapOoKcHIIOBaHHS
3a yuactio CO,

Cmpykmypa Haubinbw nowuperux kogepmernmis (c. 94-97).
Kocpepmenmu — noxioni éimaminy PP (nHikomunamioy) (BXOIATH 10 CKIaay
JerigporeHas): HikoTmHaMinaneHinauaykiaeotun (HAY) ta mHikoTMHamimzaneHiH-

muaykiIeotuadochar (HALDY).

Kogepmenmu — noxioni éimaminy B, (pubognasiny) (BXOQaTh 10 CKIALy Jie-
rizporeHas Ta okcuaas): guasiHaneHiHTUHYKIeOTH T (PA/]), hrraBiHMOHOHYKIEOTH]T

(OMH).

Hipuooxcanesi kopepmenmu — noxioni eimaminy B (nipudokcuny) (BXonsth
JI0 CKJIaJly amiHOTpaHcdepas, 1ekapOoKcHias): MipuI0KCUH (MipHI0KCOI), MiPHII0-
kcanbdocdar, mipugokcamindocdar.

Memanonopgipurnu — Koghepmenmu yumoxpomis: MeTaonop ipuHOBI CTPyK-
Typu uTOXpoMiB a (A), b (B), ¢ (C). (Me**: 3ami30 B uToxpomax b Ta ¢, Miib — y

UTOXPOMi ).

Kopepmenm auyuniosanns — noxionuii nanmomeno6oi KUC10mu: KOCH3UM A

(KoA).
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NH,
NH, N7 | N\\
/
N KN N
1§ D O—CH,
SN
O—CHZ 0
OH—P=0 ¢y OH ?
(I) o HO—P=0
v
| = cl O0—CH,
OH—P=0 - | NH, |
AN HC—OH
o—cH, N (HG—OH);
T
o N\ N CH
0 OH j@: 3
NH N CH
& [-HHATL ) N 3
-POsH, (HAZL) 0
Hixorunaminaneninunykneorun (HAJY) Ta DnaginaneninHykicor (AT
HiKoTHHaMianeHiHanHyKIeotnadocdar (HAJID")
OH
CH —O—PLO
[ N

(H(lz— OH), OH
CH

| 2
N N
NH > = CH,4
N
(0]
®nasinmoHonykeotrn (PMH)

CH,OH CH,NH,

o
"H OH OH
|
Hof\/rCHZOH HoﬁCHz—Q—P:O HOﬁCHZ-?—P:O
H;C yZ H;C = OH H;C =
3 N OON OON OH

MipumokcuH (TipHUIoKCOIT) [ipunoxcanshocdar Iipunokcamindocdar
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I
COOH COOH
MeranonopgiprHOBi CTpyKTypH IuTOXpoMiB a (A), b (B), ¢ (C).
(Me?*": 3ai30 B uroxpomax b Ta ¢, Miflb — y IIATOXPOMI a).

Kogpepmenmu — noxioni ¢honiegoi kucnomu (xohepMeHTH B pEaKIIisIx IEPEeHOCY
Ta OKCHJIOPEAYKIIii OTHOBYIJICIIEBUX PAIMKaiB): 5,6,7,8 — reTpariapodostiea KHUCIOTA.

Jlinocsa kucnoma (kohepMeHT y peakiliix OKHUCITIOBAIHHOTO JeKapOOKCHITIO-
BaHHS Ol-KETOKHCJIOT): JIINO€BA KUCIIOTA (6,8-TUTIOOKTAaHOBA KHCIIOTA).

Tiaminougpocpam — noxionuit eimaminy B (xopepMenT y peakuisx nexapOook-
CUJTFOBaHHS Ol-KETOKHUCIIOT, TPAHCKETOJa3HIN peakilii): TiaMmingudocdar.

Kogpepmenm rapooxcubiomun (kopepMeHT peaxilii KapOOKCHIIIOBaHHS): Kap-
O0KcHOI0THH.
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NH,
~
N7 >SN
N
N N

O—CH, o AJieHO31H

HO—P=0 oy -~
|

7
A U e W i

O—CHZ—(E—CH—C—NH— CH,— CH,—C—NH—CH,—CH,—SH

CH;
— S N ~ /)
[lanTOTEHOBA KHCTOTA B-aminoeranTion
Koenzum A (KoA)
OH H /N GOOH
I\l] CHZ—NHOCO—NH—CH
= - I
I i
N
CH
NTN ¢ 02) H
— H S
Y )
ITrepoeBa kucnora I'myraminoBa kuciora

5,6,7,8 — TerparigpodorieBa KUCIOTA

H,
C _0
HZC( CH—CH,—CH,—CH,—CH,—C_
\d OH

Jlinoesa xuciora (6,8-AUTIOOKTaHOBA KUCIIOTA)

NH,
N)E-CHZ—+ | CH, OH  OH
IN m ICHZ—CHZ—O—P—O—P—OH

H;C N S

[l [l
0) 0)

Tiaminaudochar
0
ne
0 —C—N~ \ITIH
HC ?H

Hy,C S _CH—CH,—CH,—CH,—CH,—COOH

KapOokcubiotnH
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HOH,C

O N
i H CH
9 m H <\ 3
HO —I|’ 0 OH CH;
|
CH3—(|IH
CH2 CHz_CO_NHz

|

H;C

NH,—CO—CH,—CH,

HC CHs» CH,— CH,—CO—NH,
CH;
MertmikobanamiH (KOEpMEHT y peaKLisix METUITIOBAHHS)
HOH,C
H H CH
9 H @ H QO 3
HO—P 0 OH N CH;
ITIHZ ‘
I ©
CH,—CH CH, | _ CHy
CH, | CH,—CO—NH,

|
NH—CO—CH,—CH,

HO OH
Jle3okcrageHo3mIKobanamid (KohepMeHT y peakIisiX i30MepH3aLlil, CIPsHKEHNX i3 BHYTPIITHEOMOJIECKYIISIPHAM
TIEPEHOCOM T1IPHTHOTO I0HA)

Kogpepmenmu — noxioni ¢imaminy B, ZI.MCTI/IJIKO6aJIaM1H (kodepMeHT y peakIisix

METHITIOBAHHS), I€30KCHAJICHO3UITKOOaNaMiH (KOepMeHT y peakiisix i3oMepu3allii,
CIIPSDKCHUX 13 BHYTPIIIHLOMOJICKYJIIPHUM [IEPEHOCOM T1IPUIHOTO 10HA).
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['JTABA 7. ®DEPMEHTH
II. MEXAHI3MH KATAJII3Y. KIHETUKA. PEI'VIALIA

7.1. MEXAHI3MH JIIi ®EPMEHTIB

®DepmMeHTH 301IBLTYIOTH HIBUAKOCTI O10XIMIYHHX peaKilii, SKi BOHU KaTalli3yloTh, y
108-10% pa3iB; pu BificyTHOCTI hepMeHTy Oy/ib-sika METabOoiYHa PeaKilis TPaKTHIHO
He BiZI0yBaeThcs. BijgoMo, 1110 KOHCTaHTa MIBUJIKOCTI XIMIYHOT PEaKIIii 3aJIe)KUTh Bif 1T
eHeprii akTUBAIlii Ta TeMIIepaTypH, 10 BUPAKAETHCS PIBHAHHIM AppeHiyca B eKCIIOHEeH-
LIiHHIH popmi:

k = AeAERT,

[Tin enepriero aktuBarii (AE B piBHSHHI AppeHiyca) B XiMiuHii TepMOAUHAMILII PO-
3yMIIOTh JTOJIATKOBY €HEPTrito, HEOOXiTHY UIA Mepexoay MONeKyn (cyOocTpariB S) y
nepexionuii (akmusosanuii) cmar (S*), AKHA TIepeAye iX MEPETBOPEHHIO B MTPOAYKTH
peaxitii. 3riJIHO 3 1M, eKCTIOHCHIIIHHMIA WwieH piBHsHHS ¢ A¥RT (hakTop Bonmbimana) —
JIOJISI MOJICKYJT Y CUCTEMI, SIKI MatOTh €HEPIik0, TOCTATHIO JUISI XIMIYHOTO MIEPETBOPEHHSL.

OcKiJIbKH BC1 METa0OJIIYHI TIPOIIECH B KHMBHUX OpraHizMax nepedirarTh B i30Tep-
MIYHUX YMOBaX, KaTaJiTH4YHAa /isi pepMeHTIB peastizyeTbesi 32 paXyHOK 3HUKEHHS
octaHHiMu eHeprii akTuBauii (AE) 0ioximiunoi peakuii, mo 30inb11ye GaxTop
Boneivmana, 1, BiAMOBITHO, KOHCTAHTY MIBUIKOCTI PEaKIlii Ha IEK1TbKa MOPSIIKIB:

E
A

E[S*]

E[S*]

Kart

E[S]

E[P]

Yac peaxiii

Puc. 7.1. EnepreruyHi aiarpamu ximiunoi peakuii (S —> P) 0e3 kaTasizatopa (1) Ta B mpucyTHOCTI
Karajizaropa — ¢epmenty (2). AE tTa AE_— emnepris akrupauii peakuii 6e3 Ta B
MPUCYTHOCTI KaTaJizaTopa, BilnoBiaHo.
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[TopiBHSIHO 3 XIMIYHUMH KarajizaTopaMu, GepMEHTH 3HaYHO 3MEHIIYIOTh AE
peaxiii, skl BOHU KaTali3yroTb. Tak, HapUKIal, y peakiii po3IeIieHHs IEPeKUCy

BOJHIO

2 H,0,—>

2H0 +0,

€HEeprisl aKTUBAIi] MOYKE 3MEHIITYBaTHCS ITiJT Ai€0 HEOPTaHIYHUX KaTaJi3aTtopis (MOIHTY,
TUTATUHK) 200, ORI CUIIBHO, TTiJT BIUIMBOM crieliu(ivHOrO PepMEHTY Kamanasu, 1110
MIPU3BOUTS JI0 BI/IMOBITHUX BEJIMYKMH 301TBIIICHHS IIBUIKOCTI PEaKIIii.

Tab6nuns 7.1. HepepmentaTuBHuii Ta pepMEHTATHBHHI KATAJi3 PO3ILENJICHHS MEPEKHCY
BOIHIO (7 = 25 °C; koncmanmy weuoKocmi HeKamanizyrouoi peaxkyii nputiHsamo
3a oonunuyo) (3a S.Rapoport, 1964)

Ymoeu peaxuyii Enepzia akmueauyii| Kinvkicmv akmueosanux 3oinvwmennsn
(kKan/mons) MONIEKyn KoHcmaumu weuoKocmi
peaxuii
bes karanizatopa 18 1,3-107" 1
+ Hoaun 14 1-107"° 8 - 10?
+ [natuua 12 3-107 2-10*
+ Karanasa 2 41072 3-10"

AKTHBHI LIeHTpU (pepMeHTIB

3HIKEHHsI eHeprii akTHUBaIlii 010XiMIYHOT peaxilii i, Ik pe3yJIbTaT BUCOKOI KaTaliTHY-
HO1 e(heKTHBHOCTI (DEPMEHTIB JOCATAIOTH 32 PAXyHOK B3aEMO/Ii1 CyOCTpariB i3 TEBHUMHU
TUTSTHKaM# (pepMEHTHOI MOJIEKYITH (aKmueHuMuU, ad0 KamanimudHUMU YeHmpamit),
110 CYTPOBOJIKY €ThCS 30JFDKEHHSIM Ta OPIEHTAIIIEFO BiIITOBITHUX XIMIYHUX TPYTI CyOCT-
pariB i CTBOPIOE CTEPUYHI YMOBH, HEOOXI THI /TSt peartizallii crienn(pigHIX aKTiB KaTamizy.

AKTHBHHUH LEHTP — AUIAHKA MOJIEKY/J1U (pepMeHTHOro Oijika, 10 B3a€MO-
ai€ i3 cydcTparoM mig yac (pepMeHTATHBHOI peakuii i HeoOXiaTHA /1 MepeTBoO-
PeHHsl cy0cTpaTy B KaTaJiTHYHOMY HNpolneci.

BiH gopmyeThes 3 IEBHUX Ji-
JISTHOK TOJTIMETITH/IHOTO JIAHIIFOT A,
1110 IPOCTOPOBO 30JTKHKEHI 3a paxy-
HOK YHIKaJIbHOI TPUBUMIPHOT KOH-
(hopmariii pepmeHTHOTO OiNIKA.

Jlo ckiaty akTHBHUX LIEHTPIB
pi3HUX (hepMEHTIB BXOIATH PajIH-
KaJIM TEBHUX aMiHOKHCIIOTHHUX
3QJIMILIKIB, TOJI0BHUM ynHOM OH-
TPYIIH CEpHHY, TPEOHIHY Ta THPO-
3UHY, IMiJa30JIbHE KUIbLIE TiCTH-

HOOC(C)

! - NH,(B)
qmuny, SH-rpymna mucteiny, COO - ~~-COOH(B)
rpynu ITukapOOHOBUX aMiHO- To-Ser 195
kucnot, NH, -rpynu apridiny ta

mizuny (puc. 7.2). B yrBOpeHHi Asp 1027 His 57

AKTUBHUX IICHTPIB OEPYTh y4acTh
TaKOK Ko(akTopu JaHoro ¢ep-
MEHTY: IPOCTETUYHI TPYITH, I0HI
MeTaniB (puc. 7.3).

Puc.7.2. TpuBumipHa 0ynoBa ¢epmeHTy XiMOTPUIICHHY. AK-
THBHUI HeHTP (pepMeHTy c(hOpMOBaAHUI aMiHOKHUC-
JOTHUMH 3ammkamMu Ser-195, His-57 ta Asp-102.
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Puc.7.3. Po3ramyBanHsi aToMa Zn B aKTUBHOMY LEHTPi (pepMeHTY KapOoaHriapasu.

AKTHBHUI IIEHTP JTOKATI3y€ThCS, SIK IPABUIIO, B 3aTTHONICHHI, IPOCTOPOBIH HIllli, 110
YTBOPIOETBCS B MaKpoMOJieKyii Oinka-pepmenTy. CTpyKTypa aKTUBHOTO LIEHTPY €
KOMILJIEMEHTAPHOIO JI0 TPOCTOPOBOI OYI0BH CYOCTpPATYy, IO CTAI0 OCHOBOIO YSBICHHS
E.®imepa mpo BiamoBinHicTh hepMeHTy 1 cyOcTpaty sk “kimoda i 3amka”. IlizHimmi
Teopii pepmenTaruBHOro Karamizy (/1. KomuieHn) BpaxoByOTh MOXKIIMBI B3aEMHI 3MiHU
IIPOCTOPOBHX KOH(OpMariii hepMeHTy i cyOcTpary i gac ix B3aeMoii (““reopis iHITy-
KOBaHOI BI/IMOBITHOCTI pepMeHTy 1 cyOcTpary”).

Y CTpyKTypi aKTUBHOTO IIEHTPY PO3PI3HSIOTH:

— OLLAHKY, W0 36’°a3ye cybcmpam, ad0 KOHTaKTHY (‘“SIKipHY ) AUISTHKY; BOHA MiCTHTh
paluKay MONSIPHUX (3B’ SI3yI0Th MOJIEKYJIH CyOCTpaTy 3a paXyHOK BOJHEBUX 3B’ S3KiB
a00 TUTIOIBHMX B3a€MO/Tii1) a00 HETIOSAPHUX aMiHOKHUCIIOTHIX 3aJTHIIKIB (CTBOPIOIOTH
B aKTUBHOMY LIEHTPI I'ipodoOHi 30HH, 110 B3aEMOAIIOTH 13 BiZINOBITHUMH PaHKaTaMH
B cybcTpari);

— Kamanimu4no akmueHy OiIAHKY, 0 CKIay SIKOi BXOISTh XIMI4HI IPYITH, IO
OepyThb Oe3Mocepe/IHI0 y4acTh Y iepeTBopeHHi cyocTpary (rpynu —OH, —SH, >N,
-NH,*, -COO").

Mexanizmu nepemeopennsn cyocmpamy 3a KamaaimuyHoi Oii ghepmenmy

VY MexaHi3mi (epMEHTaTHBHOTO TEPETBOPEHHS CyOCTpaTy OepyTh y4yacTh Taki
MOJICKYJISIpHI e(DeKTH:

1. E¢hexmu 361udicenns ma opienmayii. AncopOris Ta Qi3uKo-xiMiuHa B3aEMOJIIs
cyOcTparTiB 3 aKTUBHUMHU LEHTPaMH (EPMEHTIB CYNPOBOKYIOThCS JIOKATbHUM
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3pOCTaHHSIM KOHIIEHTPAITil pearyro4unx MOJIEKYI, iX 30IMKeHHsIM Ta HalO b edek-
THBHOIO OPI€HTAIIEI0 O/IHA /10 OJHOI Ta JJO KAaTATiTHYHO aKTHBHUX T'PYIl aKTHBHOTO
HEHTDY.

2. E¢pexmu kucnomno-ocnosnozo kamanizy. I1eBHi (pyHKIIOHATBHI TPYITN paiuKa-
JTiB aMiHOKHCJIOT, III0 BXOAATH JI0 CTPYKTYPH aKTHBHHX LIEHTPIB, MAIOTh BIACTHBOCTI
kuciot abo ocHoB bpeHcTena, TOOTO TOHOPIB UM aKIETITOPIB MPOTOHIB (aMiHHI, KapOOK-
CHJTbHI, CYNTbT1APHIIBHI, IMiIA30JIBHI TPYTIH).

[TpuKi1a0M KHCITOTHO-OCHOBHOTO KaTari3aropa € iMifja3oibHa rpya ricTHIUHY, SKa
y B3a€MOJIi1 3 T'IPOKCUIIBHOIO TPYTIO0 CEpHHY CTBOPIOE KHCIIOTHO-OCHOBHY Hapy bpeHc-
Tena. OyHKIIOHABHI TPYTIH His
>N T1a —OH, mio BimirpatoTh
KaTaJiTUYHY POJIb, pO3Millle-
Hi, K TIPaBUIIO, B PI3HUX i-
JITHKAX MTeTITH/THOTO JIAHIFora
Ta 30/IMKYIOTBCS 32 PaXyHOK

. . . A b
YHIKQIBHOL TpeTI/IHHOI. CIpyK- Iminazon-kucnora (A) Ta iminazon-nyr (B) B cTpykrypi
TypH (hepMEHTHOTO OlIKa. AKTUBHOTO HEHTPY Oijka-pepmeHTy.

3. E¢pexmu nyxneoghinonoco ma enekmpoghinornoco xamanisy. O@yHKIIOHAbHI
IpyIH aMiHOKHCIIOTHUX 3QJTUILIKIB, 110 BXOASATH JI0 CKJIATy aKTHBHUX LEHTPIB, MOXKYTh
BUCTYIATH B KaTAIITHYHOMY aKTi IIEPETBOPEHHsI CyOCTpaTiB SIK TOHOPH €IEKTPOHIB
(Hykieo(ini) abo aKIenTopH eJIeKTPOHIB (e1eKTpodinm), TOOTO SIK OCHOBH 200 KHCIIOTH
JIsroica, BiOBIIHO.

Hyxkneoginoni epynu 6 ckiadi akmusHux yeumpie gepmenmis:

Y, Y, —CHz};\fC:C}\}II. ~®

—CH,—O: —CH,—S: < 2
H H 9
liapokcwmibHa rpyna CynbdrigpuisHa rpyna IminasonbHa rpyna
CepHHY LUCTEIHY TICTHANHY

EnexTpodinbHi rpynH B CKI1a/li aKTUBHUX HEHTPIB )ePMEHTIB:
—NH,+— rpynu aprininy ta j1i3usy;
— ionm MeTtaniB-kodakropis (Mg**, Fe**, Mn?*, Cu?").

MexaHi3MH KaTaJiTHYHOI il XiMOTPUIICUHY

Mexanizmu gepMeHTATUBHOI il HAHOLIBLII BUBYEHI IS 2i0posas, sIKi € Karaisa-
TOPaMH 3 aKTHBHUMH [IEHTPAMH KHCIIOTHO-OCHOBHOTO THITY. [ IpenicTaBHIKamMu Takux ep-
MEHTIB € 010KaTaTi3aTopH, 10 CKJIa Ty aKTHBHHX IIEHTPIB SKUX BXOATH 2ICHUOUH-CEPUHOBI
Kamanimu4Hi Komniexcy;, e Taki noimpeHi hepmenTH, sik xivompuncun (KO 3.4.4.5),
mpuncun (KO 3.4.4.4), mpomoin (KO 3.4.4.13), enacmaza (KO 3.4.21.11), ayemunxonin-
ecmepaza (KO 3.1.1.7).

Ximompuncun (O-xiMompuncun) — TPOTEOTITUUHNN (epMeHT (IIpoTeasa), 1o
PO3IIEIIIIOE TIETITH/IHI 3B’ SI3KM 32 YYaCTIO BOIIM B MOJISKYJIaX TIEBHUX OUTKIB Ta TTEMTH/IIB.
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Sk yxe 3a3Haganocs (puc. 7.2), KaTaTiTHYHUHN [IEHTP XIMOTPHUIICHHY YTBOPIOETHCS 3
TiAPOKCHIIBHOT TPYTIH CEPUHY Ta iMi/Ia30JIbHOI TPYIH TICTHINHY, IO PO3TAIIIOBaHI B
195-my (Ser-195) Ta 57-my (His-57) monmoxeHHSIX IENTHIHOTO JAHITFOTA MOJIEKYITH
(depmeHnry.

Ilepuwiuii eman xamanimuunozo akmy.

Iminazon xie sik ocHoBa bpeHcTena, BiTTArytoun Ha cede nmpoToH Bix OH-rpynu
CEpUHY, [0 CIPUYHHSIE MOSIBY HAJJTUIIIKOBOI €JICKTPOHHOT IIJIBHOCTI Ha aTOM1 KUCHIO
CepUHY Ta moJjerinye HykieoutsHy araky rpynu —CO— cyOcTpary TiipoOKCHIIOM ce-
puHY. K pe3yabTar BOTo MPOoIeCy, Bif0YBaETHCS alMTyBaHHs (PEPMEHTY 32 PaXyHOK
MIEPEHECEHHS allIJIbHOTO paJIKalia BiJl CyOCTpaTy Ha CepHHOBU 3a1uiiok (Ser-195)
¢depmenty (puc. 7.4 a,0).

Jlpyeuii eman kamanimuunozo akmy.

Arom rictununy (His-57) 3niiicHioe Hyki1eo]isbHy araKy Ha KHCEHb alliIbHOTO
MTOX1/THOTO CEpUHY, IO CIPHUSE BiIIETIICHHIO Ta IEPEHECEHHIO allMTy Ha 30BHIMIHII
aKIENToOp — MOJIEKyIy Bomu (puc. 7.4 B,T).

H O H O
R—N C—R' R—?I—C)—R'
PN + - PN £
HN” SN:---H—0 HN \N:-~~H—(|)
CH, CH,
dbepmeHT dbepmeHT
a 0
R—NH, R’ I
N /“é_O + R'—C—OH
I .o
N Xy (|) HN \N --H-O
—_—
- —_—
CH, CH,
(depmeHT (dhepmeHT
B r

Puc. 74. Yuacth (pyHKIiOHATBLHAX IPyn akKTHBHOTO HeHTPY XiMoTpumncuny (His-57 Ta Ser-195) B
KaTAJITHYHOMY aKTi po3leNnIeHHs] NeNTUIHOIo 3B’ 13Ky B MOJIeKYJIi cydcTpary.
MexaHi3zMu KaTaJdiTUYHOL il aneTH/xoJiHecTepasn
Anermnxomninecrepasa (K® 3.1.1.1) — depmeHT, 110 pO3IICIUIIOE Ti PO THYHUM
HIUISTXOM MOJICKYJTy HelipoMe tiaropa aleTHIXOJiHY:

(0]
(CH 3);=N"=CH,~CH,~0-C-CH3 + H,0 — (CH 3);=N"-CH,~CH,-OH + CH ;-COOH
ALETIIXOMIH XOUTIH arerar

ATeTHIXoliHecTepasa TaKkoXK HAJISKHUTH JI0 TICTUINH-CEPUHOBHX T1IpOIIa3 i 3iHCHIOE
TiIpOTITHYHE PO3IIETIICHHS CyOCTpaTy 3 IPOMIDXHUM YTBOPEHHSIM aIleTHIILOBAHOTO 32
3aJIUIIKOM cepuHy GepMmeHTy. Pa3oMm i3 TiM, 10 aKTHBHOTO LICHTPY AlleTHIIXOJIIHECTepa3u
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BXOJIUTH T1IPOKCHIIFHA TPYTIa THPO3HHY, 10, BAKOHYFOUH (PYHKIIiFO JT>KHOTO KaTatizaropa,
CIIPHSIE TIAPOITI3Y AETHITLOBAHOTO CEPUHY Ta PereHepallii BUX1THOI CTPYKTypH aKTHBHOTO
LEHTPY PEPMEHTY.

7.2. KIHETUKA ®EPMEHTATUBHUX PEAKIIN. THTTBITOPA
®EPMEHTIB

depMeHTATHBHA KiHETHKA € PO3JILIOM XIMIUHOT KIHSTHKH, [0 3aiMA€ThCsl BUBYCH-
HSIM BIUTMBY Pi3HHUX XIMIYHHUX Ta (Pi3UKO-XIMIYHUX (PaKTOPIB HA IMIBUIKICT PEaKIIiil.

Bona BuBuae, 30kpeMa, 3aJICKHICTh IBUAKOCTEH (EPMEHTATUBHUX PEAKIIA Bij
KOHIIGHTpAIil pepMenTy, cyocTpary, pH Ta Temriepatypy cepeioBHILa, J1ii aKTHBAaTOPiB
Ta iHT10ITOpIB.

3aranpHe piBHIHHS OJTHOCYOCTpaTHOI (hepMEHTATHBHOT PEaKIii:

S——P
3 ypaxyBaHHSIM B3aeMO/Ii1 pepMEHTY i3 CyOCTparoM y Xo/li KaTaliTHIHOTO aKTy (me-
opis Mixaenica-Menmen) piBHSHHSA (pepMEHTATUBHOTO TIEPETBOPEHHS CyOCTpaTy

HaOyBa€ BUIVISLY:

k+1 k+2
ES—>E +P

E+S

k

-1
J1J1s1 XapaKTepUCTUKH YTBOPSHHS ()ePMEHT-CYOCTPATHOTO KOMIUIEKCY BUKOPHCTOBY -
€TBCSI cyOCmpamua KoHcmanma, abo KoHcmanma oucoyiayii komniexcy Mixaenica:

Ks = k—l/kﬂ

BigHomeHHs MiX CyMOKO KOHCTaHT HIBMAKOCTEH peakiliii 380poTHOro posnany (k)
1 PO3LIETIEHHS KOMILIEKCY 3 yTBOPEHHAM HPOIYKTiB peakuii (k) Ta KOHCTaHTORO IIBHJI-
KOCTi yTBOpeHHs (hepMeHT-cyOcTparHoro komiuiekey (k. ) HasuBaeTbCs KoHCManmoio
Mixaenica (K ):
Km = k-l + k+2/ k+1

K  Mae po3mipHICTh KOHLEHTpaLi (MOJIB/J) 1 KUTbKICHO BU3HAYAE CIIOPiHEHICTh
(epmenTy i3 CyOCTpaToM — YMM aKTUBHILIMI ()epPMEHT, TUM HUKYE 3Ha4YeHHs Horo K .
3nayenns K juist pisHuX (EPMEHTIB KOIMBAIOTLCS B IIMPOKOMY Jiania30Hi — Bijl
10°° MOJIB/TT [T BUCOKOAKTHUBHUX (DepMEHTIB (HANIPUKIAL, neporcudazu) 1o 102 mis
MaJIOaKTHBHHUX MIPOTEA3.

3asieskHiCTh IIBHAKOCTI peakuii Bia KoHUeHTpauii ¢gepmMeHTy Ta cydcTpaTy

KonnenTparii pepmeHTy Ta cCyOCcTpary € BeIMIMHAMH, 10 HAKOLIBIIT YacTO 3MiHIO-
IOTBCSl B yMOBax Oy/Ib-s1KO1 010XIMi4HOT ()epMEHTATHBHOI peaKIlii.

LinkoM 3p03yMmiio, 10 MIBUAKICTE (hepMEHTATUBHOI peakLii Oyze mpsiMo MPOTOpLIiHHO
3aJIe)KaTH BiJI KOHIICHTpaLlii pepMeHTy, a came:

V=k-[E],

TOOTO 301IBIICHHS B KIITHHI PiBHS MIEBHOTO (pepMEHTHOIO OiIKa TOBUHHO CYIIPOBO-
JDKYBATHCS 3pOCTAHHSAM IIBUIKOCTI PEAKIIil, 10 KaTali3yeThCsl LUM (DEPMEHTOM.
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AV BuIBII CKITATHOKO € 3aJI€KHICTh IIIBUIKOCTI
vV F————————— (dbepMeHTaTUBHOT peaxilii BiJ KOHIEHTparil
cyOcTparty. I'padiuno 1 3amexHicTh 300pa-
JKY€ThCSI Tirrep0oJIoto, 1o TI0aHa Ha puc.7.5.
Sk BUIHO 3 XOAy TrinmepOoH, 1 3aJeKHICTh
Ma€ CKIIQJHUHN XapakTep: MPpHU HU3bKAX KOH-
| [EHTpaIligX cyOCTpaTy MBHIKICTh peakilii
| TIPSIMO TIPOTIOPIIiifHA OTO KOHIIEHTpaIlii (peax-
| mis 1-To MOpsANKy), a MPU BUCOKHX KOH-
Ii( =[_S] HEHTPAIISX JOCATAETHCH eqhekm HACUYEeHHs,
Pric. 7.5. 3ane:KHicTh MBAAKOCTI peaxuii
Bil KoHHeHTpanii cy0cTpaTy

(einepbona Mixaenica-Menmen).
PiusiaHs 3anmesxxHocTi V Bifn [S], abo pisusanna Mixaenica-Menmen Taxe:

Vi " [S]

max

K_+[S]

12V,

TOOTO HE3aISKHICTL V Bix [S].

V:

V Bunazky, konu V=1/2V . maemo:

A% vV _ - [S]

max  ___max , 3Blacu:
2 K +[S]

1 v - [S]

2 T K, *[S]

Ta MiCHIs BiINOBITHAX ITEPETBOPEHB!
K_=I[S]
Koncranra K nopiBHIo€ KoHuIeHTpauWii cydcTpaTy, npu sKiil IBHIKICTH
peakiii CTAHOBUTH TMOJIOBHHY Bii MaKCHMAJIbHOI (puc.7.5).
PiBusaas Mixaemica-MeHTeH MOYKHA OTPHMATH Ha OCHOBI aHAJi3y KIHETHKH peakiil B3aeMmomii GpepMeHTy i3
cyoctpatom — 3a bpircom ta XomaeiHom.

PosrisaemMo BuXiAHE KiHETHYHE PiBHSIHHSL.
BBenemo Taki mo3HaueHHs:

k., k

+2
E+S k‘——‘ES —>E+P @)
1
[E] — 3arambHa KinbKicTh (epmenTy (y BUIbHIN Ta 3B’s13aHiil Gpopmax);
[ES] — xoHueHTparis hepMeHTy, [0 BXOIUTH 10 CKIaay (GepMeHT-CYyOCTPaTHOro KOMILIEKCY;
([E] — [ES]) — xoHILIeHTpawisi BIILHOTO, HEe 3B’SI3aHOTO 3 CyOCTpaToM, (hepMeHTy.

Baxaemo Takox, mo [S] » [E].
HIBuakicTh peakiii yTBOPEHHST (EPMEHT-CyOCTPATHOTO KOMILICKCY':

d [ES]
“at V. Tk (E]-[ES]) - [S] (2)

HIBuAKICTh peakiii po3LIeIICHHS (epMEHT-CyOCTPaTHOTO KOMILIEKCY:

_ d[ES]
a -V

+V,, =k [ES] +k,[ES] 3)
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Ilicass BCTAaHOBJICHHS B CHCTEMI CTAL[IOHAPHOTO CTaHy:
VH = Vfl + V+2
BpaxoBytoun (2) ta (3), MOXKHa BBa)kaTu, 1I1O:
k, ([E] - [ES]) - [S] =k ,[ES] + k [ES] “
Posp’szyemo pisnsuns (4) wepes K =k  +k /k, ¢
(TE] - [ESD) - [S]
o 5
[ES] (5)
3 piBusiaas (5) 3HaxoxuMo KonueHTpauio [ES] B cramioHapHOMy CTaHi:
[E] - [S]
[ES] = (6)
K, 8]
3arabHy MIBUJKICTH (DEPMEHTATUBHOI PeaKilii, TOOTO MIBUAKICTH yTBOPEHHS MPOAYKTY, MOXHA IMOJATH SK:
V =k, [ES] @)
B ymoBax, xomu
[ES] = [E] ®)
(To6TO Bech (hepMEHT BXOAHUTH [0 CKIaay (HepMEeHT-CyOCTPATHOTO KOMILICKCY), MIBUIKICTh peaKiii
V = Vmax >
T00TO, BpaxoBytouu (7, 8):
Vo = Ko, [E] ©)

Mincrasmsroun 3uadenss [E] ta [ES] 3 (7) Ta (9) no piBHsHHS (6), JIETKO IIOKa3aTH, IIO:

Vo " [S]

max

K, +[S]

O0poodka piBHsHHES Mixaemica-MeHTeH 3a METOJIOM ITO/IBIHHIX 3BOPOTHHUX BEJTHUYHH
JIa€ 3MOTY TIPEJICTABUTH 3aJISKHICTh V BiL [ S] IpsIMOTO ITiHI€I0 — pigHanHA Jlatinyieepa-

bepka:

1 K 1 1

- - m ., 4

V Vmax [S] Vmax

I[epeBaroto 11600 PIBHSHHS € MIPSMO TIPOTIOPIIiiHA
3anexxHicTh MK 1/V Ta 1/[S] (puc.7.6), sika mo3Borsie
JIETKO OTPMMATH 3HAYCHHSA KIHETHIHUX KOHCTaHT K Ta
V... 110 HEMOYKJIMBO IPH AHAITi31 3BUMAHOT rinepOom
Mixaesica-MeHTeH.

I3 piBasHHs JlaitnyiBepa-bepka Ta rpadika
(puc.7.6) o4eBUTHO, 1110 KyTOBHI KOE(DIIliEHT MPsAMOT
(Tanrenc KkyTa Haxuiy) nopiaroe K /V . 3nadenns
[IUX KOHCTAHT JIETKO 3HAXO/IATh Ha Tpadiky.

L
\Y

|»_‘

/ Vmax

/1
I

1

1
K, (S]

Puc. 7.6. 3anexuicrs 1/v Bix 1/[S] —
rpadix JlaiinyiBepa-bepka.
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3asexHicTh mBUAKOCTI peakuii Bin pH Ta Temneparypu

Bnaue pH na akmuenicme ¢pepmenmie

Koxen ¢epmeHT Mae cBiit pH-onmumym,
T00TO 3HaueHHs pH cepeoBuIIa, pH SKOMY HOTo
KaTaJliTHYHa aKTHBHICTh MaKCUMaJIbHa. “[I3BOHO-
no/1i0Ha” 3aJIeKHICTh aKTHBHOCTEH ()ePMEHTIB BiJ
3MiH pH BU3Ha4Ya€eThCsl X OLIIKOBOIO MPHUPOIOHO,
3CyBaMH B JiECOLIAIlii I0HOTeHHUX TPy Ta (IpU
eKCTpeMasbHUX 3Ha4YeHHIX pH) pO3BUTKOM KOH-

(hopMaIifHIX 3MiH MOJIEKYIL.
BinpmricTs BHYTPITHFOKIIITHHHIX Ta TKAHWH-
HUX ()epMEHTIB OpraHi3My JIFOIMHI HafaK THBHIIII
B HEHTpaJIbHOMY, CIIab0ITy’)KHOMY 200 cl1aboKwC-
p g o JIOMY cepetoBHILI (3BH4aifHoO, B Mekax pH mixk 5,0
pH T2 9,0). ®epmMeHTaMu 3 ONTUMyMaMH IPH eKcTpe-
Puc. 7.7. Tunosa pH-sanexnicrs mpny-  MAJbHHX 3Ha4eHHsX pH € nencun (pH, = 1-2) 1

Kocti pepmentarusnoi peakuii.  apeinaza (pH = 10-11).

Bnaue memnepamypu nHa axmuenicmo hepmenmis
®depMeHTH, BiJITIOBIIHO J0 CBOET OLJIKOBOT MPUPOJTH, € TEPMOUYTIIMBUMU Ta TEPMOJIa-
OiLTbHUMH yTBOPEHHSIMU:
vi — 3POCTaHHS TeMIIepaTypH JI0 ONTHMAaTbHUX
3HaueHb (I OLTBIIOCTI (hepMEHTIB — y Mexkax
37-40 °C) cynpoBOKY€ThCS 30UTHIICHHSM IIIBU/I-
KOCTI (hepMEHTATHBHOI peaKxllii BiAMOBIHO 3a PiB-
HSHHSIM Appeniyca (3a paXyHOK 4acTimmx edek-
THBHUX 3ITKHEHb MK MOJIEKYJaMH); CTYIIiHb
301IBIICHHS IBUJIKOCTI PeaKIlii Py 3pOCTaHHi t°
Ha 10 °C mo3HauarTh, SIK memnepamypHuil
koeiyienm Q
— Tpy 301ITBILICHH] TEMITEpaTypH BHUILE OITH-
oo 105 6be  MaIbHOIO 3HAYCHHS LIBUAKICTH (PepMEHTATUBHOL
Temmepatypa, t °C peaxiiii pizko 3MEHIITY€ETHCS 32 paXyHOK KOH(OP-
Puc. 7.8. Biuiue TeMnepaTypH Ha mBu-  MAIIMHUX (J€HATYpaliifHUX) 3MiH y CTPYKTYpi
KicTh (pepMeHTATHBHOI peakuii.  hepMeHTHOTO OLIKa.

Inzioimopu ¢hepmenmis

Ineibimopu — XiMIYHI CTIONKH, 0 3MEHIIYIOTh KaTaIiTHYHY aKTUBHICTH (ep-
MeHTiB. Ha BiMiHY BiJl pe4OBHH, SIKi iHAKTUBYIOTh (DEPMEHTH 3a paxyHOK X JeHa-
Typailii (KOHIIEHTPOBaHI KUCJIOTH Ta JYTH, COJIi BAXKKUX METAIIB Y BUCOKUX KOHIICHT-
partisix), 1tist iHribITOpiB € crier(iTHO0 CTOCOBHO IEBHUX (hepMEHTIB a00 TpyTI PepMEHTIB,
BOHH MatOTh HU3bKY KOHIICHTPAIIIIO.

3aie’KHO Bijl XapakTepy 3MiH, 10 BiI0yBatOThCsl B MOJICKYJI1 (DePMEHTY, PO3PI3HSIOTh:

— 360pomHe iHeibipysanis, O ONUCYETHCS TAKUM PIBHSIHHSIM B3aeMOii PepMEeHTY
3 iHTiOITOpOM I:
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E+1

— He360pOmHe [H2I0IPYBAHHSL:

EIl

E+I[—EL

36opommue inzivipysanna pepmenmis, 3aiexXHO BiJ MeXaHI3My B3aeMOii
(hepMeHTy 3 iHTIOITOPOM, TIOMUIAETHCS HA KOHKYPEHMHE Ta HeKOHKYpPEeHMHe.

Koukypenmmue incibipysanns.

KonkypeHTHe iHTi0ipyBaHHS CIPAYHHSIOTH JITaH/IH, III0 32 CBOEFO XIMITHOO CTPYKTYPOFO
Om3bKi 10 cyOCcTpary i B3a€EMOIIIOTH 13 THM CaAMHUM aKTWBHHAM IIEHTPOM Ha MOJIEKYJI
(hepmeHTy, 1110 1 cyOCTpart, yTBOprooun Komruiekc El:

E+1 EI

KracwmaanmM npukitagoMm KOHKypeHTHOTO iHT10iTOpa € Manonosa kucioma HOOC—
CH,~COOH, sika npoTtui€ 38’ I3yBaHHIO aKTUBHUM IIEHTPOM DEPMEHTY CyKyunam-
Oeciopoeenasu CIpPaBXHBOTO CyOCTpaTy — sAHmapHol Kuciomu (CyKyuHamy)
HOOC-CH,~CH,~COOH. KonkypeHTHe iHTi0ipyBaHHs BUKIMKAIOTh Pi3Hi anmumema-
bonimu, TOOTO CIIOIYKH, OJH3BKi 32 OYIOBOIO
JIO CITPaBXKHIX KIITHHHUX METaOOIIITiB: aHTH- \1]—
BiTaMiHU; PEYOBHHH, OJTI3bKI IO aMiHOKHCIIOT, 2
ITypPUHOBHX Ta ITPUMIAMHOBHIX OCHOB 1 HyKJIe0-
TUIIB. Y 3B 43Ky 3 BUCOKOIO Oi10JIOTIYHOIO
AKTHMBHICTIO JIesIKi aHTUMETA0O0IIITH 3aCTOCO-
BYIOTh SIK aHTHOaKTepiasbHI 3ac00M (CyIb-
(baninaminy, aHTHOIO0THKH), TIPOTUITYXJIMHHI
IpernapaTy.

Konkypentre iHTi0ipyBaHHS (QepMeHTy max
MOYKHA TIepeOOpOTH 3a PaXyHOK ITi/IBUIIICHHS
KOHIIeHTpaIii cyOcTpaTy B iHKyOariitHoMy /ll /L 1
cepenouti. Kinetnunnii anani3z 3a JlainHyi- K, X
BEPOM-BepKoM CBITTHTE, 1O KOHKYPEHTHi Puc. 7.9. Konkypenrne inridipysanns ¢ep-
iHridiTOopHU 30iNbIIYIOTH KOHCTAHTY Mixae- MeHTy: | — Ge3 inzibimopa; 2 — 6
Jica K ¢epmenry i e BiumBaoTh Ha V npucymuocmi ineibimopa.
peakuii (puc. 7.9).

<=

-

—
2]
[l

m2

Hexonkypenmne ineioipyeants.

HexonkypeHTHI iHTIOITOpH HE MalOTh CTPYKTYpPHOI MOMIOHOCTI 110 cyOcTpary. Born
pearyroTh 3 IHIIIMMH, Bi/IMIHHUMH BiJl aKTUBHUX IIEHTPIB, JUTTHKAMHI Ha MOJISKYJTi hepMeHTyY
1 MOXKYTh 3B’SI3yBaTHCS HE TUTHKH 3 BUTbHIM (DEPMEHTOM, a i i3 PepMeHT-CyOCTPaTHUM
KOMILIEKCOM:

ES+1 IES

[IpuennanHs HEKOHKYPEHTHOTO iHT10iTOpa 10 PepMEHTY 3MEHIIYE HOT0 aAKTHBHICTh
(MaxkcUManbHy NIBUKICTS peakii (V, ), ale He BIUIMBAE Ha CIIOP1HEHICTh PepMEHTY
i3 cyberparom (K ) (puc.7.10).
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HexoHnkypeHTHUMHE iHTIOITOpaMH € 10HK
Bakkux Metaiis (Cu?*, Hg?*, Ag") ta ix moxin-
2 Hi, 1110 3BOPOTHO 3B’ s13y10TheA 13 SH-rpymamu
IIUCTEiHY B MOJIEKYITax ()epMEHTIB:
E-SH+Ag" —> E-S-Ag+H'
Hezeopommue inzivipyeanusa gepmen-
| mie — TIPOIIEC, 10 BiI0YyBAETHCS BHACIIIOK
v pyiiHyBaHHs1 200 HE3BOPOTHOI XIMIYHOI MO/IU-
1 (ikariii oHi€T UM AEKITIBKOX (PYHKIIIOHATIBHUX
maxl " rpyn pepmenty. He3BopoTHi iHr0ITOpH MatOTh
41_ 1 1 BIACTUBOCTI KZimMuHHUX ompym.
K. [S] [pukianom Takoi Momudikarii MONEKyIH
bepMeHTy € i ankinyrouux azenmis (30Kpema,
tiooayemamioy), 10 HE3BOPOTHO PEaryroTh
13 KaTJIITHYHO aKkTUBHUMU SH-rpynamu:

E-SH + ICH,-CO-NH, —> E-S-CH,—CO-NH, + HI

<j|»—
—
-

Puc. 7.10. HexoHkypeHTHe iHri0ipyBaHHs
tdepmenrty: [ — bes incidimopa;,
2 — 6 npucymuocmi ineidimopa.

[TpakTHYHO BaYKJTMBUM MPUKIIAOM HE3BOPOTHOTO 1HT10ipyBaHHS (PepMEHTY LLIS-
XOM KOBQJICHTHOTO 3B’s13yBaHH 1HI10ITOpPA 3 aKTUBHUM IICHTPOM € BIUTUB (hocopop-
rariyHux cnoiyk (POC) Ha akTUBHICTB PepMeHTy ayemunxoainecmepasu (AX-ecme-
pazu). lpemaparn @®OC € BUCOKOTOKCUIHUMHE OTPYTaMH BiTHOCHO KOMaXx (TI€CTHITH/IH)
Ta TEIUIOKPOBHUX TBAPWH, MEXaHI3M aHTHXOJIIHECTEPA3HOTO e(PeKTY SKHUX IOJATAE Y
B3aeMoii 3 OH-rpymoro cepiuHy B aKTHBHOMY IIEHTP1 (PepMEHTY:

CH3 _CH;
O—CH\ O—CH\
CH; CH;
(E)-CH,—OH + F—P=0 — (B)-CH,~0—P=0 + HF
.CHj3; .CHj3
AX-ecrepaza O- CH\ O- CH\
CH3 CH3

DOC (miizonponindropdocdar)

7.3. PEIYJISIL{ISI ®EPMEHTATUBHUX ITPOILIECIB.
EH3UMOIIATII

YnopsinkoBaHuii epedir Gi0XiMIYHUX peakxiiiii B OpraHi3Mi MOXKITMBHUIH JIUIIIE 32 YMOB
MIPUCYTHOCTI KaTaJiTHIHO aKTHBHUX (hopM (pepMeHTIB y TOTPiOHMIA Jac i B TOTPIOHOMY
Mictii (B TKaHHHI, KJITHHI, CYOKITITHHHOMY KOMITAPTMEHTI ), III0 BUMarae HasiBHOCTI YiTKO1
cucmemu pe2ynayii (konmpono) misabHOCTI pepmeHTiB. KpiMm Toro, Oyab-sKi 3MiHI
OTOYYHOYOTr0 200 BHYTPILIHBOTO CEPEOBUIIA (XapaKTepy XapuyBaHHS, IHTCHCUBHOCTI
BIUIMBY Ha Oprai3M Oi0JOTiYHUX, XIMIYHHX Ta (Hi3MYHHUX (PaKTOpiB) MOTPEeOYIOTH
CHPSIMOBAaHUX aJIANTAlliHHUX peaKLiil pi3HUX (i3i0JOTTYHUX CHCTEM, IO PEaTi3y€eThCs
4yepe3 3MiHHM MIBUAKOCTEH MEBHUX METabOJIIYHUX MPOIECiB, sIKi KaTali3yIThCs
(hepmeHTaMU.
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[cHYTOTH Ba MPUHIMITOBHX MUISIXH PETYISAII] iIHTEHCHBHOCTI, 200 MIBUAKOCTI 0i0-
XIMIYHUX (DEpMEHTATUBHUX PEAKITIi:

A — depe3 3MiHy KamanimuyHoi akmueHocmi gpepmenmy.

b —uepe3 3miny xinvkocmi ghepmenmy (abo pepmernmis), 110 BU3HAYAIOTH TIepeOir
(hepMEHTaTHUBHOTO ITPOIIECY.

A. llepuumii masx peryasiuii nepeadadac HassBHICTh Y )epMEHTHOMY ITYJTi KITiTHHA
CTEUiIbHUX pe2yIamopHux (epmenmis, siKi MiCTATBCS 3BUYaifHO Ha TOJIOBHUX, KITFO-
YOBHX JIaHKax MeTabomismy. el nuisix 3abe3neyye TepMiHOBY afanTaiiito GpepMeHT-
HOT'O arapary OpraHi3my i peani3yeTbCsi IPOTATOM JCKIILKOX CEKYH]T 200 XBHJIUH —
MeXaHi3M “UIBHJKOTO pearyBaHHs .

[cHYIOTH 4OTHPY OCHOBHUX MEXaHi3MH PEryisiiil KaTaliTHYHOT akTUBHOCTI dep-
meHTiB (L.Stryer, 1995):

1. AfocTeprdHa peryIsilis akTUBHOCTI (hepMEHTIB.

2. Perynsiist aktiBHOCTI (hepMEHTIB 32 paXyHOK 1X KOBAJIEHTHOI MOan(DiKartii.

3. AxTuBaris pepMeHTIB IUITXOM 0OMEKEHOTO TIPOTEOITi3y.

4. AKTUBAIlis Ta TATbMYBaHHS aKTHBHOCTEH ()epPMEHTIB 3a IOTIOMOT0F0 0COOITMBHAX
PETYIATOPHUX OLIKIB.

AJsocTepuuHi (pepMeHTH

AnoctepuuHi (pepMEHTH — 1€ PI3HOBHJ PETYISATOPHUX (PEPMEHTIB, 110, KpiM
AKTHUBHOTO LICHTPY, MAIOTh JOJATKOBUH PETYIITOPHUN (a1ocmepuunuil) yenmp, 3 SIKUM
B3a€EMOJIIOTh aocmepuyti peayisamopu (egekmopu, MoOOYIAMOpuU).

AnocrepuyHi epeKTOpH MOXKYTh OYTH SIK HOZUMUSHUMU, TOOTO TAKHMHU, 1110 301JTb-
IIYIOTh KaTaJiTHYHY aKTUBHICTh (pepMeHTy (arocmepuyni akmueamopu), Tak 1 Heza-
mueruMu, TOOTO TaKUMH, IO i1 TATBMYIOTh (arocmepuyni iH2ibimopu).

3a CBOEI0 MOJICKYJISIPHOKO Oy/IOBOIO aJIOCTEPUYHI PETYIISATOPHI (DEPMEHTH CKJIajia-
I0ThCS, SIK IPaBUIIO0, 3 ACKUIBKOX MOJINENITHAHNX JIAHLIIOT1B, TOOTO MalOTh YETBEPTUHHY
CTPYKTYpPY. AKTMBHUI Ta PEryJIATOPHUN (aJOCTEPUYHUI) HEHTPHU JIOKAJII3yIOThCS Ha

pi3HUX OITKOBUX CYOOMMHUISAX — KamalimuyHill Ta pe2yisimopHiil, BiJIIOBITHO.
Mopaudikamist KatamiTHIHOL Cy6crpar

AKTHBHOCTI TaKOro )epMEHTY @7

3IIACHIOETRCS MUISIXOM Tepe- r

Jladi Ha KaTrajiTH4Hi cyOomu-
HUII KOHPOPMAIIHHAX 3MiH 13
PEryJISATOpHUX CyOOIMUHUIIb,
sIKi BiTOYBaIOTHCS B OCTaHHIX

——
micig B3aeMoxil 3 JiraHga- D—: =
MH — eeKTopamu. AKTHBATOP

3riZHo 3  MOJEJUII J}&

X.Mono, Jx.YaiimeHa, R T Iaribitop
K.-I.Mamxwo (J.Monod, Puc.7.11. Ilepexin mix katajiTuano aktupnow (R) Ta ne-
J .Wyman, J .—P.ChangeUX, 1965) akTuBHOI0 (T) popmamu anocTepuyHOro pepMeHTy
(puc. 7.11), icHytoTb /1Ba (pizm4- (Mozens Monod-Wyman-Changeux). C i R — xamani-

HUX CTaHHU aJOCTEPHYHOTO muuHa i pe2yismopHa cyooouHuyi, 8i0N0SIOHO.
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(hepMeHTY, IO BiPI3HAIOTHCS CBOEIO KOH(POPMAITIEIO Ta KaTATITHYHOI aKTUBHICTIO:
xkamanimuunuil (penraxcosanuil) cmar (R-cman — relaxed, anen.) Ta ineibiposanuii
(nanpyocenuit) cman (T-cman — tensed, anen.) (puc. 7.11).

3BopoTHHI Tiepexin Mix R- Ta T-craHamu 3amexuTh Big B3aeMogil GpepMeHTy 3
AITOCTEPUYHUMH ePeKTOpaMH (aKTUBATOpOM abo iHTIOITOpOM, BiAMOBiAHO), 5Ki,
B3a€MOJIIFOYM 3 MICISIMHU 3B’S3yBaHHS Ha PETYISATOPHIA CyOOMUHUIN (PEPMEHTY,
cTabLTi3yI0Th HOTO MOJIEKYITY B OJTHOMY 3 KOH()OpMaIliiHUX CTaHiB.

Kinemuxa anocmepuunux ¢pepmenmis

Kinerunka anocrepuuHux pepMeHTIB Ma€ psizt
BiZIMIHHOCTEH BiJl KIHETUKH 3BUYAHUX epMeH-
TiB. KpuBa 3ae’KHOCTI MIBUAKOCTI peakilii Bij
KOHIIGHTpaIlii cyocTpary Ausi uX ()epMEHTIB Ma€e
He TirepOotivHy, a S-omioHy (cHrMorotioHy) Gop-
My, III0 BU3HAYAETHCSI KOOTIEPATUBHUMHU eeKxTa-
MU B3a€MOJIIl MK OKPEeMHMHU CYyOOIMHHUIIIMU
PETYIASTOPHOrO (PEPMEHTY ITiJ] Yac 3B’ I3yBaHHS
MOJIEKYII CyOCTpary: py HU3bKUX KOHIICHTPAIIisX
cyOCTpat NpakTUYHO HE IEPETBOPIOETHCS, JINILE
TTiCIIS TOCATHEHHS KOHIIEHTPAITIEI0 TIEBHOTO TIOPO-
TOBOTO 3HAYCHHSI, IIBUJIKICTh PEaKIlil MOYNHAE
cTpiMKo 3poctarH (puc. 7.12).

VA

| |
[S]
Puc. 7.12. BniiuB KoHUeHTpawii cyocTpaTy
Ha WBHAKICTH peakuii aas

sBruaiinoro (I — zinepboniuna AnocrtepuyHi (EepMEHTH KaTalli3yloTh 0io-
Kpuea) Ta anoctepudHoro (2 —  XIMIUHI peaKIiii, 110 3HaXOIATHCS, SK TIPABHII0, HA
S-nooiona rpusa) GepmMeHTisB. MTOYaTKy HEpO3Tally’)KeHNX ab0 po3raimy’KeHHX

MeTaboIiYHUX IUBIXiB. [Ipr boMy MomysTOpamMu IUX GePMEHTIB MOXKYTh Oy TH SIK iX
BJIACHI CYOCTPaTH — 2OMOMPONHI pe2yisimopHi (hepmenmu, Tax 1 iHII XiMidHI edek-
TOPH, 30KpeMa KiHIIEBi IPOAYKTH 0araToCTyleHeBOro 6i0XiMiMHOTO MPOLIECY — 2emepo-
mponui pe2yiaimopHi ¢hepmenmu. B ocTaHHBOMY BHUITAKy TPOAYKT (200 MPOILYKTH)
MeTa0OoIIYHOTO NIUTAXY (3BUYAHO aHA0OIIYHOT0, O10CHHTETHYHOTO XapakTepy) 3a Mexa-
Hi3MOM HEraTHBHOT'O 3BOPOTHOT0 3B’ SI3KY TAIIbMY€ aKTUBHICTB ITEPIIIOTo (PepMEHTY MOCITi-
JIOBHOCTI — pempoineiOipysarHsi:

9.,60,8 6.

Pl’l
Knacuunum npuxmnagom (epMeHTy 3 aJOCTEPUYHHM MEXaHi3MOM peTyJssii €
acnapmamxapoamoinmpancgepaza (AKT-a3a) — neprmii pepMeHT Oi0OCHHTETHY-
HOTO LUISIXY YTBOPECHHS MipUMiJMHIB, IO CHHTE3YIOTHCS y BUINISAI TaKHX HYKIICO-
suarpudocharis, gk ypuauaTprudocdat (Y TD) Ta mutumuatpudocdar (LITD):

Kap6amoindocdar

> . — Kapbamoindocdar s YTO HTd

Acnaprat
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BpaxoByroun posib mipuMiIUHIB SIK KOMITOHEH-
tiB HykiaeotuaiB JJHK ta PHK i nesikux xodep-
MEHTIB, PeryJisiiis KaTaJliTHYHOI aKTUBHOCTI
AKT-a3u Mae Haa3BHYalHO BeJIMKE O10JIOTIYHE
3HaueHHs. Y 3B’S3KY 3 MM, ICHYE YiTKa CHCTeMa
KOHTPOITIO 32 1X KiJIBKICTIO, 5IKa PeasTi3yeThes MUTs-
XOM BIUIMBY aJIOCTEPUUYHUX €(EKTOPIB HA aKTHB-
HICTh NIepIIOro (PepMEHTY IIOTO O10CHHTETUYHOTO
nusixy — AKT-a3u:

HUT® — xiHueBUi NpoAyKT O10CHHTE3Yy — €
anoctepuyHuM iHribiTopom AKT-a3wm, mo nepe- napraTkapGamoi Tpanche-
BOANUTH (PEPMEHT y HeakTHBHY T-(popmy; pad — BT 3Bepxy. C—

AT® — nipoykT 610CHHTESY ITypPHHIB Ta TIOKa3- kamanimuuni, R — pezyis-
HHUK BUCOKOI'O CHEPIreTUYHOI O CTaHy KJIITHHHA — € TMOpHi cyOoOouHUYi.
AIOCTEPHUYHNM aKTHBAaTOPOM (hepMEHTY, Lo riepe- v

BOJIUTH HOr0 B akTHBHY R-(hopmy. F AT®
3a cBoero MosekymsipHoro OymoBoto AKT-aza |
€ TUTIOBUM PETyIATOPHUM (DEPMEHTOM, 1110 CKJIa- O
JA€THCA 13 IIECTH PETYISATOPHUX Ta KaTaTITHYHUX TD
cybonunuups (R,C,), gki yTBOpIOIOTH OiNOK i3 |-
YEeTBEPTUHHOIO CTPYKTYypoto (puc.7.13).
KiHeTuka cyOCcTpaTHOT 3aJ1e)KHOCTI IBUAKOCTI | -

AKT-a3noi peakuii momana Ha puc.7.14. Jlona-
BaHHs a/l0CTEPUYHOrO akTHBaTopa (AT®) scypae  Puc. 7.14. Kinerwuni kpusi AKT-asu s
KiHeTHYHY KPHBY BITiBO, iHTi0ITOpa (L[T®) — BI1iBO. npucyriocti AT® ra [IT®.

Puc. 7.13. YUeTBepTHHHA CTPYKTYpA ac-

Koeanenmna mooucpixauin ghepmenmis

[NocrcnaTeTYHA KOBasIeHTHA MOTU(IKAITist (pepMEHTHHX OLITKIB € OTHHM i3 TTOIIMPEHIX
MeXaHi3MiB KOHTPOJTIO 3a Tiepebirom MeTadomiuaux rporiecis. LI sxamu Takoi Moudikartii
€ 3BOpPOTHE ocopuntosanus-oegpochopuntosants (HAHOLTBIT TIOMUPEHNI MEXaHI3M
perymsii), Memunysanus, adeninyeants, AJ{D-pubosunosarnts OITKiB-(hEepMEHTIB.

DochoprmoroTs Ol crienianbHi hepMeHTH npomeinKinazu (npomeingocgoxinasi),
110 32 PaxyHOK KiHIIeBOro (Y-) pochary ATD 3milicHIOIOTH (ochHOpHITIOBaHHS CEPUHOBOTO
YH TPEOHIHOBOTO (JIesIKi IPOTETHKIHA3M — TUPO3HMHOBOT0) PAIKAITY BiZITOBITHOTO OijKa:

®-0H+ATO — (B-0-0 +Al®

3BOpoTHA peakis — JIePocOoprTtoBaHHS OLIKIB — KaTali3yeThCsl npomeingoc-

pamazamu:
®-0— +H,0 — (B—OH + dy

CyOcrparamu poTeTHKIHA3 € YUCICHHI epMeHTHI OUTKH (2nikoeendocgopunasa,
Kinaza gocghopunazu b, enikocencunmemasa, mpueniyepuoninasa, nipyeamoeziopo-
eenasa, ayemun-KoA-kapbokcunaza TOIO), NEsiKi OUTKM MEMOpPaHHHUX KaHAJIB, MCTOHU
XPOMATHHY TOIIIO.
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®docdopuntoBaHHs 6aratbox OUTKiB-pepMeHTIB TpaHC(bopMye iX y KaTamiTHIHO
aKTHBHY q)opMy (pochopuntoBanus rJIlKoreH(bOC(bopnnasm KiHa3u ¢ocdopunaszu b,
TPUITILEPUTINA3H TOMIO); POochHOPUITIOBAHHS 1HIIHX q)epMeHTHI/Ix O1nkiB (TIMiKO-
rercunTerasu, B-I'OMK-penykTasu) €, HaBIaku, MEXaHi3MOM iX iHaktuBarii. [1Bu-
KicTh hocopunroBanHsi-nedochopuTroBaHHs OUIKIB KOJIMBAETHCSL, K IPABIJIO, B MEXKAX
BiJ] ICKIJIBKOX CEKYH/I JIO JICKIIBKOX XBUJIMH, BIIMTOBITHO /IO HEOOX1THOCTI BKITFOUCHHS
a00 BUKJTIOUEHHSI 1IEBHOT (pi310J10TT4HOT PYHKIIT KITITHHH.

V perynsuii uncneHHnx 0i0XiMiYHUX QYHKIIH Ta (1)1310J10r1qH1/1x nporieciB Oepe y4acThb
yHIKaJlbHa MPOTETHKiHA3a, 10 AKTHBY€ThCS MUKTIYHUM aJeHo3uHMOHOodocharom
(TAM®) — emopunnum nocepednuxom y Aii Ha KIIITHHY O0ararbox (pi3iooriyHO aKTHB-
HUX CTOJYK (JIUB. HUXKYE).

Ilpomeonimuuna axmueauyisa hepmenmis

AxruBaitis PepMEHTIB IUIIXOM 00MEKEHOT0 MPOTEOII3Y X MOJIEKYJI € MEXaHI3MOM
He360pomHoI TpaHcPopMallii pepMEHTY B KaTaTITHYHO aKTHBHUH cTaH. [Ipu 1ii 1iboro
MeXaHi3My BiJl HeakTUBHOI (popMu pepMeHTy-TIonIepeTHUKA (npoghepmenmy, 3umoceH))
BIJIIICTUTFOETHCS IEBHUM MENTUHUN JIAHITIOT; Y TICTITH/II, 1110 3aJIUIIAETHCS MMICIs 00-
MEKEHOT'0 TIPOTEOTI3Y, BiI0yBarOThCsl KOH(POpMALIiiHi 3MiHH, sIKi TIPH3BOASATH 10 HopMy-
BaHHSI aKTUBHOT'O IICHTPY 1 CTBOPCHHS KaTAJIITHYHO aKTUBHOT JopMu Oiika-hepMeHTy.

Lleii perynsTopHUii MeXaHi3M QyHKIIOHY€E IPH YTBOPEHHI aKTHBHHX (h)OPM OLTBIIOCTI
MPOTEOTITUYHUX PEPMEHTIB TPABHOTO KaHATY — NENCUHY, MPUNCUHY, XIMOMPUNCUHY),
a TaKO)K aKTUBHUX MPOTEA3, 110 € KOMIIOHEHTaMH ((pakTopamu) 3ropTaibHoi i hidpuHO-
JITUYHOT CUCTEM KPOBI JIFOJIUHHU.

in pecynamopnux oinkie

AKTHBHICTb JeIKUX (DEPMEHTIB KOHTPOIOETHCS CTICLIaIbHUMH PETYISTOPHUMHU
OiJIKaMu, 0 MOXKYTh CIIPHYMHSTH aKTHBYI041 200 1HT101TOpHI e(eKTH.

[puknagamu Takux O1IKiB-€PEKTOPIB €:

— kanemooynin (KM) — Ca-ayTnuBuil IpoTeiH, KU € XIMiYHUM CEHCOPOM, 10
TpaHchopMye 301TBIIEHHS [IUTO30bHOT KOHIIeHTparii Ca’" B meBHI OioximMiuHi Ta
¢izionorivuHi peaxuii KIITHHY; M 3B’ s13yBaHHS YOTHPHOX 10HIB KaJIbLIiI0 KOMILIEKC
KM-4Ca*" crae 3maTHUM 10 aKTHBAIli] 6arathox epMEeHTHUX OIIKIB, 30KpeMa ¢oc-
Goodiecmepaszu YyuxknivHUX HYyKIeomuois, KiHa3U Je2KuUX JaHy2ie Mio3uHy TOIIO;

— npomeinasti ineibimopu, T00TO eEKTOPH, 1110 OOMEKYIOTh (OJIOKYIOTh) aKTHUB-
HiCTh TKAHMHHUX MPOTETHA3 — (EPMEHTIB, SIKi CIPOMOYKHI PO3IICIIIIOBATH BIacHi OLTKH
OpraHi3My; HaHOUIbIII AKTUBHUMH iHT161TOPaMU € OL,-MaKpO2100Y1iH Ta O -GHMUMPUN-
curt (O -npomeinasnuii in2ioimop), sxi GJIOKYHOTh aKTUBHICTh CEPUHOBUX Ta iHIIMX
MPOTEiHA3 32 PaXyHOK 3B’ S3yBaHHS 3 IX AKTUBHUMH IICHTPAMU;

— anmueemoinvruil enooynin A (paxmop VIII 3ropraibHOT CUCTEMU KPOBI); ek
OLI0K Oepe ydacTh B aKTUBALI ¢hakmopa X, 10 3aIyCKae BeCh KOATYJSIIHHAN KacKa/l,
SIKWHA TIPU3BOIHTH 10 (POpMYyBaHHSI KPOB’STHOTO 3TYCTKa; Ca/IKOBa HEJOCTATHICTh aHTH-
reMo(iIbHOTO II00YITiHY A TPOSIBIISIETHCS CXUITBHICTIO JI0 KPOBOTEY — 2eMOPiniero.

Bb. Apyruii muigx perysiii € MexaHi3MOM JIOBrOTpUBaJIol ajanTailii pepmMeHT-
HOTO arapary. J1jis Horo BKITFOUCHHS 1 TOBHOT peatizaliii HeoOX1IHO JACKiJIbKa FOIUH a00
J1i0. Y OUIBIIOCTI BUTIAJIKIB BiH MOJISITA€ B 3MiHAX B IHTCHCUBHOCTI O10CHMHTE3Y IIEBHOTO
(depMeHTHOTrO OiNika 32 paXyHOK BIUIMBY Ha CHCTEMY SIEPHOTO reHoma abo pubdoco-
MaJIBHOTO O1JIKOBOTO CHHTE3Y (TOOTO MPOIeCcH TPAHCKPHUIILIi Ta TPAHCIALiT). Y JesKuX
010XIMIYHHX CHCTEMax KiJIbKiCTh OiIKa-(hepMEHTY B KIITHHI 30UIBIIYETHCS HITSIXOM
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cTalinizarii ICHyrOUHX MOJISKYJT 32 PAXyHOK raJIbMyBaHHS aKTHBHOCTI IIpOTea3, Mo ix
PO3LICTUTIONOTS.

Leti Tum peryssii IrpoKo NpeiCcTaBIeHNH Y MIKpPOOPTaHi3MiB, SIKi MalOTh BPKAIOTy
BJIACTHBICTb PUCTOCYBAHHS JI0 3MiH Y XIMIYHOMY CKJIaJli KYJBTYPaJIbHOTO CEPEIOBHIIA
(KOHLIEHTpALIiil aMiHOKUCIIOT, BYIJIEBOAIB, IPUCYTHOCTI MEBHUX aHTHOIOTHKIB TOIIO)
HIJTSIXOM LIBHIKOT aKTUBALI1 200 rajJbMyBaHHsI CHHTE3Y BiJIIIOBITHIX ()ePMEHTIB.

Po3pizHstoTh Ba Kiacu GepMEHTIB MIKpOOPTaHI3MiB:

— KOHCMUMYmueHi pepmenmu — Taxi, O CHHTE3YIOThCS OaKTepiaIbHUMHK KITITH-
HaMH TIOCTIHHO, HE3aJICKHO Bijl 3MiH B YMOBaX iCHYBaHHS;

— aoanmueHi hepmenmuy — TakKi, IHTCHCUBHICTh OIOCHHTE3Y SIKUX 3MIHFOETHCS
3aJIeXKHO BiJI 3MiH B yMOBAaXx iCHyBaHHSI.

AnanTuBHI pepMEHTH MiKpOOPraHi3MiB HOAUISAIOTHCS Ha IHOVYubenvbHi Ta penpec-
benbHi, TOOTO TaKi, aAKTUBHICTh CHHTE3Y SIKUX, BIIITOBIIHO, TIIBUIIYETHCS 200 rajibMy-
€TBCSI 3AJICYKHO BiJ J1i1 IEBHUX CIIONMYK-eeKTopiB. MoneKyapHi MexaHi3Mu (hepMEHTHOT
iHIyKuii Ta penpecii B kumkoBoi nanmnyku E.Coli OyayTs po3misiHyTi B IiaBi 22.

ApanTHuBHa iHIYKLis 200 penpecis pepMeHTiB Mae MicIie 1 B KIITHHAX €yKapioTiB.
[puknamamu iHAYKIIT PEPMEHTHUX CUCTEM B OpPraHi3Mi JIFOJWHU MOXKYTh Oy TH 3MiHHU B
KOHIICHTpaIlii OUTKiB-()epPMEHTIB y TICUIHIII, 1110 BiJJOYBaIOTHCS 3aJICKHO BiJ KUTBKOCTI
NOKMBHHX CIIONYK B DKi (aganTamist (PepMEHTIB ByIJICBOIHOTO, aMiHOKHCIIOTHOTO Ta
JMiAHOTO OOMiHIB), HAIXOMKEHHS B OPTaHi3M UY>KOPIJJHUX CIIONYK — JIIKapChKUX,
TOKCUYHUX (1HAYKIist PEPMEHTIB JICTOKCHUKAIlIi — IIIFOKYPOHYBaHHS Ta MIKPOCOMAaJTb-
HOT'O OKHCJICHHST).

Hukniuni Hykneomuou 6 pezynauii ¢pepmenmamusnux npouyecie

BaxuBoro Ta mommpeHoo 0i0J0rYHOI0 CHCTEMOIO KOHTPOJIO 32 (hepMEHTaTUBHUMH
peaxiisiMu, 10 TOEIHYE B cOO1 Pi3HI MOJNEKYJISIPHI MEXaHI3MHU PEryJisillil, € cucmema

YUKTITYHUX HYKAeOMUOI8. NH, OH

Hykomivni vykneotumu 3',5'-AM® AN AN
(WAM®) Ta 3',5'-TM® (I M) — YU fI 3
1ie BHyTpiHi (3°5") qudocdopi edi- SNTTON H,N SNTON
pu aneHinoBoi (AM®) ta ryaniiioBot 0—CH, 0—CH,

(I'M®) xucnor.

Haii6inpm mnmomupeHuMu € ‘ H
HAM®-3a51exKHI CHCTEMH KOHTPOIIID  Q=p——() OH o=pP—o0 OH
3a BHYTPILIHbOKIITUHHUMH 0i0Xi- ! '

MIYHHMH TIPOIIECaMH, 30KpeMa 3a O uama OH  urmo
TaKHMH, 1110 MJUISTAI0Th HEHPOryMOpalIbHIi peryssiiii 3 00Ky [TICHOTro OpraHi3my, sika
peanizyeTbesi TOpMOHaMHU Ta Helipomeniaropamu (riasa 23). Perymsuis pepmen-
TaTUBHUX MPOIIECIB 32 yuacTio TAM® BKkItOYae ACKUIbKA MOCTIAOBHUX CTamiil
nepeaBaHHs Ta TpaHcPopMallii XiMivHOTO (PErysiTOPHOTO) CUTHAIY.

1. YTBOpEeHHS LIMKIJITYHUX HYKJICOTHIIB Y PEAKIIisX, 0 KaTalli3yIoThes (pepMeHTaMu
UKJIa3aMH: AOeHUTAMYUKIA3010 Ta YaHiiamyuxiazon 3 HyKieosuaTpudocdaris

AT® ta I'TO, BiAmosigHO:
I'TO —> 3'.5-'MD + ODH

ATO—> 3" 5-AM® + ODH
Posmerrenass TAM® ta il M® 10 3Br9aifHIX, HEMMKITIYHIX HyKTeo3uaMoHo(hocdariB
KaTani3yeThest (hocghodiecmepaszoro YukaiuHux HyKieomuois.

’ o
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DepMeHT adeninamyuriaza PO3MIIICHUH Y TUIa3MaTHYHUX MeMOpaHaXx KIIITHH 1 Horo
aKTHUBAIliS BiIOYBAEThCA B pe3yJbTaTi B3a€MOil 3 perentopaMn MeMOpaH TeBHHUX
(hi310JI0TTYHO AKTUBHUX CIIONYK, 30KpEMa TOPMOHIB AOpeHAiHy, STOKA2OHY TOIIIO.

2. AxruBartist ukmigHIM AM® npomeinkinas, GyHKIIEO SKUX € (GochOpUITFOBaHHS
iHmux ¢epmenTHux OinkiB. i tAM®-3anexHi NpOTETHKIHA3HM € PEryIsSTOPHUMH
(hepmeHTamu, 110 aKTHBYIOTECS TAM® 32 MeXaHI3MOM aJIOCTEPHYHOTO KOHTPOIIO.

nAM®-3arexHa MPoTeTHKIHA3a € TETPAMEPOM, ITI0 CKIIATAETHCS 3 IBOX KaTAIITHIHIAX
Ta BOX perynaTopuux cyboauuunps (CR,), gk 1 iHII (EepMEHTH 3 al0CTEPUIHUM
MeXaHi3MoM peryrsii. Bzaemoniss 9otuppox mosekyn TAMO® i3 R-cybomuauATIIMEI
MIPU3BOIUTH JI0 TUCOLTAIT IPOTETHKIHA3HOTO KOMIUIEKCY 3 BUBLUIbHEHHIM C-CyOOIMHHUIIb,
sIKi CITIPOMOYKHI JTO KaTaJli3y BiAMOBiIHOT peakiiii (To0To (hocopriTroBaHHS BiIITOBITHIX
KJTITHHHUX OUIKIB):

C2R2 +4nAMO —»= 2C + Rz-HAMcD4

AxTHBOBaHa MPOTEiHKiHA3a MOXe POCchOPUITIOBATH IEeKiTbKa COTEHb 200 THCSY OLTKIB-
cyOCTpariB, 110 TPU3BOIUTH JI0 3HAYHOTO MTOCKIICHHSI TIEPBUHHOTO XIMIYHOTO PETYJISTOPHOTO
CUTHATy — KAcKaOHa cucmema pe2yisayil. Bimbll IeTaibHO MOJISKYJISIPHI MEXaHI3MU
BKITFOUeHHS TAM®D-3a5exHIX Kacka/[iB O10XiMIYHHX peaKiii pu JIii rOpMOHIB Ha 4y TJIMBI
KJIITHHU Oy/TyTh PO3IVIAHYTI B I1aBi 23.

Hlopywienna pepmenmamuenux npouecie

PesynbraTtom 3MeHIIEHHST KOHIIEHTparlii B Ol0XiMidHI cucTeMi in vivo Oyb-sKOro
(hepmeHTY € TopyIIIeHHs TIepediry BimoBiHOI (hepMeHTaTHBHOI peakirii. Taki mopyreHHs
(hepMEHTaTUBHUX MPOIIECIB MAOTh MICIIC B OPraHi3Mi JIFOIMHY Ta € 010XiMIYHUM 0a31COM
PO3BUTKY YHCIICHHUX TATOJIOTIYHUX MPOIECIB. Y BHIIAJIKY, SIKIIO 3MEHIIICHHS KiJTbKOCTI
(bepMeHTy Ha NIEBHOMY META0OIYHOMY IUISIXY € PE3yJIETaTOM YPOPKEHOT HEe3/aTHOCTI
KJTITHHH JI0 HOTO Oi0CHHTE3Y, BHACIIIOK i CIIaJIKOBUX, TeHETHYHUX (DAKTOPIB, BAHMKAIOTh
VpOOd#Cceri 8aou mMemabonizmy.

[onsaTTa “ypomxkeni Bagu metabornizmy” Oyno BuCyHyTO mie B 1908 p. mikapem
A.Garrod, SIK1ii TIepIIIM PO3MTi3HAB CTIA/IKOBY PHPOIY TaKHX TOPYILIEHb METaboIIi3My B
JIFOIMHY, SIK aJKaNTOHYPIsl, IMCTHUHYPIsS, abOIHI3M Ta TEHTO3ypisl. 3aBAsSKH PO3BUTKY
010XiMiYHOT T€HETHKH BCTAHOBJICHO, IO MOJIEKY/ISIPHOIO OCHOBOK) YPO/ZKEHHX Bajl
MeTa00/1i3My € aedekTH (pepMeHTIB (€eH3UMONATIN), IO CHPUYMHEHI MyTauisiMu
B CKJaJi reHiB, sIKi BiANOBiAaIbHi 32 CUHTe3 NeBHUX (pepMEHTHUX OiJIKiB.

Jlo enzumonamiil HaJIeKaTh:

— YPOIDKEHI1 MopyIeHHs MeTaboITi3My IPOCTHX Ta CKIIA/THUX BYIJICBO/IB,;

— YPOKEHI TIOPYIIICHHS METa00JTi3MY JIIITi/IiB;

— YPOJDKEHI MOPYILICHHS MeTa00ITi3My aMiHOKHCIIOT;

— YpOLKeHi ITOpYIIeHHsI MeTa00ITi3My TIOp(ipHHIB;

— YpOmKeHi TIOpYIIIeHHS MeTab0i3My ITypHHIB Ta MTPAMIIHHIB.

Ha nanwit gac Bijomo 0mmsbKo 150 criakoBIX eH3UMOTIaTii. 3p0o3yMiTo, 10, SIKIIO TeH,
EKCIIPECIst SIKOTO BiZI0OYBAEThCS IIIIXOM CUHTE3Y OLTKa-(epPMEHTY, € QOMIHAHMHUM, TICBHA
TIATOJIOT st MeTab0ITi3MYy MPOSIBIISIETHCS BKE B TETEPO3UTOTHOMY CTaHi; y BUIIAAKY ACPEKTY
B CTPYKTYPI peyectéHo20 TeHa TeTePO3UTOTHI 3a JJaHUM TeHOM OCOOWHH 371aTHI CUHTE3yBaTH
BiATIOBiTHMI OLTOK y 3MEHIIIEHIH KiJTBKOCTI, i €H3MMOTIATIsl y BUIIISA CITaIKOBOT ITaToMNoTii
YacTo MposBIIsIE ceOe NHIIIe 3a IeBHUX (Hi310JIOTTIHIX YMOB.

bioximivyHi MexaHi3M1 BHHIKHEHHS OKPEMIX THITIB eH3UMOTIATI Ta IX KITIHIYHI [POsSBH
OyIyTh PO3IVISIHYTI Y BiZINOBIJHUX IJIaBaX.
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['JTABA 8. OBMIH PEHOBHUH: KATABOJII3M, AHABOJII3M

O0miH peyoBuH (MeTa00Ii3M ) — CYKYIHICTh O10XIMIYHHX PEaKIliii epeTBOPECHHS
XIMIYHUX CHOIYK (Memabonimig), o BiI0yBalOThCs B )KUBUX opranizmax. [locTiiHuit
OOMiH PEYOBHHAMH Ta CHEPTI€I0 3 HABKOJIHUIIHIM CEPEAOBHILEM € TOJIOBHOIO 03HAKOIO
JKUBOI KJIITUHH, 10 BU3HAYA€E i1 TEPMOJAMHAMIYHO CTAI[lOHAPHUI CTaH Ta MPOTHIIIE
3POCTaHHIO HTPOIIIT B Oy/Ib-sKiii 010JIOTTUHIM CUCTEMI.

8.1. 3ATAJIBHI 3AKOHOMIPHOCTI OBMIHY PEYOBHUH

OOMiH pe4OBHH B OpTaHi3Mi JIOJHA Ta BHUINX TBAPHH CKIAIAETHCS 3 JEKITHKOX
TTOCITIZIOBHUX CTaJIii, 10 BKITFOYAIOTh Yy cede:

— HaJIXO/PKeHHsI 0100praHiYHIX PedoBHH (TIOKUBHHUX CITONYK) — OLJIKIB, JIITTIIiB, BYT-
JIeBO/IiB, BiTaMiHIB, MiHEpATLHIX €JIEMEHTIB, BOAW — JIO OPTaHi3My B CKJIA/Ii IPOYKTIB
XapyyBaHHS,

—[epPETBOPEHHS MTOYKUBHUX CIIOTYK (OLIKIB, MOTicaXapuIiB, JKUPIB) y TPABHOMY KaHai
JI0 IPOCTHX CIIONYK (aMIHOKHCIIOT, MOHOCAXapH/IiB, JKUPHUX KUCIIOT, IIIEPHHY ), IO
3[1aTHI BCMOKTYBATHCS SMITENIIEM CITM30BOT 000JIOHKH IIUTYHKa Ta KUILICUHHUKA;

— 010TpPaHCTIOPT MOJIEKYJI — MPOJAYKTIB TPaBICHHS IOKUBHUX PEUYOBUH KPOB 10 Ta
niMdoro, HATXOPKEHHS 1X Yepe3 MeMOpaHH Cy/IrH Ta KJIITHHHI MEMOpaHU 70 IEBHUX
OpTaHiB 1 TKaHWH (TIE4iHKH, M’ 5I31B, TOJIOBHOTO MO3KY, HUPOK, )KUPOBOI TKAHUHHM TOIIIO);

— BHYTPIITHHOKIIITHHHIH MeTa001i3M 010MOJIEKyYIT B OpraHax i TKaHWHaX (npomidic-
Huti 0OMiH, ad0 BIacHe MeTal0oIi3M y By3bKOMY 3HAYCHHI);

— BUJIUTEHHS (€KCKPEILisl) 3 OpraHi3My — 4epe3 HUPKH, JIETeHi, MIKipy, KHIIeIHUK —
KIHIIEBUX MPOAYKTIB 0OMiHY pedOBHH (IOKCHIY BYIIIEIIO, aMiaKy, CEHOBUHH, BOJIH,
MTPOTYKTiB KOH TOTAIli] IeTKNX OPraHIYHAX MOJIEKYJI Ta IPOAYKTIB IX OKUCIICHHS).

Peakuii BHYTPilIHBOKJIITHHHOr0 MeTadoIi3My BKIIIOYAIOTH Y ceOe Taki 0ioxi-
Mi4HI IEPETBOPEHHSI:

a) PO3ILEIIICHHS 0100praHIYHUX MOJIEKY (TTFOKO3H, JKUPHUX KUCIIOT, aMiHOKHUCIIOT,
DIILEPUHY) 0 KIHIEBHX MPOAYKTIB MPOMIXXHOTO OOMiHY (IIOKCHIY BYIVICLO, BOIH,
amiaky) 3 BUBUJIBHEHHSIM XIMIYHOT €HEeprii Ta akyMyIsILi€eto ii y popmi ajeHO3HHTPH-
¢dochopnoi kucioru (anenozuntpudocary, ATD), inmmx makpoepriunux gpocdarin
a00 MPOTOHHOTO MOTEHI Ay, 1110 3a0e3Meuye eHepreTHYHI MOTPeOr OCHOBHHX IIPOLIECIB
KUTTEMSTBHOCTI. CyKYITHICTD MPOIIECiB pO3IIEIUIeHHs 010MOJIEKYIT 3 BUBIJIbHEHHSIM
eHeprii oTpuMana Ha3By Kamabonizmy;

0) cunTe3 criennivHIX, TeHETUYHO PUTAMaHHUX TAHOMY OpTraHi3MOBi 010MOJIEKyIT
(OLIKiB, HYKJIETHOBHX KHCJIOT, TIOJTiCaXapH/IiB, JTiMifiB, 610peryIIATOPIB TOIIIO), IO HEOOXiTHI
JUTSL yTBOPEHHS BIIACHUX KIIITHHHUX Ta MO3aKIITHHHAX OlocTpykTyp. Lli mporecu otpu-
MaJd Ha3By aHabonizmy Ta OTPeOyIOTh BUKOPUCTAaHHS eHeprii y gpopmi ATO.

B) BUKOpUCTaHHs eHeprii (y popmi AT abo npoToHHOTO oTeHwiany) /st 3a0e3re-
YeHHS TaKHUX MPOLIECIB KINTUHHOT (hi310J10Tii, SIK ()yHKIIOHYBaHHS CKOPOTIIMBUX CTPYKTYP
(M’s130BE CKOPOUYCHHS, JIISUTbHICTh SJIEMEHTIB IIUTOCKENIETa, BIMOK 1 JUKTYTHKIB TOIIIO),
€K30- Ta eHJIOLMTO3, FeHepallis MeMOPaHHOT'O MOTEHIIially, AKTUBHUH TPaHCIIOPT MeTa-
0OJIiTIB Ta HEOPraHIYHKX 10HIB.
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[Ipornecu nepeTBOpeHHsT OAHUX METAOOIITIB (010MOJIEKyYIT) Ha 1HIII, 10 KaTalizy-
I0ThCSL (PepMEHTaMH, CKIAHAI0Th MemaboniuHi wisaxu.
IocrimoBHOCTI peaKiii, 3 IKIX CKJ1a/TAF0THCS METAOOIIUHI ITUTSIXH, MOYKYTh Oy TH ST HIHIMY,
PpO3raTy>KeHNMH Ta IIMKTIYHAMU:
E E E E

1 2 3 4
A— B—>»- C—>D—>» F A

JliniiHa MOCiIOBHICTB GI0XIMIYHHX peaKIliit @

N, ©

E F
E Hykoniaanit MeTabomigHII IIUTIX

Posraiy:xena nocminoBHICTh 010XIMIYHMX peaKIliit

MeTa0o0stiuHi MUISXH MOAUIFOTHECS HA:

— KaTa0OJTIuHI MUISXH, SKi CTAHOBIIATE B CYKYITHOCTI Kamabonizm — peaKIlii po3Iiern-
JieHHs (T1IpOITi3y, OKHUCIICHHS TOIO) 0100praHiYHIX PEUOBHH, 10 HAIXOJISITh 13 30BHILTHHOTO
CEpEIOBHIIIA Y CKITAJTi MPOTyKTIB XapIyBaHHs (BYIJICBO/IB, JIITi TiB, OLITKIB TOIIO) Ta O10MOJIEKYI,
SIKi CKJIaJIAI0Th CTPYKTYPY KJIITHH Ta TKAHUH OpraHizMy;

— aHa0OJIYHI NUIAXH, SIKI CTAHOBISTH AHAOON3M — PEaKIlii CHHTE3Y CKIAIHUX
0i00praHiYHMX CIOMYK, 10 CKIIAJAI0Th Pi3Hi CTPYKTYPHI YTBOPEHHS OpraHi3My (30Kpema,
OiomomiMepiB — OLIKIB, HyKJIETHOBUX KHCIIOT,ITOTICAXapHIiB) Ta 3a0e3MeUyoTh HOTO
¢dyHKIioHyBaHHs (JIiMiAiB, MOHOCAXapW/iB, aMIHOKHCIIOT, HyKJICOTHIIB, BITaMiHiB,
Ko(hepMEHTIB, TOPMOHIB TOIIIO).

— am(iOOiUHI NUISIXH, SKi MICTATBCS Ha “TiepexpecTsik”’ KaTaboi3My Ta aHabomi3My;
MeTaOOIiTH, IO CKITIAF0Th aM(iO0NIUHI IIIISIXH, MOXKYTh IIEPETBOPIOBATHCS SIK B KaTabo-
JIYHUX, TaK 1 B aHAOOJIYHKX ITPOIEeCaX; MPHKIIAIOM MOKE Oy TH UK TPUKAPOOHOBUX KUCIIOT.

OOMiIH pedoBHH B OpraHi3Mi 0e3nocepeTHbO OB’ 13aHui 3 00MinoM eneprii. Cepern
peaxiiiii MeTabosTi3My PO3PI3HSOTH €K3EPrOHIYHI Ta €HICPTOHIYHI PEaKIIil.

Exs3epeoniuni peaxuii (npoyecu) — Taxi, MO CyNPOBOKYIOThCS BHBUIBHCHHIM
XIMIYHOI eHeprii, HeoOXiTHO1 /151 (DYHKIIIOHYBaHHSI JKUBUX OPTraHi3MiB.

Haii0i1p1 BaXKIMBUMH €K3€pTOHIYHIMH MIPOIIECAaMH B )KMBUX CUCTEMAX € OKUCITIO-
BaJIbHI peaKilii, 0 KaTai3yI0ThCsl OKHCIIOBAIbHO-BITHOBIIOBAIEHUMH (DEpMEHTAMH
MeMOpaH MITOXOHJpiii. EHepris, sika BUBIIBHIETECA B OKHCIIOBAIBHHUX PEAKIIisX,
3/1OLIBIIOT0 aKyMYITIOEThCS Y (POPMI MaAKpoOEepeiuHux CROYK.

Enoepzoniuni peaxuii (npouecu) — Taxi, o MOTPeOyIOTh TS CBOET Tedil BUTpaT
CHEPIT; 11e ()epMEHTATHUBHI PEaKIlii CHHTE3Y Ta BiJJHOBJICHHSI:

— peakyii cunme3y IPA3BOJLTH 10 YTBOPEHHST HOBUX XIMIYHHX 3B’SI3KiB, YCKIIATHCHHS
CTPYKTYpH O10MOJIEKYIT (IPOCTHX CIIONYK Ta O10IOTIMEPIB); 32 JDKEPENIO CHEPIii B OLTBHIIIOCTI
Ppeaxitiif CHHTEe3y TIPaBIIATh MakpoepriuHi 38”3k ATD;
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— peakyil 6iOHOGIeHHs: — TIPUETHAHHS 10 0100pTaHIYHAX CITONYK (371e01IbIIorO0,
HEHACHYEHHX 3B’ SI3KiB) aTOMIB BOHIO; B PEAKIIisIX BIHOBIICHHS SIK JOHOPH BUKOPHUCTO-
BYIOTBCS] MOJIEKYITH BiJTHOBIICHOTO HiKOTHHaMIinaneH HauHyKieotuadochary (HAJIDH).

Cnpasicenns enoepeoHiunuX nPOYecie 3 eK3epeoHiuHUMU 30IIICHIOEMbCA 34 Pa-
XYHOK CUHMmE3y NPOMsAZOM eK3eP2OHIuHOT peaKyil CROJIYK 3 6UCOKUM eHepzemuy-
HUM ROMEHUIAIOM, AKI 6 NOOATILULOMY GUKOPUCHIOBYIOMbCA 6 €HOEPZOHIUHUX
peakuiax, uio 3adezneyye nepeoauy XiMiuHoi enepeii 6i0 ex3epzoHiuH020 00 eHoep-
20HIYH020 npoyecy.

CroiykH 3 BUCOKMM €HEPreTHYHUM IMOTEHIIaIoM — 11e 010MOJIeKyIJH (OpraHiyHi
¢ocarn), 1110 MarOTh BUCOKY CTaHIAPTHY BUTBHY SHEPTiI0 TIEPEHOCY KiHIEBOT ochaTHol
rpynu (30kpema, rigpomisy ) AG° (a60 AG° ipu pH = 7,0). Taxi GiomoreKysu Ta BiAmoBiIHI
XiMiUHi 3B’ 3KH MArOTh Ha3BY Makpoepziunux. [IpucyTHICTh y IIMX CIOTyKaX BUCOKO-
€HEePreTHYHOTO (MaKpoeprivHOro) GocdarHOro 3B’SI3KYy MO3HAYAETHCS CHUMBOJIOM ~
(3Hak “tmipma”), Tooto ~ O, abo ~P (aHm.).

T'omoBHOIO MaKpOEPTIYHOIO CHONYKOIO B JKUBUX OpraHizmMax € Mornekyna ATD. YV
cTpykTypi Monekyan AT® e nBa makpoepriuHi 3B’s13ku, Monekynmn AP — omuH
MaKpOEepriYHHi 3B’ SI30K:

NH,
~ N
NK D ¢ 2 9
NS

N CH,—O0—P—0~P—0~P—OH
N 0 2 | | |

OH OH OH
H H
OH OH

Anenosuatpudocdopna kucnora (ATD)

Jlo MaxkpoepriyHux CIoSyK Haje)KaTh TaKoXK Taki iHTepMeniaTH

.. . . OH
BYIJICBOJTHOT'O, JHITITHOTO 1 aMiHOKHCIIOTHOTO MeTabomi3my, sk pocdo- NH ~P=0
eHommipysar, 1,3-mudocdorinepar Ta BaKIMBUI €HEPreTUUHUI pe3epB \OH
M’s131B — KpeatuHdocdar. C=NH

BuBinbHeHHS XiMiYHOT eHeprii BigOyBaeThes 32 yMOB Tiponizy AT®ta |
AJ1D abo nepeHocy MakpoepriyHX GpocdaTHUX rpyI Ha iHI AKLIEITOPH: II\I_ CH;

AT® +HO — Al®+O, CH,
AG"= - 17,3 kka/moib (— 30,5 KIK/MOJIb) éOOH
AJlD + H20 —_— AMO + CDH kpeartuHdochar

AG"=— 6,6 kka/MOIB (— 27,6 KIK/MOJIB)
3BopotHe nepetsopennst AJID B AT® 3a yuactro Heopraniunoro pocdary (), TooTo
(hocopumoanns AJID no ATO Bumarae BiIIOBITHAX BUTpAT XiMIYHOI €Heprii:
Alo+®, — ATO
AG”= + 7.3 xkai/Moib (+ 30,5 KImK/MOITb)
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A D BianoBigHO 10 LMX SHEPreTUYHHUX 3aKOHO-
MipHOCTeH, mKTigHi iepetBopeHHst ATO B AJID
ATO 3B’SI3YFOTH MPOIIECH, 10 TeHepyIoTh ~ D, 3 mpo-
LecaMy, 10 CIOKUBAIOTh ~ @. TakuM YMHOM, Y
BCix Oionoriynmx cucremax AT® € ocHOBHOIO
CIIOJTYKOXO, sIKa TIEPEJIac CHEPI IO Bifl EK3ePrOHIYHNUX
JI0 SHJICPrOHIYHMX MPoIieciB (O10XIMIYHMX peaKiiii
AL® Ta (Pi3i0JOTTYHIX (PYHKITIIA).

B C Cxema cripsbkeHHsI ek3eproHidnux (A—B) 3
Puc. 8.1. Poab cucremun ATO—AN® y eHaeproniuanmu (C—D) peakuismu depes cuc-
cupsukenni exseprouiunnx Ta  Temy AT® — AJI® nonana Ha puc. 8.1.

€H/ICPrOHIYHMX MpoleciB.
Tunu o0MiHy pe4oBHH

[IpoTsirom GiomoriuHOi eBOJTFOIIIT Ha 3eMITi BAHWKJIH JIBa TUITH OOMiHY PEYOBHH —
aymompoduuil Ta eemepompoghHuil, MO PO3PI3HIIOTHCS 3aJIEKHO Bij TOTO, Y SKIH
(hopmi OpraHi3Mu OTPUMYIOTh 3 HABKOJIMIITHBOTO CEPEOBHUIIA HEOOXITHI JIs X JKUT-
TENISLTPHOCTI 1 TOOYIOBH Oi10CTPYKTYP BYIIICIh Ta EHEPTIIO.

Aymompogpni knimunu (opzanizmu) MOXXyTh BAKOPUCTOBYBATH SIK €JMHE JKEPEIIO
Byrnewo CO, armocdepu, 3 KOro BOHM 3/1aTHi yTBOPIOBAaTH BCi CBOI ByIJICLEBMICHI
KoMIoHEHTH. /{0 ayToTpopHUX HaeKaTh (POTOCHHTE3YIOU] KIIITHHH BUIIAX 3€JICHUX
POCJIVH Ta KJIITUHH JISIKUX MTPOKAPIOTIB — CUHBO-3EJICHUX BOJIOPOCTEH, 3eJICHUX Ta
nyprnypoBux Oakrepiil. EHepriro ans cBOiX €HIEProHIYHUX peakuiid ayToTpodu
OTPUMYIOTb 32 PaXyHOK €HEepTii COHSIHOTO CBITIA, SIKA YIOBIIOETHCS Ta TPAHCHOPMY-
€THCS B XIMIYHY C€HEPril0 CleUialbHUMH CBITIOUYTJIMBUMH OilKaMH, 30KpeMa
X0poghinamu XIOPOIUIACTIB 3EJICHUX POCIIHH.

Cymapse piBHSHHS (DOTOCHHTE3Y:

6 CO,+6HO — CH,0,+60,

T'emepompogni knimunu (opzanizmu) OTPUMYIOTH ByTJIEIlb, HEOOX1THUI IS TT0-
Oy/ZI0BH BIIACHUX MOJICKYJ 1 010CTPYKTYp, Y BUIVISIII CKJIQJAHUX O100praHiYHUX CIIOTYK
(ByIIEBOJIIB, JIiMiIiB, OLJIKIB TOIIIO), IO MICTAThCS B TIPOIYKTAX XapuayBaHHsI. 3a JDKEPEIIO
€HEepril IUTs POIIECiB KUTTEMISUTLHOCTI y TeTepoTpO]iB MPaBIATh peaKilii 0i0JI0TT9HOTO
OKHCIJICHHSI METa0OJMITIB, SIKi YTBOPIOIOTHCS ITPH KaTaboi3Mi MOHOCaxXapHIiB, Jilli/IiB
Ta AeSIKUX aMIHOKHCIIOT.

o rerepoTpohHIX HaIeXKATh €yKAPIOTHYHI KIIITHHHA TBAPHHHUX OPTaHI3MIB, Y SIKHX
OCHOBHI €K3eprOHIYHi IPOILIECH, L0 CYTPOBOKYIOTHCS BUBLILHEHHSIM XiMIUHOI €Heprii,
BiJIOyBAIOTHCS B MITOXOH/IPISIX.

8.2. METOJAY BUBYEHHA OBMIHY PEHOBUH

Jis BUB4eHHST 0OMiHY peYOBHH BUKOPHCTOBYIOTH Pi3HOMAHITHI XiMiuHi, (i3uKko-
XiMiuHi Ta Qi3UYHI METOMH, 110 JIO3BOJISIIOTH 1IeHTU(IKYBATH MEBHI MeTa0OIiTH,
OIIIHIOBATH X MEPETBOPEHHS, O10JIOTIUHE 3HAYCHHS JUIS 3JIIHCHEHHS OKpeMuXx (izio-
JIOTiYHUX (DYHKIIIH YChOTO OpraHi3My, CIeliali30BaHuX TKaHWH (M’ S30BOi, HEPBOBOI,
CIIOJTyYHO{ TOIIO), OKPEMHX KJIITHH Ta CYOKIIITHHHUX CTPYKTYD.
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CydJacHIMH METOAaMH PO3MO/LTY, OUUINEHHs CKIaIHIUX O10JIOTIYHNX CyMilIen Ta
BHJIUIEHHS 3 HUX OKPEMHX CIOJIYK € XpoMaTorpadiss — ioHooOMiHHa, abcopOrriitHa,
po3noainbHa, renb-xpomarorpadis, adinna (6iocmenmdiana) — ta enekrpodopes. I3
METOI0 BUBYEHHSI CTPYKTYPH 010MOJIEKYIT 3aCTOCOBYIOTH iH()padepBOHY Ta ynbTpadio-
JIETOBY CHIEKTPOCKOTIi0, CIEKTPOCKOIIi0 €JIEKTPOHHOTO ApaMarHiTHOTO Ta SIIEPHOTO
MAarHiTHOTO PE30HAHCIB, (PJIYOPECIICHTHUH Ta PEHTTCHOCTPYKTYPHUHN aHAII3.

OxpeMi MeTa0oMIYHI IUISIXU MICTSATHCS y BU3HAYCHUX BHY TPIITHBOKIII THHHUX JIUISTH-
KaX — KOMRapmMeHmax, 1o BiJOKpeMIIcH] 010JIOMYHUME MEMOpaHaMu, 30KpeMa.:

— B sapax — peakiiii 0iocunte3y (perutikarii) JIHK, cuntesy indopmamniinux ta
iHmmx knacie PHK (tpanckpurii);

— B MITOXOH/IPISIX — PEaKIlii UKy TPUKapOOHOBHX KUCIIOT, B-OKUCIICHHS JKUPHUX
KHUCJIOT, €JIEKTPOHHOTO TPAHCHIOPTY Ta OKHCHOTO (hochopriTtoBaHHS;

— B IUTOIDIA3MI (IIUTO30J11 ) — peakilii KO3y, IMIOKOHEOTeHE3Y, CHHTE3Y KUPHUX
KHCJIOT, 0OMiHY aMiHOKFHICIIOT TOIIIO;

— B puOOCOMax — peaxiiii OLTKOBOTO CHHTE3Y (yTBOPEHHS IMOMINENTHAHNX JIAHITIOTIB);

— y MeMOpaHaxX €HJIOIJIa3MaTHIHOTO PETHKYIyMy — IUTOXpoM P-450-3anexHi
MIPOLIECH OKHCHOTO T JPOKCUITIOBaHHS 1o OOHUX CyOCTpaTiB eHAOTCHHOTO Ta €K30-
TEHHOTO TIOXO/KeHHsI (peaKiii “MiKpoCcOManbHOTO OKHCIICHHS”);

—y J130COMax — PeaKIii M IPOTITHIHOTO PO3IICTIICHHS 010MoIiMepiB — O1IKIB Ta
HYKJICTHOBHX KHCIIOT (SIK BIACHUX 010MOJIEKYII, TaK 1 4y>KOPiZJHUX CIIOTYK, IO ITOTJINHA-
FOThCS TICBHUMH KJIITHHAMH 32 PaXyHOK €HIOIUTO3Y).

Jnist BuBUeHHS O10XIMIYHHMX peaKiiil Ta OKPEMHUX METa0OITIB, SIKi JJOKaJIi30BaHi B
MIEBHUX KJIITHHHAX KOMITAPTMEHTaX, BHKOPHCTOBYIOTb METOI OUGhepeHYiliHO20 Yyenmpu-
¢@yeysanns. CyTHICTh METO/TY TIOJISITAE B TIOCIIIOBHOMY TIeHTpHU(YTYBaHHI 3 pI3HUMHU
IIBUIKOCTSIMU TOMOTEHATIB O10JIOTIYHAX TKaHWH (TIEYIHKH, M’ 31B, MO3KY TOIIIO), IO
MICTSTB y c00l CyCTIeHZI0BaHi CyOKIITHHHI CTPYKTYpH (s1pa, MITOXOH/PIT, T130COMH,
pi3HI MeMOpaHHI BE3WKYJIH, pudocoMu). [ oTpuMaHHS TOMOTEHATy TKaHWUHY
JIE3IHTErPYIOTh Y CIIeIiaTbHOMY TOMOT€HI3aTopi, CyCTIeHTy 04  1i B 010JI0TYHO iHEpTHOMY
pozuuHi (0,25 M po3unH caxapo3u, COTbOBI pO3YHHH). 3aJIe’KHO BiJl pO3MIpiB Ta MacH,
O3HAuYeHI OpraHesv OCiIA0Th (CETUMEHTYIOTh) 3 PI3HOIO IBUKICTIO, TOMY, 32aCTOCO-
BYIOUH Pi3HY HIBUJIKICTH 00EPTaHHS POTOPY YIABTpaleHTpU(yTH (Ta, BIAMOBIAHO, 3017Tb-
LIYIOYH (akmop cedumeHmayit, 1o KUTbKICHO BU3HAYAETHCSI B OAWHHILIX IIPUCKOPEHHS
3€MHOT'0 TSDKIHHS — g) IOCSITal0Th (PpaKLiOHyBaHHS TKAHUHHOTO TOMOT'€HATy Ha OKpeMi
CYOKIIITHHHI CTPYKTYpH — Ta0I. 8.1.

Tao6nuus8.1. CyOKJIITHHHI CTPYKTYPH, 110 BUALIAIOTHCA 32 YMOB ()PAKLIOHYBAHHA TKAHHHHUX
rOMOTeHATIB MeT010M M epeHNiiiHoro ueHTpudyryBaHHs

Dakmop Dpakuin Cxnao ¢pakuii, mapkepni ¢pepmenmu
ceoumenmauii

600 g SnepHa Knitunni sapa; JJHK- Ta PHK-nmonimepasu

10000 g MiToxoHapiansHa MiToxoHnpii; GepMEHTH UKy TPUKAPOOHOBUX KUCIIOT,
010JIOTIYHOTO OKHCIIEHHS Ta OKHCHOTO (hOChHOPHUITIOBAHHS

12-16 000 g JlizocomanbHa Jlizocomu; kucai rigponaszu

100 000 g MikpocomansHa Besukynu eHaomasMaTiaHOro PeTHKYIIyMa, puoocoMu;
(hepMEeHTH OKHCHOTO T'iIPOKCHIIIOBAaHHS, 010CHHTE3y OiJKa

Cynepratant  |HagocanoBa dpaxkiist |Po3unHHI epMEHTH IUTO30II0
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8.3. CTAJII KATABOJII3MY BIOMOJIEKY.JI

VY (bepmeHTaTHBHOMY PO3MIETIIICHH] CKIIATHUX 0100pTaHIYHHX CIIOIYK B OpraHi3mi
BHJIUIAIOTH TPH OCHOBHHX CTaJii (€Tamm), o € 3arallbHUMH JJIs1 KaTa0oi3My Pi3HUX
0i0MOIeKyII.

Cragis 1. Ha nepmiii cranii karabomi3My CKJagHi MOJEKYIH (MaKpOMOJEKYIH
BYIJIEBOJIIB, OLIKIB, HyKJIETHOBHX KHCIIOT Ta MOJICKYJIH JIITiJIiB) pO3MIETUTIOIOTHCS 10
MPOCTHX KOMIIOHEHTIB!

—TIoJTicaxapyii — JI0 MOHOCaxXapH/IiB (TIepeBaskHO — TITFOKO3H, PPYKTO3H, Tallak-
TO3H);

— JTIMiY (TPHAITITITIIEPOIIH ) — JI0 YKUPHUX KUCIIOT Ta TIIEPOITY;

— OLJIKH — J10 aMIHOKHCIJIOT;

— HYKJICTHOBI KHCIIOTH — 10 HYKJICOTH/IIB.

Peaxmii nepioi crazii karabomismy € 2idposimuyHumy 3a CBOIM MeXaHI3MOM i
KaTaNi3yIOThCS 2idpoiazamu TPaBHOTO TPaKTy (IUTyHKa, Kumiedanka). L{i peakmii e
CYIIPOBO/IKYIOTHCSI CYTTEBUM BUBLILHEHHSM XiMIYHOT €HEpTii.

Crania 2. Ha npyriit ctanii karabomisMy AeKiTbKa JECATKIB MeTaOOIiTiB, M0
YTBOPHJIHCH Ha MEPIITii cTail, myraloTs PepMEHTATHBHAM PEaKIlisiM PO3IIETICHHS
3 BUBUIFHEHHSM I1€BHOI KIIBKOCTI XiMIYHOI €Heprii, fka aKyMYJIIOETbCS Y BUCOKO-
EHEepreTHYHNX (Makpoepriyanx ) 38’ s3kax ATO.

Peaxii npyroi crafii karabomisMy BiIOyBarOTbCS BHYTPIITHOKIIITHHHO (B ITUTO-
IIJ1a3Mi Ta 9YaCTKOBO B MITOXOHIPisix ). OCHOBHUMM 3 WX PEaKIIiH €:

0J1 MOHOCAxXapudie — TIKOII3, KIHIIEBIM METa0O0IITOM SKOTO € TTIPOBHHOTPATHA
KHcJoTa (MipyBar), MO B IMOAAIBIIOMY OKHCITIOETHCS 10 aKTUBHOI (pOopMHU OIITOBOI
KHCJIOTH — areTii-koeH3nMy A (ametmn-KoA);

OISL HCUPHUX KUCTLON — B-OKUCIICHHSI, KIHIIEBUM TIPOIYKTOM SIKOTO € areThia-KoA;

02151 2iyeponty — PO3LICIUICHHS 0 MIPYBaTy, SIKUi IepeTBOPIOEThCs B aneTi-KoA;

0/ amiHOKUCIOm ma HyKileomuodie — JIe3aMiHyBaHHS 3 BUAUJICHHAM aMiaKky Ta
PO3LICIUICHHAM 0€3a30THCTUX MOJIEKYJISIPHUX CKEJIETIB 10 JIBO- 1 TPUBYIJICLIEBUX Kap-
OOHOBMX KHCIIOT Ta IX TIOXiTHHUX; OLTBIIICTB i3 IIMX METa0OJIITIB Y KIHIIEBOMY ITiJICYMKY
TaKOXX YTBOPIOIOTh alleTHIILHAN pasinkai y ¢opmi anetrin-KoA.

Taxum unHOM, auemun-KoA — ue 3azanvhuil Kinyesuii npooykm opy2oi cmaoii
GHYMPIUWHbOKAIMUHHO20 Kamadonizmy ey2neeoois, ninidie ma amiHOKUCIOM.

Cragis 3. Ha tpertiif cTasii karabomisMy BiOyBaeThCS OKUCIICHHS areTiin-KoA
JI0 KIHIIEBUX METa0OINITiB — JBOOKMCY BYTJIEIO Ta Boad. Ll cramis mae miciie B
MITOXOHJIPISIX 1 CKIIATAETHCS 3 ABOX IPOIIECIB!

— yuray mpukapoornosux kuciom (LUTK, muxmy Kpebca), B pe3ynbrari QpyHK-
IOHYBaHHs AKOTO yTBOPrO€ThCs CO,, a aTOMK BOZIHIO BUKOPHCTOBYKOTHCS [UIsl BIJTHOB-
neHHs koepMeHTiB HikoTnHaminaneHinauaykineotuay (HAL") ta dmaBinageninam-
mykireotuny (PAJL);

— cucmemu eNeKmpoHHO20 MPAHCNOPMY 8 MeMOPAaHax MimoxoHopiil, B SIKil
aTOMM BOJIHIO (IIPOTOHM Ta €JIEKTPOHH) MEPEHOCATBLCA Ha KUCEHB 3 yTBopeHHsaM H,O;
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I CUCTEMa CIIPsDKEHA 3 OKUCHUM (hochopuntosanHam, B PE3yNbTaTi SKOTO €HEepris
peaxitiii 010J0T1YHOTO OKHUCIICHHS! BUKOPUCTOBYETHCS JUIs CHHTE3Y MOJieKyn ATD —
TOJIOBHOTO O€3M0CEePETHHOTO MTOCTaYaTbHIKA €HEPT il y BCiX O10J0TIHHIX €HISPTOHITHIX
Tporiecax.

MertabornivyHa KapTa 3arajJbHUX IDIIXIB Ta CTa i KaTabomi3My TofiaHa Ha puc. 8.2:

. ByrieBoau Kupn
binkn y .

(mosicaxapuam) (TpunIinepuan)
AMIHOKHCTIOTH Monocaxapuamu Cniuepun KupHi kucioru

NH, TBK
\.CO,

Auerui-KoA (C)

co o,

2H" 2H" 2H" 2H"
< J
—

O,—| duxanabnuii 1anmor mitoxonapiii |—= H,O

N
Al AT®

~_

Puc. 8.2. Cxema 3arajbHuX HLISIXiB KaTa00J1i3My 0ioMos1eKy.I.
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[TTABA 9. BIOEHEPT'ETUYHI ITPOLUECHU: TPAHCIIOPT
EJIEKTPOHIB; OKUCHE ®OC®OPUJIIOBAHHA B
MITOXOHAPIAX

Bioenepreruyni nporecu — O10JI0TiYHE OKHUCICHHS Ta CIPSHKEHE 3 HUM OKHCHE
dochopumoBaHHI — € KiHIIEBOIO (ha3010 KaTadoIi3My MOJIEKYI y JKUBHX OpraHi3Max,
IO peati3yeThCsl CKIaJHIMH MYJTBTHCH3UMHUMH KOMIUIEKCaMH BHYTPILITHIX MEMOpaH
MITOXOH/IPiK. Pe3ynbraTtoM X CTPyKTYpOBaHUX y OioMeMOpaHax peakiliii € reHepartis
MaKpOEpriYHuX 3B’513KiB y MoJieKyli AT® — 0CHOBHOMY IMOCTa4albHUKY €HEpPTil s
BCIX €HJICPTOHIYHHUX IPOIIECIB KITITHH.

9.1. PEAKIIIT BIOJOI'TYHOT'O OKUCJEHHS

BHyTpintHEOMOINEKYIIIpHE OKUCIECHHS 010JIOTIYHUX CyOCTpatiB (OionoziuHe oKuc-
JleHHs1) € OCHOBHUM MOJICKYJSIDHUM MEXaHI3MOM, 32 PaxyHOK SIKOTO 3a0€3MeTyI0ThCS
eHepreTUdHi ToTpeOH (PyHKITIOHYBaHHS JKUBHUX OPTaHi3MIB.

OxmuciieHHs] — 1Ie TIPOIEC BTPATH aTOMOM, MOJICKYJIO0, IO OKHUCIIOETHCS (CyO-
CTpaTOM OKHUCIICHHSI), €JICKTPOHIB 200 aTOMIB BOJIHIO (ITIPOTOHIB Ta €JICKTPOHIB).

BinnoBJieHHS — peaxiiis, 3BOPOTHA OKHCIICHHIO, CYITPOBOIKYEThCS TIPHETHAHHIM
OpraHiYHUM CyOCTPaTOM EJICKTPOHIB a00 aTOMIB BOJHIO (TiIpyBaHHSIM CyOCTpaTy).

[MpukagoM OKUCITIOBAIBHO-BITHOBIIOBAIBHOI peakiil, MOMINPEHOi B 010JI0TTYHIX
cUCcTeMax, € IepeTBOpeHHsI peppo-ioHy B heppu-ioH:

— ¢ (eNeKTpoH)
F62+ F e3+

B oxucnroBanbHO-BIAHOBIIIOBAILHOMY HPOLIEC] 3aBKAN OepyTh y4acTb JBa TUIIH
pPEUOBHH: oKucHUuK (CTIONyKa, 10 TIpUHMAaE eNeKTPOHN) Ta 8i0HO8HUK (CTIOIyKa, IO
BiJ/Ia€ €NIEKTPOHHU OKUCHHKY).

EnexkTpoHy Ta aTOMM BOZIHIO, 1110 OEPYTh Y4acTh B OKUC/IIOBAJIbHO-BITHOBIIIOBATIBHUX
peakKilisix, MalTh Ha3BY GIOHOGMIOGANLHUX €KGIBANCHMIS.

OKHUCITIOBAJILHO-BITHOBITIOBAIBHA PEAKIlis MOXE IMOJISATaTH B MIXKaTOMHOMY 200
MDKMOJICKYJISIPHOMY TepefaBaHHi BiHOBIIOBAJILHUX €KBIBaJCHTIB BiJ] JOHOpa
CIICKTPOHIB (CIIOTYKH, 110 OKHCITIOETHCS ) aKIIENTOPY eEKTPOHIB (CIOMYIIi, 1110 BiTHOB-
JroeThest) 0e3 O6e3nocepeIHbOro MPUEAHAHHS aKIENnTopa 10 A0HOpa. [CHYIOTh TaKoX
peakuii, B X0Oi SIKMX YTBOPIOETHCSI HOBUH XIMIYHMH 3B’S30K MK aTOMOM BYIJICIIIO
010MOJIEKYJIH, 10 OKHUCITIOETHCS, TA TETEPOATOMOM, SKUH € OLITBIIT eJIeKTPOHETaTHBHUM
1 BUCTyTIa€ OKMCHUKOM (30KpeMa, aTOMOM KHCHIO).

OKHUCHUK Ta BIJHOBHUK CKJIAQHAIOTh OKUCIIO8ANbHO-8IOHOGII08ANbHY napy (cuc-
memy) (pelnoKc-cucTeMy). 3MaTHICTh OKHCIIOBAIBHO-BITHOBIIOBAIBHOI CUCTEMHU
BiimaBaTu abo MPHUIMATH €IEKTPOHU XapaKTEPU3YETHCA 11 OKUCTIO8ANLHO-8I0HOG-
JIOBANLHUM NOMEHYianoM, 3HAYCHHS! IKOro OOUMCIIOEThCS 3a piBHSHHAM HepHera:

- RT . [OX]
E EO+ oF 1n[RED] )
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ne: R —ra3osa crana, T — aOconroTHa Temmeparypa, N — KUTbKICTh €IeKTPOHIB,
o OepyTh y4acTth y peakiii, F — uucno ®apanes, [OX] ra [RED] — xonreHTpaiiii,
BIJITIOBIZIHO, OKKMCJICHOT Ta BiJTHOBJICHOT (DOPMU CIIOJYKH, E, — crannaprauii okuc-
JIHOBaJIbHO-BIJHOBITIOBAIBHHI MMOTCHINA CUCTEMH (TOOTO OKHCIIOBAIbHO-BIHOB-
JIFOBAITLHUH TIOTEHIIiaJ 32 YMOB PIBHOCTEH KOHIIEHTpAIIi OKHCIICHOI Ta BiZTHOBIICHOT (hopM
pemoKc-Tiapu).

Bemuuna E KinbKiCHO BU3HA4a€ 3/1aTHICT CUCTEMH Oy TH IOHOPOM ab0 aKIENTOPOM
CJICKTPOHIB BIJIHOCHO 1HIIIOT PEIOKC-CUCTEMU. 3T1THO 3 peKOMEH/IAIlIsIMU Mi>KHApOTHOTO
COIO3Y 3 TeOopeTHYHOI Ta pukiaaHoi XiMmii (International Union of Pure and Applied
Chemie — [UPAC), npuidHSTO BBOXKATH, 1110 Hibii He2amueHi pedoKc-nomenyianu
Mawomy cucmemu 3 RiOGUWLEHOIO 30aAmHICmIO gi0dasamu en1eKmpoHu, a 0inbiu
RO3UMUGHI — cUCIEMU, W0 CXUTbHI AKUEeNnMYyeamu eieKmpoHu.

CraHmapTHI OKHCITIOBATEHO-BITHOBITIOBATBHI TIOTEHITIAH (Y 80/161aX) BUMIPIOIOTH
BiJIHOCHO TIOTEHIIiaTy BoAHEBOro enekrpona H'/H,, npuiimMaroun octanHiii 3a 0,0 6 mpu
pH=0. OHak a5t 6i0JOTTYHUX CHCTEM OUITBII 3pYYHO BU3HAYATH PEIOKC MOTESHITIAIN
3a ymoB pH=7,0 — Takuii craHIapTHUI OKUCITFOBAILHO-BIIHOBITFOBAILHUI TOTEHITIAI
nosHadaeThes B . 3a ux ymos E | Bomuesoro enexrpona gopisHioe — 0,42 6. 3HaueHHS
E,’ 6iosoriuno BaxIMBUX PENOKC-CHCTEM HaBesieHi Hibkye (1. 9.3).

TKkaHUHHE AUXAHHSA

Peaxuii 010710rYHOTO OKUCIICHHSI CKJTaJIak0Th MOJICKYJISIPHY OCHOBY MIKAHUHHOZ0 OUXAH-
Ha— nonHaHHsA O, )KMBUMH TKAHUHAMM, SIKE € THTErPATTLHAM (Di310JI0TNTYHIM MOKa3HUKOM
IHTEHCHUBHOCTI] nepe61ry B HUX OKHCITFOBAJIbHO-BITHOBITIOBAIEHIX npouecna I[)KepeHOM
KHCHIO JUIs IbOT0 npomiecy € O, AKHii HaIXOMUTh B TKAHUHU
32 YMOB HOPMAJTGHOI AisUTLHOCTI CUCTEMH 30BHIIIHBOTO JTFXaH-
HsITa KHCEHBTPAHCTIOPTYBaIbHOT (PYHKIII1 TeMOIIO0iHY KPOBI,
1 yepe3 IIa3MaTiIHi MeMOpaHu U YH/TYe BCEPEIUHY KITITHH.

Y pe3ynbTari TKAHMHHOTO JTUXaHHSA, K BiI0yBa€ThCS
B MiMOXOHOpIsAX, aTOMU KHCHIO BKJIFOYAIOTHCS B MOJICKY -
Ty BOJIM, @ ByTJIEIh O100pTaHIYHHX CITONYK, 10 OKUCITIO-
I0ThCSI, BUAUISIETBCA Y opMi ITBOOKHCY Byrerro. Came
MITOXOH/IpiaibHE IMXaHHs € 610XIMiYHOIO OCHOBOIO YTBO-
PCHHS Ta aKyMYJISILIT BUTBHOI XIMIYHOT €HEprii, SIka BUKOPH-
CTOBYETBCS y SHJICPTOHIYHUX TPOIIecax.

V renaronuTax NediHKH Ta KIiTHHAX JEAKHX iHmmX crie-  Pue.9.1. Bapbypr(Warburg) Oro,
uianisoBgHHX TKAHMH JISIKA YACTHHA KUCHIO, SKWI1 IOTIMHA- 1({11%486;[-511(9“;10) . 6;%’:22‘;
€ThCS KITITHHOIO TTiJ] YaC TKAHWHHOTO TMXaHHSI, BUKOPUCTO- SHAUHHM BHECOK y 3°Cy-
BYETHCS B 010JIOTIYHOMY OKHUCJICHHI €K30TCHHUX Ta CHJI0- BaHHs GIOXIMITHIX MEXa-
TeHHUX CyOCTpaTiB y MeMOpaHax eHOONIazMamuiHo2o Hi3MiB TKAHHHHOTO JH-
PemuKyIymMa — TIPOLEC MIKPOCOMANbHO20 OKUCTICHH, Xas, Gy1osit 1a QyHi-

. . . LT UXTBHAX (pepMeHTiB,
110 € MEXaHi3MOM MOIHDIKaIlil ripohoOHIX MOTICKYIT B xobepmentis HAJ i
oprasizmi. Moro gactka B cymapHOMY OaJlaHCI TOTTMHAHHS @A /1. HobeiBebka mpe-
KJIITHHOIO KUCHIO CKJIazae B rernarouutax 10 20 %. mist (1931).
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Tunu peaxuiii 0i0JIOriYHOr0 OKHMCIEHHS

'Yci OKUCITHOBAITLHO-BITHOBITIOBAJIbHI PEAKIIil, 10 BiJI0YBAOTHCS B )KUBUX KIIITUHAX,
KaTami3yloThCsl (PepMEHTaMH 3 KIIACy OKCUOOPeOYKmAs3.

YV mporiecax 6i0JIOTIYHOTO OKHUCIIEHHS, 110 MAFOTh MICIe B KHBHUX CHCTEMaxX, BU-
TIISIOTH TaKi KITacH peakiliil:

1. Peaxmii, moB’s3aHi 3 TiepelaBaHHSIM CyOCTpaToOM, IO OKHCITFOETHCS (SHz),
MIEBHOMY aKIenTopy (A), BOTHIO (TOOTO MTPOTOHIB 1 €IEKTPOHIB):

SH,+ A — S+ AH,

Peakuii Takoro TUITy Ha3MBAIOTHCS PEaKLisIMU Oe2iopysanis, a pepMeHTH, 1o iX
KaTali3ylTh — 0de2iopoceHazamiu.

Kodepmenramu nierifporenas, mo BUKOHYIOTh QyHKIIT Oe3Mocepe/HiX aKIenTopiB
BiJTHOBJIFOBAJIbHUX CKBIBAJICHTIB, € TaKi CIIOJIYKH:

— HikomuHamioni (nipuounoei) koghepmenmu — nyxneotunu HAJI" (HikoTuHAMIT-
aneHinnuHyKineotua) Ta HAJID* (HikotnHaMinaneHiHIuHYKIIeoTHaA(OoChar);

— ¢hnasinosi kogpepmenmu — nyxneornan GAJ] (bnaBiHaneHIHIUHYKICOTHT) Ta
OMH ((p1aBiHMOHOHYKJIEOTHT).

i kohepmeHTH IIepe1atoTh eIEKTPOHN Ha TIOIAJIbIII O10XiMIYHI aKIIETITOPH, yTBO-
PPIOFOYH JIAHITFOTH TIepE/IaBaHHs BiTHOBITIOBATLHIX €KBIBAJICHTIB Y Ol0JIOTTYHIX CHCTEMAX.

3anexHo BiJ XIMIYHOT PUPOJIN aKIETITOPA, 3 SKHM B3a€MOIIIOTH JIETiIpOTreHas ,
PpeaKIii IeriipyBaHHs MOUIAIOThH Ha TaKi KJIacu:

1.1. Peakuii neriipyBaHHs, B IKUX aKIENTOPOM € XiMiuHa criosyka (R), BinMinHa
B1JI KUCHIO:

SH,+ R —> S+RH,

depMmeHTH, IO KaTaIi3yl0Th TaKi peakilii, — anaepobHi oeciopozcenasu.
1.2. Peaktii feTiipyBaHHs, B SIKKX SIK AKIIETITOP BUKOPUCTOBYETHCS KUCEHb:

SH2 + 02—> S + H202

®depmeHTH, 110 KaTalli3yIOTh IIi peakKilii, — aepobui deciopoeenasu, abo okcudasu,
B Pe3yJbTaTi iX Jil yTBOPIOETHCS MEPEKHUC BOIHIO.

2. Peaxktii, mo BigOyBaroThCs 3 TepeqaBaHHSAM BijJ| cyOcTpaTy 10 akiemnTopa
€JIEKTPOHIB (0AHOTO 200 TBOX):

Se+A—> S+ Ae

Peaxuii Takoro TUIy KaTami3ylOThCS yumoxpomamu JUXalbHOTO JIaHIIOra
MITOXOH/IPIH.

3. Peakuii, 1o nossirarote y 0e3mocepeIHbOMY MPHENHAHHI 10 cyOCTpary, sSIKui
OKHCIIFOETHCS, OJJHOr0 200 IBOX aTOMIB KHCHIO.

Taki peakii micTanu Ha3By OKCUceHA3HUX, a BIATIOBIIHI (pepMEHTH, IO iX KaTa-
J3YIOTh, — OKCU2eHa3. 3aJIeKHO BiJ KUTBKOCTI aTOMIB KHCHIO, III0 B3a€EMOJIIOTH 13
cyOCcTpaToM, OKCUTeHA3HI peaKIlii MoIiIsFOTh Ha:

— MOHOOKCU2EHA3HI:

SH+120,— S-OH
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— OIOKCU2CHA3HI:
S+ 0O, — SO,

MoHOOKCHTEHa3HI peakilii KaTallizyroThes TuToXxpoMoM P-450 i exatb B OCHOBI
OKUCTIOBAILHO20 2IOpOKCUNosants 0aratbox riipooOHUX CyOCTpaTiB eK30reHHOTO
Ta €HJOTeHHOI0 MOXOJKEeHHsI (MiKpocomalibHe OKHcieHHs). Jlo AioKcHTeHa3HuX
HAJICXKATh PEAKIl NEepeKucH020 OKUCIeHHS 1inidie, TOOTO HEHACUYCHHUX YKUPHUX
KHUCJIOT, 1[0 BXOJISITh JIO CKJIATY JIIITiJ[iB IPUPOTHOTO TTOXOPKCHHSL.

9.2. ®PEPMEHTHU BIOJOI'TYHOI'O OKHCJIEHHA

1. Jlerinporenasm, 3asnexHi Bix HikoTuHamignux kodgepmentis (HAJI(®D)-
3aJIe:KHi JeriaporeHasu).

Kodepmenramu nux nerigporenas € nykiaeoruan HAJ{abo HAID", y cTpykrypi
MOJIEKYJT SIKHX MiCTHTBCS ITOX1{HE MPUANHY — HIKOTHHaMIJ (T1aBa 6).

3p’s130k Mixk HA/T" (abo HAJI®" ) Ta GinkoBol0 4acTHHOIO (epMeHTy (armodep-
MEHTOM) Yy CKJIaJli MipHINH3AIeKHNX JICT1IPOreHa3 HECTIMKMIA: BIH YTBOPIOETHCS Ta
PYHHYETBCS B TIPOIIECi KaTaNiTHYHOTO IIUKJTY, IO JO3BOJISIE BBAKATH HIKOTHHAMITHI
HYKJICOTHUAN CKOpillle CyOcTpaTaMu, HK POCTETUYHUMHU IPYIIaMH.

Peaxuii, mo karamnizytorbest HAJI(P)-3anexxnumu aerigporeHazamMmu, MOXXYyTh OyTH
300pakeHi B 3arajibHOMY BHIVISIII TAKUMH PIBHSIHHSIMU:

SH, + HAJI' — S+HAJH + H*
SH, + HAJI®" — S+HAJIOH +H*

AKTHUBHOIO cTpyKTyporo B mMonekyni HAJ[" a6o HAJI®", mo akmenTye BiIHOB-
JFOBaJIbHI €KBIBaJICHTH BiJl cyOCTpary, € MipUAXHOBE KiIblle HUKOTHHAMITY. Y XOmi
(hepMeHTaTHBHOI peakiii cyOcTpaT BiALIEIUIIOE 1Ba aTOMU BoAHIo (2H'+ 2¢"), onuH 3
akuX y popmi rinpua-iony: H (to6ro H + 2e") mpuenHyeThes 10 MPHIAHOBOTO KiTBITST
HAJI(®)", a npyruit y Burisii mpotony (ioHy HY) HagxomuTs y peakitiiiHe cepenoBHIIe:

i H H
C _0 el _0
HC™ ~c—cT HC™ ~C—CZT
RH+ ] (le NH, R+ |éH NH, +H'
HC\I’\H—// HC\N/
|
R R

SIK CBiTUNTH HaBeIeHE PIBHAHHS, TTi/T 9acC PeakKilii 10 YeTBEPTOTO BYIIICIIEBOTO aTOMa
HIKOTHHaMIily TPHEIHYETHCS aToM BOAHIO (ToOTo H'+ €7), a nomarkoBuil enekTpoH
TIIPUI-I0HY B3a€MOJIIE 3 230TOM IIPUIUHOBOTO KUTbI[. B mojanbuioMy BUKIIAJACHHI
TEKCTY BiTHOBJIEHI popMH HiKOTHHaMIiTHUX KodepmenTiB (cuctemu HAJI(D)H + HY)
JUTS CTIPOIIIEHHSI Oy/TyTh B JAESIKHX BUMakax rmo3Havarucs sk HAJI(D)H.

JerinporeHasy, 3aj1ekHi BiJl HIKOTHHAMITHAX KOQEPMEHTIB, Ty>Ke TIOIHMPEH] B dKUBHX
KJIiTHHAX. BOHU BUKOHYIOTH (PYHKIIIT aHAepPOOHMX JICTIAPOreHa3, 0 BiANICILIFOIOThH
IIPOTOHM Ta EJIEKTPOHU Bif Oarathox cyOcTparis, BigqHoBmoroun HAJ["a6o HAJID*,
TIepearodH B ITOIANTBIIIOMY BiTHOBITIOBAJIbHI €KBIBAJICHTH HA 1HIII aKIIETOPH.
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HAJ[-3anexcni oeziopozenaszu — 11 (HEepMEHTH KaTali3yIOTh OKHUCITIOBAIHHO-
BIJIHOBJIFOBAJIbHI PEAKIIil, 1[0 MICTAThCS HA OKUCTIOBATLHUX ULTSIXAX Memabonizmy —
[IIKOJTI3Y, [UKIY JTHMOHHOI KHCIIOTH, P-OKHCIEHHS XUPHUX KHCIOT, OKMCHOTO
JIe3aMiHyBaHHS aMiHOKUCIIOT, TUXAJIbHOTO JIAHITFOTa MITOXOH/IPIH.

HAJ[®D-3anexcni deziopozenazu — 11i pepMeHTH OepyTh y4acTb y Iporiecax 6io-
HOBNI0BATLHO20 CUHmMe3y, IO BiIOyBaIOTHCS B IIUTO301, 30KpeMa MOCTa4aloTh aTOMH
BOJIHIO IIPY CUHTE31 )KUPHUX KUCIIOT Ta CTEPOifiB. [ 0JIOBHUM 1KepenoM BiTHOBIEHOTO
HAJI® € nerinporenasHi peakiii neHT030(pocdaTHOrO NUISXY OKHCICHHS TIIIOKO3H.

2. daaBiH3ajexHi AerigporeHasu.

Jerinporenasu Lporo THILy 3a XiMi4HOIO IPUPOIOIO € rasonpomeinamu, IpocTe-
TUYHUMH TpyNamu, B sKuX € ¢rasiHageHinaunykiaeotun (PAl) ta dpraBiHMOHO-
mykieotus (DA /L) (OymoBy auB. raBy 6).

Ha BinmMiHy Bif MIpUAMH3AICKHUX JIET1IPOreHas, y OUIbIIOCTI (hIaBiH3aIKHUX
(hepmenti kopepment (PAJl Ta DMH) mirtHo 3B’s13aHi 3 OITKOBOIO YaCTHHOIO 1 HE
BIJIIICTUTIOIOTHCS BiJT HET Ha JKO/IHIM CTaIii KaTaJliTUIHOTO HUKITY. BukiroueHHsM € DA J1-
3ale)kHa oKcua3za D-aMiHOKHUCTIOT, y CKiTaIi SIKoi O17I0K Ma€ HU3bKY CIIOPiTHEHICTS 13
koepMeHTOM.

3aranbeHi pIBHSIHHS OKUCIICHHS CyOCTpaTiB 32 y4acTio (DaBiH3aJIEKHUX JIETiIpo-
reHas:

SH, + ®AJl —> S+ ®AJIH,
SH, + ®MH — S+ ®MH-H,
AxtuBHOIO yacTHHOIO Monekynu ®AJ] abo ®MH, mo 6epe y4acTh B OKHCIIO-

BaJIBHO-BITHOBITIOBANIbHINA PEAKIIil, € i30anoKcasunoge Kinvye puboghnaginy, ske
aKIenTye 1Ba aToMu BogHio (2H"+ 2¢7) Bix cyOcTpary:

i i
(0) N N CH (0) N N CH
AN 3 3
R Y ]i;[ RS
HN N HN
N CH, N CH,
(0] (0] H

V mporiecax 010I0TIYHOTO OKUCIICHHS MTeBHI (praBorpoTeiHOBI (hepMeHTH Bimirpa-
FOTh POITh SIK aHAEPOOHUX, TaK 1 aePOOHUX JETiAPOTeHa3.

Dnaeonpomeinu — anaepooni deziopozenazu:

— HA/[H-0eziopocenaza — OMH-3anexHuii KOMIIOHEHT BHYTPIITHHOI MEMOpaHU
MITOXOH/IPiii; BUKOHYE (PYHKIIIIO KOJIEKTOpa eJIeKTPOHIB, 110 3abupae ix Biq HAJIH i
riepeiae Ha OB €JIeKTPOIIO3UTHBHI KOMITOHEHTH JMXAIBHOTO JIAHITFOTa MITOXOHIPIH;

— cykyunamoeziopocenaza — DOAJI-3anexHuil GepMeHT HUKITy TPUKAPOOHOBUX
KHCJIOT, 1110 OKHCIIIOE STHTApHY KUCIIOTY;

— oueidponinoinoeciopocenaza — OAJl-3anexuHnil pepMeHT, mo Oepe yyacts B
OKHUCITIOBAJIbHOMY JIeKapOOKCHITFOBaHHI TIPOBHHOTPAIHOT KUCIIOTH;

— ayun-KoA-oeziopocenaza — DOAJl-3anexxHuii epMEHT cUCTEMH B-OKUCIEHHS
KHUPHHUX KUCIIOT;
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— eniyepon-3-ghocpam-oeziopoeenaza — DA Jl-3anexHA PepMEHT, 10 OKUCITIOE
mrinepon-3-docdar y MiTOXOHIPIsX.

®Dnasonpomeinu — aepoodHi 0eziopozenasu:

— 0eziopoeenasa(oxcudaza) L-aminoxkuciom — OMH-3anexxauit pepMeHT HUPOK,
crierigHmit 10 TPUPOAHNX L-aMiHOKHCIIOT;

— kcanmuHokcuoasza (kcanmunoeziopocenasa) — OAJl-3anexHuii GepMeHT, TKUI
OKHCJIFOE ITyPUHH JIO0 CEUOBOT KUCIIOTH;

— entoxozoxcudaza — DA J1-3anexxHuid poCITMHHAN (EPMEHT, 1110 BUKOPHCTOBYE€THCS
JUTS KIJTBKICHOTO BU3HAUCHHS TJTFOKO3H B O10JIOTIYHUX PiIHAX.

3. luToxpomu.

[uToxpomu — 3aj1i30BMICHI OLJIKM MITOXOHJPIH, [0 HAJICKATh JI0 KIIAcy eemo-
npomeinig. Y IATOXpOMax i0H 3alli3a BXOAWTH JI0 CKJIATy METaJornophipmHOBOTO
KOMIIICKCY (eeminoge 3ai30), OIIM3BKOro 32 XIMIYHOKO CTPYKTYPOIO JI0 MPOCTETUIHUX
TPy TeMOITI00iHY Ta MiOTIIO0IHY.

3a paxyHOK 00€pHEHOT 3MiHU BaJICHTHOCTI TEMIHOBOTO 3aJ1i3a IATOXPOMHU BUKOHYIOTh
(hyHKIIiIFO TPaHCTIOPTY €IEKTPOHIB Y JIAHITFOTaX 010JIOTIYHOTO OKUCIIEHHS B a8POOHUX
KITITHHAX:

IMuroxpom (Fe*) + e — Iuroxpom (Fe?*)

3aJIeKHO BiJT XapaKTepPHUX 0COOIMBOCTEH CIIEKTPIB MMOIIMHAHHS, PO3PI3HSIOTH TPU
KJIacH IIMTOXPOMIB (a, b, ¢). Y MITOXOH/PISIX €yKapioTiB HasBHI I’SITh Pi3HOBHUJIIB
UUTOXPOMIB — b, ¢, ¢, a, a,; B €HIOIIa3MaTHYHOMY PETHUKYJIYMI I€NaTOLMTIB
MICTATBCS MTOXpomu P-450 Ta b, m10 GepyTh y4acTh y PEAKIisgX OKUCIIOBAILHOTO
T1JJPOKCHITIOBAHHS.

9.3. MOJIEKVJISIPHA OPTAHI3ALIA JIAHIIOTA
BIOJIOT'TYHOI'O OKHUCJIEHHA B MITOXOHAPIAX

Cucrema 0i0J0T1YHOTO OKUCIICHHS, 1110 JIOKATi30BaHa B MEMOpaHaxX MITOXOHPIil ,
3MIACHIOE JIETiIpyBaHHS OPTaHIYHUX CYyOCTPATIB Ta MOCIIJOBHIH NIEPEHOC BiTHOBIIIO-
BaJIbHUX €KBIBaJICHTIB Ha KMCEHB Yepe3 s MPOMIDKHUX IMEPEHOCHUKIB — TPaHCTIOP-
TepiB eJIeKTPOHIB Ta MPOTOHIB. Ll cucTema opraHizoBaHa y BUIIISII JaHylo2a
eNeKmpoOHHO20 mpancnopmy, ado OUXAanbHO20 1aHylo2a MimOXOHOpIll.

JuxaabHuii JaHIIOT MITOXOHAPii — CyKYITHICTh MOJIEKYJISIPHUX KOMITOHEHTIB
(pepmenTiB Ta KOhepMeHTIB), SKi BOy/I0BaHi B JiITiTHII MAaTPUKC BHYTPINTHIX MITO-
XOHJIpiaTbHUX MEMOpaH 1 371IICHIOIOTh OKMCIIEHHSI O10JIOTIYHHX CyOCTpaTiB Ta IMOCITi-
JIOBHE, CTYIICHEBE TPAHCIIOPTYBAaHHS BiJHOBIIIOBAIPHUX €KBIBAJCHTIB HAa KHUCEHb 3
YTBOPEHHSIM MOJICKYJIN BOAU.

Komnonenmu ouxanvno2o n1anuioca mMimoxonopii:

HAJ[H-0eziopoeernaza — KOMIIOHEHT JWXAILHOTO JIAHITIOTA, IO OKMCIIOE Bijl-
soienuit HAJ[" (HAJIH); BxoauTh 110 CKITaTy MOJIEKYIISIPHOTO KOMIUIEKCY BHY TPILITHIX
MITOXOH/IpiabHUX MeMOpan HAJ/[H-koenzum Q-pedykmasu.




128 Pozmin I 3azaavhi 3akoHOMiIpHOCE MemabOAi3mYy

Cykyunamoeziopozenaza — KOMIIOHEHT AMXAJbHOIO JIAHLIOTA, IO OKHUCIIIOE
SIHTApHY KHCJIOTY; BXOANUTH JI0 CKJIa/ly MOJIEKYJISIPHOTO KOMIUIEKCY CYKYUHAM-KOCH3UM
Q-pedyxkmasu.

Koensum Q (ybixinon) — NiMigOpO3YNHHUIN XiHOH 3 130TPEHOITHUM O1YHIM
JIAHLIFOTOM, 10 MICTUTb Y TKAHUHAX CCABLIB AECSTH I1°ITUBYIJICIIEBUX 130MIPEHOI THUX
3amvkiB (Q, ). YOiXiHOH BUKOHY€ (DYHKIIIFO KOJIEKTOPA BiIHOBIIFOBAJILHHX EKBIBAJICHTIB,
aKIENTYIOuN TPOTOHU Ta €NeKTPOoHU He Tibku Bix ®MH-3anexxnoi HAJIH-nmerin-
poreHnasm, a it Bifg @A JI-3a11eXHUX JETiIporeHas MiTOXOHIPiH (CYKITMHATIETI IpOTeHa3H
Ta JIET1POreHas CUCTEMU [3-OKUCIIEHHSI JKUPHUX KKCIIOT TOIIO).

O OH
H,C-0 CH;4 HyC-0._\_CHj,
SO g
H;C-0 (CH,~CH=C-CH,),, H H;C-0 (CH,—CH=C~-CH,),H
o OH

[{uToxpoMu MiTOXOHAPIA:

Lumoxpom b.

Lumoxpom c,.

Lumoxpom c.

Lumoxpom a.

L{umoxpom a, .

3anizo-cipkosi Oinku, Mo MiCTATh HereMoBe 3aii30 (FeS), — me Oinku, acorifioBani
3 (hmaBonIpoTeTHAMU MITOXOH/IPiH (MeTanohIaBonpoTeiHAMMI) Ta ITUTOXPOMOM b.

Ilocnioosnicmo nepedaganus eneKmpoHie 6i0 00H020 KOMROHEHMA OUXATIbHO20
NaHUI02a MIMOXOHOPITL 00 THUL020 BU3HAYUACMBCA CIMAHOADMHUMU OKUCTIO8AIbHO-
GIOHOGNIVGALHUMU ROMEHUIAIAMU UUX KOMNnOHenmie — Tab0mn. 9.1.

Tab6nunus 9.1. CtrangapTHiI OKHCIIOBAJILHO-BiITHOBJIKBAIbHI MOTEHIiaJIM KOMIIOHEHTIB
JQUXAJTBHOTO JIAHIIOTa MITOXOH/Pii

OKucnoeanbHo-6i0H06I106AIbHA nApa B E, " 6
HAJZH /HAT* -0,32
JlakraT / mipyBar -0,19
Cyknunar / pymapart + 0,03
Yo6ixiHona / yOiXiHOH + 0,10
[{utoxpom b (Fe2* /Fet) +0,12
I{utoxpom ci (Fe?* / Fe3t) + 0,21
Hurtoxpom c (Fe?+ / Fe3t) + 0,25
Hutoxpowm a (Fe?* / Fe3) + 0,29
Lutoxpom a3 (Fe? / Fe3) + 0,55
H20 /1202 + 0,82

Oxpemi pepMeHTH Ta KOYEPMEHTH, 1110 CKIAIA0Th TUXATLHUHN JIAHITIOT, CTPYKTYPHO
00’€eHaHi Mi cO00I0 B HAIMOJIEKYJISIpHi (MYJIBTHEH3MMHI ) KOMIUICKCH, IHTETPOBaHI B
T THUA MaTPUKC BHYTPIITHIX MEMOpaH MiTOXOH/IPiii, IO CTBOPIOE CTEPUYHI YMOBH,
HeoOXiTHI 11 €(heKTUBHOTO TepediTy OKUCIIOBAILHO-BITHOBITIOBAILHIX PEAKITii.
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Komnnekcu ouxanvnozo nanuyioza eHympimiHix memopan mimoxonopii

HAJ[H-xoenzum Q-pedykmaza — (HepMEHTHHN KOMILIEKC (SBIste co00t0 (aBo-
npotein, mo mictute ®MH), skuit oxucmoe HAJIH 1 nepenae BinHOBIIOBaIbHI
eKBiBaJieHTH Ha KoeH3nM Q (y0ixinoR); y ckiaai HA JIH-xkoensnm Q-pemykrazu HA J[H-
Jerigporenasa acoriiioBana 3 FeS-0Oinkamu (Tak 3BaHuii komniekc 1).

Cykyunam-xoensum Q-pedykmaza — pepmeHTHUN KoMmIuieke (DA J]-3anexuuit
(iraBonpoTEiH), IKMI OKNCITIOE CYKLIMHAT, BiTHOBJIIOIOUN KOSH3UM Q; 10 CKIIaay KOMII-
JIEKCY BXOIUTH (PIIABOIPOTEIH CYKIMHAT/ETiApOoreHasa, acomiioBana 3 FeS-0imkom
(komnnexc 1I).

Koensum Q-yumoxpom c-pedykmaza (yoixinonodeziopozenasa) — epmernmmuuii
KOMNJIeKC, O CKIAIA€Thes 3 LUTOXpoMy b, FeS-6inka Ta umroxpomy c ; dbepment-
HUI KOMILIEKC TPAHCIIOPTY€E €IEKTPOHH 3 BiiHOBIIEHOr0 kKoen3umy O (QH,) Ha uToxpom
¢ (komnnexc 111).

L{umoxpom c-okcuoasa — HEepMEHTHUI KOMIIJIEKC, 1110 CKJIAA€THCSI 3 LIUTOXPOMIB
ataa,(komnnexc IV); KOMILIEKC 311HCHIOE KIHIIEBY CTaIit0 010J10T4HOI0 OKMC/IEHHS —
BiZJTHOBJICHHSI €JICKTPOHAMH MOJIEKY/IIPHOTO KHCHIO; BiH MICTUTb 10HH Mizi, K 1 1HII
OKCHa3N.

HInaxu exntoueHHA GIOHOGII0BAILHUX €KBI6ANIEHMIE Y OUXATbHUT TAHYIOZ
MImoxoHopiii

1. BKJTFOYeHHSI TPOTOHIB 1 €NIEKTPOHIB y MuxansHui aHitor yepe3 ®MH ¢uraBorpo-
teiny HA JIH-koen3um Q-pemykrazu. Lium nuisxom Ha MoJIeKyiTy YOiXiHOHY HAIXO/ISITh
BiJIHOBJIFOBAJIbHI €KBIBAJICHTH, BIIIICIUICHI Bij BianoBiguux cyocrparis HAJIH-
3aJIEKHUMH JIeT1APOreHa3aMu.

2. BKJIro4eHHsI TPOTOHIB 1 €IEKTPOHIB Y AnXanbHui aHimor yepe3 GA /1 cykuunar-
koeH3uM Q-penykrasu Ta aeskux iHmmx OAJ[-3anexaux nerigporenas. L{um moisixom
Ha yOiIXiHOH HAJXOSATh BiJIHOBITIOBAJIHHI €KBIBAJICHTH Bif SHTAPHOI KUCIOTH —
MeTaboIIITy IIMKITY TPUKApOOHOBHUX KUCIIOT Ta IEBHUX 1HIINX CYOCTpaTIB.

[TocioBHICTh BKIIFOYCHHS OKPEMHUX KOMIIOHEHTIB CHCTEMH TPAHCIIOPTY EIeKTPO-
HIB 1 IPOTOHIB Y JMXaJFHUMN JIAHITFOT MiITOXOH/IPil TTOaHO HA PUCYHKY 9.2.

SIK BUTUTMBAE 3 HABEICHOT CXEMHU, TUXaAJIbHUI JIAHIIIOT MITOXOHIPil OpraHi30BaHUI
TaKUM YWHOM, III0 TIEPEHOC Y HbOMY BiJJHOBIIOBAILHHX CKBIBAJICHTIB (EJICKTPOHIB)
BisIOyBa€ThCsl B HANPSMKY Bif €IEKTPOHEraTUBHOTO KiHIA ((pIaBOmpoOTEiHiB) 10
€JICKTPOIIO3UTHBHOIO LIUTOXPOMY d;. BiIbLIiCTE METa00MITIB (CyOCTpaTH IIIKOJI3Y, IMKITY
TPUKApOOHOBUX KHCIIOT TOILO) MEPEIac aTOMH BOAHIO B AMXAJbHUI JIAaHIIOT Yepes3
HAJIH-nerinporenasy (E-OMH); cykimHat Ta KoA-11oXi1H1 )KUPHUX KHCIIOT BiIAl0Th
CJIEKTPOHU Ta MPOTOHHU Ha KoeH3uM Q uepe3 cneuudiuni ¢naBonporeinu (E-OAJ),
munaroun ®MH-3anexHuit GraBonpoTeiH.

YG6ixiHOH € OCTaHHIM KOMITOHEHTOM JIMXaTbHOTO JIAHITFOTa MITOXOHIPIH, 110 31aTHAH
TPaHCTIOPTYBATH SIK €IIEKTPOHH, TaK 1 MPOTOHH. Ha piBHI IUTOXpOMY b IIUTSIXY €IEKTPOHIB
1 TIPOTOHIB PO3AUISIIOTHCS — MPOTOHH MEPEXOMAATH 3 BHY TPILIHBOT TOBEPXHI MITOXOHIi-
abHOI MEMOpaHW Ha 30BHIINIHIO, a EJIEKTPOHH Yepe3 MOCIiJOBHICTh IIUTOXPOMIB
TPAHCIIOPTYIOThCS Ha IUTOXPOM &, IKUH BiJTHOBJIFOE KHCEHB:

2¢ +120,— O*
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B3aemozist BiTHOBIEHOTO KHCHIO 3 BUTBHMMH TPOTOHAMH MiTOXOH/APiadbHOTO
MaTPUKCY MPU3BOAUTH JIO YTBOPSHHS MOJICKYJTA BOJIU:

2H +0*— H,0

CyKiuHaT
REE
I3omuTpar [FeS]
o-KI' L |
Manar r—— =
SH —> HAJl—> E-®MH FeS >
: [TipyBar A L _[_]u KoQ
I'myramar I
B-I'O-anmn-KoA [FeS],
E-®A]
Anun-KoA
In-3-®
‘II-H/IE — :[Fe_S] _ Tu;c_I > [[UT.C > n;a —
e T el e g ' Lrad; 0,
m v

Puc. 9.2. Cxema opranizauii AuxanbHoro Jannwra mirtoxonapiii. I-IV — enexrponorpancnoprhi
KOMILIEKCH MiTOXOHJApianbHUX MeMOpaH. [loznauenus: o-KI' — o-xemoenymapam,
B-I'O-ayun-KoA — B-ziopoxcuayun-KoA; In-3-@ — aniyepon-3-gocgham.

9.4. OKUCHE ®OC®OPWJIIOBAHHS TA AT®-CHHTETA3A
MITOXOHJIPTI

OxuncHe ¢GochopuIIOBAHHS — npoyec, WIAXOM K020 XiMiuHa eHepeis, ujo
BUBITLHAEMBCS NI YAC MPAHCNOPMYBAHHSL el1eKMPOHIE YNPOO0BIHC OUXATLHOZO
(enrexmponompancnopmnozo) 1anyrea MimoxoHopil, YI06II0EMbCs ma 6UKOPU-
cmogyemucsi 0ist cunmesy adenosunmpugocpamy (ATD) 3 adenosunougochamy
(A4 D) ma neopeaniunozo ocpamy (PD,,).

Cunres ATO 3 AI® ta neopraniunoro gocdary @, (P, — anri.) orpumas Ha3By
ChpsidiceH s TAXaHHS (SICKTPOHHOTO TPAHCIIOPTY B MITOXOHJIPISIX) Ta OKUCHOTO (hocho-
PWIFOBAHHSL.

BuBisibHeHHs XiMiuHOI eHeprii B AUXaJbHOMY JIAHLIO3i Ta AUISIHKH YTBO-
pennss AT®

TpaHcnOpTyBaHHS EJICKTPOHIB Y ANXAIBHOMY JIaHIII031 MITOXOH/PIH Bil TEPBUHHUX
JIOHOPIB BiIHOBJIIOBAJIbHUX E€KBIBaJICHTIB (cyOCTpaTiB 010J0TIHYHOTO OKUCIICHHS) /10
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MOJIEKYJISIPHOT'O KHCHIO CYTIPOBOIUKY€ThCS 3HIKEHHAM BUTbHOTI eHeprii (AG), 3HaYCHHS
SIKOTO MOJKHA PO3paxyBaTy 3a PIBHSIHHAM:
AG =—-nF AE/,

JIe: TT— KUTBKICTP ENIEKTPOHIB, [0 TPAHCIIOPTYIOTHCS (JIOPIBHIOE IBOM ITPH YTBOPEHHI1
MOJIEKYJIH BOJIN);

F — umcino dapanes [23,062 kkan/e - Moub|;

AE "— pi3HuLI CTaHIAPTHUX MOTEHIa/IiB €IEKTPOHOIOHOPHOT Ta €IEKTPOHOAK-
uenrtopHoi cucteM (mipu pH = 7,0).

Bpaxosytoun qani Tadmi 9. 1, BAKOHaEMO po3paxyHOK BUBLUTHHEHHS XIMIYHOT €Heprii
3a YMOB IIEPEHECEHH:I IBOX EJIEKTPOHIB BiJI IPUANH3AIECKHIX JIETiAPOreHas3 10 KUCHIO:

HAJIH HAJT + H* + 2¢
AE/=-032¢
120,+2H" + 2¢ H,0
AE/=+0826
CyMyBaHHsI IBOX PIBHSIHb J1a€:
HAJTH + H" + 1120, HAJl' + HO
AE/=1,14¢

1110 BIITIOBigae
AG=-2-23,062-1,14 =— 52,6 kxain (— 220 x/Ix).

Cunres onniei monexkymu AT® 3 AJI® ta @ notpedye BUTpAT XiMivHOI €HEprii,
110 A0piBHIOIOTH + 7,3 kKai (+ 30,5 k/Ix). OueBuIHO, IO EHEPTil, sIKa BUBLIBHSIETHCSI
32 YMOB TPaHCIIOPTY €IEKTPOHIB Y ANXATHHOMY JIAHITI031 MITOXOH/IPiH, TOCTaTHHO
JUTSE CHHTE3Y JIeKiTbkoX MoJieKyl AT®. be3nocepeariMu 610XiMi9HUMH JTOCITIKEH-
HSIMH JIOBEJICHO, 110 32 YMOB OKHCIIeHHsI cyOcTpatiB uepe3 HAJIH-koen3zum Q-pemyk-
Tazy yTBOproeThes 3 Mmoniekyn AT®, npu aii cykunHar-KoeH3uM Q-peayKrazu — 2
monexkyau ATO.

Koegiyiecum oxucrnozo ¢ocghopuntosantss — BITHOMIEHHS KIJIBKOCTI 3B’S13aHOTO
(erepuciroBanoro) HeopraHiuHoro gocdary (mMoib) 10 KUTBKOCTI MOTIUHYTOTO MIiTO-
XOHJIPiSIMH KHCHIO (M011b) (mo3HauaeThes Ak O, (P.)/O) — KinbKicHO TOPiBHIOE YHCITY
Monekyn AT®, mo yTBOPIOIOTECS TIPH MEPEHECEHH] JBOX BiTHOBITIOBAILHUX €KBi-
BaJIEHTIB HA OJWH aTOM KHCHIO, T0OOTO AT®D/O — T1abdm. 9.2.

Ta6nxums 9.2. 3nadyenns koedinienra okncHoro ¢ochopuaoBaHHs MPH OKUCIEHH] Pi3HHX
cy0cTpaTiB y MiTOXOHPifAX

Cybocmpam Koegiviecnm @.,/0 (ATD/0)
a-Kerornyrapart
[3ouutpar
Manart
L-I'nyramat
CyknuHat
Anuin-KoA

NN [W (W fwfw
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IIyHKmu cnpajicenns mpancnopmy eneKmponie ma OKUCHozo ocgpopuniosannsn

Vreopenns AT® 3 AII® ta @, moxke BiOyBaTHCS TUTBKH B TIEBHHUX AUISTHKAX
CJICKTPOHOTPAHCIIOPTHOTO JIAHLIOT'a MITOXOHPIH, B IKMX BEJIMYMHA XIMIYHOT eHeprii,
10 BUIUTAETHCS TIPU TPAHCTIOPTYBaHHI MapH €JIEKTPOHIB MIXK TBOMa PEIOKC-CHUCTE-
MaMH (KOMITOHEHTaMH TUXaJIbHOT'O JIAHIFOTa), IOCTaTHsI [T cuHTe3y 1 Mosiexyin ATD
(TobT0 > 7,3 )Kai, ado 30,5 x/I)x) — Tabdm. 9.3.

Ta6muus9.3. JinssHKH IUXATLHOTO JJAHIIOTa MiTOXOHPiii, 1e BUBLIbLHEHHs XiMiuHOI eHeprii
JAOCTATHE /11 CUHTe3y Mosiekyu AT®D

[inanka ouxanvrozo nanyroza MO' AG
(6010m) (kKan) (xllc)

Kommnekc I 0,27 12,2 51,0
(HAJH —> koeHnsum Q)
Kommuekc 111 0,22 9,9 41,4
(LUTOXPOM b — IIUTOXPOM C1)
Kommekc IV 0,53 23,8 99,6
(uutoxpom a3— 02)

Cy0ctparu
OKHCIIEHHS
(SH,)

\ !

HAJIH
. AJID
, ATD

S”H S’H
2 \ KOQ / 2

) AlD
AT®D
cl
/
c
/
(]
3 aa, Al
, AT®
/
(0]

Puc. 9.3. Jlokamizanist mynkTiB cnpstkennsi(1,2,3)
OUXAHHSI Ta OKHCHOTO (ochopuiio-
BaHHSI B JIeKTPOHOTPAHCIIOPTHOMY JIAH-
11031 BHYTPIlIIHIX MeMOPaH MiTOXOH/pIii.

3a3HaueHi AUISHKA eIeKTPOHOTPaHC-
MIOPTHOT'O JIAHIFOTa HA3UBAIOTHCS NYHKMA-
MU cnpadjcens ouxanus (e1eKmpoHHO20
mpancnopmy) 3 oKucHum ¢hocpopunio-
8aHHAM — PUCYHOK 9.3.

XeMioocCMOTHYHA Teopisi OKUCHOTO
dochopunroBanus

MoJiekyasipHi MEXaHI3MU reHeparii
AT® B xomi 0IOJIOTIYHOTO OKHUCIICHHS B
MITOXOJPISIX MOSCHIOIOTHCS XeMioOCMO-
muunoilo meopieto (3a I1.Mituerom —
P.Mitchell).

TonoBHMIA MOCTYNAT XeMIOOCMOTUYHOT
Teopil — cnpadcenns enexmpoHHO2O
Mpancnopmy 6 MimoxoHOpisx i3 0ioxi-
MiuHow cucmemoro cunmesy AT® 30itic-
HIOEMbCA 3 PAXYHOK €1eKMPOXIMIYHO20
nomenyiany npomonie (AW,.), wo
YmMBOprEMbCa nid yac GyHKYIOHY8aAHHSA
eN1eKmpPOHOMPAHCNOPIMHO20 TAHYI02d.

Xemioocmomuuna meopia nependa-
Yae, 1110:

1. ®yHKIIOHYBaHHS JUXAIBHOTO (€JIEKTPO-
HOTPAHCIIOPTHOT'0) JIAHITIOTA y BHYTPIIITHIX

(cnpsearoyux) memOpaHax MITOXOHAPIM CYMPOBOIKYETHCS TeHEpaliclo Ha IUX
MeMOpaHax eleKTpOXiMidHOTo rpagieHTa nmpotoHis (HY).
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2. OKpeMi KOMIIOHEHTH €JICKTPOHOTPAHCIIOPTHOTO JIaH-
LIOTa JIF0Th SIK IPOTOHHI ITOMITH, 1110 CIPUYUHSAIOTH BEK-
TOpHHH (TIePIEeHANKYISIPHUH TUIOMIMHI MEMOPaHN) TPaHC-
TTOPT IIPOTOHIB, CIPSIMOBAHHH Y HATIPSIMKY ‘“MATPUKC —
30BHILIHS TOBEPXHS MEMOpaHu”.

3. EnexkTpoxiMigHM MMOTEHITia)l IPOTOHIB Ha CIIPATAI0-
YIX MeMOpaHax, KUl CTBOPIOETHCS 3aBIISIKH JTii IPOTOH-
HUX [TOMIT AUXAJTbHOT0 JIAHIIIOT, € PYLITIHHOO CHIIOK CHH-
Tesy ATO 3 AJIO ta @, .

4. Icnye depmeHTHaA cucTeMa, II0 BUKOPHUCTOBYE
€HEePTiI0 eIeKTPOXIMITHOTO TPOTOHHOTO IMTOTEHITI ATy JIJIS
cunTe3y AT® 3a paxyHOK TpaHCIIOKaIlil TPOTOHIB uepe3
MITOXOH/IpiaIbHy MEMOpaHy B HAMPSIMKY ‘“30BHIIIHS T10-
BEpPXHS —> MAaTpUKC .

s dpepmeHTHA cUCTeMa, siKa 3aMHUKAE MPOMOHHUILL
YUK Ha CIIPATAIOYMX MeMOpaHax MiTOXOHAPIH — #po-
monna AT®aza (H—-AT®asza), abo ATD-cunmemasa.
AT®-cuHTeTa3a € O1IIKOM 3 USTBEPTHHHOIO CTPYKTYPOIO,
110 CKJIAZA€THCS 3 AEKITFKOX OUTKOBUX CYOOIWHUII, SIKi
yTBOPIOKOTH KomnioneHTn F ta F (F F\— AT®asza).

Puc. 9.4. Miraex (Mitchell) TTi-
Tep 1. (Hapon. 1920p.),
AHIITICHKHIT OI0XIMIK.
ABTOp XEMIOOCMOTHY-
HOI Teopii OKHCHOTO Ta
(DOTOCHHTETHYHOTO
dbochopuroBaHHs.
HoGemniBcpka mpemist
(1978).

5. Bynp-ski ¢izndHi, XiMivHI Ta 610510Ti9HI (haKTOPH, 110 MOIIKOKYFOTh IUTICHICTD
CTIPSITAIOYMX MEMOpPaH MITOXOH/IPIH Ta pO3CIIOIOTH HEPTIF0 eNIEKTPOXIMIYHOTO TPaJIi€HTa,
nopyimyots cuate3 AT®, ToOTo oBuimmiii  MemGpana

BUCTYTIAIOTh SIK P03 ‘€OHY8aui TPaHC-
MOPTY €NEKTPOHIB Ta OKUCHOTO (hoc-
(hoprTroBaHHSI.

TaxuM 4MHOM, 3TiZHO 3 XEMIOOC-
MOTHUYHOIO TEOPI€F0, CIIPSKEHHS MK
MIEPEHOCOM EJICKTPOHIB B INXAJIBHO-
My JaHIro3i Ta cuare3oM ATO 3itic-
HIOETBCS 32 PaXyHOK YTBOPEHHS MIPH
(hyHKITIOHYBaHHI POTOHHUX ITOMII
rpajieHTa KoHIeHTparii H Mk nBoma
MMOBEPXHSIMHU MITOXOHAPiaJIbHOT
MemOpann. AT®-cuHTeTa3a, TpaHc-
MOPTYIOYN HPOTOHHU Y 3BOPOTHOMY
HaNpsMKY (32 eJIeKTPOXIMIYHUM Tpa-
TE€HTOM) TIPU3BOJUTH JIO0 BUBiIb-
HEHHsI XIMIYHOI eHeprii, 3a paxyHOK
SIKOT YTBOPIOIOTHCS MaKpoOepTidHi
3B’ 13ku ATO.

Puc. 9.5. XemioocMOTHYHMIT MeXaHi3M CIIPSIZKEHHS TPAHC-

CxeMmy npoOTOHHOTO HUKIYy Ha MOPTY €JeKTPOHIB y TNXAILHOMY JIAHIIO3i 3
capsrarogux M6M6paHaX MITOXOH/- cuHTe30M AT® AT®-cHTETA3010 32 pPaXyHOK
piit sk pyIIiiHOT CHUJIM OKHCHOTO GYHKIiOHYBAHHS BEKTOPHO CIPAMOBAHHX
(dhochopuiroBaHHS MOJAHO HA PU- (nepneHANKYJISIPHO MIOMHHI MeMOpaHu)

CyHKY 9.5. NPOTOHHHUX MOMIL
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uro3ons MemOpana Martpukc CHpOMO)I(HlCTI: MITOXOH/P1-
C NADH + H  aJlbHUX HEPEHOCHHKIB €JICKTPOHIB

JIO TpaHCJIOKaIlii MPOTOHIB 4yepe3
NAD* MeMOpaHy 3YMOBIOETHCS 0CO0-
JUBOCTAMH X BHYTPIITHHOMEMO-
panHoi Torrorpadii. BBaxkaroTs, 1110
JUXAIbHUN JaHLIOT YKIaJACHUN y
cripsiratodiii MemOpaHi y BUTIISIII
TPbOX OKHCJIIOBAJIbHO-B1IHOBIIIO-
BaJIbHUX “TIETEJNH”, 110 BIAMOBIIA-
I0Th TPHOM KOMIIICKCAM IIEPEHOCY
enektpoHiB — I, III ta IV. Koxna
mapa BiJHOBIIOBaJbHHUX €KBiBa-
nentiB (2 H + 2 e ), nmpoxomsaun
yepes “Heriro”, TPaHCHOPTYE ABa
ionn H' 3 maTpukcy B 30BHIIIHE
cepeloBullle. 3BOPOTHUM IEPEHOC
ioHiB H" uepe3 mpoToHHMI KaHaT

2H"

2H"

2H"

AT®-cunreraszu CIPSIMOBYE€
120,+ 21+ CJICKTPOXIMIHY €HEpriio B 01k
cuntesy ATD:
H,0
’ AMI—H

AlO+®, —=— ATD
Puc. 9.6. Cxema BHyTpilIHbOMeMOpPaHHOI opraHizamii

€JIEKTPOHOTPAHCIOPTHHX KOMILIEKCIB Y BUIVISI-

i “meresin”, 10 ABiYi NepeTHHAIOTH MeMOPaHY.

9.5. IHI'IBITOPH EJIEKTPOHHOI'O TPAHCIIOPTY TA
OKHCHOI'O ®OCP®OPHUIIIOBAHHA B MITOXOHAPIAX

[leBHi XiMiYHI CTIONYKH 37aTHI CTIEI(IYHAM YHHOM TIOPYITYBATH EIEKTPOHHHH
TpaHCIOPT (iH2ibimopu enrekmpoHHo20 MpaHcnopmy) Ta OKuCcHE QochOpILTIOBAHHS
(ineibimopu Ta po3’eOHysaui okucHo2o (ocgopuntosantsa) B MITOXOHIpIsSX. aHi
CIIOTYKH B3a€MOJIIOTH 3 TIEBHUMH KOMITOHEHTaMH JINXaJIbHOTO JIAHITIora 200 CHcTe-
MaMH OKHCHOTO (hocOopIITIOBAHHS, TOPYIITYIOUH 1X O10XiMivHI (PYHKIIII.

IHridiTOpU eTeKTPOHHOr0 TPAHCIOPTY

CIoJTyKH 11hOT0 KJIACY MOPYIIYIOTh PYHKI[IOHYBaHHS IUXAJIHHOTO JIAHITIOTa MITO-
XOHJIpiii 38 paxyHOK 3B’ I3y BaHHsI 3 OKPEMUMH (pepMEHTHUMH Oiitkamu abo koepMeH-
TaMH, 110 OepyTh OE3MOCEPEIHIO YYacTh Y TIEPEHOCI SJICKTPOHIB Bijl cyOCcTpaTiB 0io-
aoriunoro okuciaenHs Ha O,. IIpy HaIXOmKEHH] B OpraHisM JIOAMHE abo TBapuH Wi
PEUYOBHHHU JIFOTh SIK KJIITUHHI OTPYTH, CIPAYUHSIOYM ()eHOMEH TKaHMHHOT T1ITOKCIT.
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Pomenon — inTi0ITOp TpaHcmopTy enekTpoHiB yepe3 HAJIH-koensnm Q-pemyk-
Ta3HUM KOMIUICKC. POTEHOH 3aCTOCOBY€ETHCS SIK IHCEKTHIIU/L.

Amobapbiman (amitan) Ta ONMU3BKUH 0 HBOTO 3a CTPYKTYPOIO cekobapbiman
(cexonau). Li moximHi 6apOiTypoBoi KMcIoTH (0apOiTypar) 3aCTOCOBYIOTHCS Y (papma-
KOJIOTIT sIK CHOJIiMHI 3aco0u. Pa3zom 3 Tum, GapOiTyparu, mofiOHO JI0 POTCHOHY, €
AKTHBHUMH 1HT10ITOpaMH KIIITHHHOTO JIXaHHS, OJIOKYFOUYH €IeKTPOHHUHA TPAHCIIOPT Ha
piBai HAJTH-koeH3um Q-penykrasu.

Hiepuyuoun A — anTub10THK, 10 Takox 01okye HA JIH-koeH3um Q-penykrazHuii
KOMIUTEKC 32 paXyHOK KOHKYPEHTHOI B3a€EMO/Ii1 3 yOiXiHOHOM.

Anmumiyun A —aHTUOIOTHK, 1110 OJIOKYE TUXAJTLHUN JIAHITFOT MITOXOH/IPid Ha PiBHI
TIepeHoCy enekTpoHiB uepe3 komruteke I (muToxpom b — muToxXpom C1)-

Lianiou (ioan CN ) — NOTY>KHi KIITUHHI OTPYTH, IO € IHTi0iTOpaMH TPAHCTIOPTY
CJICKTPOHIB Ha TEPMIHAIBHIN JUISHII JUXaJIbHOTO JIAHIIOTa MITOXOHJpPiH (Y LUTO-
xpomokcuazHomy komruiekci). loan CN - yTBoproroTh Komiuiekcn 3 ¢eppu (Fe*t) —
(hopMOIO MOJIEKYJT TeMY ITUTOXPOMOKCHa3H, OJOKYHOUH 1X BIJIHOBJICHHS 110 (eppo
(Fe*) — dopm.

Monookcuo gyeneyio (CO) — iHTIOIpy€e IUTOXPOMOKCH/IA3Y IIIISTXOM 3B’ I3y BAaHHS
3 IUISTHKOIO TeMY, 110 B32€EMOJII€ 3 MOJICKYJIOIO0 KUCHIO.

InridiTopn oxkucHoro gochopuaoBaHHSA

[Hri6iTopu okrcHOro (hochoprtoBaHHS OJIOKYIOTH SIK OKHCIICHHS CyOCTpaTiB, TakK i
tdhochoprroBanus AJID y MiToxoHApISX.

Ornieomiyun — aHTHOIOTHK, IO MpoTuie sk GochoputroBantio AJID no ATO,
TaK i CTUMYJTALLT TOTJIMHAHHS 0,, mo CTIOCTEPIra€ThCs MICIIS TOAaBAHHS IO MITOXOHPIH
AJ1D (peHomMeH “muxanbHOro KOHTPOIHO ™). MexaHi3M J1iT OJIroOMIIMHY MOJISTaE B 1HT101-
pyBanHi pyHkii AT®-cunTeTasm.

Po3’ennyBaui oxucHoro gochopuaroBaHHs

Crionyk# 11p0T0 KJ1acy CIPUYHHSIOTH “‘HEKOHTPOIbOBaHe” MUXaHHS MiTOXOHAPIH,
sIKE He 3aJIeKUTD BiJl pyHKIioHyBaHHS cructeMu pocdopmmoBanns AlD. B npucyt-
HOCTI po3’€/IHyBa4iB CIIOCTEPIra€ThCs AKTUBHE MONIMHAHHSA MiTOXOHpisMu O, He3Ba-
YKarouM Ha 3HWKEHHS IBUAKOCTI (a0o BimcyTHIicTh) reHepariii ATD 3 AJID ta D .
3rijiHO 3 XeMIOOCMOTUYHOO TEOPIEID, PO3’ €JIHYBaYI CIPUUMHSIFOTH BTpaTy MEMOPaHO0
ITPOTOHHOTO TIOTEHITialy — PYIIIHHOI CHITM TeHepallii MakpoepriaHux 3B’ s13KiB ATO.

J1o po3’eqHyBaviB OKUCHOTO (POChHOPIITIOBAHHS HAJICKATh:

— 2,4-ounimpocgheron Ta CNONyKH, OMU3BKI O HHOTO 32 XIMIYHOIO CTPYKTYPOIO
(muHITPOKPE30I1, TeHTaxJIOp(EeHON);

— CCCP (rkapbooninyianio-m-xnopgenineiopazon) — croiyka, mo B 100 pasis nepe-
BUIIIYE€ 32 CTIENN(HITHOO aKTUBHICTIO 2,4-THHITPO(EHO.

31aTHICTh PO3’€IHYBATH JUXaHHS Ta OKUCHE (OCHOPIITIOBAHHS B MITOXOHIPISAX
MAarOTh TaKOK TOPMOHH U TOBU/THOT 3aJ103H (THPOKCHH, TPUHOATHPOHIH).
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[TynkTH aii geskux iHri0ITOPiB eMEKTPOHHOTO TPAHCIIOPTY, 1HTI0ITOPIB Ta po3’e-
HyBa4iB OKUCHOTO (hocPOpHITFOBaHHS, TTO]aHI HA CXEM.
CykimHar

|

OIT
Porenon l AnTUMIIH Iianiz
HAI oI KoQ = b c c a—s—a—g=— 1120,

JH® JAHD JTHD
Ouiro-
MILIFH

OutiroMinyH OutiroMitnyH

I
AlO+®, ~ ATD Ald+d, ~ ATO A0+ ATD

[opymenns cuaresy AT® crioctepiraeTbcst B yMOBax JIii Ha OpTraHi3M JFOIUHHA i
TBapUH 0araThoX MaToreHHuX (pakTopiB XiMIYHOTO (TIPUPOHI Ta CAHTETUYHI TOKCHHH ),
OionorigHoro Ta ¢izuyHOrO (iOHI3yrOYa pajiallis) MOXOMKEHHS, SKi CIIPHYUHSIOTH
pO3’€IHAHHS JUXaHHS Ta OKUCHOTO (OCHOPHUIIOBAHHS 32 PaxXyHOK IOPYIICHHS
CIPOMOYKHOCTI CTBOPIOBATH 1 MiATPUMYBaTH MPOTOHHUH TOTEHITIAT Ha CTIPSATAI0YAX
MeMOpaHax MiTOXOH/IPii.
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['JTABA 10. HUKJI TPUKAPBOHOBUX KUCJIOT

Huxsa Tpukap0OHOBUX KUCJIOT (IIMKI JUMOHHOI KHUCIOTH, UK Kpebca) —
LUKJTIYHA TTOCITIIOBHICTh (PEPMEHTATUBHUX PEaKIIii, Y pe3yabrari skux aneTmi-KoA
(CH,—CO~S-KoA)— npomykT katabos1i3My OCHOBHUX BHIIB META0OIYHOTO NAIIMBA
(ByTIIEBOIIB, )KHPIB, aMiHOKHCIIOT ), OKUCITIOETHCS 10 IBOOKUCY BYTJICITIO 3 YTBOPEHHSIM
aTOMIB BOJIHIO, SIKi BUKOPWCTOBYIOTHCS /ISl BiJIHOBIICHHS TTEPBUHHUX aKIICTITOPIB
JIIXaITFHOTO JIAHITIOTa MITOXOH/IPii — HIKOTHHAMITHUX a00 (praBiHOBMX KO(hepMEHTIB.

10.1. 3BATAJIBHA XAPAKTEPUCTHUKA HUKJY
TPUKAPBOHOBUX KUCJIOT

Hukn tpukapoonoBux kuciot (L[TK) — e 3aransHuit
KiHIEBUH IITSIX OKUCITIOBAJIBHOTO KaTaboi3My KIIITHHH B
aepoOHux ymoBax. Peakitii i pepmenTu L{TK nokanizoBani
B MaTpPUKCI Ta BHYTPILIHIA MeMOpaHi MiTOXOH Ipild. BoHu
(yHKLIOHATBHO Ta 610XIMIYHO CTIPSKEH] 3 MITOXOHIpiaib-
HHMMH eJICKTPOHOTPAaHCIIOPTHUMH JIAHIFOTAMH, 1110 BUKOPH-
CTOBYIOTb JUUISl BIJTHOBJICHHSI aTOMIB KHUCHIO BiJHOBIIIO-
BasbHi ekBiBanenTn Bix HAJTH (HAJIH + H") Ta ®AJIH,
a6o ®MHH, i yrBoprorots AT® y xozi okucHOro ¢oc-
(hoprTrOBaHHSI.

Puc 10.1. Kpeoc (Krebs) Xanc

Cxema ¢ynukuionyBanns I TK (1900-1981). Ipargo-
6 BaB y Himeuunni, 3
Hux TpI/IKaB OHOBHX KI/ICJ‘IO}" TTOYNHAETHCS 3 B3aEMO- 1933 p. — y Kem-
il (KOHAEHCcAIliT) JBOBYIIIEIIEBOI MOJEKYNH aneTnia-KoA pimkeskomy, [led-
(C,) 3 yorupusymienesoro (C,) MaBIEBOOLTOBOK KHC- dingcekomy, Oxc-
JIOTOIO (OKCAJI0ALETATOM ), IO IPU3BOANUTH 10 YTBOPECHHS opaceroMy yH-Tax
. .. (Benuka bpuranis).

mectuByTeneBoi (C,) MOIEKYIN JTUMOHHOI KHCIOTH . :
e HoGerniscbka mpemis

(mtparty). B pe3ynbrari mogaibiioro 06ararocTyreHeBOro (1953).

TIEPETBOPEHHS TPHU- Ta TUKApPOOHO-

Bux kucinot (intepmemiariB L[TK)
BiIOyBa€THCS pereHepallis OKcao- (Cy) KoA-SH
anerary (C,) Ta BUALIAIOTBCA JBI

MoJieKy 1BooKucy Bymieio (C,).
TakuM 4uMHOM, KO€H3UM A Bij-

MIETUTIOETHCS Bif aneTnia-KoA (“ak-

TUBHOT ()OPMHU OITOBOT KUCIOTH ) €q Co)
Bxe B nepmriid peakmii LITK; y xomi

(hyHKITIOHYBaHHS TIOJANTBIINX PEAKITii
LUKy B1IOYBa€ThCS BiAMICTUICHHS @

BiJl LMTpaTy (aJIbTepHATHBHA Ha3Ba CxeMma (yHKIIIOHYBaHHS LMKITY TUMOHHOT KUCTIOTH.
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UTK — yumpammnuii yuxn) TBOX MOIEKYN JTBOOKHCY BYIVICHIO Ta YOTHUPHOX TIap
aToMiB BogHIO (4 x 2H), mo mo3Boisie mogaTu Take cymapHe piBHsHHA [[TK:

CH,COOH + 2 HO —= 2CO,+8@4x2)H

10.2. PEPMEHTATUBHI PEAKIIII IIUKJTY
TPUKAPBOHOBUX KUCJIOT

1. YTBOpeHHS JIMMOHHOT KUCIIOTH (LIUTPaTy) 3a PaxyHOK KoHJeHcalli areTuin-KoA 3
I[aBJICBOOITOBOIO KHCIIOTOO (OKCAIIOAIIETATOM):

o CH,—COOH
Y co—cooH *HO |
cH,—C  + | — = (C(OH)—COOH +KoA—SH
A CH,—COOH
S—KoA CH,—COOH
Anerun-KoA Okcanoanerar Hurpat

Peakuist karanizyersest hepmMeHTOM yumpamcunmasoro. BoHa € perynsropaum dep-
MEHTOM, aKTHBHICTH SIKOro raneMyeTbest ATO, HAJIH, cykimnin-KoA ta poBronasiio-
roBumu arin-KoA.

2. IleperBopenHs (i3oMepu3allisi) MUTPATy Ha 130IUTpar. Peakilist KaTaiizyeThest
(hepMEHTOM aKOHIMA30k0 1 CKIAIAETHCS 3 JIBOX CTalliB:

2.1. [erigparaisi JMMOHHOI KUCJIOTH 3 YTBOPEHHSIM IIHC-aKOHITOBOI KUCIIOTH (IIMC-
AKOHITATY):

CH,—COOH “H,0 CH,——COOH

C(OH)—COOH >  (—COOH

CH,—COOH CH—COOH
I{utpar I{uc-akoHiTar

2.2. llpuenHaHHA [0 IHC-aKOHITATy MOMNeKyiu Boau. [Ipy nipueaHanHi 10 mMoBiitHOTO
3B’SI3Ky B CKJIajii Iuc-akoHiTaty H™ ta OH™ y TpaHC-TIONOXKeHHI pe3yJibraToM PeaKilil €
YTBOPEHHSI 130JIMMOHHOI KUCJIOTH (130LIUTPATY ):

CH,—COOH L H,0 CH,— COOH
C—COOH > CH—COOH
CH—COOH CH(OH)— COOH
Iuc-axonitar I3omurpar

3. lerimpyBaHHs Ta IekapOOKCHITFOBaHHS i3orTpary. Peakiris karamizyerscst HA JI-
3aJIEXKHOIO i30yumpamoeziopoeenasoio 1 MpU3BOIUTh 10 YTBOPEHHS OL-KETOITyTa-
POBOI KHCIIOTH (C-KETOITyTapary).

[3onmTparneriaporeHasa € peryiaaTopHuM (HEpMEHTOM, MTO3UTUBHUN MOIYISTOP
sikoro — AJI®, neraruBauii — HAJIH.
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(I:Hz_ COOH HAI'  HAJIH ?Hz— COOH o, (I:Hz_ COOH

(le — COOH ?H —COOH —> (|3H2

CH(OH)— COOH CO—COOH CO—COOH
I3orurpar OkcanocyKuuHaT Ol-KeTonIyTapar

®depmMeHT Mae J1B1 MOJIEKYIISIpHI (hOPMU — MOHOMEpHY (MOJISKYJIsipHa Maca i30-
UTPATIIETiAPOreHa3n 3 MITOXOHAPIH cepust nopiHioe 330 k1) Ta numepny. B npu-
CYTHOCTI IO3UTHBHOTO MOJTyJsiTopa A JI® MOHOMEpH arperyroTh Mixk cOOO0 3 yTBOPEH-
HsM auMmepy. Herarusuuii monysatop HAJIH nporunie ingyxoBanit AJ1® arperarii
MOHOMepHHX GopM pepmenTy. OOnABI MOIEKYIISIPHI (POPMH 130U TPATAETIIPOTEHA3H
MArOTh KaTaJiTHYHI BIIACTUBOCTI, ajie 32 YMOB HU3bK0i KoHIleHTpatlii A/ qumep 3HauHO
OLITBII aKTHBHUH.

4. OKuCIeHHs O-KeTOTTyTapary A0 CYKIIUHATY.

et mporec BiOyBa€eThes y JIBi CTAIT:

4.1. OxucnioBajibHE J1€KapOOKCUIIIOBAHHS O-KETOITyTapaTy 3 YTBOPEHHSIM
cykiuHinT-KoA — crais, 0 KaTalli3yeThCsl MYJIBTHEH3UMHUM Ol-Kemo2nymapam-
oeciopoeenasnum komniexcom. KiHeBUI POILYKT — BUCOKOGHEPTETUYHUH Tioedip
cyknuHT-KOA, B MakpoeprigyHoOMy 3B’S3KY SKOTO aKyMyJhOBaHO XIMiYHY €HEpTio
OKHCITFOBAIILHO-BiTHOBITIOBATEHOIO PEAKIII€I0, 1110 Majla MiCIle:

lCHz— COOH CH,— COOH
CH, + HAJL" + KoA—SH— CH, + HAJH +H' +CO,
CO— COOH o
AN
S—KoA
Ol-KETONIyTapar CyximHin-KoA

HAJIH, 1o yTBOpHUBCS B 11iii peakilii, OKUCIIOETCS B TUXAIBHOMY JIAHIIF031 MITO-
XOH/Ipiil 13 renepartieto 3 monekyn ATO.

3a MexaHi3MOM peakllii e Mpoliec Harafy€e OKUCITIOBAIbHE JeKapOOKCHUITIOBAHHS
nipyBary a0 auetmi-KoA (auB. maBy 11); sk 1 mipyBaTaeriaporeHa3Huii, Ol-KeTo-
DTy TapaTIeriqporeHa3HIi KOMITJIEKC Ma€ y CBOEMY CKIaji KOepMEHTH TiaMiHAH-
tdochar (THD), mimoeBy kucnoty (JIK), KoA, HAJI" ta ®AJ]. MonekymnspHa Maca
1poro komruiekcy 3 kiitud E.Coli gopisaroe 2,1-10°,

4.2. learmmoBanHs cyKupHII-KOA (TiepeTBOpeHHs Ha sSIHTapHY KHCJIOTY (CYKIHHAT).

Peaxiist karamizyeTbesi JepMEHTOM CYKyuHinmiokiHazow. Y pe3yiabTari po3Iier-
JFOETHCS MAKPOEPTIYHUM 3B’ 30K Y MOJIEKYITi CyKIMHIIT-KOA, Ta 3a paXyHOK I1i€i eHeprii
YTBOPIOETHCS HOBAa MaKpOEPTiYHa CIiofyka Hykiaeozuarpudocdar ['TD:

CH,—COOH
CH,—COOH
CH, +IAP + Dy —— | +TTD
éﬁo CH,—COOH
Y
S—KoA

Cyxmuain-KoA CykimHaT
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[Totrim I'T® mepenae cBoto kiHmeBy (ocharny rpymy Ha AP y HyKIeo3ua-
(hocdoxinazniii peaxirii 3 yrBopeHHsM ATO:

ITO + Al —=— [JID + ATO

5. OKHUCIIeHHs SHTAPHOI KUCIOTH 10 (yMapoBoi KUCIHOTH (Ppymapary). Peaxitis
karanizyerbcss DAJ[-3anexxHIM GEPMEHTOM CYKYUHAMmMOe2iopo2eHa3010:

?HZ—COOH Al PAJH, (IZIH—COOH
CH,—COOH HC— COOH
CyxuyHar Dymapar (TpaHCc-CIIONyKa)
Oxwucnenns BigHOBIEHOTO Kopepmenty (PAJIH,) 3a monomoror koensumy Q
JUXAJbHOTO JIAHLIOTa MITOXOHAPiM NPU3BOIUTD 10 CUHTE3Y 3@ PAXyHOK OKHCHOIO
tdhochoprroBanns 2 monexyn ATO.

6. [lepeTBOopenHs (hymMapoBOi KUCIOTH Ha A0JIydHY KHCIOTY (MajaT) BHACIIOK
MpHEAHAHHS JI0 pyMapary MOJIEKYJIH BOJIH.

Peakrist karamizyerscsi hepmenTOM @hymapam-ciopamaszoro (pymapaszon):

CH—COOH *+H0O HC(OH)—COOH
Il — |
HC—COOH CH,— COOH
Dymapar (TpaHc-CIoNyKa) Marnar

7. OKucCIeHHS MajaTy 10 OKCAI0aneTary (IaBIeBOOIITOBOT KUCIOTH).
Peakuis katamizyerscst HAJ[-3anexxaumM hepmMeHTOM — Manamoe2iopozenazorn
MITOXOHJIPIH:

HC(OH)~ COOH HAZL"  HAJIH €O—COOH
CH,— COOH CH,—COOH

Mamnat Okcaroarerar

Oxwucnennst HAJTH, 1o yTBOpuBCS, B TUXaTbHOMY JIAHIIIO31 MITOXOHAPIH TPHU3BO-
JUTh 110 TeHepartii 3 monexyn ATO.

ManaraerizporeHa3Ha peaxiiis 3aBeplIiye UK TPHKapOOHOBHX KUCIOT. OKcao-
areTar, KU € MPOAYKTOM JaHOi PeaKIlil, 3MaTHHii 0 B3aeMOIii 3 HOBUMH MOJIe-
Kynamu anetui-KoA.

3arajbpHy METaOOIIuHY KapTy HUKITY TPHKapOOHOBHX KHCIIOT MMoJIaHo Ha puc. 10.2

10.3. EHEPTETUYHUM BAJAHC IUKJTY
TPUKAPBOHOBHUX KHUCJIOT

bioxiMigHHH MiICYMOK ITUKITY TPUKapOOHOBUX KUCIIOT MOJISATAE B YTBOPEHHI IBOX
moJtekyn CO, (B 301U TPaTAETiAPOreHa3 il Ta Oi-KETONTy TapaT/IETiIPOreHasHii peak-
Li5IX) Ta YOTUPHOX T1ap aTOMIB BOJHIO, TPH 3 SIKUX akenTyoTbes HAJI™ ta ogna —
®A/I. BizHoBieHi kohepMEHTH OKHCITIOIOTHCS B JUXaIbHOMY JIAHIIIO31 MITOXOHAPIH,
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Anernn-KoA
Okcanoanerar Hutpat
+
HAJZ I3o1uTpar HAT'
-HAI[H2
, Manar OxcanocykuuHaT HAIH,
! k C02 |
| \
! \
I dymapar ;
| ' 2H
2H | DAL ‘
| CyKuuHar ‘
i DOAJTH, !
1 | Fm—— - — - — - — = ‘
| | * !
! 1 + |
bme e — = |—-—-—- — H -— - — - o
| Aﬁm
| 2H ATD
bmm— s - KoQ
LUTOXPOM B
AL
ATD
LUTOXPOM C

LIUTOXPOM a (a3)

AL
ATD

2H"+1/20, H,0

Puc. 10.2. MertaGoJiiuna kapTa HUKJIY TPUKapOoBaHHUX KHCI0T Ta 3B’a30k LTK 3
JUXAJTbHUM JIAHIIOTOM MIiTOXOHAPIii.

YTBOPIOIOYH 32 PaXyHOK OKHCHOTO (pocopumoBanss 1o 3 Monekyan ATD Ha koxHy
monekyity HAJTH 1o 2 monexynn AT® na koxny monekyry ®AJIH, . Kpim toro, onna
Mojekyna ATD yTBoproeTbes B cyocmpamuomy ghocgpopuniosanni Ipy IEpeTBOPEHHI
cykunHiI-KoA B cykuunar (tadm. 10.1).

Tao6nuus 10.1. Cymapuuii 6ananc mosexkya AT®, mo yrBopowThes: Npu (PyHKIIOHYBaHHI
HUTPATHOIO LHKJY

Peaxuia Kogpepmenm | Kinvxicmo monexyn AT®, uio ymeoproromuocsa
1. [3omuTpaT — Q-KETOTIIyTapar HAZ 3
2. a-KeToryrapar — CyKimHi-KoA HAZl 3
3. Cykumnnin-KoA — cyknusat 1o 1
4. CyximHat — Qymapat DAL 2
5. Manar — okcajoalerar HAJ] 3
Ycboro 12
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Takum YMHOM, ITPY IIOBHOMY OKHUCJICHHI OJTHI€T MOJIEKyJH areTii-KoA 1o CO,1aH,0
B IIMKJTi TPUKapOOHOBHX KUCIIOT reHepyeThbest 12 momnexyn ATO.

10.4. AHATIIEPOTUYHI 1 AM®IBOJIYHI PEAKIIIT

AHanIepoTH4Hi peakuii — peakuii KIITHHHOTO MeTaboi3My, IO MiJBUIILYIOTH
KOHIICHTPAIIi0 CyOCTpaTiB TPUKapOOHOBOTO ITMKITY, yTBOPIOIOUH iX 3 iHTepPMEiaTiB iHIIIIX
MeTabOoIIYHUX IUISIXIB (30KpeMa, aMiHOKHCIIOT, mipyBary). Akrusytoun L[TK, anarie-
POTHYHI PEaKIIii CIIPHUSIOTh IIOCUIICHHIO IHTCHCUBHOCTI KaTa0OJIYHKX MPOIIECIB B OpraHi3Mi.

Ymeopenna cyocmpamie I[TK ¢ anannepomuunux peaxuiax:

1. I[lepeTBOpeHHS aMiHOKHCIIOT Ha AMKapOOHOBI KucinoTu — cyoctparu LITK:
— YTBOPEHHS O-KETOITYTapaTy B PeaKLisiX TpaHCaMiHyBaHHS;

— YTBOPEHHSI OKCaJIoaLeTaTy B PeakKLisiX TpaHCaMiHyBaHHS;

— YTBOpEHHS Ol-KETOIITyTapary B IIyTaMaTIeriAporeHas il peakui;

— yTBOpeHHs CyKIMHIIT-KOA 3 i30nei1nHy, BajliHy, METIOHIHY, TPEOHIHY.

2. YTBOpEHHS OKCaJIoalleTaTy 3 MipyBaTy B IipyBaTKapOOKCUIIA3HIM PeaKIIil:

ipysar + CO,+ AT® ——=— Okxcanoauerar + AJIO + Ou

Kodepmenrtom nipysamrapboxcunazu € 6iotun (Bitamin H), o B xoxi peakuii 380-
porno akuentye CO,, yroproroun N-KapOOKCHOIOTHH.

Iipysamkapbokcunaza — anocTepudHuil pepMeHT, TOZUTHBHUM MOJYISTOPOM
sikoro € areTi-KoA. 3a yMOB HU3bKOT BHY TPIITHBOKITITHHHOT KOHIIEHTparlii anetrin-KoA
aKTUBHICTh (DePMEHTY 1, BiINOBITHO, IBHKICTh MipyBaTKapOOKCHIIa3HOT peaKiiil HU3bKi.
Haxormaenns atierun-KoA, 1110 crioctepiraeThest IpH akTHBALIi KaTaOoiuHHUX MTPOIIECIB,
CTUMYJIIOE Uepe3 YTBOPEHHs Okcasioarierary inTeHcuBHICTh L[TK i akTiBHICTS OKHCTIEHHS
HOro roJioBHOTO cyocTpary — aneTuii-KoA.

YTBOpeHHs OKcaoareTaTy 3 MmpyBary IIij] €0 MipyBaTKapOOKCHIIa3 € HalBax-
JIMBIILIOIO aHATUICPOTUYHOO PEAKIIIEI0 B KIIITHHAX MTEYiHKU Ta HUPOK.

3. YTBOpeHHs okcanoarerary 3 pocqoeHoNipyBary:

Peaxiist karanizyerbest pocpoeronnipysamrapborcuxinaszoro. Ipu npomy BinOyBa-
€ThCsl YTBOPEHHS MAKPOESPTiUHOT0 HyKiieo3uaTpudocdary ['TdD 3a paxyHOK po3IICIIICHHS
BHCOKOEHEPTeTHYHOTO 3B’ SI3KY B MOJIEKYITi OCOCHOMITIPYBATY — METAOOMITY 27iK0i3Y .

docdoeHonmipyBaTKapOOKCHKIHA3ZHA PeaKLis € aHaruiepoTHyHoo peakuieto L[TK, mo
Ma€ MiCIIe B MiOKap/li Ta iHIINX M’ sI30BUX TKaHWHaX. L[5 & peakitis, 3a ymMOB ii mepebiry
y 3BOPOTHOMY HAIPSIMKY, BUKOPHCTOBYETHCS B TIPOLIECI CHHTE3Y IJTIOKO3H.

Amidoniuni peaxuii — peaxiii, mo 3acrocoBytoTh cyocTparu LITK miist yrBopeHHs
iHTepMeiaTiB, HeOOXiTHMX I O10CHHTETUIHHX MPOIIECIB:

®ocpoenonmipysar + CO, +[JIO —> Oxcanoauerar + ['TO

1) y posti aMm(piOOMIYHIX MOXKYTh BUCTYIIATH peaKllii, 00CpHEHI TS PO3IISTHY TUX BUILIE
MIEPETBOPEHb aMIHOKHUCIIOT — B IIbOMY pa3i AMKapOOHOBI KUCIIOTH, 10 YTBOPIOKOTHCS B
HTK, ctumytoroTh mpoliecu O1IKOBOTO CHHTEY;

2) BXKJIMBOIO PEAKITIEI0 CUHTE3Y [ITHOKO3H (&110KoHeo2eHe3)) € yTBopeHHs pocdoeHor-
mipyBaTty 3 okcasnoareraty Ta ['Td, Tooto pochoeHomipyBaTkapOOKCHUKIHA3HA PeaKITist
3a yMOB iiniepeOiry B HarpsiMKY, 3BOPOTHOMY JIJIsl PO3IJISIHY TOT'O BUIIIE aHATIEPOTHYHOTO

TpoLIECy.
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Poznin III. METABOJII3M OCHOBHHUX KJIACIB
BIOMOJIEKY.JI

I'TIABA 11. METABOJII3M BYIUVIEBO/IB
I. AEPOBHE TA AHAEPOBHE OKHUCJ/IEHHS ITTIOKO3U

[Ipocri ByrnieBomu (MOHOCaXapHIi — TITFOK03a, (PPYKTO3a, TAIaKTO3a, MaHO03a) TiCIIs
BCMOKTYBAHHS B KHIIIKOBOMY TPAKTi Ta IIPOHUKHEHHS BCEPEIMHY KIITHH ITiISTal0Th
MeTabONIYHUM MEPETBOPCHHSM, SKi CTAHOBIISATH MIATPYHTS 1X Oi0CHEPreTUYHOI
¢ynkuii. besnocepenniii i HaitOTbIMI BHECOK B yTBopeHHsI AT 3xilicHIOE OKUCTICHHS
DITFOKO3H JI0 KiHIIEBUX TIPOIYKTIB KaTaboMi3My — JIIOKCHTY BYTUIEITFO Ta Boau. Kpim toro,
IIeBHA KUTBKICTh BYTJICBO/IB, 1[0 TIOCTIHO HAIXOAATH B OPTaHi3M 3 POAYKTAMH Xap-
4yBaHH:, (POPMYIOTh CHEPreTUYHi 1ero MeTabOoIIYHOTO MaJIMBa y BUMTISL ITIKOTeHY
Ta HEHUTPaJbHUX KUPIB.

11.1. IIJIAXHX BHYTPIIIHBOKJIITHHHOI'O KATABOJII3MY
MOHOCAXAPHU/IB

OCHOBHUM MOHOCAXapHJIOM, IO B PE3YJIbTATI KaTa0OMIYHUX PeaKiliii OKUCICHHS
JI0 KIHIIEBHUX MPOCTUX MPOAYKTIB yTBOPIOE HAWOUTHITY KibKicTh AT®D, € D-mroko3a,
OCHOBHHUM JDKEPEJIOM SIKOT B OpraHi3Mi JIIONMHU Ta TBapUH € KPOXMallb POCIMHHUX
MPOJIYKTIB XapuyBaHHsI. [HIIII TPOCTI By TJICBOIM, 1110 HAJIXO/SATH JI0 OPraHi3My B CKIIaIi
ki (ppyKTO3a — SIK KOMIIOHEHT TUCAaXapHy caxaposu, rajakTo3a — K KOMIIOHEHT
JIAKTO3M TOIO), MiAJSraloTh META0ONIYHAM NEPETBOPEHHAM MEPEBAXKHO MICIs iX
Tpanchopmaiiii y pocopHi edipu IFOKO3H.

OCHOBHI IVISIXH BHYTPIIIHbOKJIITHHHOIO KaTa00/1i3My IVIIOKO3U:

— aepobHe OKUCIeHHs, B PE3yTBTaT] SIKOTO TJTFOK03a PO3MICTUTIOETHCS /IO JBOOKHCY
BYTJIEIIIO Ta BOJIN;

— niKONIMUYHUT WX po3uyeniients (eikonis), B pe3yJbTaTi SKOro TIIF0K03a YTBOPIOE
MIPOMIXKHI MPOYKTH KaTaboi3My (MipOBUHOTPaHY a00 MOJIOUHY KUCJIOTY ).

['moko3a, sika BCMOKTYETBCSI B KPOB 'y KUIBKOCTI, 110 MEpeBHIye Oe3nocepenHi
CHEPreTHYHI MOTPeOU OpraHi3My, BIIKIAJA€ThCS MPO 3amac y BUIVISAL TIIKOTEHY
(““TBApUHHOTO KPOXMaii0””) a00 BUKOPUCTOBYEThCS ISl CHHTE3Y TPHALMITIIILEPOIiB
JKUPOBOI TKAaHVHH.

BTopuHHi NUIAXH MEePeTBOPEHHS IVIIOKO3H, IO MPHU3BOIATH A0 YTBOPCHHS
010JI0T1YHO BaXKJIMBUX META0OMITIB:

— meHTo3o(docdarauii nuIAX (MIyHT) OKUCICHHS TIFOKO3H, B PE3YNbTaTi SIKOTO
YTBOPIOIOTHCS HEOOX1/THI /IS iHIINX peakiliii MeTabomizMy (pocdopHi edipr MOHOCaxa-
puaiB (I€HTO3, Tpio3 TomIo) Ta BigHoBIeHa popma HAJID" (HAIDPH);
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— NMEPETBOPEHHS TITIOKO3U HA TITIOKYPOHOBY KUCIIOTY;
— IIEPETBOPEHHSI [ITFOKO3H Ha aCKOPOIHOBY KUCIIOTY (METa0OMIYHMIA IIIISX (DYHKIIIOHYE
JMLIE B ICSIKMX BHUJIB TBAPUHHUX OPraHi3MiB).

11.2. AEPOBHE OKHCJIEHHA IVTIOKO3HU

B ymoBax HOpMaJIEHOTO KIITHHHOTO JAMXaHHS aepOOHE OKHICICHHS € TTIepEeBaKAIOUNM
JUTsL OUTBIIIOCTI TKAaHWH TBAPHHHHUX OPTaHi3MIiB 1 HAMOUTBII e(peKTHBHUM 3 TOYKU 30pYy
SHEPreTHYHOI IIHHOCTI IIIIXOM METa00IIi3My TITIOKO3H.

AepoOHe OKHCIIEHHS ITIOKO3H J0 JJBOOKKCY BYIJICLFO Ta BOAW BIJNIOBIAE€ TaKOMY
CyMapHOMY PiBHSIHHIO:

CH,0,+60, —= 6CO,+6H0

CxJtaHniz 0ararocTyTieHeBHIA MPOIIeC aepOOHOTO OKUCIIEHHS IITFOKO3U MOJUTSIETHCST HA TaKi
eTarm:

1. Po3wennenns 2nioko3u 00 niposUHOZPAOHOT KUCTIOMU.
[pomykToM 1OTO erikonimu4Ho20 emary PO3LICTUICHHS TIIIOKO3H € TPYBAT, & TAKOX JIBI
Mostekysu BijHOBIeHOr0 HAJT' 1 1Bi Mostekyin AT®:

CH,O,+2HAl' +2 Al®+2®, —== 2CHO,+2HAJIH+2 H" +2 ATD

depmeHTaTHBHI peaKIlii YTBOPEHHS 3 TIIFOKO3H TipyBary (aepobroeo 2nikonizy) OymyTh
PO3IIISHYTI HIDKYE. 3ayBaXKUMO, 1110 OKHCIICHHS B JIMXAJLHOMY JIAHITFO31 MITOXOHJIPIiH
YTBOPIOBAaHMX Ha [[bOMY eTarti aBox Morekyl HAJIH cynpoBomKyeThcst reHepariiero 3a
paxyHOK OKUCHOTO (pocqopriroBaHHs mectr (2x3) mosnekyin ATD.

2. Okucniosanvhe 0eKapoOKCUNIOBAHHA NIPOBUHOZPAOHOT KUCTIOMU.

VY pe3ysbrari boro Mporecy yTBOPIOETHCS aleTHIIKOCH3UM A — OCHOBHHIA CyOcTpar
OKWCIICHHS B IMKJI TPHKApOOHOBUX KHCIIOT — Ta BiHOBIEeHa hopma HAJT™.

CymapHe piBHSIHHSI OKHUCITIOBAJILHOTO JIeKapOOKCHITIOBAHHS TTipyBaTy:

CH,~CO-COOH + HAJI' + KoA-SH ~ —== CH,~CO-KoA + HAJTH + H" +CO,

OKHCITFOBAJIBHE JICKAPOOKCHITIOBAHHS ITIPYBATY KATaIi3yEThCS NiPYEamOeciopoeeHaHUM
Komniekcom — MYITBTH(EPMEHTHOIO CHCTEMOIO, SKa B KITITHHAX €yKapioTiB MiCTHThCS B
MeMOpaHax MITOXOHIPIi, a y TIPOKapioTiB — y muToruiasMi. J1o Ckiamy mboro KOMITIEKCY
BXOZIATH TPU (PEPMEHTH, 10 KaTaJi3yI0Th TPH MOCIIIOBHI CTa/Iil IEPETBOPEHHS MipyBaTy
Ha aretiin-KoA: nipysamoeziopocenasa, oucioponinoinayemunmpancghepasa, ouciopo-
ninoindeziopozenasza Ta m SITh KOPEPMEHTIB 1 MPOCTETHYHUX TPyIT: TiaMmiHauochar
(TAD), xoernzum A (KoA), nminmoesa kucnota (JIK), HAI', DA/,

Depmenmamueni cmaoii ymeopenns auemun-KoA 3 nipyeamy.

Cranist I — karanizyerscs nipyeamoeeiopozenasoio (E)), kodpepmentom sxoi € TID.
Ha miii cranii BinOyBaeThest B3aemoist mipysary 3 C—2 Tia30JIbHOTO KUTBLSI MOJIEKYJIU TiaMiHY;
B PE3YJIBTATI PeaKIlii yTBOPHOETHCS 3B’ SI3aHUH 13 (PEPMEHTOM T'iJIPOKCUCTUIIBHUIA TIOXI1THUH
tiaminugocdary:
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CH, CH; CH,
| - C02
C=0 * H—TAPE)——==HO—C—TADPE | — Ho—$—TIICD(E1)

COOH COOH H

Cragia Il — karanizyeTscs HMeHTpaTbHUM (HEPMEHTOM KOMIUIEKCY Ouciopo-
ninoinayemunmparcgepasoio (E,), sKa NEPEHOCUTD T1APOKCUETHIILHY TPYIY BiJl
TA®(E,) na mpocreTnuny rpyny Q)epMeHTy E,, mo € OKHCIICHOI0 (I)f)pM(.)}O JoeBO1
kucinoru (JIK); B pesymprari peakuii yTBOproeThes aneTuaTioedip BiZHOBICHHX
JINOIBHUX TPy (hpepMenTy E,, 10 MICTUTH MaKpOEPTiYHUI 3B’ A30K:

cH, S 0
i
HO—C—TAD(E) + IS>J1K(E2)—> CH;—C + H — TAD(E,)
H STIK(Ey)
s~

Cranis Il — oueioponinoinayemunmparcgepasa iepeHOCUTH AlIETHIIBHY TPYITY B
BiJTHOBIICHOT JIIMOEBOT KUCITOTH Ha KOCH3UM A
(0] (0]
I Il HS
CH;—C ~ S + KOA—SH — CH;—C~S—KoA + _JIK(Ey
IIK(E,) HS
—S
Crania IV — oxucnenns BigHoneHoi gpopmu depmenty E, OAJl-3anexH0I0
oueidponinoinoeziopozenasoio (E,):

S S
CIIK(ER) + QAJI(E;)——= | SJIK(Ey)+ GAIH,(Es)
HS N
Cranist V — nepeHeceHHsI aTOMIB BOJIHIO Bij| BiiHOBIICHOT DA J[-rpynu dueiopo-
ninoinoeziopoeenazu nHa HAJl" 3 yreopennsim HAJTH:

®AJTH,(E,) + HAJT' — ®AJI(E,) + HAJIH + H*

Binnosnenniit HAJTH, 110 yTBOPIOETHCS B Pe3yJIbTaTi OKHCIIOBAILHOTO JCKapOOK-
CUJIIOBAaHHS MIPYyBary, B a¢pOOHUX YMOBaxX OKUCIIOETHCS B MITOXOHAPIaJIbLHOMY
€JICKTPOHOTPAHCIIOPTHOMY JIAHIII031 3 TeHepaili€ero mectH (2x3) monekyn ATO.

3. Oxucnenns auemun-KoA 00 060oxucy gyzneuto ma 600u 6 yukii mpuxkapooHosux
Kucnom.

Hukn TpukapOOHOBHUX KHCIOT, (PYHKIIOHATBHO Ta OIOXIMIYHO CHPSDKCHHHU 13
JIAHIIFOTOM €JICKTPOHHOTO TPAHCIIOPTY B MeMOpaHax MITOXOH/IPiii, 3aBepiiye acpoOHe
oxucienns rmokosu 10 CO, ta H,O, renepyrodn 12 mosexyn AT® Ha KoKHY MOJIEKYITY
aneTun-KoA, 110 po3merIroeThCs.
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11.3. IJIIKOJII3: PEAKIIIL, EHEPTETUKA, PET YJIALISA

3aranbHa XapakTepUCTHKA IIKOJI3Y

Puc. 11.1. Em6nen (Embden)
I'yeras (1874-1933),
HIMENbKUI 010Xi-
Mik. [Ipodecop Ta
3aBiTyBay Kadeapu
Oioximii, pexTop
yH-Ty y ®paHk-
¢ypri-Ha-MaiiHi.

>y

Puc. 11.2. Meiieprog (Meyer-
hoff) Orro (1874
1951), HiMenbKHi
oioximik. [Iparro-
BaB y HimewunHi,
CIIIA. HoGeniBcbka
npemist (1922).

Thirxoniz (nusix EmOnena-Meiieproda) — 1eHTpalIbHUI
HUISIX Karabosi3My IIIIOKO3HW, CYKYIHICTh (pepMEHTATHBHUX
Ppeaxiliii, B pe3yibTari IKHX IIIOCTUBYTIIETIEBa MOJIEKYJIa TITFOKO3H
C,H,,O, po3LIEIUIOEThCs 10 JBOX TPUBYIVIELIEBUX MOJIEKYII
MPOBUHOTPAIHOT 200 MOIOYHOT KUCIIOTH. [TTKOII3 € IUIsIXoM
Kara0oITi3My TITFOKO3H, B IKOMY KUCEHB He Oepe Oe3rnocepeHpol
y4acTi, poTe, 3a PAXyHOK HASIBHOCTI B [ITIKOJi31 OKHUCITIOBAIILHO-
BiTHOBIIOBAJIbHUX PEaKIid, Y pe3yiabTaTi TIIiKOTITHYHOTO
PO3IIETIIEHHS TJTFOKO3H TeHepyeThCs 1Bi MoneKky ATO.

[ikori3 € pi3HOBUIOM OpoditHs — GIOXIMIYHOTO MPOILIECY, 32
PaxXyHOK SIKOTO 3a0e3MedyI0Th CBOIO MOTpedy B eHeprii y dopmi
AT 6inbIIicTh iCHYI0UMX Ha 3eMITi aHaepOOHIX OpraHi3MiB abo
acpoOiB Mmpu (QyHKIIOHYBaHHI B yMOBaxX HEJOCTATHBHOTO 3a-
Oe3reyeH s MOJIEKY IIpHIM KricHeM. [TommpeHnm tamnom 6po-
JIHHS B aHaepoOiB € YTBOPEHHSI 3 IITFOKO3M €THJIOBOTO CITHPTY —
TPOIIeC, IO KaTaizyeThesl pepMEHTaMU APIKIPKIB 1 ITUPOKO
BUKOPUCTOBYETHCSI /I BAPOOHUIITBA AIKOTOJIbHHX HAIOIB:

CH,0, — 2CHOH+2CO,

B opranizmi J1ronuHM Ta TBapUH PO3PI3HSIOTH:

— aepoOHUI NIKOJI3, 110 CYTPOBOKYETHCS YTBOPEHHSM 3
OJTHI€T MOJIEKYJIH TITFOKO3H JIBOX MOJIEKYJI TTiPOBHHOT PATHOT
KUCIOTH (TMipyBary):

CH,O, — 2CH,O, (mpysar);

1276
AepoOHMI TIIKOTI3 MOXKHA TaKOX PO3TIANATH SIK
MPOMDKHHUHN (ITIIKOMITUYHKI) eTar aepOOHOr0 OKHCIICHHS
DITFOKO3H JI0 KIHIIEBUX TTPOMYKTIB — JIBOOKHCY BYTJICITIO Ta
BoaM (wB. 1. 11.2);
— aHaepoOHHUI IIIKOI3, 1110 CYTIPOBO/DKYETHCS yTBOPEHHSIM 3
OJTHI€T MOJIEKYJTY TJTFOKO3H JBOX MOJIEKYIT MOJIOYHOI KHCIIOTH

(maxrary):
CH,O, — 2CH.O, (makrar)

JL71st GLTBIIIOCT] TKAHVH JIFOIWHHU Ta BUIUX TBAPHH B YMOBaX

HOPMAJIBHOT XKUTTEISITHHOCTI XapaKTepHHUI aepOOHHI [ITIKOITI3, TOOTO yTBOPEHHSI 3 ITFOKO3H
TipyBaTy, SIKWiA y TOATBIIOMY OKUCITIOETBCS JI0 BYTJICKUCIIOTO Ta3y ¥ BOAW. AHaepoOHMIt
DIIKOMI3 Ma€ MiCIie TIEpeBaKHO B M’si3aX TPU IHTCHCHBHIHN (i3WUHIl AisUIBHOCTI, TOOTO
Y BIJIHOCHI KUCHEBIH HEJOCTATHOCTI, Ta B JICIKMX BHCOKOCIICIIATi30BAHUX KITITHHAX
(30Kpema, B pUTPOLIMTAX, B IKUX BIJICYTHI MITOXOH/Ipi1) 200 3a TIEBHUX [ATONOTTYHUX YMOB
(KJTITHHH 3710SIKICHHX ITyXJIMH).
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Peaxitii Titikoi3y repediraroTh y IUTO30:1 KITITHHH 1 KaTalli3yroThCs (hepMeHTaMHU,
110 JIOKAJTi30BaHi B IIbOMY KOMITAPTMEHTI.

Buninsarors aBi cranii mikomizy:

1. PosimeniieHHst MOJIEKYIH TITFOKO3H JI0 ABOX MOJIEKYJ pocoTpios (Iirepabaerii-
3-boctary Ta miokcianerondocdary). Ls cranis Bkiroyae B cebe MOCITIIOBHICTD
peaxtii, siki moTpeOyroTh BUTpaTu JBoX Mojiekya ATP Ha KokKHY MOJIEKYITy TIIIOKO3H,
10 PO3LICTUTIOETHCSL.

2. IleperBopeHHs ABOX MOJIEKYIT (hocdOTpio3 Ha JBI MOJIEKYJIH MipyBary (200 jaK-
tary). Llst cTanist Bkroyae B cebe OKHCIIOBaIbHO-BIIHOBIIOBAJIBbHI peakii (“rimikoti-
THYHA OKCUJIOPEAYKIIis”), sIKI CYTTPOBOKYIOTHCS TeHEPAIli€r0 YOTHPHOX MoJieKy 1 ATP.

TakuM 9UHOM, y pe3yiIbTaTi PO3MIECTUICHHS OIHIET MOJIEKYIIN ITFOKO3U B PEAKIIISIX
aepoOHoro abo aHaepoOHOTO TIiKOMZy cymapHwmii Buxifg ATP cknanae aBi Monexyiy,
1110 MOJKHA TTOZIATH TaKUM PiBHSIHHSM:

D-rmokoza +2 AII® +2 @, — 2 nipysar(naktar) +2 AT®

@epMeHTATHBHI peakuii NIiKoJTizy

Peaxmii acpoOHOTO Ta aHAEpOOHOTO IIIKOJI3y TOBHICTIO CIIBMAIAI0Th HA MepILiit
cTafii po3MICINICHHS TITFOKO3H 1 PO3PI3HSIOTHCS JIUILIE MICIIsl yTBOPEHHS MTIPyBaTy, SIKUHA
JUTsE aepOOHOT0 TITIKOJTI3Y € KIHIIEBUM ITPOJTYKTOM, a JIJIsl aHAaepOOHOT0 — METa0O0JIITOM,
SIKMIA BITHOBJIFOETHCS JI0 JTakTary. Kpim Toro, anaepoOHUii Ta aepOOHUI THITH TIIIKOJI3Y
PO3PIZHSIOTHCS 32 METabOIuHOIO YacTKO0 BigHoBiIeHoro HA I (HA ZTH), o yTBOpIO-
€ThCSI Ha eTalll DIKOIITHYHOT OKCHUOPEIYKIIii.

Depmenmamueni peakuii aepooHo20 2NiKonizy:
1. AKTHBAITist MOJIEKYJIM TITFOKO3H IIISIXOM i (hocoprmosanHst 10 hocdopHoro edipy —
nTroK030-6-(hocdary. [xepermom docdary B peakitii € monekyna ATD:

o-D-mmokoza + AT®  — [mmoko30-6-docdar + AJID

OH
CH,— CH,—0O P O
+ ATO — + AID
OH
o-D-nimoxoza D-I'mroxo30-6-pocdar

s peakitist kKatasmizyeThest (PEPMEHTOM 2eKCOKIHA300, 10 HAMOLIBII AKTUBHA B M SI30Bii
TKaHUHI. Y KIITHHAX MEYIHKK B YTBOPEHHI IIFOK030-6-hocdary 3 BUIbHOI MOJEKYITH
IJTFOKO3W 3HA4YHY POIb BiJirpae Takox (epMeHT emoxokiHaza. I ekcokinaza 3maTrHa
(dhocdopmmoBaty pi3Hi rexcosu. [MokokiHaza cnenudivyHa A7 TIFOKO3H, TpoTe il
aKTHBHICTB POSIBIIETHCS JINILIE TP KOHIIEHTPALiSX TIIOKO3H B KPOBI, 110 TTEPEBHIIYIOTH
(izionoriyHmii piBeHb mIiKeMil (aTiMeHTapHa TiNeprKeMist, IyKpOBHH iabeT).
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2. IleperBopenns (i3oMepu3arlisi) ITOK030-6-pocdary y hpykrozo-6-hocdar:

D-nimrok030-6-ocdar D-¢pyxrozo-6-pocdar

OH

/ /OH
CH—O0=RZ0 CH,—0—P=0
o OH \OH
A H o CH,—OH
OH H H HO
HO OH " OH
H OH OH H
D-rmroko30-6-¢ocdar D-¢pyxro30-6-hocdar

Peaxist karamizyeTbest pepMeHTOM ocghocexcoizomepaszoro 1 € 3BOPOTHOIO, TOOTO
JieTko niepebirae B 000X HanpsIMKax 3aJIe’KHO BiJl IIepeBaKHOT KOHIIEHTpaIlii cyOcTpary
(tmrok030-6-ocdary ado hpykTo30-6-hocdary, BinmosimHo). Y (izionoridHnx yMmoBax
PpIBHOBary peaxiii 3CyHyTO IPaBoOpyd y 3B’ 3Ky 3 BUKOPHUCTAHHAM QpyKTO30-6-Pocdary
B TIOJAJTBIIIAX PEAKIIISIX TITIKOII3Y.

3. ®ocdopumoBanHs Ppykro30-6-pocdary 3 yrBopeHHsM HpyKkTo30-1,6-1udoc-
(ary. Ixepenom docdary, sk 1 B 1-i peakiii miikosizy, € Monekysia ATO.

D-¢dpykrozo-6-ocar + ATD —= D-dpykro30-1,6-1udocdar + AJID

/OH
CH,—O—P=
2 AN 0]
OH
o
H HO
H
OH H OH H
D-¢pyxrozo-6-pochar D-dpyxro3o-1,6-audocdar

depMeHTOM, 1110 KaTali3ye 10 PEAKIIito, € pochodpykmokinaza, Kka HATCKUTh
JIO PEryJIATOPHUX (DEPMEHTIB IJIIKOJII3Y 3 AJIOCTCPUUHUM MEXaHI3MOM PETYJISIIIii.

4. PosuieruieHHs Gppykro30-1,6-audocdary Ha 181 MoeKyau GochoTpios MUIIXOM
po3puBy koBajeHTHOr0 —C—C— 3B’513Ky MiXk 3-M Ta 4-M aTOMaMu BYIJICIIO B IICCTH-
BYIVICIIEBOMY JIaHI[1031 PpykT030-1,6-1udocdary.

Peaxkuiis karamniszyerbest pepmenToM ppyxkmoso-1,6-oupocghamanvoonazoro (anw-
donazor). Y pe3ynbTari albJ0JIa3HOT Peakilil yTBOPIOITHCS JiokciaiieToHdochar
(JIOA®D) Tta rininepansaeria-3-gocdar (I'-3-D):

D-¢ppykroso-1,6-mudochar  ——=

— jiokcianeToHdocdar + nminepanpieria-3-gocdar
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OH OH H
CH —O—P/_O - - C/
o CH,~0—P=0 =0 OH HC—OH oy
A OH CH,—0—F=0
H *' OH CH,—OH OH
OH H
D-dpyxro3o-1,6-mudocdar niokciarietonpocar nrinepanibaeria-3-pocdar

5. B3aemoneperBopents qBox ¢ocdorpio3 (JJOAD ta ['-3-D), mo karamizyeTbes
(hepmerTOM mpiozogocpamizomepazoro:

niokcianeroHgocdar mmitepabaerin-3-pocdar
/OH P H
CH,—O —P\: o C~

OH |0

TZO ? OH " on

/
OH
niokcianerordocdar rninepanpaeria-3-gocdar

Ockinpky 32 (i3i0JOTiYHUX YMOB PIBHOBAry JaHoi peakiii 3CyHyTO MpaBopyd y
3B 3Ky 3 BUKOPHCTAHHSIM Y TTONATBIINX PEAKIIiAX IIIKOII3y caMe TIiepaibaeria-3-
docdary, cyMapHUM pe3yIbTaTOM 3a3HaYCHHX 11 SITH PEaKIiil pO3IICTUICHHS TIIIOKO3H
€ TIEPETBOPEHHSI OJTHI€T MOJIEKYJIH TIIIOKO3M Ha J1Bi Monekyu ['-3-D:

D-rmmokoza  —— 2 moun. [-3-@

6. Oxucriennst tinepasbaerin-3-gocdary o 3-pocdorminepruropoi kuciotu (3-OI'K).
Leit nporiec (rmikoTiTHYHA OKCHIOPETYKILIS ) CKJIaIa€THCSI 3 JIBOX €TalliB, 110 KaTali-
3yIOTBCSI OKPEMUMH (pepMeHTaMHU:

6.1. Okucnenns rmnepanbaeria-3-gocdary o 1,3-audocdorminepary (1,3-mu-
(hochorminepunoBoi kuciotn — 1,3-mudI'K).

Peakiiiss karamizyeTbcst GEPMEHTOM 2niyepanvoeio-3-ghochamoeziopoeenasoro,
ko(epmenToM sikoro € HAJT', 1m0 akuenTye BiTHOBIIOBAJIbHI €KBIBAJICHTH (EJICKTPOHH)
Bix anmpaerinHoi rpymu [-3-®. ¥V peakiiii 6epe Takok ydacTs HeopraHigHuid ¢ocdar:

[ninepanbaerin-3-gocdar + HAJL" + @, — 1,3-mpocdorminepar + HAJH + H*

H OH
L 0y0~ <
=0
_ T
He—OH . +HAI'+ HPO, — HC—OH +HAJIH + H'
a /
OH OH

I'minepansaeria-3-gocdar 1,3-aucocdorminepar
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1,3-mu®I'K, mo yrBopmacs, € Mimmanum asriapuaoM docdoproi ta 3-docdo-
DTIepHHOBOI KUCIOT (anmidocdar) i MICTUTB y CBOEMY CKIIaJl MaKpoepTidyHuii Goc-
(batHUi 3B’5130K, TOOTO 1,3-mu®PI'K — 118 CTI0MTy K2 3 BUCOKHUM TTOTEHITIaJIOM TIEPEHOCY
¢docdarnoi rpynu (IuB. TaBy 8).

Hpyrum npoaykToM riinepanbierin-3-gocdarnerinporenasnoi peakuii € HAJIH
(“rmixomitnanmii HAJIH”), sikuii B aepoOHMX yMOBax Iepesae CBOi BiAHOBIIOBAJIbHI
eKBIBaJICHTH Ha BHYTpimrHboMiTOXOHApiansHuid HAJ[" Ta, mocmimoBHO, Ha MiTO-
XOHJIpiaJIbHHH JIAHIFOT €JIEKTPOHHOTO TPAHCIIOPTY, TeHEPYIOUYH IPH IIbOMY B Pe3yJIbTaTi
OKHCHOTO (hocoprmtoBaHHS TpH MojeKkynu ATO.

6.2. IleperBopenns 1,3-gudocdorminepary Ha 3-pocdorrinepar (3-pocdori-
nepuHoBy kuciory — 3-OI'K).

L5 peakiisi CynmpoOBOMKYEThCS IEPEHECEHHSIM MaKpoepriynoi (ocdarnoi rpynu
Bix 1,3-mudPI'K Ha AJI® 3 yrBopenHsM Monekynmu AT® i karamizyerbes hpepMeHTOM
Gocoeniyepamxkinazoro:

1,3-mudocorminepar + AJI® —» 3-hocdorntinepar + ATD

OH
O O~ Pé O\\C/OH
| +
H|C—OH AT e—on e
_OH | /
CH—0—PZ0 CH,—0—-P=0
OH OH
1,3-mucocdorminepar 3-cpocdorminepar

7. lleperBopenns 3-docdornrinepary Ha 2-pocdorrinepar (2-pocdorminepuHoBy
kucioty — 2-OI'K).
Peaxist karamizyerbest hepMeHTOM hocoaniyepomymazoro:
3-pochorrinepar =—== 2-Pocdorriuepar

O, OH
\ / O\\ /OH
? — ¢ OH
- /
H(|:_OH /OH HC_O—P\—_al?I
CHZ_O_P\:O CH,—OH
OH
3-docdormimnepar 2-docdorminepar

8. Herimparamis 2-hocdorminepary 3 yrBoperHsM pochoenommipysary (DEIT).
Peaxtist karamnizyeTbes (hepMEHTOM eHONA3010!
2-poctorminepar  ——= Qochoenommipysar +H,0

O, LOH no Q ,OH
(|3 OH ; C /OH
HC—0—-P=0 ¢-0~P=0
| .-.oH I ok
CH,—OH, ch, O

2-¢pocdorminepar ¢docdoenomnmipysar
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L5t peaxiiisi € ApyTOrO B X0/ INTIKOJIi3Y, B PE3YJIbTaTi sIKOi FeHEPY€EThCSI MAKPOCPTiUHUH
3B’s130K (B Monexyini DEIT).

9. YtBopeHHs 3 ¢pocdoeHoipyBary mipyBary.

Peaxiiist karanizyeTbest PEpMEHTOM nipy8amKiHa3010 1 CyIPOBOIKY€EThCS TIEpEHEe-
ceHHsIM Makpoepriunoi ¢pocdarnoi rpynu Big monexynu OEIT na AJ1D:

¢docthoenonmipysar + AJI® — mipysar + ATO

O OH
O\\ /OH W O\\ /OH
s ? ?
ﬁ—O~P\:O +AJD — |(i—OH == C=0 +AJl®
|
CH 2 OH CH 2 CH 3
docdoenonmipysar [lipyBar (eHONBHA Ta KETO-HOPMHU)

[lipyBarkiHa3Ha peakilis € 3aKITFOYHOIO0 IS aepoOHOTo IIiKomizy. B ii pesymsrari
YTBOPIOIOTHCS JIBI MOJIEKYIH TipyBary Ta Bl MoJiekyau AT®D (Ha KOXXHY MOJIEKYITy TITF0-
KO3H, fIKa CTa€ Ha MUIIX IIIKOJIITHYHOTO PO3IIETUieHHs ). [lipysamkinasza, K i pocgho-
@pyxmoxinasa, € peryIiTOpHUM (PEPMEHTOM, Ha PiBHI SKOT'0 301HCHIOETHCS PETYIIALIs
IJTIKOJI3Y.

DepmenmamugHi peakuii anaepoonozo 2niKoizy

Sk cBiguarh 3a3HavYeHi BHIE peakilii, B apOOHMX YMOBaX KiHIIEBUM IIPOIAYKTOM
DJTIKOJI3y B TBAPUHHMUX TKaHWHAX € mipyBar; mpu npomy HAJIH, mo yTBopuBcs B
pe3ynbTari OKHCIEeHHS Tilepanbaeria-3-hocdary, peoOKUCIIOETECS B MITOXOHIPIsIX
3a paXyHOK MOJIEKYJISIPHOTO KHCHIO. 32 YMOB aHaepOOHOTO TIIKOMI3y (HApHUKIiIaz, B
IHTEHCHBHO MPAIIOI0YHNX CKEIETHUX M’ 532X a00 B MOJIOYHOKHUCITUX OAKTEePisX ) TIKOITi-
traanii HAJIH He Bimmae cBoi BiITHOBIIOBAJIbHI €KBIBAJICHTU B JIUXATBHHUI JIAHIIOT
MITOXOHJIPiH, @ BAKOPUCTOBYETHCS JIJIs BiTHOBJICHHS MipyBaty /1o L-makrary:

mipyBar + HAJ/IH + H* — L-maxrar + HAJ["
COOH COOH
=0 +HAJH+ H —= HC—OH +HAJ

CH, CH,

[Tipysar L-nakrar

Peaxiiist kKaramizyeTscst hepMEHTOM JIaKmMamoe2iopo2eHasorio, sika iICHy€e y BUITISII T SITH
pisnux i3odepmentarx popm (JIIAT' —JIT), 110 BiAPi3HAIOTECS 32 CBOTMU KIHETHIHMMH
BractuBocTsMU (K, V| CTymieHeM alocTepUYHOrO iHriOipyBaHHs TpyBaToOM).

3araibHy MOCHITOBHICT ()epMEHTATHBHIX PEaKIIiil TTKOoMi3y mogaHo Ha puc. 11.3.

TakiM urHOM, (pepMEHTATHBHI peakilii aHaepOOHOTO TITIKOMI3y MaibKe TTOBHICTIO CITiB-
TIaJIAF0Th 13 PEAKITSIMHI aepOOHOTO TITIKOITI3Y, BiIPI3HSIOUKCH JIMITIE Ha eTalli, 110 Bil0yBa€ThCs
TTiCIIS yTBOPEHHS TMiPyBaTy: TP aepoOHOMY TIIKOII3i MipyBar € CyOCTpaToM MepeTBOPEHHS
Ha alleTHIKOCH3MM A Ta MOJAIBIION0 OKHUCICHHS (JB: AepobHe OKUCTEHHS 2TIIOKO3U), A
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I'mroxo3a

r—=-
LATD
v AJID

r-6-o
Op-6-D
|
LAT®
v AJlD
Op-1,6-mud
2 mon. I'-3-®
2 AJI® 2 HAJT -
et
2 moi. 3-®dI'K I
I
2 mon. 2-®I'K :
I
2 moi. ®EIT |
2 AJI® :> |
|
I

2 mox. IlipyBar

—

2 moi. Jlakrar

J

npu aHaepoOHOMY TJIKOJNi3i MipyBaT
BIJTHOBITFOETHCS JI0 JIakTary 3a paxyHok HAJIH,
1[0 YTBOPHUBCS B PEaKINsAX TIIKOTITHIHOL
OKCHJIOPE/TyKITii. [HaKIIe KaKyuw, ITiCIs yTBO-
PCHHSI IMTipyBaTy MOAANIBIIE HOTo MePeTBOPESHHS
MOXE BIJIOYBATHCS 3a OTHUM i3 JBOX aJIbTep-
HATUBHMX IIUISXIB, 10 3aJIC)KAaTh BiJ[ CTaHY
OKHCITIOBAJILHO-BITHOBITIOBATLHHX TIPOLIECIB Y
TICBHIM TKaHWHI:

— 8 aepodHuX yMoeax BiIOYBAETHCSI OKUCHE
JICKapOOKCIITIOBAHHSI TIPyBaTy 710 aleTiI-KoA,
SKUH y MONIBIIOMY OKMCIHOEThCs 10 CO, Ta
H,O B muxni Kpebea; HAJIH, 1m0 yTBOpHBCS
IIPU OKUCJICHHI Tiinepaibieria-3-gocdary,
Bi/Ia€ CBOT BiHOBIIOBAJIBHI CKBIBAJICHTH Ha
JIXaTBHUHN JIAHIIFOT MITOXOH/IPIH Yepes3 creti-
aJIbHI YOBHUKOBI MEXAHI3MU,

— 6 anaepoonux ymosax (abo B yMoBax riloKcii)
peokwciennst miikonitnaHoro HAJTH BinOysa-
€TBCSI 32 PAXyHOK JIii TaKTaTIeriiporeHas , sxa
BiJTHOBJIIOE TIpyBaT [0 JIAKTaTy; Teisl JTaKTaT-
JICTIJIPOreHA3HOT PeaKilil B JAHOMY HAIPSIMKY
reHepye HAJI", 1110 3HOBY BHKOpPHCTOBYETHCS
JUTsL OKUCIIGHHSI Ttinepanbaeria-3-gocdary i
MOAJIBIIION0 HAKOMYEHHS! JIAKTATy SIK TIPO-
JIKTy aHaepoOHOTO TTiKoiTi3y. Taka mociiios-

I'mroxo3a
r-3-o
ZHAR N oy
6' .
o 2HAIIH, (/| (mitoxommpii)
1,3-mudI'K

Puc. 11.3. Mera6osiuna KapTa [IiKoJIi3y.
HICTh peaKiliii HalOLIbIII XapaKTepHa JJIst
THTEHCUBHO MPAIIOIOYHX CKEJICTHIX M’ SI31B;
KpIM CKEJICTHHX M’SI31B Ta €pUTPOLHUTIB,
KJIITUHH JESKMX 1HIIMX OpraHiB Ta TKaHUH
(TOJIOBHOTO MO3KY, IILTYHKOBO-KHIIIKOBOTO
TPAaKTY, MO3KOBOTO IIIapy HUPOK, CITKIBKH Ta
LIKipH) YaCTKOBO 3aJJ0BOJIBHSAIOTH CBOi
CHEPIeTUYHI OTPEeOH 3a PaXyHOK aHAePOO-
HOTO DITKOITI3Y, YTBOPOFOYH MOJIOYHY KHCIIOTY.
B3aeMoBigHOLIEHHSI MiK aepoOHUM
OKHCJIEHHSIM IJIIOKO3H, 2epOOHHM Ta aHae-
POOHUM ITiKOTI30M IT071aHo Ha puc. 11.4.

:

[MipyBar —II—> Jlaxrar

Anernn-KoA

€O, HO0
Puc. 11.4. B3aemoBigHoIeHHSI MizK aepOOHUM OKHC-

JIEHHSIM IVIIOKO3H, 2¢POOGHHM Ta aHae-
POOHMM [TiKOTi30M.
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Yosuukoi mexanizmu oxkucjaenass HAJITH

MembOpanu mitoxouapiid HenponukHi wst HAJIH, Tomy rikonitnaaunii HAJIH, mo
YTBOPIOETHCSI B IIUTO30111, HE MOXe Oe3mocepenHbo okucmosarucst HA JIH-neriapo-
IeHa3010 MITOXOHIPIaJIbHOTO €IEKTPOHOTPAHCIIOPTHOTO JaHIora. [yt oKucieHHs
uuro3osnbHOro HAJIH icHyr0Th YOBHHMKOBI CHCTEMH, 110 TPAHCHIOPTYIOTh BiTHOBIIIO-
BaJIbHI €KBIBAJICHTH BiJl Ii€] CIIOMYKH JI0 MiTOXOH/APiH HETPAMUM HUIsIXOM. CyTHICTb
IUX MPOIIECIB MOJISIrae B TOMY, 1110 Diikomitiarnit HAJTH y 1i1mo30511 BiZIHOBITFOE TICBHUIA
MeTa0oJIIT, IKUH 3aTHHIA MPOHUKATH Yepe3 BHYTPIIIHIO MITOXOH/pialbHy MeMOpaHy
B MaTpPUKC MITOXOHAPIH, /1€ BiH OKHCIIOETHCS, BITHOBIIOIOYNA BHYTPIITHEOMITO-
xoHapiansHuit HAJL', 1 3HOBY ITOBEPTAETHCSI A0 LIUTO3OIIO.

TpaHCTIOPT MTO30BHOTO (TIIKOJITUYHOTO) BOIHIO B MITOXOH/PIT 31MCHIOETHCS
Manam-acnapmamuoio Ta eniyepopoceamuoro Y0GHUKOBUMU CUCTNEMAMU.

Manam-acnapmamna 4osHuko6a cucmema — CyTHICTb 11 1oJIra€ y BiTHOBJICHHI
3a paxyHok BonHto cuctemu (HAJIH'+ H) okcanoanierary mo manary (IIMTO30JIbHA
peaxiisl) 3 IOJANBIINM TPAHCIIOPTOM MajaTy BCEpeAWHY MITOXOHJPIi 1 MOBTOPHUM
HOTO OKMCIICHHSM JI0 OKcajoarerary 3 BigHoBieHHSM HAJI"™ (MiToxoHIpianbHa
Ppeaxiiisi); 3BOpOTHUH TPAHCIIOPT OKCATIOAIIETATY B IIUTO30J1b 3/IHCHIOETHCSI MiCIISt HOTO
NepeTBOPEHHSI JI0 acnapTaTy (3BOPOTHA peakilis TpaHcaMiHyBaHHsS) — puc. 11.5.

Membpana
MITOXOH/IPil

urozomns .ManHKC. .
MITOXOHJpIl
Manar Manar
HAL" Ol-KETOITyTapaT <—— Ol-KETOITy TapaT HAZL
2
| HAJTH, | k AcnapTaT ~ Acnaprar «| HAITH
OxkcaJloarerar FnyTaMaT \ I'myTamar Oxkcanoarnerar

Puc. 11.5. Manar-acnapTaTHHIi ITyHT TPAHCHOPTY Bi/IHOB/IIOBAJIbLHUX €KBIBAJICHTIB IVIIKOJIITHYHOIO
HAJTH" B miToxonapii. £,, E, — mimoxondpianstuii ma yumonaazmamudnuii izopepvenmu
manamoeziopozenazu; T — mpanciorasu MimoxoHopiansHux memopan.

Iniyepogpocghammna uosnuxosa cucmema (PyHKITIOHYE TUITKOM BiTHOBICHHA (32

PaxyHOK DITKOJIITHYHOTO BOJHIO) AioKciarieToH(ocdary 1o miinepon-3-gocdary (uro-

30JILHUH MIPOIIEC), TPAHCIIOPTY DIilepoi-3-hocdary BcepearHy MITOXOHIPIT Ta HOro

OKHCJICHHS B JINXaJIbHOMY JIAHIII031 JIO JiioKcianeToHpocdary, skuii 3HOBY TOBEpTa-

€THCSI B LIUTO30b.

Perynsinisi riikosizy

Perynsinist miikoizy 3MiHCHIOETBCS 32 PaXyHOK BIUTWBY HETaTHBHUX Ta TO3UTUBHHUX
MOAyAATOpiB (HriOITOPIB, aKTHBATOPIB) HA KATANITUYHY aKTHBHICTb PEryISTOPHUX
(hepMeHTIB, 10 KaTaNi3yIOTh HE3BOPOTHI peaKIlii MIiKoIi3y:
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— eekcokinazu — i (DepPMEHTY M’ SI31B AIIOCTEPUIHHUM iHT10iTOPOM € TIPOTYKT peaK-
1ii 1rK030-6-hocdar;

— ghochogdhpykmoxinazu — iuribiTOpaMHu € MeTabOoIIT TPUKAPOOHOBOTO IHKITY
mutpar Ta AT®; aktuBaropamu — cyocTpar ¢pepMeHTy PpykTo30-6-pocdar ra AMD;
BUCOKA 1HTEHCHBHICTh OKHCIIOBAaJbHUX TMPOIECIB, MO XapaKTEPU3y€EThCS HAKOIH-
yeHHsM y kiituHi cyOcTpariB LITK Ta AT®, cripusie 3a paxyHOK JaHOTO MEXaHI3MY
30epEIKSHHIO MYy TIIFOK03H; PochodpyKTOKIHA3A € UUEUOKICIb-TIMINYIOUOH PEAKITIED
DITIKOJTi3Y;

— nipysamkinazu — QpepMeHT 1HrioyeThest ATD, a Takok cyOcTparaMu UKITY JIH-
MOHHOT KHCIOTH — aneTmi-KoA Ta KUpHHMH KHCJIOTaMH, IO 3a0e3redye rajib-
MYyBaHHS TJIIKOMI3y B YMOBaxX BHCOKOi iHTEHCHBHOCTI OKHCIIOBAJIHHUX IPOIIECIB;
TeviHKoBa 130(hopMa MmipyBaTKiHA3H PETYIIOETHCS 3a JIOTIOMOTOK) KOBAaJICHTHOI MOJIH-
¢ikamii — nAM®-3anexHoro hocdopumoBanus (nedochopmnboBana Gopma ak-
TUBHA, QochopuiiboBaHa — HEAKTHUBHA); KPIM TOTO, MipyBaTKiHa3a TeMaToOIMTIB €
IHIyKOBaHNM ()epPMEHTOM, CHHTE3 SIKOTO CTUMYITIOETHCS B YMOBAX i IBUILICHOTO HA/IXO-
JOKEHHS 3 KEIO BYIVICBOJIIB Ta 3pOCTaHHSI PIBHsI IHCYITIHY.

lanbMyBaHHS peakiiil TIIKOMI3y 32 PaxyHOK MPUTHIYEHHS] B yMOBaX aKTHBHOTO
KIJIITHHHOTO JINXaHHS KaTaTiTHYHUX aKTUBHOCTEeH (ochodpyKToKiHa3m Ta mipyBar-
KiHa31 € MOJIEKYJISIPHOIO OCHOBOIO eghekmy Ilacmepa.

11.4. EHEPTETUKA TIUJIIKOJII3Y M AEPOBHOI'O
OKUCJIEHHA ITIIOKO3HN

Enepreruka riikoJizy

BpaxoByroun 81 Mosniekynn AT®, 1110 BUKOPUCTOBYIOTHCS Ha MEPIii cTamil rii-
KoTi3y (rekcokiHazHa Ta (hochoPppyKTOKiHa3HA peakilil), Ta 4oTupu Monekynu ATO,
10 YTBOPIOIOTHCA Ha ApyTiH ctanii (hocdormineparkinazHa Ta mipyBarKiHa3Ha pe-
aKIIii), CyMapHHIi POIEC aepobHO20 ma aHaepodHO20 TIKOII3Y MOKHA TIOIATA TAKUM
PIBHAHHSM:

CH,0,+2AI®+2®, —= 2CHO,CHO,)+2ATD

YTBOpeHHSI B peakiisix Tiikomizy Mojekyn AT® 3a paxyHOk Oe3rmocepeaHboro
riepeHeceHHs Makpoeprigaux Qocharanx rpyn Big 1,3-qudI'K Ta OEIl Ha AJlD
OTpUMAJIO Ha3By cybocmpamuozo gocgopuniosanns (“hochopuiroBaHHsS Ha PiBHI
cyocrpary”).

Eneprernka aepo0HOro oKHcJIeHHS [IIOKO3H

Jus migpaxyHKy 3aranbHoOi KiTbKocTi Monekyn AT, 1mo reHepyroThes 3a yMOB
MOBHOT'O OKHMCJICHHSI TIIFOKO3H JI0 IBOOKHUCY BYIVICLIIO Ta BOIH, BPAXOBYIOTb:

— KinbKicTh MoJiekya AT®, siki yTBOPUIIUCH Ha eTari aepoOHOTo MIiKomi3y (2 Mo-
nexymu ATO);
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— KiTbKicTh MoJeKyst AT®, siki yTBOPHITUCH 32 paXyHOK OKHUCIICHHS B MITOXOHJIPisIX
nBox Moneky:n rimikomitnaaoro HAJIH (2x3 = 6 monexyn AT®);

— KUTBKiCTh MosteKys 1 AT®, sKki yTBOPIITHCH Ha €Tarli OKHUCHOTO JIEKapOOKCHITFOBAHHS
JTBOX MOJIEKYI IipyBaTy 3a paXyHOK OKHCJIEeHHs B MiToxoHApisx HAJIH, yrBopeHoro B
mipyBarAeriporenasHiit peaxiii (2x3 = 6 monexyn ATD);

— KinbKicTh MoJekynl AT®, ski yTBOPUINCH 32 PaXyHOK OKHCIICHHS B IIHKI1
TPUKApOOHOBUX KHCIIOT JBOX MojeKyl aneTuin-KoA (2x12 = 24 monexynu ATD).

CymapHe piBHSHHS aepoOHOTO OKMCIICHHS TJIFOKO3H, 1110 BpaxoBye AT®d, renepo-
BaHy Ipu cyOcTpaTHOMY (OoCOPHITIOBAaHHI HA TIIKOJITHYHOMY €Tarli Ta 3a paxyHOK
OKHCHOTO (hOC(OPHITIOBAHHS B MITOXOHAPISNX, TaKe:

CH,0,+60,+38 Ald+38d, ~ ——= 6CO,+6H0+38 ATD

YV 3B’513Ky 31 3HAYHO OLTBIIOI0 EHEPTEeTUIHOO e(hEeKTUBHICTIO a8pOOHOTO OKMCIICHHS
IJTFOKO3H, TIOPIBHSHO 3 TIIIKOJII30M, OCTaHHIN MPOIeC PO3NISAAAETHCS K €BOIIOIIIHO
OUTBII TIpafaBHINA NUISIX KaTaOoi3My TIIFOKO3M, IO MaB TEPIIOpsAHE 3HAYCHHS B
yMOBax BiZICYyTHOCTI B TIEpBICHiH 3eMHill arMochepi KUCHIO.
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I''TABA 12. METABOJII3M BYITJIEBOJAIB

II. AMIBTEPHATUBHI IIJIAXW OBMIHY
MOHOCAXAPHUAIB. PEI'YJAIIA OBMIHY IVIFOKO3H

12.1. IEHTO30®OCPATHUI IIJISIX METABOJI3MY
INTIOKO31

InmikomiTnuHui nUIAX OKUCIeHHS Ttoko3u renepye HAJIH ta AT® sk mxepena
eHeprii Al eHJePrOHIYHUX MPOLECiB y Oi0J0TIYHMX cucTeMax. Pasom 3 TuM, icHye
AJBTEPHATUBHUI MEXaHI3M MEeTa0O0i3My [IFOKO3U — neHmo3opochamuuii (hocgo-
2NOKOHAMHUL) ULIX, B pe3yNbTari ()YHKIIOHYBaHHS SIKOTO YTBOPIOETHCS THIIUI THTT
MeTabomiuHoi eHeprii, a came — BijHoBIeHUA HAJID* (HAJIOH), 1o B moganbiomy
BUKOPUCTOBYETHCS Y PI3HUX PEaKIIisIX BiJHOBIIOBAIILHOTO O10CHHTE3Y, 30KpeMa CHHTE3Y
miminis. Kpim renepanii HAJI®H, nenrozodocdarauii nuisx € nmocradaibHUKOM
MIEHTO3, HEOOXITHUX YIS CHHTE3y 0ararbox BaXIMBUX O10MOJICKYJI.

3arajibHa XapaKTepuCcTHKA eHT030(0c(aTHOIO HMIISIXY

Peaxmii Ta ¢pepmentu nentozodpocdartoro nurixy (I[1PII) okucnenHs mmoko3n
JIOKAII30BaHl B [IMTO30JI1 KJIITHH.
CymapHe piBHSHHS IPOIIECY Ma€ BUIVIS:

6 toK030-6-ocdar + 12 HAJI®" + 7 H,O —= 5 nmoko30-6-pocar +
+ 12 HAI®H + 6 CO, + @,

Sk BumIIMBacE 3 piBHSAHHA peakilii, B pe3ynbrati peakiiii [IDI ogna (3 mectn)
MOJIEKyJIa TITFOK030-6-(pochary MOBHICTIO OKHUCIIOETHCS 3 BUBITBHEHHSM JTIOKCHIY BYT-
JIETIIO Ta aKyMYJAIIEIO BiTHOBIIOBAILHUX €KBIBAICHTIB (IBAHAAISATH aTOMIB BOJIHIO)
y Bursiai HAJIOH.

3araipHUI IPOIIEC CKIIAIAETHCS 13 TBOX CTAIIH:

I cragis — oxucnosanrsHa, B XO[i AKOi aKTHBOBaHA MOJIEKYJTa TJIFOKO3H (IITiCTh
MOJIEKYIT TITI0K030-6-pocdary) AeriapyeTbes Ta AeKapOOKCHITFOETHCS 3 YTBOPEHHIM
(hocdoprroBaHOi IEHTO3M — pubdYN030-5-hocghamy (IICTH MONEKYN); HA BiAMIHY
BiJT IITIKOJTi3Y, aKIIENTOPOM BOIHIO B PEaKIisx NerinpyBanns € HAJ[D*:

6 nroko30-6-pocdar + 12 HAJIDO® + 6 H O —= 6 pulyno3o-5-hocdar +

+12HAJI®H + 6 CO,

II crapiss — cmaois i3omepHux nepemsopers, B X0 sikoi prdymno3o-5-ocdar (mricTb
MOJIEKYJT) 3HOBY TIEPETBOPIOETHCS Ha TIFOK030-0-(pocdar (11’sTh MoneKy:):
6 pubynoszo-S-pocdar + H,O — 5 nmoko30-6-pocdar + @
CrieriyHAMY 17151 i€ cTajil € PepMEeHTH mpaHcKemonasa 1a mpaHcanbOo1asd, Mo

KaTaJTi3yroTh PeaKilii MbKMOJIEKYIIIPHOTO TIEPEHOCY JIBO- Ta TPUBYIIICIIEBIX KApOOHTEHIX
pavKaitiB:
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3aBISIKH Jii TPAHCKETOMA3U
Ta TPaAHCAIBJIONA3U YTBOPIO- H,C—OH H,C—OH
FOTBCS. YUCIICHHI MTPOMIXKHI | |
Metabomitu [I®I, a came: C|_O C|_O
(hochopriboBaHi MOXiJTHI ByT- HO-C—H
nesoniB — C, (i3omepu pu- |
Oym030-5-hochary — prnb030-  Pamukan, mo TpamcmopTyeThcs Pafmkal, MO TPaHCIOPTYEThCS
5-ocdar, kermyno3o-5-hoc-  mpanckemonasor (TiaMiHAM-  mpancanboonasoio.
tar), C3 (tpiosodocdarn), C7 (hocdarozane:kHUM pepMEHTOM).
(cenorerrrynoso-7-pocar), C,

eputposo-4-docdar), C
(eputp bocpar), C, 6 CO, 12 HAJI®H

(bpyxTo30-6-hocdar). 12 HAJIO" j
n i /
enTozopocharumii 6 T-6-® \ 6 Pu-5-@

LUK OKHCJIEHHS TTIOKO3H | crazis

V pesynerari (QyHKIIOHY-
BAHHS J(BOX CTaiiil IEHTO30-
(hocarroro 1wy MeTado-
J3MY TITFOKO3H BiIOYBaeThCS

IenTo3odocdarunit muxi

. II crami
TIIOCJI1ITIOBHE HCpeTBOpeHHH 5 DOp-6-D rama
TEKCO3 Ha IICHTO3M Ta HaBIIa- P (D’H/

KH (TTCHTO3 Ha TeKCO3H), IO
JIO3BOJISIE TIPENICTABUTH 3a3Ha-
YeHi IepeTBOPEHHS Y BUIIISII
METa0OoJIIYHOTO IUKIY —  [IBK

nenmosoghocghpammnozo yuxy Puc. 12.1. Cxema neHT030(ochaTHOr0 HMKITY OKUCIEHHS ITIOKO3H
(I'-6-D— amoxoz0-6-pocgpam;, Pp-6-D— hpyxmozo-6-gpoc-

Tnikomis

(IIDW) okucnenns enoxozu

(puc. 12.1). ¢am; Pu-5-@ — pubynoso-5-gpocpam; [1BK —nipyseam).
Sk BuIIMBac 3 HaBenieHoi cxemu, peakirii [ 1D 6C

wLyHmMyoms TITKONITHIHUN TUTSX TIEPETBOPEHHS _/

IJIFOKO3H JI0 TIPYBATy, y 3B 513Ky 3 YAM OZIHA 3 HA3B 6C, - 6C,

MeTa0OJIYHOTO NIISIXY, IO PO3IVISANAETHCS, —
“rexco3oMoHO(ochaTHIN ITYHT OKHCICHHS IO~
KO3M.

Bpaxosytoun, 1110 B x071i ieHTo30(pocharHoro 5C
ity (I1DLI) BinOyBaeThCs IMKITIYHE TIEPETBO-
PEHHS HIECTH- Ta T’ STHUBYTJICLICBUX MOJICKYII,
10070 rexcos (C,) na nentosu (C,) 3 BUAUICHHAM
wectn monekyn C, (CO,), MoxHa monaru Taky — 5x (2 C,)

(hopmastizoBaHy MOJIEIH IAKITY:

Depmenmamueni peakuyii nenmozopocghamnozo yuky

I crapisi. OxuciroBanbHa CTa/Iis TIOJATAE B TIOCITIIOBHOMY JIETiIPYBaHHI TBOX MeTa-
oomitiB [1DI] — BuximHOTO CyOCTpaTy mIrOK030-hocdary Ta iHTepMemiary 6-pocdo-
nmokoHary HA JId-3ae:xHUMHU JIeTiiporeHa3aMu.
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I.1. Oxucnenns nmoko30-6-pocdary (mectr MoneKyi) 10 6-hochONTIOKOHOIAKTOHY
(bepment — HAJID-3anexHa enr0ko30-6-pocghamoeziopocenasa) 3 MOAATBITIM
TiPOITI30M JIAKTOHY 710 6-(hochonTroKOHATY ((hepMEHT — JAKMOHA3A):

H OH O
\/ V4
C C |COOH

| 4+ |
HC-oH | PM® BMOH ye oy | o HC—OH

| S Z l l
HO-CH 0 HO-CH LN HO-CH
HC—OH J H(Ij—y HC—OH
HC— HC—OH

HC
| l |
CH,—0~(P) CH,—0~P) CH,—0~(P)
DTI0K030-0-hocdar 6-(poCHOTTFOKOHOTAKTOH 6-pocdormokoHar

1.2. OxucmoBanpHe 1eKapOOKCHITIOBaHHS 6-POC(hOTTIOKOHATY 10 KETOTIEHTO3H —
D-pubynozo-5-pocdary (pepment — HAJIdD-3anexHa 6-gpocgoznokonamoeziopo-

2eHasa):
CH,—OH

.
HC—oH HAL® HAJI®H (|::o

|
6 _$E LZ 6 H?l—OH

H$—0H HC—OH

|
HC—-OH CH2—O-®
CP|12—0-®

6-pocdonmokonar pubynoszo-5-pocdar

YTBOpeHHsIM puly1030-5-hocdary (SKuii MOKe JISTKO TIEPETBOPIOBATUCS B CBIH
i3oMep pub030-5-pocdar), T00TO oKkucIOBANLHOIO cmadicto, PYHKIIIOHYBAHHS

HAJID HALGH |- > Timian MeHT030-PochaTHOTO MUKy MO-
JKe 3aBeplyBarucs. Taka meTa-

¥/
OoJrivuHa CUTYyaLis BiA0yBacThHCS B
]\ e Rty
TIDII

TICUiHIl, HATHUPKOBUX, CTATEBUX
3aJ103aX, JJAKTYFO4ii MOJIOYHIH 3a-

Dp-6-O P-5-® J1031, TOOTO B TKAHUHAX 3 IIEPeBa-

Y \* JKaHHSIM aHA0OJIIYHUX MPOIIECIB

. Tikonis Hyxneorvnm, i3 30a/1aHCOBAaHOI0 TIOTPEOOIO B

) HyKJICTHOBI HAJI®H (HeoOxigHOMY U1 CUH-
[Tipysar KHUCJIOTH I[ ( Y

Pric, 122, Cxevia oy o Te3y KUPHUX KHUCIIOT, CTEPOiIiB)
c. 12.2.Cxema (pyHKIioHYBaHHSI ITeHT030(h0C(ATHOIO LLTSIXY . .

B KJIITHHAX TKAHNH i3 30a1aHcoBaHUMu TIoTpebavu 1 & P u6030-5-pocari (HeO6X1.H_

B HAJI®H Ta nenro3odocdarax. HOMY JUTA CHHTE3Y HYKJICOTH/IB,

Hosnauenns: ous. puc.12.1; P-5-@ - puboso-5-ghocgham.  HyKJICTHOBUX KUCIIOT) (puc. 12.2).
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II craaist. L5 cTamist moYnHa€ETh- CH,—OH
cs 3 i3omepu3aitii pulyno30-5-goc- .
¢ary i monArae B i30MepHUX Tepe- $_O
TBOpPEHHSX IyKpodocdaris. OH— CH

II.1. [3omepu3artist mecTr MoJe- HC OH
Kya pubyno30-5-pocdary nuraxom CH2 OH /
HOro TIepeTBOPEHHSI B YOTHPH MOJIe- CHz O@
KyJIu KCuiyno30-5-¢ocdary (dep- KCHITyno30-5-(ocar
MEHT — ¢hochonenmoenivepasza) Ta 6 HC OH
B JIBI MOJIeKysu pr0030-5-pocdary
(bepmerT — Ghocghonenmoizomepasa): HC OH \

11.2. Tlepmia mpanckemonasna pe- CHZ HC OH
axyis — B3aEMOJIA IBOX MOJICKYI |

proy030-5- Q)octbaT HC—OH
KCHITYJI030-5-(pocdary 3 1BoMa Moste- |
KyJ1amu pu6030-5-pocdarom 3 yTBO- HCl?— OH
peHHsIM Tiniepanbaeria-3-dgocdary _
Ta CeAOTenTyI030-7-pocdary (Imo aBi CH, O_@

. . 6030-5-
MOJIEKYJIH, BIJIOBITHO): piboso-3-occpar

Ty o
;-CHZ Sk " ; (|:H2—0H
| s _
=0 HC—OH CI\O $—o
2 OH~CH +2 HC—OH — 2 HC—-OH  +2 OH—CH
HC—OH HC—OH CH,—0(P)  (HC—OH)

| |
cH,—0P)  CcH,~0~(P) CH—0-(P)

KCHTy030-5-pocdar  pubo30-5-pocar  mmnepanbaerin-3-gocdar  cemorentynoso-7-pocdar

11.3. Tpancanvoonasna peaxyisi— B3aeMOIIs TBOX MOJICKYJT CEIOTeNTYI1030-7-hocdary
3 JIBOMa MOJICKyJIaMH Titinepaiibaeria-3-pocdary 3 yrBopeHHsIM eputpo3o-4-hocdary ta
(hpykT030-6-hocdary (1o 1Bl MOJIEKYIIH, BiIIIOBIIHO):

Ly GHy~OH
| GHamOH H H c=0
I C o | CI/\O c|/:0 OH—(le
2'05 CH___!+2 HC-on = 2 HGTOH - +2 ooy
(HC—OH), CH,~0~P) o HC-OH

CH2 o-(P) CH,~0P) C|H2—0-®

cenorenTyno3o-7-gocdar  mrinepanbaerin-3-gpochar eputposzo-4-pocdar  hpykro30-6-hochar
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i erarmu € nmepernaom [1DIII i3 rmikomizom: miinepansaeria-3-docdar, mo yTBo-
puBcs Ha etarti 1.2, Mmoxke HagxoauTH 10 OHIY METAOOMITIB TITIKOII3Y, 200 TPOAYKTH
peaxuii 11.3. BeTynarots B ApyTY mpanckemonasty peaxkyiio, TOOTO IepeTBOPIOIOTHCS
no nwisixy I[OIT.

11.4. Ipyra mpanckemonasna peakyis TOJIATae y B3aEMOJIT TBOX MOJICKYJI KCHITY-
n030-5-pocdary (yrBopenux B peaxiii 11.1.) i3 1BomMa MoyekynamMu epuTpo30-4-
¢docdary (yrBopenuM y nonepenii peaxuii — I1.3.); mpoaykTu peakiii — ritepalib-
neria-3-pocdar Ta Gpykro30-6-docdar (o 18I MOIEKYIIH):

_ Ly
r A
| CH,-OH | H H CH,-OH
I | cZ { |

C=0 <0 C=q C=0
L4 ——- ! | |

2 HO—ClH +2 HC—OH =—=2 HC|—OH + 2HO—C|H
HC—OH — - HC—OH
HC—O0H CH,—0-(P) |

| |
CH-0-(®)  cu,-0(P) HC—OH
cH,~0~P)
KCHITYN030-5-pocar  eputpo3o-4-pocdar mitepanbaerii-3-gpochar  Gpykrozo-6-docdar
11.5. /1B Monekysu miinepasibierii-3-gocdary, yrBopeHi B peaxitii 1.4, MoKy Th (depe3
CTaIito0 i30Mepu3allii B AiokciaretoH(ocdar) KOHICHCYBATUCS B MOJICKYITY (PPYKTO30-0-
(hocary:

(|:H2_ OH
C=0
e e c—o—(P) HO—CH
N X H,C— -
2 H?— OH HC—OH C=0 H|C— OH
| —
CcH,—0~®) CH,—0~(P)  CH,~OH HC—OH
CH,—0—P)
Dilepanbierii-3- milepanbieria-3- JniokcianeTorpocdar dpykT030-6-hochar
thocpar docdar
11.6. I3omepwu3artist m’sTH MoJTe-
H_ _OH KyJ1 (hpykro30-6-hochary (yrBOpe-
(|3H2_ OH (|? Hux y peakuisx 1.3, 11.4 ta I1.5) B
C=0 HC—O\H‘ I’ ITh MOJIEKYII [TII0K030-6-(ocda-
I | — i30-
s HO—CH 5 HO—CH Ty ((pepmeHT gocghoeexcoizo
I | O mepasa) 3aBepmye mentozodoc-
H(IZ— OH chy (darHui UK.
H(E—OH H? MerabomiuHy KapTy peaxifii
CH,—O CH,—O MeHT030¢oc(aTHOTO UKy OKHC-

bpyxT030-6-Pocdar IT0K030-6-(pocar  JICHHSI ITFOKO3H IIOIaHO Ha puc. 12.3.
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6 I'-6-®
6 HA1®*
6 HAIOH J
6 6-OT
6 HAZ1I®*
6 HAIOH J\' 6 CO,
6 Pu-5-@
2 Ken-5-@ 2 Ken-5-@ 2 P-5-®
2T-3-® 2 Ce-7-®
2 E-4-0 2 Op-6-O
2 Op-6-O 2T-3-®
r-3-o JIOAD
Op-1,6-mud
®H
Dp-6-O
| ! }
r-6-o@ 2T-6-®

2TI-6-®
Puc. 12.3. Cxema peaxkuiii nenrozodocarnoro uukay. [losnavenns: I -6-@ — enoxozo-6-ghocham;
6-D-I"— 6-ghocgpoentokonam; Pu-5-@ — pubynoszo-5-gocam; Kcu-5-@ — rkcunynoszo-5-goc-
¢am; P-5-@ — puboszo-5-chocgham;, [-3-@ — eniyepanvoezio-3-gpocpam; JJOAD — diokci-
ayemongocgam; Ce-7-@ — cedyeenmynoso-7-gocpam; Ep-4-D — epumpozo-4-gpocgham;

Dp-6-D — ppykmozo-6-pocpam; Dp-1,6-0ud — ppykmoso-1,6-oupocpam.
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V pe3ynbTari peaxiiiii, mo po3mIstHyTi, ICTh MOJEKYI ITF0K030-6-ocdary nepe-
TBOPIOKOTHCS Ha IT°SITh MOJICKYJI IIIFOK030-6-(hocdary, ToOTO npoliec Ma€e BULIIs T MeTabo-
JIYHOTO IHKITY, SIK OyJIO 3a3HAUEHO BUIIIE.

®Dizionoriude 3Ha4eHHS MEHTO30()0CHATHOIO HLISAXY

[Nenro3odocharHuii NUITX OKUCICHHS TIIIOKO3W Ma€ BOXKIIMBE (i310JI0TiUHE 3HAYCH-
Hs1 77151 QYHKIIOHYBaHHS iHIINX aHAO0OMIYHNX (010CHHTETUYHUX ) MEXaHI3MiB, a came:

1) 3a paxyHOK (pyHKIIOHYBaHHS MEHTO30(OCHaTHOTO NLIIXY METa0oi3My TIIIO-
KO3H B OpraHi3Mi yTBOPIOETbCS MpuOnu3Ho mojoBuHa myny HAJIOH (pemra — B
pesynbrari nii HAJId-3anexHux i30IUTpaTAeTiIporeHa3y Ta MajaT/aeriiporeHasn),
10 BUKOPUCTOBYETHCS Y BiIHOBIIIOBAJIbHUX CUHTE3aX KUPHUX KUCIIOT TA CTEPOiLiB;

2) neHTo30-pochaTHU NUIAX € MmocTayalibHUKOM prbo3o-5-hocdary, skuii
BUKOPUCTOBYETHCS ISl yTBOPEHHSI HyKIeoTrAiB HykieinoBux kuciot JJHK ta PHK,
kopepmenTHux Oiomonekyn HAJI (HAI®D), DAJ], ATD, KoA, mukIiYHAX HYKIIEO-
B 3',5'-AM® Tta 3',5'-TM®;

YV 3B’513Ky 13 3a3Ha9eHIMH O10XiMITHUMH (PYHKIIISIMU, peaKiii meHTo30hocgarHoro
IUIAXY HAWOUIBII aKTUBHO TepediraloTh Y TKaHWHAX 13 BUPAKEHUM aHAOO0III3MOM, Y
KJIITHHAX SKUX HAWOUIbII IHTCHCUBHO BiJI0YBAlOThCS CUHTE3M JIMIJIB, BITBHUX
HYKJICOTH/IIB Ta HYKJICTHOBHX KHCIIOT — Yy KUPOBii TKaHWHI, TIE4iHIIi, MOJIOUHIH 3271031
B TIEpioJ JIaKTallii, Kopi HAIHUPKOBUX 37103, CIM’SIHUKAX. Y TKaHHHAX 3 TepeBakaH-
HSIM OKHCJIIOBAJIBHOTO METaboIi3My, 30KpeMa CKEJIETHHUX M’s3aX, peakuii MeHTo30-
(hocdarnoro nuIIXy epediraroTh Ha Iy)Ke HU3EKOMY PiBHI.

OCKIJIBKY TIPH MUKITIYHOMY (DYHKITIOHYBaHHI MeHT030(0oCc(haTHOTO MIISXY OCHOB-
HHUM TPOAYKTOM Ychoro mporecy € came reHepauis HAJIDOH, TTOIII mae xapakrep
metabomiunoro yukay (IIOL[ — puc. 12.1) B agunonuTax »UPOBOI TKAHUHH, JI€ IO~
JIOBHOIO HOTO (PYHKITI€I0 € caMe TeHepallis BiTHOBIIOBAILHIX €KBIBAJICHTIB JIJISI CHHTE3Y
mininiB (tobto icHye mepeaxkanns morped B HAJI®H nax morpebamu B meHTO30-
(hocdarax). Y pemiti KITHH i3 BHCOKUM aHA0OTIYHIM ITOTEHITIaIOM (/1€ BiIOyBa€ThCS
AKTUBHUH CHUHTE3 SIK JIMiMIB, TaK 1 HyKJICOTUIIB) — TKaHWHH i3 30a1aHCOBAaHUMHU
norpebamu B HAJI®H Ta nenro3zodocdarax — mneHTozodochaTHmii nuisix ado
3aKiH4Iy€ThCS HAa OKHCITIOBANIBHIH cTaii (puc. 12.2), abo nmepexoanuTh B IITIKOTI THYHUHA
HIJISIX OKUCIICHHSI TITIOKO3M Ha eTarli yTBOpeHHs Tpiozodocdaris,

3) nenTo3odocharHuii MUITX aKTHBHO (PYHKITIOHYE B €PUTPOIUTAX JIFOMUHHA. biomo-
riune 3Ha49eHHs QyHkmionyBanHs [IDI] y mux kiitiHax mossrae B reaeparii HAJIOH,
110 HeOOX1THUH AJIs TPOTUAIT nepeKucHOMY OKUCIenHI0 HeHACUYCHUX )KUPHUX KUCIIOT
dochonimigiB epUTPOIUTAPHUX MEMOpaH, TOOTO I MOIMEPEIHKCHHS TeMOIIi3y
EpUTPOLUTIB.

CrniaikoBa HEOCTATHICTh TIIOK030-0-QocdaraerigporeHasy NposBISETHCS MiIBU-
[ICHOIO CXWJIBHICTIO €PUTPOIMTIB XBOPHUX JIO TEMOJI3y, 0COONNBO B pasi MpUAOMY
JIeSIKUX JIIKapCHKUX 3ac00iB (actipuHy, cymbhaHiIaMiIiB, TIPOTUMAISPIHHOTO Mpera-
pary Ilpumaxiny). Taki K TOpyIIEHHS Yy TIAII€HTIB i3 AeQeKToM IIFoK030-6-pocdar-
JIeTiJpOreHasu CIpUYIMHSIE CIIOKMBaHHs 000iB Vicia faba (“aBi3m”) — 3axBoproBaHHs,
SIKAM CTPaKJIaf0Th MUJIbIOHN HACENIeHHs B KpaiHax Adpuku ta Asii.
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12.2. METABOJII3M ®PYKTO3U TA T'AJTAKTO3H

BaxnuBumMu cyOcTpaTaMu eHepreTH4Horo oOMiny € MoHocaxapuau D-ppykrosa
ta D-ramakrosa, siki HAAXOJSITH O OpPraHi3My JIOAMHHU TEPEBAXKHO 3 XapUYOBUMHU
JycaxapuiaMy POCIMHHOIO Ta TBAPUHHOTO IOXOKEHHS: (PPyKTO3a — y CKIIAAI
caxaposy, IO TiAPOMI3y€EThCS B KUIIEUHUKY (DEPMEHTOM Caxapo30t0 10 TIIOKO3H Ta
(hpykTO3H, TanakTo3a — y CKIai “MOJIOYHOTO IyKPY  JAKTO3H, IO PO3IIETUTIOETHCS
KUIIEUHOI0 akmasoio (B-eanaxkmosudazor) 10 raaakTo3u Ta IIHOKO3H.

[Ticnst mpoHUKHEHHS Yepe3 Ta3MaTHaHI MeMOpaHn BcepequHy KITHH (ppyKTo3a i
rajakTo3a BKIIOYaloThCS B OOMiHHI NPOLIECH LIIISIXOM X TIepeTBOpeHHs B pocdopu-
nroBaHi eipu mIroKo3n abo ii MeTaboiTiB — iHTepMeIiaTiB TITKOIMi3Y.

IleperBopenns ¢gpyKrTo3u

BrurrouenHst ppykTo3u B OOMiH TITFOKO3H 3MIMCHIOETHCS MPH JTii TaKUX (DepMEHTIB:
a) HecnenuivHOT eexcoxinazu, MO Karamizye pochopuTFoBaHHS Pi3HUX TEKCO3:

D-¢dpykroza + ATO —= D-¢ppykro30-6-pocdar + AJID

[ponyxkrt peakuii — D-dpykTo30-6-ocdar € MeTabomiTOM IITIKOTITUIHOTO OKHC-
neHHs nmoko3u. Leit murstx metabomizmy GppyKTo3u peartizyeThes B KIIITHHAX 0ararbox
oprasiB, 0COOJIMBO B M’si3aX 1 HUPKaXx;

0) cienmdiuHO1 ppyrkmokinazu, mo Karamizye GochopumtoBanas GPyKTO3H HE 3a
6-M, a 32 1-M BYIJICIICBUM aTOMOM:

D-¢dpykroza + ATO —= D-¢ppykro3zo-1-pocdar + AJID

OpyKTOKiHA3HUHN IUIAX IEPEeTBOPEHHsI PPYKTO3U QYHKIIOHYE B redinmi. [IpogykT
peaxuii — D-dpyxkro3o-1-docdar posmernmoerbes mia Aieto arvoonasu (hpykmoso-
1-pochamanvoonaszu) Ha Bi TPiO3M:

D-¢dpyxkro3zo-1-pochar —= miinepanbaeria + giokcianeronpocdar

Hiokcianerordocdar, mo yTBOpHUBCSA, € IHTEPMEIiaTOM TIIIKOIi3Y, KU TIepeTBO-
PIOETBCS B Tiiniepanberii-3-hocdar npu 1ii mpiozogocghamizomepasu. Jpyruii mpo-
IYKT aJibJI0JIa3HOI peaKilii — miinepabaeria hochOopToeThCs 3 yTBOPEHHSIM TaKOXK
niinepanbaerin-3-pocdary (pepmeHT — mpioszoxinaza):

mrinepanpaeria + AT® —= mminepanbaeria-3-gocdar + ATD
Takum grHOM, (HPYKTOKIHAZHUH NUTIX OOMiHY (PYKTO3U TIEPETHHAETHCS 3 TITIKO-
JII30M Ha eTarli yTBOPEHHS JIBOX MOJIEKYJT (hocdoTpio3u — rinepaiberia-3-pocdary.
Ocoonueocmi 00MiHy (hppyKkmo3su 6 opzanizmi 1100uHu

OCHOBHHUM JKepeIoM PPYKTO3W B OPTaHi3Mi JIFOJMHU € 11 HaJIXOKEHHS 3 TIPOTyK-
TaMH XapuyBaHH:I, BTIM ITEBHA KUTBKICTb II€] TeKCO3M CHHTE3Y€EThCSI B CIICIIaIi30BaHUX
TKaHWHAX 13 JTFOKO3H.
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Cunte3 eHJIoreHHOl (PPYKTO3H BiJIOYBAETHCS Yepe3 YTBOPECHHS 3 TIIFOKO3U IISCTH-
ATOMHOTO CITUPTY COpOINMONy 3a CXEMOIO:

HAJI®H HAJI® " HAT HAJIH

Jl-rnroko3a

I -copbiton J-bpykTo3a

E; Ep
E, — amoosopedyxmasa; E, — copbimondeziopozenaza

1. B oprani3wmi jrofaunau ppyKTO3a YTBOPIOETHCS 3 TIFOKO3H B CIM’STHUX BE3HKYJIaX;
KOHIIEHTpaIlist GPyKTO3U B CiM’stHiN piauHi nocsirae 10 MM. 3aBasiku 31aTHOCTI MIiTO-
XOHJIPii CTIepMaTO30i/1iB OKUCITIOBATH (BPYKTO3Y B MPOIIECi hpykmonizy, BOHA € €HEP-
TeTHYHHUM JDKEPEJIOM JUTS PyXY CIIepMaTO30iIiB.

2. ®pyKT03a MICTUTBCS B IEBHUX KOHIICHTPAIIISX Y KPHIITAJIMKY OKa, JIe BOHA TAKOXK
YTBOPIOETHCS 3 IVIFOKO3H uepe3 copOiTosl. AKTUBHICTh [LOTO METaOOIIYHOTO MUISXY
301TBIITY€THCS TIPH IyKPOBOMY [1ia0eTi; OCKUTHKY MMPOHUKHEHHS COPOITOY Yepes3 KiTi-
TUHHI MEMOpaHH € YTPYIHEHUM, BiH, pa3oM i3 (PYKT03010, HAKOTIMIYETHCS B KPHIII-
TaJIMKY, 110 CKJIaJa€e O10XiMiYHY OCHOBY PO3BUTKY 1iaOETHYHOI KaTapaKTH.

3. IcHytOTh CITaIKOB1 €H3UMOTIATIi, TOB’A3aHi 3 TCHETHYHUMH JIe(peKTaMu CHHTE3Y
(depMeHTiB MeTabomi3My (PPYKTO3H:

a) HenepeHocuMicms (hpyKmo3u — 3aXBOPIOBAHHSI, MOJIEKYJISIPHOIO OCHOBOIO SIKOTO
€ YPOJKeHA HEJIOCTATHICTh (hpykmo3o-1-ghocgpamanvoonasu, Mo COPUINHSIE HAKOTIU-
YeHHs B TKaHHMHaX QpyKT030-1-hocdary, sikuii € iHri0ITOpoM Jeskux GepMeHTIB ByIIIe-
BOJTHOTO OOMiHY, 30kpeMa (ocdopuiasu niiikoreny. Ilatomoris mposiBiseTbes Gpyk-
TO3EMI€I0, PPYKTO3YPI€I0 Ta BAXKKOK TIMOTTIKEMIEI0, 1110 PO3BUBAKOTHCS IMICIIS
CTIOKUBAHHSI JIIETH, KA MICTHTBH (PPYKTO3Y;

0) @pyxmoszemis — TaToNOTisi OOMiHY (QPYKTO3H, CIPUUYMHEHA HEIOCTATHICTIO
@pyxmoxinazu. EH3UMONATIsI XapaKTeprU3yeThCsl TOPYLICHHIM KIITUHHOT YTHITi3amii
(hpykTO3n 0e3 CYyTTEBHUX KIIIHIYHUX TIPOSBIB.

IlepeTBOpeHHs rajakTo3n

BxutroueHHs rasakTo3u B MeTabO0ITiuHI MPOIIecH BiIOyBaETHCS 32 TAKIM MEXaHI3MOM:
(1) docdopumoBanns D-ramakrosn 3a 1-m BymierieBuM aroMoM ((pepMeHT earax-
mokKinaza):

D-ranaxroza + AT® — D-ranakro3o-1-pocdar + A/1D
(2) neperBopenns D-ranakro3o-1-ocdary B eniMmepHy Mosekyiry D-riroko3o-1-
¢docdary. Peakiist BinOyBaeThCst IpH yyacTi HyKIeoTHIy KodepmeHTHoro Ty YD
(ypununandocdary), sikuii BAKOHY€E QyHKIIiI0 IEPEHOCHUKA TeKCO3HUX TPyl y hopmi
HyKieotuauykpy YPD-1-rekco3u:
D-ranaxro3o-1-docdar + Y®D-1-rmokoza — D-rmoko30-1-pocdar +
+ V]I®-1-ramakrosa
Peaxiris karanizyeThcst PepMEHTOM eanakmo3o- 1-gocgham-ypuounmparcgepazoro
(ViD-enoxosa: D-eanaxmoso-1-ghocpam-ypuounmparcghepasor).
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Perenepartist V/1®-
1-mmroko3u, TOOTO TIepe-
TBOPEHHSI T'aJIaKTO3HO-
TO pajyKaja B IIIOKO3-
HHH (Ta 3BOPOTHHUI €Ti-
MEpHHIA [poI1Iec) Bia0y-
Ba€THCS Y CKIIAJTi MOJIe-
KYyJT HyKJICOTUIYKPY
Y]®-rexcozu mpu il
HA/I-3anexxHOTO hep-
MeHTy Y/AD-eanax-
mo3o-4-enivepasu.

(3) I'mroko30-1-¢hoc-
(har, 10 € MPOIYKTOM
peakuii (2), mepeTBo-
PIOETHCS B TITIOKO30-6-
docdar npu ail goc-
¢hoeniokomymasu.
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(0)
®
O—IIJ—O—II)—O—CHZ
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V]1®-1-ranakroza
(0]
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HN™ “CH
O_ H l |(|jH
_Cw_ .~
H I I 0" N
O—II’—O—IT—O—CHZ
OH OH OH H
H H
VI®-1-mmoko3a OH OH

[TocninoBHICTH peakiliii BKIFOUEHHS rajakTo3W B OOMiH TTFOKO3H TOJaHO Ha

puc. 12.4:

Po3risiHyTa MOCIiIOBHICTH pe-
aKIii MepeTBOPEHHS TajaKTO3U B
[JTIOKO3Y BUKOPHCTOBYETHCS TAKOXK
JUIsL 3BOPOTHOTO NPOLIECY — CHH-
Te3y B MOJIOYHHX 3all03aX Tajak-
TO3H, I MOHOCAXapH 1 BAKOPUCTO-
BYETBCS JUISl yTBOPSHHSI MOJIOYHOTO
ILYKpY JIaKMO3U.

Tanaxmosemin

CnankoBuii ne)eKT CUHTE3Y
eanaxmoszo-1-gocgham-ypuoun-
mpancghepazu MPOsIBISIETHCS YPO-
JUKCHOIO0 SH3UMOIIATIEI0 — 2a-
naxkmozemiero. BHaCIiIOK HECTIPO-

l'amakroza

E ATD
. ALl

lNamakro3o-1-docdar

ge

['moko3zo-1-ocdar

V1®-rroko3a

:)E

V]|d-ranakrosa

E

4

I'mroko30-6-hocdar
Puc. 12.4. Cxema BKJIIOUEHHS TAJIAKTO3H B MeTAa00Ti3M
LI0OKO3U. E, — eanakmokinasa; E, — 2anak-
mosun-1-gocpam-ypuounmparncepepasa; E , —
VI{®-2anaxmoso-4-enivepasa, E,— ocgho-
2NOKOMYmasa.

MOKHOCTI O10XIMIYHUX CHCTEM OpraHi3My NEpEeTBOPIOBATH TalaKTO3y B IIIOKO3Y, B
KPOBI Ta BHYTPIIIHIX OpraHax XBOPHX HAKONMYYIOTHCS rajlakTo3a Ta rajakro3o-1-
(dhocdar, mo mposBIAETbCA 30UTBIICHHAM TMEYiHKH, 3MyTHEHHSM KpHWINTAJINKA, 3a-
TPUMKOIO PO3yMOBOTO PO3BUTKY. [1aTonorist BUSBISETHCS B pAHHBOMY TUTSYOMY Billi
IpPU CIOKMBaHHI MOJIOKA, il PO3BUTOK MOKe OyTH 3aTpUMaHU{ BiINOBITHUMH
MIETUYHUMHA OOMEKEHHSIMMU.
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12.3. BIOCUHTE3 IIIOKO3U TA HOI'O PETYJAIIS

['onoBHOM JKEpENioM IITIOKO3H SIK METa0OIIYHOTO MAINBa JJIsl OPTraHi3My JTIOANHH
€ 11 HaJIXO/DKEHHS 3 Xap4OBUMH NPOAYKTaMHU y BUITISAI MOJTicaxapuy KpoxXMalio Ta
caxapo3su. Ha/utiiiok riroko3H, o He BUKOPUCTOBYETHCS B OKHCITIOBATBHIX PEaKIIisiX
aepoOHOT0 Ta aHAePOOHOTO TIIIKOII3Y, BIAKIAIAETHCS Y BUIVISA CHEPIeTHYHHX JET0 —
DIIKOTeHY Ta TPHALMINIIIEposiB. BTiM, icHYIOTh MeTabOMiuHI NUISIXH, 1O 3a0e3re-
YYIOTh OpPraHi3M IIFOKO3010 32 PaXyHOK ii CHHTE3y 3 HEBYIJIEBOJHUX 010MOJIEKYJI.

I'nioxoHeorenes (NTiKOHEOTEHE3) — CHHTE3 IIFOKO3H 3 HEBYTIICBOTHUX METa00i4-
HUX TIOTIEPETHUKIB, 0 SKUX HaJle)KaTh: MipyBaT (Ta JAKTAaT); JesSKi aMiHOKHCIOTH
(TTIOKOT@HH1 aMiHOKHCIIOTH); TIEBHA KUTHKICTh TITFOKO3U MOYKE YTBOPIOBATHUCS 3 TITiIIe-
POy Ta IPOIYKTiB KaTaOoi3My JKUPHUX KHCIOT 3 HETIAPHOIO KITBKICTIO B TJICIIEBIX
aTOMIB Y BYIJIEBOTHEBOMY JIAHITFO31.

®dizionoriuHe 3HaYeHHS [IIOKOHEOTeHe3y

Peaxii nirokoHeoreHe3y BiZi0yBatOThCs IEPEBAKHO B TICUIHIII Ta, B JISAKIN Mipi, B
KipKOBOMY TIapi HUPOK, OCKIIBKH B KJIITHHAX caMe IMX OpPTaHiB MPUCYTHIN TOBHUI
Habip HEOOXiTHUX (EPMEHTIB.

3a 100y B opraHi3Mi I0OpocyIoi IFOMUHY CHHTE3y€eThest 10 80 r miroko3u. biocuaTes
DITIOKO3M 3a0e31edye 1T HopMaJIbHy KOHIIEHTPAIIIF0 B YMOBaX 3MEHIIIEHOTO HA/TXO/PKEHHS
MOHOCaxapu1y i3 30BHIIIHEOTO CEPEIOBHUINA Ta BHIEPIAHHS TOJIOBHOTO aKyMyJIbOBa-
HOTO JKepelia IIIFOKO31 — TITKOTeHy TediHKu Ta M s13iB. Taka (hizionoriyaa cuTyartis
CTIOCTEpiraeThes 4epes3 AeKiTbKa FoIiH ITiCIIs TPUHoMy 1K1 (nocmabcopomusHuti cmat,
110 BiI0YBAETHCS 3paHKy, HATIIECEPIIE), B YMOBAaX TPHBAJIOTO TOIO/YBaHHSL, MTiCIIs BUC-
HaxMBOi (hi3naHOi podoTH. OcOOINBO Yy TIIMBHIA 0 3MEHILICHHS BHY TPIIIHHOKIII THH-
HOT KOHIICHTPAIIiT TJIFOKO3H TOJIOBHUI MO30K JIFOJIMHU, JIJISI SIKOTO TJIFOKO3a € OCHOBHUM
CyOCTpaTOM EHEPreTHYHOr0 0OMIHY, 110 CIIOKMBAETHCS B KUTLKOCTI Oi3bKo 120 132 7100y.

Meta0oJiiyHMIl HUIAX [IIOKOHEOTeHe3y
MeTabomiyHIiA NUIAX TIIFOKOHEOTEHE3Y € 3HATHOI0 MipOI0 OOEPHEHHSM TITIKOJIi3Y
(110 YTBOPIOE 3 TITFOKO3M MipyBaT Ta JAKTaT) 38 BUKIIOYEHHSIM TPHOX TITIKOJITHIHUX
“KiHa3HMX peakiii, sIKi € TePMOTMHAMIYHO HE3BOPOTHUMH 1 MOTPEOYIOTh OOXiTHUX
(IIYHTOBHX) MEXaHI3MiB.
He3BopoTHUMH peaxiisiMu ITIKOJI3Y €:
1) eexcoxinasna (a0 2MOKOKIHAZHA) PeaKyist:
emokoza + AT® —= amokozo-6-poccham + AJ[D
AG’=—4.,0 kxan (16,7 kIx)
2) ocpogppyxkmoxinasua peaxyis.
@Ppyxkmo3o-6-gpocham + AT® ——> hpyxmozo-1,6-ougpocgham + AJ[D
AG"=—3 4 kxan (14,2 kJx)
3) nipyeamxkinazna peakyis:
gocghoenonnipysam + AJ{® — nipysam + ATD
AG’=—17,5 xkan (31,4 xJ[x)
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Buxonsau 3 He3BOPOTHOCTI 3a3HAYSHUX PEAKIIii, AJIs IepeTBOPEHHS ITipyBary (abo
JAKTaTy) B TIIOKO3Y HEoOXimHI momarkoBi, cmenudivHi AJs IIIOKOHeOreHe3y
(hepmenTaruBHi peakiii. Lle peakii:

— TIePEeTBOPEHHS TITFOK030-6-hocdaTy B IITFOKO3Y;

— nieperBopeHHst GpykTo30-1,6-mudocdary B hpykrozo-6-docdar;

— MepeTBOPEHHS MipyBary B ocdoeHomnmipyBar.

Peaxuii ma ¢pepmenmu zniokoneozenesy

1. Ilepemeopennsi nipyeamy 6 ¢hocgo- T
EHOMNIPYEam. CH COOH

Peaxkmiist BiOyBa€eThCs B ABI TOCHTIIOBHI | 3 | CH

_ T 2

craii: C=0 +COy |

1). IlepeTBopeHHs MipyBaTy B OKCAJO- C=0
aretar (11aBJIeBOOIITOBY KUCIIOTY) 32 YUaCTIO COOH C| OOH
(bepMenTy nipysamkapbokcunasu: Mipysar Okcanoatierar

nipysar + CO, + AT® —s okcanoanerar + AII® + @

[TipyBarkapOokcuiiaza JokaizoBaHa BcepeauHi MiToxoHapii. [IpocteTnaHor0
rpynoro GpepmenTy € kapbokcubiomun —xopepmentHa Gpopma CO,-TpaHCIIOPTYHOHOTO
BiTaminy H. Maxkpoepriuauii 38’130k AT® BuUTpadaeThCcsi Ha KapOOKCHIIIOBAHHS
3B’3aHOTO 3 pepMeHToM OioTuHY (nuB. maBy 15, m. 15.1).

2). IlepeTrBopeHHS '_COOH]— __________
okcayoanerary B oc- cH GH2  OH
¢doenonmipysar (DEIT) 2 +ITO C-0-P=0 +CO,+T1®
3a yuactio pepmenty ~ ¢-O coon OH
docpoenonnipysam- COOH
kapbokcukinazu (PEIT- ~ O<CA0MeTar PEI
Kinasu):

okcaioarerar + [ T ——= OEII + CO2 +TJD

VY xrmituHax Oinbmiocti TBapuHHUX opranizMiB PEIll-kinaza mokamizoBaHa B
IIUTO30J11, Y JIFOIMHUA — B IUTO30J11, Y4CTKOBO — B MITOXOHJIPIsIX.

Komnapmmenmanizauia nepemeopenna nipyeamy ¢ @EIT

[TipyBarkapOoKcHIa3Ha peaxilisi € OMHIEI0 3 aHaANIePOMUYHUX PEAKITIH ITUKITY TPHU-
KapOOHOBUX KHCIIOT, IO 3a0€3MeUyIOTh MiATPUMAHHS BUCOKOT KOHIIEHTpAIIi{ HEeBHUX
meTabomitie [ITK — B qanomy Bunajaky — okcanoarerary (nuB. iasy 10, 11.10.4).
Peaxist BinOyBaeThcss BCepearHI MITOXOHJPIH, 1 ISl BKIIFOYEHHS OKcajoareTrary B
peaxiiii mIroKoHeoreHe3y (3a paxyHok nii muro3onbHoi OEII-kiHa3m Ta iHmmx dep-
MEHTIB IJIFOKOHEOTeHe3y ) He0OX1THO TPaHCIIOPTYBaTH OKcalloalleTar 4yepe3 MeMOpaHu
MITOXOHJIPif Y IIUTO30b.

TpaHcnopTyBaHHS OKcaIoaleTaTy B IUTO301b 320e3MeUy€eThCs 3a JOTIOMOTOI0 OJTHI€ET
3 yosHuKo8UX cucmem (wynmie — shuttles, aHTIL.), TPUHIMIT Ji1 SIKUX IOJISTAE B TIepe-
TBOPEHHI MITOXOH/IPiaJIbHOTO OKCAJIOAETAaTY, AJIsl SIKOT0 BHYTPIIIHI MEMOpaHH MiTO-
XOHJIpi € HEMPOHUKHHUMHU, B CHONYKY, [0 MOXKE JU(PYHAYBATH B IUATO30Jb 1 TaM
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PO3IIEIITIOBATUCS 3 YTBOPSHHSIM 3HOBY OKcasoarerary. YOBHHKOBI MEXaHi3MH BHUKO-
PHCTOBYIOThCS JUUISI BUXOILYy 3 MITOXOHJIPIH Y IIMTO30JbHUI MPOCTIp OKCANIoaneTary,
anetnin-KoA, HaXOmKEeHHS 3 IIUTO30ITI0 B MITOXOH/IiT miikosiTiaHoro HA JTH.
YOBHHUKOBI CUCTEMHU TPAHCIIOPTY OKCAJIOAIeTaTy:
1) manamma woenuxosa cucmema — BKITIOUAE B ceOe: BITHOBJICHHS OKCaloaleTaTry
JI0 MaJlaTy 3a y4acTiO MiTOXOHPIATBHOTO 130epPMEHTY ManamoeiopoceHasu:
oxkcanoanerar + HAJIH + H' — manar + HAT",

BUXI1Jl MaJIaTy 4epe3 MeMOpaH! MITOXOH/PIH y IIMTO30IIb 1 MOJAIbIIe OKUCICHHS
MaJaTy JI0 OKCaJloareTary IUTO30JIbHIM 130()epPMEHTOM MAIamoe2iopoeeHasu:
manat + HAJ[* okcamoanetar + HAJIH + H*
2) acnapmamua 4068HUK08a cucmema — (QYHKIIIOHYE MUITXOM BHYTPIITHBOMITO-
XOH/IPiaIbHOTO NTEPETBOPEHHS OKCATI0ALETaTy B aClapTaT:

oKcasioauerar + L-rimyramar acnaprar + d-Kerormyrapar

3 TIOAANBIIAM BUXOJOM acrapTary B IMTO30J1b 1 3BOPOTHUM HOTO NEpEeTBOPECHHSIM
3HOBY B OKCAJIOAIIETAT; MEXaHI3M 3a0€3MeUy€EThCS OCIIIOBHOKO J1€F0 MITOXOH/IPiaib-
HOTO Ta UTO30JILHOTO 130()ePMEHTIB acnapmamaminompancgepasu.

3) yumpamua vosHukosa cucmema — (YHKIIIOHY€E NIISIXOM BHYTPIITHEOMITO-

XOHJIPIAJIBHOTO YTBOPEHHS 3 OKCAJloaleTary

Tmiokosa uTpary (3a paxyHoK il yumpamcunmasu):
‘ t okcajoauerTar + auetui-KoA —= nutpar,
[nikoniz 3 ¢ Imokoneorenes  MOJAJIBIIOTO BUXOLY LIMTPATY B LIMTO30IIb i
HOTO PO3IIETICHHS 3 BUBUIFHEHHSM 3HOBY
OKcaJoaneTary 3a il yumpamiiasu:
OEII

rutpar + KoA-SH ——= oxkcamnoarerar +

{ I'To + anerun-KoA
o, o OCHOBHUM MeXaHi13MOM BUXOJTy OKCaJIO-

Oxcanoanerar aleTary B IMTO30/b, IO II0CTa4ae [UTO-
sonmpHA DEIL sKuUit 1asi BAKOPUCTOBYEThCS
B peakIlisfiX MIIOKOHEOTeHe3y, € MalaTHUI
UIYHT, MPUHIUIN (QYHKIIOHYBAHHSI SIKOTO
MojlaHo Ha cxemi (puc. 12.5):

ATO

2. llepemesopentnst hpykmoso-1,6-oughoc-
,Q pamy 6 ¢ppyxmoszo-6-gocgham:
HAIT" dpykr030-1,6-MMdocdar + H,O —>

*Okcasoarerar
— (hpykT030-6-Ppocdar + @
\_co “

Peakuist karanizyeTbest peryinsTOPHUM
dbepmenTOM pyrkmoso-1,6-ougocghama-
> 3010 (@p-1,6-0ughocghamaszoro), Mo MiCTUTH-

Hipysar ¢ B TIeUiHIl (TOJTOBHUM YHHOM), a TaKOXK

Puc. 12.5. Cxema MaIaTHOTO WIYHTA. y HUPKax 1 eMiTeJioIUTaX KUIICUYHHKA.
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®pyxro30-1,6-mudocdarazna peakiis 3a0e3nedye MIyHTYBaHHS HE3BOPOTHOI (oc-
bodpykTOKiHA3HOT peaKIii IIIKOTI3Y.
3. llepemeopenns entokoso-6-gochamy 6 2nrokosy:

III0K030-6-(hocdar + [ Trrokosa |
+H,0 —> nmokoza + @ |
Peaxirist 3a0e3meuye 1ryH- I-6-0
TyBaHHsI HE3BOPOTHOI I'eKCO- ,l
KiHa3HOi (TJIOKOKiHA3HOT) Pp-6-®

peaxiii nIikoii3y; KaTaizy-
€TBCS PEPMEHTOM 2TIOK030-0-
gochamasoio (I-6-D-azo10),

HaOIJIbII BUCOKUH BMICT T—%-¢
SIKOTO — B MeMOpaHax €H- VT
JOTUIa3MaTHYHOTO PETHKY- 3-‘1|)FK
JIYMY TEeaTOIUTIB. 3aBIsSKU v
HasIBHOCTI B TICYIHIII BUCOKOT 2'?{ K
KOHIIEHTpaIlii ritoKo30-6- '

¢docdarasu, came 1eit opran |
3a0e3nevyye BUXi y KpPOB y Ananin
BIJIBHOT IIIFOKO3H 33 PaxXyHOK " [ Cepun
rigposizy IIoko30-6-doc- y UJJaxrat |<—-< Iucrein
Anernn-KoA Tninue
(ary, 110 YTBOPIOETHCS TPH | ,
. Tpeonin
IIIFOKOHEoreHe31 abo ¢oc- ¥
(GOpOTITHYHOMY PO3LIELIEH- ACHaPTaT} T~
ui rrikoreny. Lleit Mexamism ~ Acnapariu \ x
€ OCHOBHHMM Yy MiJATPUMAaHHI l/ Llurpar
HOPMAJIBHOI ~ 2N110K03eMil, \ |
_ \ /
0COOJIMBO B YMOBAX TOJIONY Cyxumiin-KoA J
BaHHS. [ V.
N o - _—(E 'eTorJ11yTapaT
Cymapna peakuia ma Banin
ymap 4 u . I'myramar
eHepzemuKka 2HIKOHeo- I30H?HH.HH
zenesy MertioHiH
Pemra peaxiiiit, 1mo Heo6- [nyramin
X1THI U151 IepeTBOPEHHS He- A.anIH
6 . Tictuauna
BYTIIEBOIHHUX CyOCTpatis y Tporis
TJIXOKO3Y, € pCaKIIsIMU ITI1KO- Puc. 12.6. MeTaboJrivna KapTa III0OKOHeoTrenesy. [/o3nayenns:
Ji3y, sIKi MOXYTh niepediraru I-6-& — enioxoso-6-pocpam; Pp-6-P — ¢ppyrmo-
y (isionorivHmx yMOBax SIK y 30-6-poccham; @p-1,6-0u®d — ppykmoszo-1,6-ou-

TIPSIMOMY, TaK | B 3BODOTHOMY pocpam; I'-3-® — eniyepanvoeeio-3-gocgham;

’ . 3-@I'K— 3-gpocpoeniyepunosa kucnoma; 2-OI'K —
Hanpsivkax. CyMapHa peaxiis 2-gpocpoeniyepunosa kucroma, @EIl — ¢ocgho-
TJIFOKOHCOT €HE3Y (BanOByIOqI/I eHonnipyeam.
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Burpatu 2 monekyn AT® ta 2 monekyn HAJIH nnst 3BOpoTHOrO mepeTBOpeHHs 2
Monekyn 3-docdorminepuHoBoi KHCIOTH HA 2 MONEKYIH 3-(ocOorTiieprnHOBOTO
aJbJICTIiy) Ma€ BUIJISL:

2 nipyBar +4 AT® +2 I'T® +2 HAJIH + 2 H" + 4 HO — nmoko3a + 2 HAJ[" +
TA4ANP+ 211D +6 D,

HaBenene piBHSHHS TOBOIWTb, IO IIFOKOHEOTEHE3 € CYTTEBO CHICPTOHIYHUM
MeTaOOoIIYHAM MUTIXOM: CHHTE3 OJHI€T MOJIEKYJIH TITFOKO3H 3 IBOX MOJIEKYJI MipyBaTy
NOTpeOy€e BUTPAT wuiecmu MaKpoepeiuHux 36 s13Kie; TOMY TIIIOKOHEOTeHe3, SIK 1 TIIIKOJII3,
€ HE3BOPOTHUM Oi0XIMITHIM ITPOIIECOM.

3aranbpHy cXeMy IJIFOKOHEOTeHe3y MmojaHo Ha puc. 12.6. CynibHUMHU CTpiIKaMu
MO3HAYCHI peaKilii IITFOKOHeoreHe3y, IepepBHUMHU — peakuii rikomizy Ta LITK. Ha
cXeMi 3a3Ha4eH1 TaKoK MiCIlsl BXOKEHHS B TIIFOKOHEOTeHE3 OCHOBHUX TIIIOKOTCHHUX
aMIHOKHCIIOT (IWB. HIDKYE).

Cyocmpamu 2niokoneozenesy

OCHOBHUMH TIOTIEPEAHUKAMU (CyOCTpaTaMi) TITIFOKOHEOTEHE3Y € TipyBar (JaKTar)
Ta aMiHOKMCIIOTH (TIEpEeBaKHO ajlaHiH), M0 YTBOPIOIOTHCS, TOIOBHUM YHHOM, Y
(YHKIIOHYFOUNX CKEJICTHUX M’sI3aX, EPUTPOLMTAX Ta KIITHHAX ACSKUX 1HITHX TKAaHWH.

1. Ymeopenus nipyeamy 3 nakmamy 6 neuinyi

Jlakrar, yTBOpeHHUIA 3 MTipyBaTy B aHAepOOHOMY IJTIKOi31, € KIHIEBUM ITPOTyKTOM
MeTabomi3My; HOro BKIIIOUYEHHSI B OOMiH pEYOBUH (OKHCICHHsS a00 BUKOPUCTAHHS B
CHHTE31 NTIOKO3U — [NIIOKOHEOTCHE31) MOXKIIMBE JIMLIIE YePEe3 PEOKUCIICHHS 10 ITipyBary
B JIAKTAT/IETiIPOTEHA3HIN PeaKIlii:

L-nmaxrar + HAJ[* — mipysar + HAJIH + H*

Peaxitist kaTamizyeTscst po3mIsIHYTOTO BuIe (11aBa 11) nakmamoeziopoeenazoio i €
MIPOTHJICKHOIO 32 HAIPSIMKOM BIJIHOCHO JIAKTATACT1IPOreHa3HOT PeaKIlii, ika yTBOPIOE
JIaKTar i3 mipyBaTy B yMOBaX aHAepOOHOTO TITIKOII3Y.

Hanpsimox JIIT-a3Hoi peakiii B Oik yTBOpeHHS MipyBaTy HasBHUU came B
2NI0KOHeo2eHHUX mKkanuHax (TIediHKa, HUPKH), I HOro CHpsIMOBAaHICTh BU3HAYAETHCS
BignosiganmMu BimHomenasmMu HAJ[/HAJIH, mipyBar/makrar, mprCyTHICTIO IEBHOTO
i3opepmenty JIII. [Ipu oMy mKepenoM JTakTary Jis IE4iHKOBOTO TITFOKOHEOTeHE3Y
€ JIAKTAT, SIKUI HAIXOJJUTh Yepe3 I1a3My KpOBi 3 MiCIb HOTO YTBOPEHHS — MEPEBAXKHO
CKEJICTHHX M’SI3iB.

I’noko30-nakmamnuuii yuxin

Takum 9HOM, (POPMYETHCS MUKIYHUHN Mporiec (TITFOKO30-TaKTaTHAN IHKI, a0o
yuxs Kopi), 1110 OB’ s13y€ NIPOIIECH YTBOPCHHS JIAKTATy B KJIITHHAX M S30BOi TKAHUHU
B XOJi aHaepoOHOT0 TIIIKOMI3y, HOTO BHXiJ y KPOB Yepe3 Iia3MaTHYHI MeMOpaHH
M’SI30BHX KJIITUH 1 BUKOPUCTAHHS JIAKTATY (TTiCIIsI OKHCIICHHS B IIPyBAT) B TEaTOLUTAX
JUTS ToTFOKOHeoreHe3y (puc. 12.7). Uactuna mipyBary (He 3a3Ha4eHa Ha CXeMi ) OKHCITIO-
€TBCS B MPYBATIETIAPOTeHA3HIN peakilii 10 areTn-KoA.

V ckenetanx M’s3ax JI/I'-a3Ha peakiist mepebirae mepeBaxHo B OiK yTBOPEHHS 3
nipyBary nakrarty (miaBa 11). 3a paxyHOK BiJHOBJICHHS MipyBaTy B JIaKTaT Ta
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TOJIAJIHIIIOTO HOTO BUKOPUCTAHHS JJIs ITTFOKOHEOoreHe3y B niewiHti (ki Kopi), ckenetHi
M’sI31 HE TUTbKU BTPAYa0Th “3aliBY” MOJIOUYHY KHCJIOTY, 1[0 YTBOPIOETHCS B 0COOIUBO
3HAUHMX KIJTBKOCTSX MPH 1HTEHCHUBHIN (i3WuHiil mpami, a i mMATPUMYIOTh BHCOKE
crieBinHomenus HAJ['/HAJIH, HeoOxiiHe /1j1st aKTUBHOTO (DYHKIIIOHYBaHHS DIIKOJTI3Y
(Buxopuctannas HAJ[" y porieci miikomiTHIHOT OKCHAOPEAYKILii).

M's3u Kpos Ieuvinka

I'nokoza <———— Tmokoza <———— Imoko3a —_
=
l :
£ Mipysar Mipysar §
= HAJIH HAJTH =
H AIF H A Z[+ E

Jlakrar — 17— Jlaktratr ————— JlakTar

Puc. 12.7. I'moko30-n1akraTumii uuk (muka Kopi).

2. [mokoeenni aminokuciomu

BbesnocepenniMu monepeTHUKaMy TWIFOKO3W TIPH i1 CHHTE31 (Ta, BIacHe, MeTabo-
JTaMH TIIOKOHEOTeHEe3y) € TipyBar, okcanoanerar Ta (ochoeHommipyBar. AMiHO-
KHCIIOTH, SIKi B PE3yJbTaTi BTpaTH aMiHOTPYNH (B peakIlisfix Je3aMiHyBaHHSA abo
TpaHCaMiHyBaHHS ) IEPETBOPIOOTHCS B 3a3Ha4YCH1 0€3a30TUCTI CIIOYKH, MOXYTh, TAKAUM
YHHOM, PO3IIISIAATHCS SIK CyOCTpaTH TIIOKOHEOTEHE3Y; TaKi aMiHOKUCIOTH OTPUMAIIH
HAa3BY 2110KO2eHHUX aminoKuciom (aMIHOKUCIIOTH, BYIJIEBO/IHEBA YACTHHA SIKUX Tepe-
TBOPIOETHCS B arieToarerar abo aneTni-KoA, 3 IKMX CHHTE3 INIOKO3H 32 PaXyHOK IITFOKO-
HEOoreHe3y HEMOXKIIMBUI — KemozenHi amMiHoOKuciomu).

OxpeMmi IIIFOKOTeHH] aMiHOKUCIIOTH Ta JIUITHKH iX BKITFOYSHHS B METaOONIYHIH IIUISIX
DIIOKOHEOTeHe3y 3a3HaueHi Ha puc. 12.6.

['mokoHeorenes 3a y4acTio aMiHOKHCIIOT HaHOLIbII aKTHBHUH 32 YMOB MOBHOTO
TOJIOLyBaHHs1, KOJIH TiATPUMAaHHsI PiBHSI CHEPIeTHYHUX MPOLIECIB B OpraHi3Mi, 30KpeMa
HOPMaJIbHOT KOHLIEHTpALlii [NTFOKO3M KPOBI Ta FTOJIOBHOTO MO3KY, 3/IIICHIOETHCS 3a paxy-
HOK KaTaOolli3My BIACHUX TKAHUHHUX O1IKiB.

Inoko3o-ananinosuii uukn

BaxxnneuM cyOCcTparoM TITIOKOHEOTeHEe3y B MEYiHIII € alaHiH, SKUH MOXKe YTBOPIO-
BaTUCS B CKEJICTHUX M’sI3aX Y 3BOPOTHIN peakIii TpaHcaMiHyBaHH:I MipyBary 3 IIyTa-
MaToM:

mipyBar + miryramar — L-anaHin +

+ Ol-KeTormyTypar [T0K03a M’13i6 <« [MI0K03a newinku

BUBLIBHSOYHCH 13 IPAIFOIOUUX M’ sI- l T
3iB y KPOB, aJIaHiH ITOTJIMHAETHCS TeIaTo- Tlipysar » ‘nsis Tipysar newinku
UTamA i (Tmicost IepeTBOPEHHS B ITPYBaT)
BUKOPHCTOBYETHCSI B TIIIOKOHEOTECHE31 l T

(enoko30-ananinosuil yuxn): Anauin m’azie Anauin neuinku




172 Pozpin III. Mema6oaidm ocrHosHUX Kaacie OiomoseKkysa

Peryssinisi riirokoHeorexesy

KoHTposb MIBUAKOCTI MpOLIECiB MIIOKOHEOTeHE3y 3a0e3MeUyeThCsl 32 PaxyHOK
MeTaboNITHOT (AJTOCTEPHYHOT) PETYIIsLIil, TOPMOHAIIBLHOT PETyIIsLlii AKTHBHOCTI T4 CHHTE3Y
MEBHHUX ITIOKOHEOTEHHUX (DEPMEHTIB.

1. Memadéonimna pezynauia 2ii0KoHeozene3y — Peai3yeThCcsl Ha PiBHI TaKuX
peryasTopHuX GEepMEHTIB:

nipyeamxapooxcunazu — HepMeHTy, TIO3UTHBHAM MOJTYJIATOPOM SIKOTO € aneTH-KoA;
3a BificyTHOCTI aneTui-KoA mipyBaTkapOOKcHIa3a € mIpakTHIHO HEaKTHBHOIO;

@dpyrkmoso-1,6-oughocpamazu — hepMeHTY, aKTUBHICTbD SIKOTO 3aJIC)KHUTH BiJ[ CITIB-
BIJTHOIICHHS MK KOHIICHTPAIIiSIMU TTO3UTHBHOTO Mony/isitopa AT® Ta HeraTMBHOTO
Moaynsitopa AMO, sikuii € iHriGiTopoM akTHBHOCTI (pykTo30-1,6-1ndocdarasu.

TakuMm 4MHOM, Yepe3 Peryyslliio PiBHIB KaTaTITHYHOI aKTUBHOCTI 3a3HAUYEHUX
aNIOCTePUIHMX (PePMEHTIB KOHTPOITFOETHCS IBH/IKICTD YCHOTO CHHTE3Y TITFOKO3H, 3JIEK-
HO BiJI 3arajbHOT MeTabOIYHOT CUTYAIlil B KIIITHHI:

— IJIIOKOHEOTECHE3 aKTUBYETHCSI B YMOBAaX 3MEHILICHHS! BHY TPIITHBOKJII THHHOT KOH-
LEHTPaLi] TIIIOKO3H, MPO 110 CBIAYMTH HAKOMMYeHHs aneTui-KoA (mpoaykry aepo0-
HOTO IJTIKOJII3Y), Ta 32 YMOB JIOCTaTHHOT'O 3a0€3MEUEHHSI JUKSPEIIOM XIMIUHOT eHepril
(y bopmi ATD);

— DIIOKOHEOTEHEe3 TaIbMY€EThCS TPH 3MEHIICHHI KoHIeHTpaii anetmi-KoA (mo
BiI0OpaXye€ 3MEHIIIEHHS ITBUJIKOCTI PO3IIEIUICHHS [IIFOKO3H) Ta 32 YMOB HEIOCTAaTHHOTO
EHepreTUYHOro 3a0e3neueHHs npolecy (30inbieHHs criBBigHOmeHHST AM®D/ATO).

2. I'opmonanvha pezynauia 2nioKoHeozeHe3y — 3IIHCHIOETHCS 32 Y4acTIO IVIIO-
KaroHy, aJjpeHaiiny (emniHe(puHy), NTIOKOKOPTHKOITHUX TOPMOHIB KOPH Ha THUPKOBUX
3aJ103 Ta IHCYIiHY.

2.1. I'mrokaroH, afpeHallid Ta DIFOKOKOPTHUKOIIN MiABUILYIOTh MIBUAKOCTI CHHTE3Y
B TenaTrouTax IIyHTOBUX (PEPMEHTIB TIMOKOHeoreHesy — @EII-kinazu, @p-1,6-
ougpochamasu, I-6-D-a3zu.

2.1. IHCyNiH NPUTHIYYE CHHTE3 3a3HAYCHUX TIIIOKOHEOTEHHHX (EPMEHTIB, IO
rajJbMy€ aKTUBHICTB MIPOLIECY TIIFOKOHEOTCHE3Y.

12.4. PETYJIAIISA OBMIHY INIIOKO3W. IIYKPOBUM JIABET

IIpouecw, 1o [Ipouecu, mo
36m5my}oTL SMEHILYIOTS HopManbHa
2I0K03eMilo 21I0K03eMito .
KOHIIEHTPAIIis TITFO-
KO3 B KpPOBi 3110-
Pe3opOiist TIOKO3U B s OKHCIICHHS TITIOKO3U B -
P KpoBi (3,3- |[=—— poBoi moauHH (B
KULIEYHU ’ M’s3aX, MO3KY TOLIO
i 5,5 MMOJIB/1T) utd mocTabcopOTHBHO-
MobGinizaris _ CuHTE3 DIIIKOTEeHY B My CTaHl) CKJIajae
DITKOTeHY MEeYiHKU HeYiHLi, M 433X TOLIO 3,3-5,5 MMOJb/n
n v - Y 7|
T Jlinorenes B »kupoBii (60-100 mr %0). Lei
TIIOKOHEOTEeH — - . .. :
IOKOHEOTEHE3 TKAHWHI Ta Medinmi piBEeHB TITIOKO3eMil
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€ HUTTEBO HEOOX1THUM TSI HOPMAJIHHOTO €HEPTETUIHOTO OOMiHY TOJIOBHOTO MO3KY 1
MiATPUMYETHCS 32 PaXyHOK JHHAMIYHOI piBHOBaru Mix (pizionorivHuMu Ta 6ioximia-
HUMH TTPOLIECaMH, 110 MOCTABISAIOTH TIIFOKO3Y B KPOB, Ta BiIIOBIIHUMH TIPOIIECaMH,
110 3MEHIITYFOTH i1 KUTBKICTB Y T1a3Mi KPOBI 3a PaXyHOK Ha/IXO/PKEHHS Y KITITHHY BHYT-
PINIHIX OpraHiB.

3MiHM KOHIIEHTpAIlii TITFOKO3H B IJ1a3Mi KPOBI MPHU3BOMATH JI0 3CYBIiB y Oi0CHHTE31
Ta CeKpellii B KPOB TOPMOHIB, SIKi MarOTh HAHO1bIIIe 3HAYESHHS IS PETYIIAIii MPOIeciB
(epMEeHTaTHBHOTO KOHTPOJIO MeTaloIi3My ITIOKO3H, TOJOBHUM YHMHOM TIIOKAaroHy,
THCYITiHY, TTTFOKOPTUKOI/IIB Ta COMaTOTPOIIIHY.

TI'nokazou. Incynin

CriBBiIHOIICHHS TJIFOKAroH/IHCYIiH Mae HaWOUIblIe 3HAYSHHS JUTISl PEryIsii
B32€MOBITHOIICHHS MK aKTHBHOCTSIMH TIPOLIECIB TIIFOKOHEOTSHE3Y Ta TIIIKOJi3Y.

1. 3MeH1IeHHS PiBHA IIIOK03eMil (cinoentokozemis, einoanikemis), 0 HACTAE Ye-
pe3 JAeKiiabKa TOAMH TIcisl OCTAHHBOTO CIIOKUBAHHS 1Ki, CYITPOBOKYETHCS ITiIBU-
HICHHSM DIBHS CeKpelii O-KJIITHHAMH OCTPIBKOBOi YaCTHHU ITiIILTYHKOBOI 3aJ103H
TOPMOHY 27IF0KA20HY, IKAH CTUMYJTIOE ITPOLIECH IIIFOKOHEOTeHe3y 3a PO3IIISIHY THMH BUILIE
MeXaHi3MaMu. 3a paXyHOK aKTHBaIlii KACKaIHOT aJICHIIATIIMKIIA3HOI CUCTEMU B MEMO-
paHax TenaTouuTiB DIIOKarOH CTUMYJIIOE (ocOopoti3 TIIKOTeHy, M0 TaKoXK POOUTH
CBIif BHECOK Y 301IbLICHHSI PiBHS BUTBHOT IITIOKO3H.

2. 30inbuIeHHs PiBHSA TIIOK03eMil (cinepaentokozemis, 2inepaiikemisi) CTUMYITIOE
CEKpeITio B-KITITHHAMH ITi IITYHKOBOT 3aJI03K TOPMOHY iHC)/IiHY, SKHH TT1IBUIITY€ CTYTIHb
ITPOHUKHOCTI ITa3MaTHIHIX MEMOpaH 0araTbox KIITHH JUTS TITFOKO3HU (OKPiM TOJIOBHOTO
MO3KY), CIIPHSAIOYH iX BHYTPIITHbOKITITHHHOMY MeTa0omi3My. [HCyITiH 3MEeHIITy€e mBuI-
KicTh cuHTE3y (PepMEHTIB TIIFOKOHEOTEHE3Y B MEUiHIIl Ta, HABIIAKH, CTUMYITIOE CHHTE3
KITIOUOBHX PETYISATOPHUX (DEPMEHTIB IITiKOITI3y — reKcoKiHas3m, hochodpykrokinasn,
ipyBaTKiHA3M1, IEPEBOISYH, TAKUM YMHOM, OOMiH INIFOKO3H 3 [IFOKOTEHHOT'0 Ha IIIIKO-
niTnaHAl nUItX. Kpim Toro, iHCYITiH CTUMYITIOE CHHTE3 Y TISUiHIII Ta M’ 533X IJIIKOTeHY,
LI0 TAKOXK € METa0OJITYHUM HPOLIECOM, CIIPIMOBAHUM HA 3MEHILECHHS KOHLEHTpALii
BIJIbHOI IVIFOKO3H.

Aodpenanin— ropMoH MO3KOBOI YACTUHU HATHUPKOBHUX 3aJ103, 301IbLIIEHHS CEKpeLlii
SIKOTO TIPU3BOJIUTH A0 MiABHUINEHHS BMICTY TIIFOKO3H B KPOBI 32 paXyHOK CTUMYJIAIIIT
(hocdopomizy mrikoreHy (IeTansHO — IWB. aBy 13) B M’s3ax Ta 4aCTKOBO B IEYiHIT,
110, gepe3 ['-6-D-a3Hy peakiliro, CyIpOBOIKYEThCS 2inepeiiok03eMicro.

Iiokoxopmukoiou, OCHOBHUM TIPEJCTABHUKOM SIKUX € KOPMU30i, CTUMYIIOIOTh
DJIIOKOHeoreHe3 (1, BiMOBIIHO, MiIBUIILYIOTH PIBEHb TIIIOKO3EMil IPH TPUBAJIOMY BBE-
JICHHI B OpraHi3M) 3a paxyHOK CTUMYJISLIT CHHTE3y B TIEUiHI ()ePMEHTIB IITIOKOHEO-
reHe3y — rojoBHuM ynHOM DEII-kiHa3u, Ta PepMEHTIB, 1110 IEPETBOPIOIOTH Y CYOCT-
parTy DIFOKOHEOTeHEe3Y JISSIKI IIIFOKOTeHHI aMiIHOKUCIIOTH (CEpHH, TUPO3UH, TPUITO(aH).

Comamomponin — TOpMOH ajieHorino¢iza, 1o, MoxiOHO 10 IHCYIiHY, 301IbIIyE
[IPOHMKHICTh IIA3MAaTUYHUX MEMOpaH KIITHH M S30BO1 Ta >KUPOBOI TKAHWHH IS
IJTFOKO3H, ajie, Ha BiIMiHY BiJl iHCYJIiHY, — aKTHBY€ TIIFOKOHEOTEHE3 B TIEUiHII.
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HyxpoBuii niadet

L[ykpoeuit diabem — eHIOKpUHHA XBOpPOOa, 10 XapaKTEPU3Y€EThCS TEHETUIHO
JIETEpMiIHOBAHMM a0COFOTHIM 200 BITHOCHUM JIE(IiITOM TOPMOHY TiAIILTYHKOBOT 3271031
iHcyniny. B 0OCHOBI pO3BHTKY I[yKPOBOTO /1ia0eTy JISKUTh 3HIKEHHS ITPOYKIIT iHCYITiHY
B PB-xiiTnHAax ocTpiBKOBOrO (iHCYJISPHOIO) amapary IIiJIITyHKOBOI 3a03H a0
HE3/IaTHICTh BIAMOBITHAX KIITHHHUX PEIENTOPIB pearyBary Ha iHCYJIiH.

BignoBigHO 10 3a3HAYEHOTO PO3PI3HSIOTH!

— incyninozanexcuuti yykposuii oiabem (I31]/]), skt PO3BUBAETHCS BHACIIIOK
pyHHYBaHHS 3HAYHOT KUTLKOCTI (3BHuaiiHo Oinbiie 90 %) cekperytounx iHcyitin B-kii-
TiH. [IpHIHHOIO eCTPYKIIiT B-KIITHH € TEHETHYHO 3yMOBJICHHI aBTOIMYHHHIA TIPOLIEC.
IBLJT cxinamae 10-15 % Bcix BUMAIKIB IIyKPOBOTO J1ia0eTy 1 MPOSIBISETHCS Tilep-
IJTIKEMI€F0 Ta CXUITBHICTIO JI0 KeTOHEMIT Ta keToanuo3y. Ls popma iykpoBoro miadety
PO3BUBAETHCS 3BMYANHO B paHHBbOMY Bimi (10 30 pokiB), HalyacTime y miTed Ta
I T TKIB;

— iHcyninonesanexcrutl yykposuti diabem (IH3L{/]) — dopma 1ykpoBoro aiadery,
3a SKOro y OUIBIIOCTI XBOPHX 30€piraroThest P-KIITHHU B IHCYJISAPHiiM YacTHHI
MiANUTYHKOBOI 3aJI03H, ajie MOpYIIeHi crenudiuHi peakuii KIITHH Ha JAil0 1HCYTiHY
a0o peryJsiis HOro ceKperii i1 BILTMBOM 301IbIIIEHOT KOHIIGHTPAIIIT ITFOKO3U KPOBI.
IH3L/L po3BuBaeThes 3BHYaitHO y mopociux (crapmie 30 pokiB) Ta 0cid MOXHIOro
BIKY 1 IPOSIBIISIETHCS TIMEPIITIKEMIEIO Ta OKUPIHHSM.

Haii6inp1 xapakTepHUM KITiHIKO-010XiMIYHMM TPOSIBOM IIyKPOBOT'O Jia0eTy € 3011~
meHHs (TIOPIBHAHO 3 HOPMOIO) PiBHS TIIOKO3HM B KPOBI B yMOBax Harmecepie adbo
TicTIst IpUOMY K, IKUH IIepeBHILLy€ 3HAYEHHS, XapaKTepHi 11s (i31010TYHOT, asriven-
mapHol einepentoxozemit, nocsraroun 3Ha4eHb S00 mr % Ta Oinbine. [1pu nerkux dop-
MaXx 3aXBOPIOBAHHS 2inepeitoko3emis He CTIOCTEPITaeThCs B TOCTa0COPOTUBHOMY CTaHi
1 BUSIBJISIETBCS JIUIIIC 32 YMOB BU3HAUEHHSI TOJICPAHTHOCTI OPraHi3My JI0 TVIFOKO3H, SIKE
301MCHIOETHCS NIJISIXOM ““IIyKPOBOTO HABAaHTA)KECHHS .

CraHmapTHIM METOJIOM BUSBIICHHS IyKPOBOTO Jia0eTy € “OpajbHHI TITFOKO30TOJIe-
PaAHTHUIA TECT”, IO 3IHCHIOETHCS IIUISIXOM HaIaHHsI narfieHTy (micis 10-14-romuHHoro
TOJIONLyBaHHS) PEr 08 PO3UMHY, L0 MICTUTH 75 T TIIOKO3H; KOHTPOJIbHI BU3HAYCHHS [ITIO-
KO3H KPOBi TIPOBOATH MPOTATOM 2 T0A 3 1 5-XBHIIMHHUM iHTEepBajIoM (Tadmurrst 12.1).

Ta6nuns12.1. JiarnocTnaHi KpuTepii MYKPoBoro AiadeTy y 10pOCINX JII0Ael, 3anponoHoBaHi

HamionanbHoro giaderosoriunoro rpynoro CILA (3a R.Berkow (Ed.): The Merck
Manual of Diagnosis and Therapy, 1992)

Ilokasnuk Tniokosa kpogi, me%
300posi ocoou uykpoeuii diabem
TTH' Himwk4ae 115 He Hikde 140
OI'TT? Hmk4de 140 He Huxk4ue 200

1 — DIroKo3a MIa3MU HaTwieceplie;
2 — opaJibHUI1 TITFOKO30TOJIEPAHTHHH TecT (depe3 2 ro).
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Puc. 12.8. “LykpoBi kpuBi” nmicJjisi NoABiiiHOro HABaHTAaKEHHA [NIIOK03010. A — 300posa ocoda;

b5 — nayienm i3 yykposum diabemom.

Kpim 3a3Ha4€HOT0 METOJTY 3 OJTHOPA30BUM BBEIICHHSIM IMAI[IEHTY IIFOKO3U, BUKOPHU-
CTOBYIOTh TaKOXK “NOZBIMHI IIyKPOBI HaBaHTaxeHHs (npoba [lImayba-Tpayeomma)

(puc. 12.8).

V pasi 3poctanns piBHIB mItoko3eMii 6inbiie 180 Mr % (“HupkoBHI HOpIr” amus
TJTFOKO3H ), OCTaHHS TOYMHAETHCS BUBOJAUTHUCS 13 CEUEI0 — 21t0K03)ypis. Baxkki hopmu
HEKOMIICHCOBAHOTO IIyKPOBOTO A1a0eTy CYyNpPOBOKYIOTHCS 3HAYHUMH 3PYIICHHIMH
JMITHOTO 00OMiHY — KemoHemicto Ta kemownypiero (tnaBa 16, 11.16.4), a TakoX 1mi1BH-
IIEHUM KaTa0oJi3MOM O1IKIB 1 aMiHOKHUCIIOT 13 pO3BUTKOM a30memii Ta azomypil.
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I'NTABA 13. METABOJII3M BYIUVIEBOAIB
III. OBMIH TVIIKOT'EHY TA INIIKOKOH’IOT'ATIB

I'nikoren — TBapUHHMI TOMOMONICAXapH/I, IO MICTUTHCA B IIUTO30J1 KITHH Y
BHIVISI/II MIKPOCKOIIIYHUX TPaHYJ 1 ABJsiE COOOI0 JIeTo JTa0iIbHOTO METa0OIigHOTO
najuBa. [JTKOTeH € pe3epBHOI0 (POPMOIO TIIFOKO3M, 30epekeHHs Ha/UIUIIKIB SKOi y
BUIVISIII MOJIEKYJI MOHOMEPiB HEMOXKIINBE Y 3B’ 3Ky 3 11 BHCOKOIO OCMOTHYHOIO aKTHB-
HicTio. OCHOBHUMH OpraHaMHU, B SIKAX JIETIOHYEThCA HAOLIbIIA KITBKICTh TIIKOTEHY,
€ TIeYiHKa Ta CKeJIeTHI M’ sI3H, SIKi MOXKYTh 3a0€311e9yBaTH BIaCHI eHEPTeTHYHI TOTPEeOn
Ta piBeHb MITikeMii (TIediHKa) B IepepBax MiXK CIIOKMBAaHHIM 1Ki.

Inikokon’10raT — CKJIaJHI MOJIEKYIH, IO MICTATH OJIiro- abo rmosicaxapuaHi
JIAHITIOTH, CTIONYYEHi 3 IeTITHAHUM a0o0 niniganM ¢pparmenToM. Hopmansauii 6iocuH-
TE3 Ta PO3IICTUICHHS By IVICBOIHOI YACTUHY [IIIKOKOH FOTaTIB € BAYKITMBOIO MIEPETYMOBOIO
peaumizarii 6iomorivHNX (PyHKIIH MPOTEONTiKaHiB, TIIKOMPOTETHIB Ta TIIIKOMIITIiB.

13.1. BIOCUHTE3 TA PO3MEIIJIEHHA TVIIKOT'EHY

Peakmii MeTaboi3My MOJNEKYN TIIKOTEHY KaTali3yIThCsd (epMEeHTaMH, II0
CTPYKTYPHO 3B’si3aHi 3 MIMTO30JHHAMH TPAaHyJIaMH TOIicaxapuay i 3a0e3meuyroTh
KOHTPOJIb IBHIKOCTI HOTO cHHTE3y abo MoOimi3allii, 3a1eKHO Bij piBHA IIiKemil
(TTroko3eMii) Ta cTaHy PeryISTOPHUX CHCTEM OpraHi3My.

®epMeHTATHBHI peakii CMHTe3y IIiKoreHy (IJIiKoreHe3y)
1. Ymeopenus nyxieomuoyykpy-nonepeonuxa.

0
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Yci 6ioximiuHi peakilii yTBOPEHHS CKIIaTHIX BYTJICBOJIIB — OJIIrO- Ta IOJTicaxapuzIiB
oTpeOyoTh HASBHOCTI META0OIYHO aKTUBHHUX (HOPM MOHOCAXapHUJIiB, Y POJI IKHX
BUCTYNAIOTh CHONYYEHI 3 IyKpaMU HYKJICOTHIH (JIUB. TAKOXX HU)KYE — CHHTE3
DJTIKOTIPOTETHIB Ta MPOTEOTTIIKaHiB).

MetabomiuHO aKTHBHOIO (POPMOIO TITIOKO3H, 1110 BUKOPHCTOBYEThHCA Y (POPMYyBaHHI
HepOo3ralyKeHHX TOMOTIOJicaxapiIHHUX JIaHIIOTiB TIiKoreny, € YJ{®-1-nmoko3a, sika
YTBOPIOETKCS B peakiiii, HaBeeHiil Ha c¢.176.

Peakuiist kata3zizyerscsi epmerToM V] D-entokoszonipogocopunasoro i € odep-
HEHOIO0, asie y (i310J0ri4HIX YMOBaXx 1 piBHOBAra 3CyHyTa IpaBopyy y 3B’sI3Ky 3 MOCTiH-
HUM TiapoinizoM mipogocdary, mo yreoproerses (H,P,0.), nipogocpamasoro.

I'moko30-1-docdar, axuit € cydcTpaToM peaxirii, yTBOPIOETHCS 3 TITIOK030-6-(oc-
(hary (auB. TnaBy 11) 3a paxyHOK il ghocgpoenokomymasu.

2. DopmysanHs HepO32anyHCeHUX TAHYI0RI8 2IKOLEH) .

[Ipu cunTesi O-1,4-Tiko3uaHUX (aMiJIO3HUX) JAHIIOTIB TIIIKOTeHY B POJIi aKIler-
TOPIB aKTUBOBAHWX 3AJIHIIKIB TIIIOKO3HM BUCTYIAIOTh HEPO3TATYKeHI TIOTicaxapyIHi
JIAHITIOTH BXKE HAssBHUX Y KITITHHI MOJIEKYJ TITiKOTeHy (“3aTpaBoYHHi” TiTiKoreH). Dep-
MeHT V/[D-enikoeenmpancgepasa (enikoceHcunmasa) NEPeHOCUTH MOJIEKYIIH MOHOCA-
xapunay Big YA®-1-rmoko3u Ha C-4-TiApOKCUIIBHI TPYIU TEPMiHATBHUX (71-HX)
3aJINIIKIB [TIOKO3U:

YJ®-1-tmokosza + (CH, O,) —=VY]I® +(CH, O,)

n+l

CH,OH

o
OH

(0] 0]
I I
OH OH OH
V]1®-1-mmokoza

CH,OH CH,OH
(0) (0]
OH (n) oy (-1 —
HO O O— oo
OH OH
(CH,0,).
CH,OH CH,OH CH,OH
O (0) (0)
oy (@1 og® oy (-1 + VD
HO O O O—. .o
OH OH OH

(CsHloos)n+1




178 Pozpin III. Mema6oaidm ocrHosHUX Kaacie OiomoseKkysa

3. Qopmyeants pozeanydicensb Y MONEKYII 2NIKOSEH).

O-O-OO0-O0O0BOOO0O0O00-0O  Posranyxenns s

~ ~ ~ ] MOJIEKyJIi TIKOTeHy

(n=6-7) BUHHUKAKOTh 3a Paxy-

HOK BHYTPIIITHHOMO-

@ U JICKYJISIPHOTO TIepe-

HOCY OJTirocaxapu/i-

HOTO (pparmeHTa s 6-7

MOHOMEPIB 13 KiHIIS

JIHIAHOI TUISHKYA Ha

C-6-TrigpOKCHUIBHY

TPyIy TJIIOKO3H, IO

BIJICTOITE BiJ KIHIIS

MOJICKYJIH Ha KiJIbKa

MOHOCaXapuIHUX

3aIUIIKIB. Peakiis

—O-O-O—+++~O xaranidyersest amino

(1,4-1,6)mpanc-

enikozunazoro (pos-

Puc. 13.1. Cxema yTBOpeHHs pO3rajiyseHb Y MOJIEKYJIi IIKOreHy. eanyxcyrouuil gep-
MeHm).

3a MexaHi3MOM, [0 PO3MISHYTHH, CHHTE3YIOThCSI MaKPOMOJICKYITH TIIIKOTeHY

(M.m. 1-108-2-10%), 1110 MICTATH BiJ KIJIBKOX THUCSY 10 MiJIbHOHA MOHO3HHX 3aJIHIIKIB i

(hopmytoTs rpanymm po3mipom 40-200 HM.

DepmenmamueHi peakuii po3uieniienns 2ikozeny (21iKozeHonisy).

1. Ilporec TIIiKOTEHOMI3Y peati3yeThes 32 MEXaHI3MOM ocghoponimuyHozo po3-
wieniients, sike onsirae y hocgoporisi 1,4-Timiko3uTHOTO 3B’ 3Ky Ha HEPEIYKY0UuOMY
KiHIII MOJIEKYJTH TIIIKOTEeHY (TakoMmy, 1o MicTUTh BimbHY (C-4)-OH-rpymy). B peaxmii

OH
OH_ .1|°. _OH
CH,OH 0 CH,OH CH,OH
o) l 0 :o
OH OH PL OH PL —
HO O O O—. .
OH OH OH
(CH,0)),
CH,OH CH,OH CH,OH

6] o) 6]
— N OH OH . G OH OH
HO O'P\:O HO 0 O—---
OH OH OH OH

DTI0K030- 1 -hocdar (CH,09),.,
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BUBLIBHIOETHCS TITIFOK030-1-hocdar, a Hepo3raiykeHui (pparMeHT MOJICKYJIH TIIKOTeHY
CKOPOUYEThCSI HA OJIMH MOHOCAXaPH/THUH 3aJTHIIIOK:

(CH, 0y, +H, PO, —=nmoxoso-1-pocdar + (C.H, O,) ,

DepMeHT, 110 KaTai3ye peakilito, — arikoceHgpocgopunasa.

2. ®ocdopunasza Biapizac MOHOCAXaPHUIHI 3aIMIIKH Y BUTIIS TITIOK030- 1 -hocdary
BiJI HEPO3TATYKEeHIX aMiJIO3HMX JIAHITIOTIB TITIKOTeHy. Po3IieruieH s po3raimykeHux (par-
MEHTIB BiZIOyBa€ThCS i1 AI€0 amino- 1, 6-enikosudasu (Oeposzanysicyrouuii hepmenm).

depMeHT KaTallizye enikozunmpancghepasy ta amino-1,6-enokosudasty peakiiii,
a came:

— TIEPEHOCUTH ONITOCaXapH/IHI 3aJUIIKH, [0 CKIANAIThCS i3 TPHOX MOHOCAXa-
pUIiB, B KiHEI[b HEPO3TATYKEHHUX JIAHIIOTIB, 1[0 SKCIIOHYE 3aJUIIKH TITIOKO3H,
CHOJIyYEeHI 3 OCHOBHUM JIAHIFOTOM O 1 —> 6)-IJTIKO3UIHUMHU 3B’ SI3KaMu;

— po3puBae (1—>=6)-1TiKO3U/IHI 3B’3KH TiJPOJITHYHUM [UISIXOM, BUBUIBHSIFOUU
MOJICKYJIH TIIFOKO3H.

3. I'mroxo3o-1-hocdar, mo yTBOproeThes mpu Gocdopoizi TIKOTeHy, i i€
gocghoenokomymasu IEPETBOPIOETHCS B TIIFOK030-6- Diixorest
docoar. (CH,0,).

4. Topanbmr MeTaboINivHI IUITXW 0OMiHY TITFOKO30-
6-thocdary BiIMiHHI B KITITHHAX TIEYIHKH 1 M’ S31B:

— B TIEYiHII TITIOK030-6-(ocdar npu il IoKo30- [moxo3o-1-docdar
6-(hocdarazu NepeTBOPIOETHLCS Y BIIbHY TITHOKO3Y, KA
HaJIXOUTh Y KPOB 1 BUKOPHCTOBYETHCS B IHIIIMX Opra-

. I'mroxo030-6-docdar
HaX 1 TKAHWHAaXx,

X . . M’s3u | | ITeuinka
—y M’s13ax, sIKi He MiCTATh IIIFOK030-0-(ocdarasy, l
III0K030-6-hocdar BUKOPUCTOBYETbCS [/ BIACHHX Tipysar Dimokosa
€HEepPreTHYHNX MOTPed, OKUCITIIOYUCH aePOOHUM 200 (maxrar)
aHaepPOOHNM LILIIXOM. Puc. 13.2. MeraGosiuna cxema
Cxemy ¢ochopoitizy DIIKOreHy B KJIITUHAX [IEYIHKA docdopouizy riikoreny
Ta M’s131B MOJIaHO Ha puc. 13.2. B nedinmi T2 M’si3ax.

13.2. PEIVJANIA TVIIKOT'EHOJII3Y TA TIVIIKOI'EHE3Y

[mikoreH € TOIIOBHOIO MOJIEKYIISIPHOIO (DOPMOTO 3armacaHHs BYTJIEBO/IIB B OpraHi3mi
JIFOAIMHH 1 TBAPHH, 1110 aKyMYJIIOE€THCS Y BUITIS/I BHY TPIITHBOKITI THHHUX TPaHYIL, TIepe-
B)KHO B TIEYIHII Ta M’s3aX, MiJl 4ac TPaBJICHHS 1 BUTPayaeThCcsd B MPOMDKKAX MiXK
npuiiomamu ixi. KoHIIEHTpallisl IIIKOTeHy B TeMaToNMTax 3HauHO TEPEBHUILYE HOTo
KOHIIEHTPAIIIO B KIIITHHAX M 5131B, aJIe, BpaXOBYFOUH 3araJlbHy Macy CKeJISTHUX M SI31B,
B OCTaHHIX 30epiraeTbcs OUThIIIA YaCTHHA TOTATFHOTO IIIKOTEHY OpPTaHi3My.

KinbKicHi MOKa3HUKHM BMICTY TJIIKOTEHY B OpraHax JOpOCIIOi JIIOJMHU HaBE/ICHI B
Tabim 13.1.
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Tab6numsa 13.1. Bmict niikoreHy Ta riioko3n B opratizmi Jrogunu (mMacoro 70 Kr, micis
CITOXKHMBAHHSI K1)

Iy gyznesoois Konuenmpauin 3azanvna xinvkicme
I'nikoreH nevyinku! 4,0 % 72r
I'nikoren m's3iB2 0,7 % 245 r
I'moko3a ekcTpauentonsipaa 0,1 % 10r
Beboro 327r

I — maca nevinku — 1,8 k2;

2 — maca m 'a3ie — 35 ke,

I — 3aeanvhutl 06 ’em excmpayentonspnoi piounu — 10 1.

3aB/sSKM HasIBHOCTI IITFOK030-0-hocdarazu, MoOiTi3allis IIIKOTeHy Me4iHKU NpH-
3BOJIUTH JI0 YTBOPEHHS BUIBHOI TIIIOKO3H, 110 BU3HAYa€ (QYHKIIIO TemaTonUTIB Yy
MiATPUMAaHHI PiBHA TJTIKeMii B yMOBax 3MEHIIEHHS abo BiJICYTHOCTI abcopOIIii Timto-
KO3M 3 KHWIIEYHUKA. BuuepraHHs pe3epBiB MIIKOTCHY MEYiHKH CIIOCTEPIracThes y
nroauHu yepe3 12-18 ron micist mpuiHATTS 1Ki; B IMX yMOBaX piBeHb IIFOKO3H B KPOBI,
HEOOXiTHUW IJIsi HOPMaJbHOTO (PYHKIIOHYBaHHS IHIINX TKaHWH, Hacammepen
TOJIOBHOT'O MO3KY, MIATPUMYETBCS 32 paXyHOK IIIFOKOHEOTEHE3Y B MEUiHIIl Ta HUPKAX.

Ha BigmiHy BiJ Te4iHKH, M’ 5131 BAKOPHCTOBYIOTb [ITIKOT€HOJII3 JIUIIIE TSI TOKPHUTTS
BJIACHUX €HEPreTUYHUX MOTpeO. 3HauHe 3MEHIIICHHS KOHIICHTPAIlii ITIKOTeHy M’ sI31B
CIIOCTEPIraeThCsl JIUILE ISt TPUBAIOT Ta BUCHAYXIIMBOI (Pi3MYHOT pOOOTH.

Buxozstun 13 3a3Ha4€HOTO, B OpraHi3Mi IOBHHHI iCHYBaTH PETYJSITOPHI MEXaHI3MHU,
10 KOHTPOJTIOIOTh KOOPIMHOBaHI 3MiHHU TPOIIECIB CHHTE3y Ta pO3Maay ITIKOTEHY B
yMOBax 3MiH y PEKUMI XapuayBaHHsI, IEPEX0/ly OpraHi3My BiJl CTaHy CIOKOIO JI0
AKTUBHOI JISUIBHOCTI.

KurouoBy poub y perynsiuii peakuiii NIIKOreHO1i3y Ta IJIiKoreHe3y BilirparTb
KJII04Y0Bi (pepMeHTH po31IenJIeHHs Ta CHHTe3Y IUTikoreny riikorendgocdopuiaza
Ta WiikoreHcnHTa3a. KOHTpOIb aKTUBHOCTEH entikocenhocopunazu ta enikocencum-
mazu 3MIACHIOETHCS TUIIXOM 1X KoBaJeHTHOI Momudikamii (dhochoprmoBaHHs —
nedochoprITIoOBaHHS) Ta YACTKOBO — 33 MEXaHI3MOM allOCTEPUYHOI peryIIsii.

Peryasiuis akruHocTi riikorendgocpopuinasu

I'ikorendocdopuinaza neyiHky Ta M’s13iB — L€ IUMED, SIKUI MICTHTb y CBOEMY CKJIaIi
mipupokcaibdocdar. DepmeHT Moxke TiepeOyBaTH B akTHBHIN (pochoprboBaHii hopmi
(¢pochopunasa a) Ta vHeakTuBHil nedochopuiiboBaHiit popmi (pocgopunasza b).

1. [leperBopeHHst HeaKTUBHOI hocghopunaszu bB akTUBHY ghocghopunaszy aBinOyBaeThCs
IUITXOM (POCQOPHITIOBAHHS CEPUHOBHX 3ATUIIKIB Y MOJICKYJIi (PocqOprita3u 3a paxyHOK
MaKpOepriyHux 38’ s3kiB ATD:

thochopumnaza b + 4ATO —= ochopmnaza a + 4A 1D
(Oumep) (mempamep)

HedochopumoBanns dhochopunazu a npomeinghocghamazoro (hocghamazoro)
MPU3BOJIUTH JI0 YTBOPEHHSI HEAaKTUBHOI (hocopmiias b.
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2. @epment, 1o (ochoprmoe docdoprnazy b, — xinaza gocghopunasu b. Kinaza
(hochoprnaszu b Takox icCHye B IBOX MOJIEKYISIPHIX ()OpMaxX — HEaKTUBHIl Ta aKTHBHIH,
SIKi B3aEMOTIEPETBOPIOIOTHCS MIUTSIXOM (pocopruTroBaHHS — JiepoCcOPIITFOBAHHS.

®dochoprnroBanns kiHa3u Gochopunaszu b (KD b) BinOyBaeTses 3a yaactio ATD
i ftiero yAMD-3anexcnoi npomeinkinasu:

HAM®-3aexHa
npoteiHKiHaza
K® b (reaktnBHa) + AT® — K b (aktuBHA) + AJID

Jedochopuntoranns kinaszu dochopuiiasu b hocgpamazoro CynpoBOIKYETHCS 3BO-
POTHHM TepexoioM (pepMeHTy B HEAKTUBHY QOopMYy.

3. KaraniTuuHo akTUBHA MpOTEiHKiIHA3a QOPMYETHCS 3a YMOB ii B3aemopii 3
3'.5'-AM® (HAM®), yTBOpEHHSs SKOTO B aJICHIIATIMKIIA3HIA PEaKIlii € MyCKOBOO
MOJICKYJISIPHOIO TIOMII€I0, IO BKIIIOUAE KACKAOHUL MeXaHizM Peryisiii (epMEeHTHUX
NpoLeciB y KIiTHHI (T71aBa 7).

AxTuBanisg
aJCHUIATIINKIa3U
B TemaToIuTax
BinOyBaeThCs 3a
YMOB B3a€MOJIl 3
MeMOpaHHUMH pe-

LENTOpaMU TOPMO-

Hy O-KJITHH Iij-
LIUTYHKOBOI 3aJ1031

emoxazony. B k-

THHaX M’s131B Qep-

MEHTHHUI Kackaj AM®-3aesKHi
IIiKOTEHOMi3y AT®  nporeinkinasu AP
BKIJTIOYA€ETHCS TIPH
B3aemofii 3 B-an- Kdb Kob @
peHoperenTopamMmu (HeaxTHBHA) (axTiBHA)

MeMOpaH Mionu- 1

TiB TOPMOHY MO3- ATD / Al
KOBOTO 1Py Ha/I-
HUpKOBUX 3amo3 Pocopunasab > docdopuasa a
aopenaniny (eni- (HeaxTHEHA) (axrrBHa)

Hegpuny).

A peHaTiH
I'moxaron

AneHinaTimKIa3a

ATD HAM®
S

Cxemy dep- .
MEHTHOTO KacKa- Dnixoren
Iy peryismii ak-

TUBHOCTI (oc-

(dhopomizy Tiiko- I'mokoza

reHy IOJAaHO Ha (CO,, H0)

puc. 13.3: Puc. 13.3. ®epmenTHmii kackaja ¢ocdoporizy niikoreny.

— ['mroko30-1-docdar
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4. Y M’s3aX ICHYIOTh TaKO)K MEXaHI3MH CTHMYJIAIII TIIIKOT€HOMI3Y IIISIXOM ajo-
cTepuuHoi aktuBaiii pochopunazu b ta kiHazu ochopunazu b 6e3 dochoputo-
BaHHS IUX OUIKIB EPMEHTHOTO KacKajy:

— JI0 CKJIay KiHasu (ochopuiiasu b BXOAUTE CyOoauHuII, 1110 € Ca’*-3B’ A3y r0unm
O1TKOM, 32 CBOIMH BIIACTHBOCTSIMH 1ICHTUYHAM KabMOOYVIiHY. 3B’ A3yBaHHS III€O
CYOOIMHUIICIO YOTHPHOX 10HIB KANBIIiF0 AKTUBYE KaTaJITHYHUH IIEHTp KiHa3u Gocdo-
punasu b, xo4a Momnexyna (GepMeHTy 3aIUIIA€ThCS B ehoCcPOpPUIHLOBAHOMY CTaHI.
et mporiec mae (izionoriuHe 3HAYCHHS TEPMIHOBOTO MEXaHi3My 3a0€31eueHHsI CHEep-
ri€r0 M’sI30BOTO CKOPOYCHHS, SIKMH BKIJIOYAETHCS B pe3yibrari BUBUIbHEHHS Ca’’ 3
CapKOIJIA3MaTHYHOTO PETUKYIyMa IMiCiIsl HAJIXO/DKCHHS! HEPBOBOT'O IMITYJIBCY

— aKTHUBaIisg M 530Bo1 docdopunazu b M’SA3iB MOXKe Takox BimOyBarucs Oe3 il
(hocdoprmoBaHHS. AJOCTEPUYHAM aKTHBATOPOM (epMeHTy € AM®D, KOHIIEHTpaIlist
SIKOTO B M’s13aX 3HAYHO 3POCTAa€ B YMOBAX TPUBAJIOTO (hi3SMIHOTO HABAHTAXKEHHS, 10
MPU3BOIUTS J10 BuuepnanHs pe3epsiB AT i nakormuenns AJl® ra AM®. AktuBoBaHa
AM® docdopunaza b 3marHa 3a0€3MEUUTH HIBHKICTB TIIKOTCHOI3Y, JOCTATHIO JIJIS
BUKOHAHHSI M’ 30BO1 pOOOTH MOMipHOT IHTEHCHBHOCTI.

Peryasinisi akTHBHOCTI IIIKOreHCUHTA3U

AHaoriyHo 710 miikoreHpochopuiasm, enikoeeHCUHMA3d MOXe ICHYBaTH B JIBOX
MOJICKYJIsIpHUX (hopmax — ocopriiboBaHii i tedochopuiboBaHiii. Ase, Ha BiIMiHYy
Bix mikoreHdocdopmiazy, KaTamiTHIHO aKTUBHOIO € AedocdopriboBada Gopma
(dbepmenTy — enikocencunmasa a, a HeakTuBHOI — (ochoprinpoBaHa Gpopma —
enikoeencurnmasa b.

DochopuiroBaHHs TIKOreH-CHHTA3H 3IIIHCHIOETHCS 32 CEPUHOBUMU 3TUILIKaMU (ep-
MeHTy HAM®-3a5exHOI0 MPOTETHKIHA3010 32 PAXYHOK Makpoepriyaux ¢ocdaris ATO:

MITiKOreHcHHTa3a a + 2AT® — rnikorencuHTasza b + 2AJ1d
(akmusna) (neaxmusna)

3BopoTHA peakiist — aedochopriIroBaHHs (aKTHUBAIS) TIIKOTeH-CHHTA3H KaTa-
T3y€eThCA BIMOBIIHOIO hocdhamasoro.

I3 HaBeneHOTO 3pO3yMilTo, IO CTHUMYIIAIIS Kackaay (ocdopori3y miKkoreHy aape-
HaJIiHOM a00 TITFOKaroHOM, SIKa CYTIPOBOKYEThCS 3pOCTaHHIM KOHIICHTPALIIT B KIITHHAX
HAM® Ta akTHBHOCTI TAM®-3a51eKHUX MPOTETHKIHA3, TPU3BOAUTH 10 (HOCHOPIITIO-
BaHHS TIIKOTEHCUHTA3M 1 11 iHaKTHBaIlii, TOOTO /0 MPUTHIYCHHS PEaKIlii CUHTE3Y
DJTIKOTEHY.

Takum unHOM, INIiKOreH(pochopuiiaza i INIiKOreHCUHTA3a PeryJIrolThCs pelun-
POKHO: akTHBaNif riaikorendochopuiaazu (i pocdopoaizy riikoreny) Biady-
BA€THCSl B YMOBaX iHaKTHBaWil riikoreHcunTasu (i cuuredy niikoreny). Lls pe-
IUIPOKHA PETYJISIIIis MeTab0JIi3MY € ICKPABUM IPOSIBOM MO EKVIISAPHOL 102IKU FKUBUX
OpraHi3MiB, sIKi BKJIIOYAIOTh KaTaOomiyHi (pepMeHTHI CHCTeMH TIPH HeOOX1THOCTI 3a-
Oe3redyeHHs KIIITHH eHepriero (M s30Ba [isSUTbHICTh BUMAra€e po3IIeTUIeHHs pe3epBHIX
BYIJIEBOJIIB) 1 MEPEKITIOYAOTh O10XIMIYHI peaxIlii Ha IUIIXH aHaOoMi3My (B TaHOMY
BHIIA/IKy — CHHTE3Y TIIIKOTeHY) B Tepioz ¢iziosnorivHoro crokoro (puc.13.4).
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Cunrazaa |
(axTHBHA) OH
dochopuaza b
Py (neaxtupna) | OH ATO
H,0 AJlD

Cunrazab | O—@
(HCaKTUBHA)

®dochopunaza a
(axTHBHA)

Puc.13.4. Cxema perunpokHoi peryJisinii akTUBHOCTel niiikorengocgopuiasu Ta LIiKOreHCHHTA3H.

T'opMoHaibHA peryJsiuist MeTa00/1i3My IVIIKOreHy

Y4acTe TOPMOHIB Y PETyIIsiiii IIIKOT€HOMi3y Ta ITiKOTeHe3y B M’S3aX Ta MediHIl
MOke OyTH MiJJCyMOBaHa TaKUM YHHOM:

A. Y m’azax.

Aopenanin — CTUMYITIOE TIIKOTEHOII3 Ta TaJbMY€ ITIKOT€HE3 IUISIXOM:

a) aKTHBalii mIikoreHpocdopuasm 3a paxyHok ii TAM®d-3anexHoro dhochopu-
JIFOBaHHS;

0) iHribipyBaHHs TIIIKOT€HCHHTA3M 3a paxyHok i nAM®-3anexnoro dochopu-
JFOBaHHSI.

IHcynin — CTUMYITIOE TJTIKOTEHE3 1 TallbMy€ TIIIKOT€HOITI3 TIISTIXOM:

a) MiIBUIIECHHS MPOHUKHOCTI MeMOpaH M SI30BUX KIIITHH JUIS TIIOKO3H, 1[0 BUKO-
PHUCTOBYETBCS [UIsl CHHTE3Y TIIIKOTEHY;
posmerureHHs pocdomiecrepasoro.

b. Y neuinui.

Iniokaeon — CTUMYIIOE TIIKOTEHOMI3 Ta TajJbMYy€ TIIKOTEHE3 32 MEXaHi3MOM,
AHAJIOTIYHUM [Iii aJ[peHaNi3y B KIITHHAX M’ SI31B.

IHcynin — MiIBHIIY€ aKTUBHICTD (DepMEHTATHBHUX PEAKIliii CHHTE3y IJIIKOTEHY 3a
paxyHOK Oi0XiMIYHUX MeXaHi3MiB, OIU3bKHUX JI0 PO3IIISTHYTHX BUIILIE.

TakuM YMHOM, CIIBBiJHOIICHHS TJIIOKArOH/IHCYJIH € BOKJIMBUM (Pi310JI0TTUHIM
MeXaHi3MOM, 0 KOHTPOITIOE TIIKOTeHHY (DYHKITIFO IEYIHKH Ta PiBEHb TITFOKO3H B KPOBIi
ITiCIIS CTIOKMBAHHS TKi:

— MepeBaXaHHsI [HCYIiHY CIPUsIE YTBOPSHHIO B OPraHi3Mi Pe3epBiB BYIVICBOIIB Y
(hopMi DIIKOTEHY TICUIHKY;

— TIepeBaXKaHHS 21F0KA2OHY CTIpUsie MOOLITi3arlii 3armaciB DIIKOreHy TIEYiHKHA B yMOBaX
3HIDKCHHS PIBHA 2170K03eMil, K€ CTIOCTEPIraeThes yepes KilbKa TOIMH ITiCIIS CTI0XKH-
BaHHS TKi.
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13.3. TEHETUYHI ITIOPYIIEHHA METABOJIIBMY IJIIKOTI'EHY

CriaIkoBi IOPYIICHHS PeaKIlii po3LICIICHHs a00 CUHTE3Y IIIKOTEHY MPOSIBIISFOTHCS
Y BUIJISII €H3UMOIIATIH — X80pP0O HAKONUYEHHS 2NIIKO2EHY — 2IKO2EeHO318 Ta a2liKo-
2€HO3I6.

I'nikorenosn

I'mikoreHo3u — CraaKoBi XBOPOOH, MOJIEKY/ISIPHOIO OCHOBOIO BUHUKHEHHS SIKHX €
ypODKEHa HeJTOCTaTHICTh CHHTE3Y MeBHUX (PEPMEHTIB IIIKOT€HOMi3Y, OB’ A3aHa 3 Jie-
(dexraMu B TeHeTHYHIN cucTeMi KiTiTuH. [Ipu miikoreHo3ax y BHyTpIllIHIX OpraHax Ta
TKaHWHAaX (31e01IbIIOTO B TIEWiHI, M 532X, KIITHHAX KPOBi) CHOCTEPIracThCs HAKO-
MTUYCHHSI aHOMAITLHO HaJIMIPHOT KUTBKOCTI ITIKOTEHY, 1HO/ 31 3MIHEHOIO MOJIEKYIISIPHOFO
CTPYKTYPOIO, SIKHI He MOYKE BUKOPUCTOBYBATHCS y META0OJIIYHHX Tpoliecax — Taod-
s 13.2.

Tab6auns 13.2. Bioximiuni xapakTepucTuku rikorenosis (3a R.Berkow (Ed.): The Merck Manual of

Diagnosis and Therapy, 1992, 13 3minamm)

Tun Depmenmna cucmema, w0 Ywkoooceni opeanu i Tpusiansui
nopywena MKanuHu (enonimiuni) nazeu
I'mikorencunTasa Tleuinka, M'si3u —
1 [Tmoko30-6-docdaraza Ileuinka, HUpKU XBopoba 'ipke
11 |Jli3ocomanbHi TIKO3KUA3H Bci opranun XBopoba [Tomne
III |Awmino-1,6-rimoko3ugasa [Neuinka, M's131, MiOKapI, XBopoba Dopbea
JIEUKOLIUTH

IV |Amino(1,4 —1,6)tpancriikosunasa |Iledinka, M's3u, Miokapa Tomo | XBopoba Auziepcena
(posraiyxyrounii pepMeHT)

V |Docthopunaza m's3iB Xpebuesi M's31 XBopoba Mak-Apis
VI |Pochopunaza nedinku Ieuinka XBopoba Xepca
VII |Dochodpykrokinaza XpeO1eBi M's3H, ePUTPOLIUTH XBopoba Tapyi

Ki1iHIYHO TTIKOT€HO3M MPOSBISIOTHCS BaXKKOIO T1MOITIOKO3EMI€I0 BHACIIIOK He-
3[aTHOCTI IJIIKOTeHY MEYiHKU PO3ILETUTIOBATHCS 3 BUBUIBHEHHSIM MOJIEKYJ TITFOKO3H.
['mikoreHo3u, NpH SIKUX YIIKOKEH (PepMEHTHI CUCTEMH MOO1ITi3alii ITiKoreHy neviH-
KU, XapaKTepH3yIOThCs 301IBIICHHSIM MAaCH OpPraHa, >KUPOBOIO TUCTPO(DIEI0 TeaToHTIB
Ta SIBUIIAMU IIpo3y. HemocTaTHICTh (hepMEHTHHX CHCTEM IIIIKOTEHOII3Y B M’ 3aX Cy-
MIPOBOKYETHCS CyIOMaMH 32 YMOB (pi3NYHUX HABAHTAKCHb.

ALIiKOreHo3u

ATDJIIKOTEHO3U — CIAJIKOBI XBOPOOW HAKOIUYCHHS TJIIKOTCHY, MOJICKYJISIPHOO
OCHOBOIO SIKMX € TeHETUYHI JICEKTH, 1110 PU3BOJISTH JI0 MOPYIICHHS yTBOPEHHS (ep-
MEHTY TJIIKOTeHCUHTa3H.

BHaciIok HeJ0CTAaTHOCTI IIIKOIEHCHHTA3W TeMaTOlUTH HE 3JIaTHI yTBOPIOBATH
pe3epBU MITIKOreHY, KOHIICHTPAITisI TKOTO BCEPE/MHI KIIITHH 3HAYHO 3MEHIIIeHa. BHac-
JIJTOK BiJICYTHOCTI TITIKOTEHOBUX PE3EPBIB XBOPI MPH aTIIKOTEHO3aX, SIK 1 TPH TITKOTe-
HO3aX, CTPAXK/IAI0Th BiJl IITMOOKOI T1ITOTITIOKO3eMii, 0COOIMBO HaTIIecepIie, Mics 3Ha9-
HOI TIepepBH 3 Yacy HaJIXOJKEHHS XapuoBOi ITFOK03H. [ 1MonmoKo3eMist Py arTiKOreHO-
3aX MOXKE CYITPOBOJKYBATHCS BAXKKOFO KOMOKO BHACIIJIOK €HEPreTHYHOTO TOJIONYBAHHS
TOJIOBHOTO MO3KY. Taki XBopi 3BU4aifHO BMUPAIOTh Y PAHHBOMY JUTSYOMY BiIli.
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13.4. METABOJII3M BYIVIEBOJHUX KOMIIOHEHTIB
INMIIKOKOH’IOTATIB

[miko3uTtoOBaHHS HEBYIJICBOIHUX MOJIEKYJI € BAyKJIMBUM KJIaCOM 010XIMIYHUX peak-
I, 110 PU3BOMIATH JI0 YTBOPESHHS TIOPUITHUX MOJICKYIT 21iKOKOH t1oeamis. Y pe3ynbTati
PpeaKIii DIKO3MIIOBaHHSI OJIiT0CaxapyaHi Ta MojicaXxapuIHi JIAHIIOT Y TPUETHYOTHCS
KOBAJICHTHUMH 3B’s3KaMH JI0 TOJINENTU B a00 JIMi/iB, yTBOPIOWOUU (Hi3i0J0TIYHO
BKJIMBI TIKOMPOTETHH, TIIIKOJIIIIIN Ta IPOTEOTITIKaHH.

BiocuHTe3 ririkon’roraris

[Iporecu miiko3uIFOBaHHS OUIKIB 1 JIMIJIIB Bi/I0YyBAIOTHCS B €HIOIIA3MATHIHOMY
peTuKymyMi Ta anapari [o1b/pKi 1 KaTami3yoThes crienupiuHUME riko3unmpancghepa-
3amu. BioXiMivHI peakiii CHHTe3y oJirocaxapuaHux (PparMeHTiB DIIKOMPOTETHIB, TIi-
KOJIIMiJIiB Ta TreTeporonicaxapiJHuX (PparMeHTiB POTEONTiKaHiB (IMiKO3aMiHIIKaHIB)
B IIIJIOMY CITiBITaIaI0Th i Oy{yTh PO3IIISTHYTI Ha TPUKIIA/i OLTBLI JETATLHOTO BUBYEHOTO
IIPOIIECY YTBOPEHHS BYTJIEBOIHIX KOMITOHEHTIB IITiKoTpoTeiHiB. [IpoTe icHy0Th CyTTEBI
BiZIMIHHOCTI B MOJIEKYJIIPHIX MexaHi3Max OiocuHTe3y O- Ta N-3B’S13aHUX ITIKOIIPOTEIHIB.

1. Cunme3 O-36’a3anux 2nikonpomeinis

Omirocaxapu/Hi JaHIIOTH DTKOMPOTeiHIB O-ITIKO3UIHOTO THITY KOHCTPYIOFOTHCS
HIJSIXOM CTYTIEHEBOTO MPHEIHAHHS MOHOCAXapHIHUX 3aaumKiB 1o OH-rpyn cepuny
a00 TpeoHiHy MONINENTHIHOT YACTUHHI MOJIEKYH. JloHOpaMu By TTICBOTHHX 3AJTUILIKIB
y IMX PEAKIIisAX € HyKICOTUAIyKpH, 30kpema YJD-N-anermiranakrozamia (UDP-
GalNAc), Y/I®-ranakroza (UDP-Gal) Ta IM®-N-aueruineiipaminosa (cianosa) Kuc-
nora (CMP-NeuAc).

depmMeHTH, 110 KaTalli3yloTh IEPEHOC MOHOCAXapHIHOTO 3AJUIIKY BiJl HYKJICOTHI-
ykpiB Ha OH-Ser(Thr), — mMeMOpaH03B’sA3aHi1 enikonpomein-enikozunmpancgepasu.

Ilepuium yykpom B onirocaxapuaHOMY JIAHLIFO31 IIKONPOTETHY, IO IPUEIHY€ETHCS
oesnocepeanbo 10 OH-Tpynu cepuHy (TpEeoHIHY) TOMIMENTHIHOTO KOMIIOHEHTA €, SIK
ripaBwmito, N-anerunranakro3amit (GalNAc), dpyzum — ranakrosa (Gal) abo N-anernn-
HelipamiHoBa kucnora (NeuAc):

1) UDP-GalNAc + HO-Protein —= GalNAc-Protein
2) CMP-NeuAc + GalNAc-Protein —= NeuAc-GalNAc-Protein

Taka MOCHiIOBHICTh peaxiliii IKO3UIFOBAHHS MTPHU3BOAATH A0 YTBOPEHHS 0iOMO-
JIeKyJ1, pUKiIagaMu skux € O-3B°s13aH1 MosicaxapuIy TIKONPOTEiHIB CITMHU (MYIIU-
HiB) (2) Ta ClaJOmIIKONPOTEiHIB epUTpOIUTApHUX MeMOpaH JroauHu (0):

() : ©) :
|

NeuAc—GalNAc—Ser(Thr) (|}a1— Ga]|N Ac— ?er(Thr)
. NeuAc NeuAc :

[ouaTok nporiecy NiKO3MITIOBAaHHS, TOOTO MPUETHAHHS MEPITUX MOHOCAXapHTHUX
3aJIMIIKIB JI0 IENTUAHOTO JIAHLEOTa, Bi10yBAETHCS B €HIOILIA3MATHYHOMY PETHKYITYMI,
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TOOTO TIiJ] 9ac CHHTE3Y MOMIMENTH/Y (TPAHCIIALIT), TPUETHAHHS TEPMiHATBHUX MOHO-
caxapuiB — B KOMIUTEKCi [ 0b K.

2. Cunme3 N-36’a3anux 2nikonpomeinie

Oco0nuBicTio cuHTe3y N-3B’SI3aHHUX [ITIKOMPOTETHIB € y4acTh BUCOKOMOJICKYISIPHOTO
CIHPTY 130IPEHOINHOT TPUPOIH — donixoapocghamy, SKUil BUCTYIA€ B POITI TPOMIXK-
HOTO TIEpEHOCHUKA OJNIr0CaXxapuIHUX (pparMeHTiB.

3a XiMi9HOFO OYy/TOBOFO JIOJTIXOJI € BUCOKOMOJIEKYIISIPHUM CITUPTOM, 1110, TIOA10HO 110
Kay4dyKa, Ma€ HalOUTbITy TOBKUHY 3 PUPOIHUX ByTNieBoAHIB. ['inpodoOHa ocHOBa
JIOJTIXOMTy 3aHypeHa B TOBILY JIiITitHOTo Oicnoro GiomemOpaH, a OH-rpyma, o B3aemorie
3 BOZIHOIO (pa30ro, 31aTHA aKIEeNTyBaTH MOHOCaXapuaHi (hparMeHTH MPH MOCITiIOBHiH
JUT crieruQiYHUX TTKO3MWITpaHchepas.

i cH CH
HO —CH,—CH,~ C~CH, T CH,— CH=C~CH,~CH,TCH,~CH=C~CHj
CH, .

Bynosa monexymu gomnixomy. n = (17 — 20) — xinexicmo i30npeHOIOHUX 3aNUUKIG.

Bxumrouennto momixouy (Dol) B peakiiii mTiko3mioBaHHS epeaye Horo Gpochopuiiro-
BaHHS 32 yJacTio (pepmeHTy donixonxinasu Ta ATP sk noHOpY docdary:

Dol + ATP —==Dol-P + ADP

DocopritboBaHMH T0ITIX0J B3aEMOJIIE 3 aKTHBOBAHOIO MOJICKYJI010 N-alle THIITIIIO-
ko3aminy y opmi UDP-GIcNAc B peakuiii, sika CTaHOBUTB TEPIIHIA €Tall TII1KO3HITIO-
BaHHSI JIOJTIXOJTY:

Dol-P + UDP-GlcNAc —= GlcNAc—P-P-Dol + UMP

3a paxyHOK ITOCII0BHOT Aii crienn(piyHnX DTKO3WITpaHcgepas Ta 3a y4acTo Bilo-
BiJTHUX HYKJICOTHITYKPIB BiIOyBa€eThCsl (POPMYBAHHS o1icocaxapud-nipogocghopunoo-
Jix01y — MOJIEKYJISIPHOI CTPYKTYPH, IIIO € JOHOPOM OJIrOCaxapuIHUX (PParMeHTiB y
riporieci N-TIIiKO3WITFOBaHHSA TITIKOMIPOTETHIB. Y MMOJANBIIIOMY OJIrocaxapHiu, CIIoy-
YeHI 3 MOJICKYyJIaMH JIoTiXou-Tiipodocdary, B IiIOMy BUIJISII IEPEHOCSITHCS HA aMiJTHI
IPyIH OAHOTO 200 JIEKITHKOX 3aJIMIIKIB acrapariny akienTopHoro Oinka. Peakiis kara-
JI3y€ThCSI MEMOPaHO3B’ SI3aHOI0 0/1icocaxapud-mpancghepaszoio 1 Bi0OyBaeThCs B €HJI0-
IIa3MaTHYHOMY PETHKYITyMi Ta anapari [ ombmKi.

N-3B’s13aHi DIIKONPOTEIHM, IO YTBOPIIIMCS B PE3yNbTaTi PO3NITHYTOI IOCITIOB-
HOCTI peaxIliif, MaroTh CIIUJIbHE JJIS BCiX TIIKOMPOTEiHIB MEHTAacaxapuaHe SApO
(Man),(GlcNAc),, ciomyuene 3 NH-rpynoro acriapariny:

Man N |
Man—GIcNA ¢c—GIcNA ¢c—Asn

- |

Man !

IlenTacaxapuaHe sapo, CIIIBHE I MOJICKYJT N-3B’I3aHUX [IIKOIPOTETHIB.
9
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I3 3a3Ha"ueHNM TIeHTacaxapuaoM 3B’si3aHi pi3HI 32 OyIOBOIO 30BHIIIIHI OJlirocaxa-
puaHi nanmrory. Li 30BHINIHI po3ramykeHi omirocaxapuHi (pparMeHTH, 3a1eKHO BiJl
CKJIaJly MOHOCAXapHIHUX 3aJIUIIKIB Ta Oy/IOBH JIAHIIIOTIB, OAUISIOTHCS HA CKIAOHI,
2IOpuoHi Ta 30azaueHi Mano3010 OJITOCaXapUJIu.

I'mixomporeinu, mo yTBOpMIIKCS B pe3yasTari nporeciB O- Ta N-ITiKO3MITIOBaHHS,
3aJIMIIAFOTHCS 3B’ I3aHUMH 3 MEMOPaHHUMH CTPYKTYpaMH Y BHIVISIIT iHTErpasbHAX OL1-
KiB MeMOpaH ab0 CeKPETYIOThCS B SKCTPALICTIONIIPHUIN MPOCTIP.

3. Cunme3 2nikoninioie

[mikosmimim — BaXKITUBI CTPYKTYpHI KOMITOHEHTH OioMeMOpaH, 10 BU3HAYAIOTh,
pa3oM i3 MeMOpaHHUMH TJTIKOTIPOTETHAMU, aHTUTCHHI BIIACTUBOCTI KIJIITHH.

[oai6HO 10 YTBOPEHHS ITIKOMPOTEiHiIB, (hOPMYBaHHS TIITKOJIIIIIB, 30KpeMa 21iko-
cpineoniniois, BinOyBaeThCS 32 MEXaHI3MOM TTOCIIIOBHOTO HAPOIIyBaHHS OJIirocaxa-
PUIIB 3a y4acTio crienuiqHuX 2nikosuimpancgepas. JJoHOpaMu MOHOCAaXapu/IiB Ta
X MOXIMHUX € HYKJICOTHJIYKpPH, IO MEPEHOCATh 3aJHUIIKH IIYKPiB Ha MOJICKYIISIPHY
OCHOBY, SIKOFO BUCTYyTA€ yepamio (ammicdinro3un). [Ipoiiec BijOyBa€eThCs 32 CXEMOIO:

UDP-Gal + Cer —= Gal-Cer + UDP
UDP-GalNAc¢ + Gal-Cer — GalNAc-Gal-Cer + UDP

3a pO3MISTHY THM MEXaHi3MOM Bi/10yBa€ThCSI CHHTE3 TIIIKOJIITTIIiB MEMOpaH epuUTpo-
LIUTIB, IO CKJIA/IAIOTh aHTUTCHHI ACTePMIHAHTH 2pYH Kposi MOIUHH 3a crcTeMoro ABO.
['eHeTnuHO EeTepMiHOBaHI BiZIMIHHOCTI B IpyIaX KPOBi BU3HAYAIOTHCS OCOOIMBOCTSIMH
MOJIEKYJIAPHOI OyZI0BH OJliTOCaxapuIHUX KOMIIOHEHTIB MEMOpaHHUX TIIKOMIITIIB Ta
DJTIKOMPOTETHIB, 30KpeMa IHTerpaIbHOTO OiIKa MEMOPaH EPUTPOIUTIB — 27iKOGOPUHY.

B oci6 i3 rpynoro kposi O ¢yHKk-
mionye rex (H), ekcripecis sikoro cy-
MIPOBOKYETHCS HASIBHICTIO B MEMO-
paHax epUTPOLMTIB DITIKOMIIIiAY, 110
MICTHTh y CBOEMY CKJIajai 0a30BHii
onirocaxapu i3 Tepminanbhoo dy-  (6)  Fuc—Gal —GIeNA c—Gal —Gle —Cer
KO3010 — OJIrocaxapil THIty 0, abo N (l}alN Ac )

Tak 3BaHuil antured H. OcoOunu 3 e

rpynamMu KpoBi A Ta B MaroTh anenbHi Ostirocaxapuy vy A

renn (I* 1a I, BIANOBI/HO), O Bifl-  (p)  E o Gal—GleNA c—Gal —Gle —Cer
MOBiIJIbHI 32 CHHTE3 IIIIKO3MIITPaHC- |

tdhepas, sAxi 3matHi MoaM(iKyBaTH \___ Gal J
0azoBuii oirocaxapun O, MpUETHY- Oniroca)gpfnz[ iny B

FOUM J10 HHOTO 3aMIIKK N-areTuira- OunirocaxapuiHi 3aJMIIKH, [0 TIPUCYTHI B ITIKOITTIax
NaKkTo3aMiHy (Tl A) ab0 TanakTO3M  epurpomutis moneit 3 rpymamu kpoei O, A, B ta AB.
(tun B).

I'erepo3uroTHi 0COOWHU, B €PUTPOITUTAX SKHUX EKCIPECOBaH| OOM/IBA THITH OJIro-
caxapuniB (A Ta B) marots rpyny kpoBi AB. Bigomo 6inbiie 30 pisHUX IpyH KpOBi,
IO PO3PI3HAIOTHCS AHTUTEHHUMH JCTEPMiHAHTAMH CPUTPOLUTIB, TOOTO OYTOBOIO
MeMOpaHHUX TIIIKOJIIIJIIB Ta TIIIKONPOTETHIB.

(a) Fuc—Gal —GIcNA ¢c—Gal —Gle —Cer
N y

Omnirocaxapug tamy O
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Kara6ouai3zm nirikokoHn’rorartiB

Pozmierienns rerepononicaxapuiHux (parMeHTIB TIIIKOKOH 0TaTiB — TPOTEO-
[JTiKaHIB, TIKOMPOTEiHIB 1 TIIIKOMIMIAIB peaizyeThCsl 3a Y4acTio 2niko3udas, 1o
JIOKaJTi30BaHi B J1i30COMax, Ta Criel(ivdHi 10 Pi3HUX THITIB ITIIKO3UIHUX 3B SI3KiB.

Haii6inp1 BUBUCHUMH € JTi30coMalibHI pepMeHTH, sIKi OepyTh y4acTh y JAerpaaarii
BYIJICBOJIHUX KOMITIOHEHTIB MPOTEONNTiKaHiB (IJIIKO3aMiHIIIIKaHiB) Ta TIIKOJIMi/iB.
VYpomkeHi HOpymeHHs! pO3LICTUICHHS IIUX CIIONYK (€H3UMOTIaTii) IPOSIBISIOTHCS 27KO-
3u003aMil, 33 IKUX BiIOYBAETHCS BHYTPIIIHBOKIITHHHE HAKOIMYCHHSI MTIEBHUX (HOpPM
reTeporoicaxapuIiB.

Jerpananisi rereporonicaxapuiHIX CTPYKTYp IPOTEOTITiKaHiB KaraiizyeThbes dep-
MEHTaMH, $SIKi 32 CBO€IO CyOCTPaTHOIO CIICIM(DIYHICTIO MOAUISIFOTECS HA eHO02NIKO3U-
oasu, ex302niko3udasu, cyivgamasu. J1o Tiiko3uas, mo OepyTh y4acTb y Karaboi3mi
[IIKO3aMIHIJIIKAHIB, HAJIe)KaTh:

Tianyponioaza — MupoKo po3MOBCIO/KEHA B TKAHUHAX €HIOMIIKO3H/1a3a, 1110 Ji€
Ha T1aJIypOHOBY KHUCIJIOTY Ta XOHJIPOIiTHHCYNIb(}AaTH, pO3UICIUTIOIOUHN iX 0 TeTpa-
caxapuIHHUX (parMeHTiB.

B-Inioxyponioaza — ek301iKo31 1234, 110 BiAIEIIIIOE IIFOKYPOHOBY Ta i[ypOHOBY
KHCJIOTY BiJI TeTpacaxapuiB (IMB. BUIIE) Ta TAKUX TETEPOITOIiCaXapuIiB, K JepMa-
TaHcynb(haTh, TenapancyabPaTi, XOHAPOITHHCYIb(paTH, TiarypoHoBa Kuciota. [Ipu
CIIa/IKOBiif HEOCTATHOCTI (PEPMEHTY Y XBOPUX CIIOCTEPIra€ThCsl BUALICHHS ITIIKO3aMiH-
DJTIKaHiB 13 ceyero.

B-I'anaxmosudazu — MHOXMHHI (pEPMEHTH, IO PO3IIECILUIIOIOTH BHYTpiluHi B-ra-
JIAKTO3WHI 3B’SI3KM B OJIrOCaxapuIHUX 3aJIUIIKaX MPOTEONTIKaHIB, ITIKOMPOTEiHIB
Ta DIKOJIIIIIIB.

B-D-Ayemuncexcozaminioasa — eK30IIIKO3U/Ia3a, 10 BI/IEIUTIOE Bijl B JIEBOIHUX
KOMITOHEHTIB TIIKOKOH "torariB TepMiHaiibHi N-anetrirekcozaminn GIcNAc ta GalNAc.
CrnaikoBa HEIOCTATHICTD (PEPMEHTY CIIOCTEPITAETHCS TPH TAKUX DIIKOMIMI03aX, K
xBopoOu Tes-Caxkca ta 3annxodda.

a-L-loyponioaza — ex3oriiko3naasa, Mo BiAMICIUTIOE BiJl MOJTicaXapuIHHIX JIAHITIO-
B TepMiHaIbHI 3auIKK L-i1ypoHoBoi kuciotu. Bigomo nekiibka Gopm criaikoBux
MOPYIICHB, OB’ SI3aHKUX 13 HEJIOCTATHICTIO IOTO (JEPMEHTY.

IcHye nekinbka J1i30CcoMabHUX CyJb(haTas, 10 BIANICIUTIOITh CYIb(aTHI 3aJIUIIKH
BiJ] pI3HUX MOHOMEPHHUX OJIMHUIIb Y CKJIaJ[l IIIIKO3aMIHIJIIKaHIB, 30KpeMa apuicyibpa-
maza A, apuicyrepamaza B ta apuncyrvgpamaza C. HenocrarHicTh cynbdaras
MIPOSIBISIETHCS IEKITbKOMa (POPMaMH TITIKO3U/I031B.

13.5. TJIIKO3UAO3U. TEHETUYHI IMOPYHWEHHSA
METABOJII3MY TVIIKO3AMIHIJVIIKAHIB

Iniko3u003u — TeHeTHYHI MOPYIIEHHS METa0oMi3My reTenoicaxapuiis, 1o €
CTPYKTYPHUMH KOMIIOHEHTaMH IPOTEOITIKAHIB Ta DIKOMIMiAiB. [Tiko3um03u, sKi
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OB’ 53aHi 13 CIaJIKOBOIO HEAOCTATHICTIO ()EPMEHTIB PO3IICTIIICHHS BYTJIEBOIHUX
KOMITOHEHTIB TIPOTEONITiKaHIB, MalOTh HAa3BY MYKONOIICAXapud03ig, TIIKOMIMIIIB —
2niKkoninioosie (abo Mykoninioosie 1 cghineoninioosis).

I'miko3umo3m i, 30KpeMa, MyKOIIOJlicaxapua03H1, € TSHKKUMH 3aXBOPIOBaHHSIMH,
SIKI TIPOSIBIISIFOTHCS IMOOKUMH TTOPYIICHHSIMH 3 OOKY CITOTyYHOT TKAaHWHH 0araTtbox
BHYTPIIIIHIX OpraHiB, 30KpeMa, ITOMYTHIHHSIM POTiBKH, TIATOJIOTIEIO0 KICTOK Ta CYTII00iB,
3aTPHMKOIO PO3BUTKY JUTHHH Ta CKOPOYCHHSM TPUBAJIOCTI XKHUTTA. JliarHocTHuHe
3HAUEHHs Ma€ HaJMipHa eKCKpellis IeBHUX IIIKO3aMiHITIIKaHiB 13 cevero.

bioximiuHI XapaKTepUCTHKH HAOLITBIIT PO3MOBCIOKEHUX MYKOTIOJTiCaXapr103iB
(MIIC) nrogmam, TOOTO CTIAIKOBHX IMTOPYIICHb KaTa00Ji3My TITIKO3aMiHTJIiKaHiB, MMO-
maui B Tadmmd 13.3.

Tao6nuns 13.3. Bioximiuni xapakTepucTuku mykonomaicaxapuaosis (3a R.Berkow (Ed.): The
Merck Manual of Diagnosis and Therapy, 1992, i3 3minamn)

Dopma Ha3sea xeopoou Heoocmamnuicmo ghepmenmy | I'nikozaminznikanu
MIIC ceui
MIIC I*  [Cunnppom I'ypraepa a-L-Inyponinasa Jepmarancynbdaru,
Cunppowm Illeite renapascynbpaTu
Cunppom I'ypaepa-1leiie
MIICII  [Cunmpom ['yarepa Inyponocynedarcynbdarasa Jlepmarancynbdaru,
renapascynbhaTu
MIIC III  |Cungpom Candiminmo I'enapancynedarcynsdaraza  |I'emapancyibdati
MIIC IV  |Cunopom Mopkio
IVA Cunnpom Mopkio N-Anerunrexkco3amid-6- Keparancynsdaru
TUny A cynbdarcynbdaraza
IVB Cunrapom Mopkio B-T'anakro3ugasa Keparancynsdaru
Tuny B
MIIC VI |Cuagpom Mapoto-Jlami Apuncynsdaraza B JepmarancynbdaTu
MIIC VII | Tediuut B-raroxyponigasu | B-IimokypoHninasa JlepmaTancynbhaTtu

Ipumitka: * icaytots popmu IH, IS, TH/S.

KataGomi3m rikomimniaiB Ta MOJIEKYIISIPHI MEXaHi13M1 BUHUKHEHHS TIIIKOJIIi031B
OyayTh PO3IJISTHYTI B T1aBi 15.
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I'JTABA 14. METABOJII3M JIIIIAIB
I. KATABOJII3M TPHAHWITTIIHEPOJIIB TA /KUPHUX KUCJIOT

Jlinimm — HelTpanbHi XUpH (TPUAIIIITITIIEPOIHN), CKIIaaHI Jimiau (Tminepodoc-
(homimiu, cinrodocdomimnian, TTIKOIIMN) Ta CTEPOIH MOTPAILISIOTH IO OPTaHI3MYy
JIOUHY 3 1KEF0 1 CHHTE3YIOThCSl BHYTPIIITHBOKIITHHHO, BUKOHYIOUN €HEpPreTHUYHI,
CTPYKTYPHI Ta PeryasaTOpHi (PyHKITI1.

14.1. IJIAXU METABOJII3MY JIIIIAIB

[Tics nepeTBOpeHHS B TPAaBHOMY KaHaJli Ta BCMOKTYBAaHHS €HTEPOIIUTAMHU KHIIIed-
HUKA JIITIU Ta TIPOAYKTH iX TiPOITi3y TPAaHCTIOPTYIOTHCS KPOB 10 /IO Pi3HUX OPTraHiB i
TKaHHH, JI¢ JISTIOHYIOThCSI, yTBOPIOIOYH KUPOBI Pe3ePBH, SIKI BUKOPHCTOBYIOTHCS Bi/IITO-
BiJTHO 10 (pi310JIOTIYHHX TTOTPed OpraHizMy.

BuyTpimHboKIiITHHHAE MeTa00JTi3M JiMiiB — CyKyITHICTh 010XIMIYHUX (hpepMeH-
TaTWBHUX peakIlii kKaTabomi3My i aHaOOIIi3MY Pi3HHX KJIACIB JIITIIIB, 10 HAIXOIATH B
OpraHi3M JIFOJMHH SIK KOMIOHEHTH XapuOBUX MPOAYKTIB Ta CHHTE3YIOTHCS B HHOMY,
BUKOHYIOUH B)XJIMBI €HEPreTHYHI (QyHKIIi{, BUCTYIAIOYH CTPYKTYPHUMH KOMITOHEH-
TaM¥ KJIITHH 1 010JIOTTYHO aKTHBHUMH CIIOTYKaMH.

OCHOBHI IVISIXH BHYTPIIIHbOKJIITHHHOIO MeTAa00/1i3My JIilijgiB:

— TipOIi3 HEUTPATBFHUX JKUPIB JI0 KUPHUX KUCIOT Ta DIIEPOITy (JITOIi3);

— OKHUCJICHHS Ta 010CHHTE3 )KUPHUX KUCIIOT;

— 0l0CHHTE3 TPHUAIMITITIIIEPOITiB Ta CKIIAIHUX JIITi/iB;

— OlOCHHTE3 X0OJIeCTEpHUHY Ta HOTO MepeTBOPEHHS B 010JI0T19HO aKTHBHI CTEPOINH.

Haii0Ginpury eHepreTH4Hy poJib B OpraHi3Mi JIFOJWHU Ta TBapWH BiirparoThb
HEUTpasbHI )KUPY — TPHANMILTIIEPOJIH (TPUIITIIEPUAN) — CKIIAIHI eipH Dmirepory
Ta BUIIMX KapOOHOBUX (KUPHMX) KUCJIOT, 11O €, Pa30M 3 BYIVIEBOAAMH, TOJIOBHUMHU
mkepenamu AT®, HeoOXiqHOT T BCiX eHAeproHIYHUX (DYHKIIIN KIIITHH Ta ILTICHOTO
opraHizmy. Pi3Hi kKJjlacu CKJIaHUX JIMTIAIB Ta TIOXiTHI CTEpUHIB BUKOHYIOTh YMCIICHHI
CTPYKTYPHI Ta PeryasaTOpHi (PyHKITI1.

14.2. KATABOJII3M TPUAIUJIIJIIIEPOJIIB

Tpuanunriineponu (HeUTpanbHi KUPH, )KUPU ) IOTPATUISIIOTH 0 OPTraHi3My JIIOHHH
SIK KOMITOHEHTH TBapUHHOI 1 pOCIMHHOI 1ki. JIimiau mboro Kiacy po3MIeruTioI0TECS B
TPaBHOMY KaHaJIi 0 MOHOIJTILIEPU/IiB, BUTbBHUX )KUPHHUX KHCJIOT Ta TIIEPOITY, SIK1 ITiCIIs
BCMOKTYBAHHSI B KHIIICYHUKY Ta CKJIAJHUX O10XIMIYHUX ITEPETBOPCHD B EHTEPOIUTAX,
KpOBI Ta TIEYiHIIi ICTIOHYFOTHCS B )KUPOBii TKaHMHI. HakommaeHHs pe3epBiB HEHTpatb-
HUX JKUPIB € HAOUTBII ePEeKTHBHUM MEXaHi3MOM aKyMYJIIOBaHH METa0OoIIuHOT eHep-
Tii, OCKITBKHU 3aBJISIKM BHCOKOMY CTYIICHIO BiTHOBJICHHSI JKHPHOKHCIIOTHUX 3aJIMIIIKIB,
110 BXOJISITH JI0 CKJIA Ty MOJICKYJI TPHALIMITIIIIEPOIIIB, TIPHU X OKMCJICHH] BUBLILHSIETHCS
3HAYHO OLITBIIE XIMIYHOI €Heprii, HiXK MpH KaTaboIi3Mi ByIJIeBOIIB Ta OUIKiB (T71aBa 26).
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OCHOBHe Miclie JIOKani3alii pe3epBHAX TpUDILLEpH- =
JliB B OpraHi3Mi JIFOMIMHNA — a0Unoyumu XAUPOBOi TKAHMHN
(rinoyumu), 3HaYHA YaCTUHA IUTOIUIA3MH SKUX 3aiHATA
TIraHTCHKOIO CYEPUIHOLO T THOIO Kparuiero — puc.14.1.
VY 3HaYyHO MEHNIH KUTBKOCTI TPUTIIIEPUIN HASBHI B
KIIITHHAX 1HIIMX OpPraHiB, 30KpeMa IenaTonrTiB eYiHKH,
Jie BOHM IepeOyBatoTh y BUIVISAI )KUPOBUX KPAIUINH Y ITH-
TOIIA3MI. : _

KupoBa TkanuHa, 10 65 % Macu sKoi mpunanae Ha  Puc. 14.1. Kirituna kupoBoi Tka-
HEWTpalbHi JKUPH, € BACOKOCIIEIIIali30BaHOK TKAHUHOIO, HURH (a0unoyum).
110 aKyMYITIO€ 3HaUH1 KUTBKOCTI METa0O0JIIYHOTO MajInBa, EHepreTHYHA I[iHHICTh SKOTO
CYTTEBO TIEPEBHIIY€ CHEPTETUYHI pe3epBH BYIIICBO/IB 1 O1IKiB. Maca »KHpOoBOi TKAaHWHI
y IOpOCIIO1 JIFOAMHH CepeHBOI Bar JOPIBHIOE B cepeqaboMy 10 KT, 1 3araibHU BMiCT
TPUITIIEPUIIB y Hill TOCTATHIN [T 320€3MEUEeHHS HePTeTHYHIX TIOTPed OpraHi3My
MIPOTSTOM, TIpHaiMHI, 40 THIB TOIOTyBaHHS.

Peakuii kata0oJi3My TpuanuiIriinepoJis

depMeHTATUBHUH TiAPOI3 (1i10/113) TPUALIMITIIIEPOIIIB B aTUTIOIUTAX Ta THIINX
KIIITHHAX, JIe HAKOITMYYIOThCS HEHTpalIbHI JKUPH, € (Pi310JIOrYHIM MEXaHi3MOM, IO
Ma€ CyTTEBE 3HAYCHHS SIK PE3EPBHE JPKEPENIO SHePrii, 0COOIMBO B yMOBaX BUYEPIIAHHS
BYIVICBOJIHUX PE3EPBIB Ta NPU CTPECOBUX CUTYaIlisiX. [Ipoiiec po3iienieHHs TpUaIii-
DJTIIEPOIiB i3 BUBUTLHEHHSAM JKUPHUX KHUCIIOT, IKi BUXOJSTH Y KPOB, OTPHMaB Ha3BYy
MOOGINIZaYil HCUPHUX KUCIOM I3 HCUPOBOT MKAHUHU.

BryTtpimmabokmiTiHANHN inoi3 Tpuammmtinepodis (T1)) 3mificHIoeThes B AEKIIbKa
CTaIii, MPOIYKTAMH SKUX € mianuiniineponu (murinepuan — JI7), MoHOAmII-
mrinepony (MoHormnepua — MI), Timinepost Ta BUTbHI JKUPHI KUCIIOTH:

0 0
I ]

CHy=0-Crmmn CHy~0-Crrrn CH,—OH CH,~OH
3 2 ®, |

1] 1

CH—0-Cmmn TH—O—CW CH-0-Crn CH-OH
0

CHy~0-Connnn " CH,~OH O CH,-OH O CHy—OH

r jily MT

CymapHe piBHSIHHS JITONIRY:

0 0
I //
CH,—0—C-R; CH,—OH Ri=Cion
I Y
CH—O0-C-R, +3H,0 CH—OH + R,=C{ .
Q 0
Z
CH,—0—C-R; CH,—OH Ry—CZ
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BinbHi )xupHi kucnotu (Heecmepuixosani scupri kucromu — HEXK) e cy6erpa-
TaMH1 OKUCIICHHS JJIsI KJIITHH 0ararbox TKaHHH, 30KpeMa MioKap/ia, XpeOIeBOi, I1a/IeHb-
KOT MYCKYJIaTypH TOILO, KPiM TOJIOBHOTO MO3KY. [1icisi HaIXO/DKeHHS B I1a3My KpPOBI
HEpO34YMHHI y BOAHIHN (ha3i Mma3Mu KpOBi BHCOKOMOJICKYIISIPHI JKUPHI KUCIIOTH TpaHC-
MOPTYIOTHCS Y 3B’ SI3aHIN 3 CUpOBAMKOBUM AlbOYMIHOM MOJICKYIISPHI (opMmi.

MouiekyIsIpHi MeXaHi3MH peryJsuii Jimomaisy

3a3HaueHMH CTYTNEHEeBH MTPOILIEC MOy, IO BiAOyBa€ThCSA B AAUITOIUTAX KH-
POBOT TKAaHUHH, KaTali3y€eThCsl TPhoMa ()ePMEHTAMU — mpuiiyepuo-, Oueiiyepuo-
Ta MOHO2NiYepuoninazo. AKTUBHICTB 1BOX ocTanHiX (epmentiB (E,Ta E,) B ne-
KiJIbKa JIECATKIB PasiB NEPEBUIILY€ aKTUBHICTB epimoro ¢pepmenty (E,). 3nuaiino
3arajibHa IIBUKICTh 0araToCTyNeHEeBOr0 MeTa0OIIYHOTO JIAHIIIOTa KOHTPOIIIOETHCS
aKTUBHICTIO (hepMeHTy, 1110 KaTai3ye HalOUThII MOBUTRHY (JTIMITYI0UY) CTaIiI0 TIPO-
uecy. ToMy Takuit QepMeHT € peeyasimopHum, 1, IiICHO, aKTUBHICTb TKAHUHHOT mpuei-
yepuoninasu (Tl -ninasu) peryaseTbes 6araTbMa rTOpMOHAMHE, 30KpEMa a0peHAliHOM,
2NIOKA2OHOM, IHCYITHOM, COMAMOMPONIHOM.

MoJtexyJIsIpHOT 0CHOBOIO PeryJisiliii AKTHBHOCTI TPHIITiLEePUITiNa3H aiMOLH-
TiB € il KoBajleHTHA Moaudikauisa MIsIXoM 00epHeHOro (pochopuitoBaHH —
nedochopuiiroBaHHA.

Anpenarin ®dochopunpoana ¢popma TI -minazu
[ roKaron € KaTaJliTHYHO aKTUBHOIO, Jedochopu-
JTbOBaHa — HeaKTHBHOI0. Pocdopuitio-
BaHHSI BIIMOBITHOTO OiJIKa 3ICHIOETHCS

AT® @ 1] AM®D 3a paxyHoKk AT® npu yudacti pepMeHTy

YAM®D-3anesxncnoi npomeinkinasu. Y
All® CBOIO 4epry, 30UIbLICHHS] BHYTPIlIHbO-
KIIITUHHOI KoHIIeHTpartii TAM® € pe3ynb-
TaTOM B3a€EMOJIIT 31 CIeI(iYHUMHE peLier-
TOpaMH TIa3MaTHYHUX MEMOpaH aJaumo-
LUTIB aJipeHalliHy a00 TIIOKAroHY, II0
MIPU3BOAUTS JI0 aKTHBAILlii MeMOPaHO3B’sI-

ATD

TT - ninmaza TT - minasa
HEaKTHBHA aKTUBHA

3aHOi adewninamyuxnazu. Jlepocdopn-
JFOBaHHS KaTaliTHYHO akTUBHOT TI-i-
a3y ocghamazoro IPU3BOIUTH JI0 YTBO-

PEHHS HEaKTHBHOT MOJIEKYIISIPHOI (hopMH

Puc. 14.2. Cxema kackaHoI peryJisiuii aAKTHBHOCTI q)epMeHTy.

TPUTIEPU/TINA3H A/ TUTIOUTIB. VY minomy mporec KOHTPOIIO aKTHB-

El _aae”’”amwm‘,’?a’ E2—npomein- yoo1i Tr-nminasu B JKUPOBIl TKaHUHI €

kinaza, E3 — npomeinghocpamasa. .

NPUKIAIOM 3aiiexHoro Bix HAM® kac-

KaJHOTO MEeXaHi3My TOPMOHAJIBHOT peryIsiii 010XiMiYHUX Ta (i3i0m0oridyHuX QYHKIIH
KJIITHHY, 0 OyB paHilie po3risHyThii (Tasa 13) Ha npukiai Gocgopodtizy MIiKoreHy
B IEYiHLI Ta M sI3ax.
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HeiiporymopanbHa peryJsinisi JinoJizy

Perymsist MeTabomizMy JiMmiiB 3MIHCHIOETHCS 32 PaXyHOK BIUTHBY (hi310IOTiHHIX
Ta 610XiMIYHUX e()eKTiB HEUPOSHTOKPHHHOI CHCTEMH BITHOCHO MIBUKICTRIIMITYFOUIX
peaxiiiit oOMiHy JaHoTo Kitacy 6iomonexy. [leBHi ropMOHYM Ta HEWPOMEiaTOPH BILIH-
BalOTh Ha KaTalITHYHY aKTHBHICTh 1 BHYTPIITHBOKIIITHHHY KOHIIEHTPAIIIFO KIIFOUOBHX
(hepMeHTIB po3mierieHHs i 6i0cHHTe3Y JimiiB. HalOimbIr BUBYEHOO € HEHPOTryMo-
paJibHa PETYIALIS JIIMOMi3y — BHYTPIITHOKIITUHHOTO T1JIPOITi3y pe3epBHIX TPHAIINII-
DITILEPOIB.

Aopenanin, HopaopeHnanin, 2110KaA2oH

AnpeHaltid Ta HOpaJpeHalliH — Kamexo1aminu, 0 aKTUBYIOTb JIITIOJI3 Y )KUPOBIH
TKaHMHI 32 paXyHOK CTHMYISIIT TAM®-3a51e:KHOT0 KacKaTHOTO MEXaHi3My peryJsiii
aktuBHOCTI TI-mima3u agumorwmrtis. JlimomiTiyHa st IIFIX TOPMOHIB peai3yeThes 3a
yMOB (hizionoriuHux ((pi3udHe HaNpyKeHHs1, 3HIDKSHHS TeMITePaTy Py HAaBKOIUIITHEOTO
CEepEIOBUINA) Ta ICHXOJIOTIYHUX (CTpaX, TPUBOTA) CTPECIB, 110 CYTPOBOKYIOTHCS BU-
BUTBHEHHSIM 3 MO3KOBOTO HIapy HAJHUPHUKOBUX 3aJI03 AOPEHAliHy, a TAKOXK CTHMY-
JALIEI0 CHMITATUYHOT HEPBOBOI CHCTEMH Ta BUBUTEHEHHSIM y CHHAIICaX HEHPOHIB HOp-
aopewnaniny, Mo B3aEMOJIIOTH 13 aApEHEPTiIHUMH PEIleNTOpaMi MEMOpPaH aTUTIOIHTIB.

['mrokaroH — naHKpeaTHYHU TOPMOH, IO CTUMYITIOE JIMOIITUYHY CUCTEMY B )KUPO-
Bill TKQaHMHI 32 MEXaH13MOM, ITOIIOHUM JIO0 JIii KaTeXO0JIaMiHiB, TOOTO 3a paXyHOK IIiJIBU-
IICHHS B ajunonurax BMicty HTAM®, oB’s3aHOro 3 aKTHBAILIIEIO aJICHIIATIIMKIIA3H.
Jist DIIOKaroHy MposiBISIEThCS B YMOBaX 3HDKCHHSI KOHIIGHTpAIIi] [IIOKO3H B KPOBI
Yyepe3 3MEHIICHHS ii HaAXODKEHHS 3 KHIICYHUKa a00 MOCUIICHOTO BUKOPHCTAHHS B
TKaHWHAX.

VY misioMy 3a paXyHOK PO3IISTHYTHX 010XiIMIYHHX MEXaHi3MiB MeTa00IiuHi eeKTH
KaTeXOJIAMIHIB Ta IJIFOKAroOHy MPU3BOJIATH IO IIBHJIKOI CTHMYJISII ITIKOTEHOIIZY B
TIEYiHIl 1 M’5I3aX Ta JIIOII3Y B )KUPOBiM TKaHWHI, 110 3a0e3Medye IMiBUIIEH] eHepre-
TUYHI TIOTPeOH OpTaHi3My 32 YMOB CTpecy a0o0 roJiolyBaHHSI.

Incynin

Ha Binminy Bin 3a3Ha4eHHX ryMopaibHUX (DaKTOpiB, MO aKTUBYIOTH TI-nminazy
aJIUTIONUTIB, cripuurHsoYr MoOiizamito HEXK i3 )upoBoT TKAHUHU, TOPMOH iHC)/TiH
rajbMYye€ MPOIIeC O3y Ta BUBLILHEHHS )KUPHUX KUCIIOT. [Hri0ipyroda st iHCymiHy
BIJIHOCHO JIIIONI3y B aJUIOLIMTAX PEalli3y€eThCsl 32 PaXyHOK JIBOX O10XiIMIUYHHX MeXa-
HI3MiB:

a) 3MeHIIeHHs KoHIeHTpalii TAM®, mo Moxe OyTH ITOB’S3aHUM 3 aKTUBAIII€I0
thocdomiecrepazu TAMD;

0) 30LIBIIICHHS TPOHUKHOCTI MEMOPaH aTUTIOIUTIB JI0 ITFOKO3H, PE3YIETaTOM YOTO
€ aKTHBAIIiS B )KUPOBil TKAaHWHI TITIKOIII3Y 1, BIAMOBITHO, HAKOMTUYEHHS TITIKOI THYHAX
MeTabomiTiB giokciarieroHdocdary Ta 3-pochorminepunansaeriny. Lli meradomitu, B
CBOIO Uepry, € MOoNepeHUKaMHu Tiiepo-3-gocdary, o HeoOXiTHUH I peeTepu-
(ikamii JKUpHUX KUCIIOT MPH O10CHHTE31 TPUALMITITIIEPOTiB. TaKUM YHHOM, CTUMYJIbO-
BaHE 1HCYJIIHOM MI/IBUIIICHE HAJIXO/PKCHHS B a/IUIOLIUTH [IFOKO3U TIEPEKITI0Yae MeTa-
00JTi3M KHPHUX KUCIOT Ha BUKOPUCTAHHS 1X 37€0UTBIIOr0 B CHHTETHYHHX PEaKIisX i
3MEHIIYE iX BUXiJ y KPOB.
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PosmstayTi Gi0XiMidHI 0COOMMBOCTI i IHCYITiHY MTOSICHIOOTH TIEBHI 3MiHHU By TJICBO/I-
HOTO Ta JIITiTHOr0 OOMIiHiB, IT[0 CIIOCTEPITalOTHCS TIPH 20100Y8AHHI TA LYKPO8oMY diabemi.
3a3HaueHi CTaHW, /IS SKUX BJIACTHBE 3HW)KCHHS KOHIICHTpAIlil iHCYIiHY B KpPOBI,
XapaKTepPHU3YIOTHCS TAKOXK 3HIDKSHHSIM HAIXO/DKCHHS B a/JUIIOIUTH ITIOKO3H, 110, 3MEH-
ITYIOYH TITFOKO303aJIe)KHE TalbMyBaHHS MOOITI3aIlii )KUPHUX KHUCIOT (JWB. BHIIE),
cripusie X BUXOy B IUIa3My KPOBi Ta BUKOPUCTAHHIO iHIITMMH TKAHMHAMU K €Hepre-
TUYHOTO JpKepena. BBeeHHs MTIOK03M Ta 1HCYJIiHY XBOPUM Ha IyKpOBHIA AiadeT abo
eKCTIEpIMEHTAIBHUM TBapHUHaM, IO TOJIOAYIOTh, CIPUYMHSE 1HT101pyBaHHS O3y
B IMTTONUTAX 1 mpoTtujie HagmipHomy 30inbimenHto HEXKK y mra3mi kpoBi.

Comamomponin — TOPMOH TIepeTHBOI YaCTKH Tinogiza, KU TaKOXK CTHMYITIOE
JIIOII3 Y )KUPOBii TKAHWHI 32 YMOB TOJIOTyBaHHS, aJie HOTO JITOMITUYHA il CYTTEBO
BiJIPI3HAETHCS BiJI [ii KaTeXoMaMiHiB Ta TTtOKaroHy. COMaToOTpOITiH CIPUYHHSIE TTi/IBH-
IIICHHS TIPOLIECIB JIITOMI3Y 32 paXyHOK ITiIBUIIEHHS CHHTE3Y BiAITOBITHIX (PepPMEHTHUX
OinmkiB. MeTabomiuHi eeKTH COMaTOTPOITiHY PO3BHBAIOTHCS MOBLITBHO, IO CBITYNTH
PO HOT0 3HAYEeHHS B MOCTYTIOBIH ajarnTarii 10 roJIoyBaHH.

Jlinomi3 B iHMMMX TKaHWHAX (M’ 532X, TIEUiHII1 ) PETYITIOEThHCS 3a IMOAI0HNMH HEHpory-
MOpAJIEHAMH MEXaHi3MaMH.

14.3. OKUCJIEHHA KUPHUX KHCJIOT TA INIIIEPOJIY

[MpoayKkTaMu Jinosi3y TPHALMIIIIIEPOIIiB Ta IHIINX DIILEPUIIB € )KUPHI KUCIOTH
1 mTiepost, o 3aTHi IO OKUCIICHHS 3 TeHepalieto 3Ha4Hoi KinbkocTi ATO.

OKHC/IeHHS S KMPHUX KHCJI0T

OKuCITeHHS )KUPHHUX KUCIIOT BiJIOYBA€THCS B MAaTPHUKCI MITOXOHJPIN y pe3yibTari
LUKJIIYHOTO TIPOIIECY, SIKMH BKITFOUAaE B ce0Oe TOCHiIOBHE BiIIIETICHHS BiJI IOBTOJIaH-
LFOT'OBHUX MOJIEKYJI HACHUYEHHX KUPHUX KHCJIOT, L0 CKJIAJAI0ThCS 3 MApHOI KUIBKOCTI
BYIJICLIEBUX aTOMiB (TAIbMiTHHOBOI — C, , CTEapUHOBOI — C, TOIIO), JBOBYTJIEIIEBHX
(bparmenTiB — 1uKIy B-okucnenns.

Sk 1 B pazi MeTabomi3My TTIOKO3H, TTEPEAYMOBOIO BXOKEHHS JKUPHOT KHCIIOTH Ha
IUIAX OKWCIIEHHS € ii (hepMeHTaTHBHA akmusayis, TOOTO TIEPETBOPEHHS B aKTHBHE
TIOX1/THE B Pe3yJIbTATI peakilii, o motpedye BUKOpucTaHHS MoneKymn ATO.

AKXTHBaIIiS JKUPHUX KUCIIOT BiZIOYBA€THCS B IIMTOILIA3MI 32 YUacTrO crierudiaamx dep-
MeHTIB ayu-KoA-cunmemasz (miokinas), o yTBOPrOOTH KOA-TIOX1THI YKUPHUX KHACIIOT:

R-COOH + KoA-SH + AT® — R-CO-S—KoA + AM® + ©On
Kupna Anunn-KoA
Kucjora

16>

Depmenmamueni peakuii B-okucienna scuprux Kuciom

1. HerinpyBanns KoA-moxigHuX KUPHAX KUCIIOT 32 yaacTio DA JI-3anexHoro dep-
MeHTY ayui-KoA-oezciopozenasu.

V pesyInbTari peakliii yTBOPIOEThCSl TPAHCHEHACHYICHE (B MOJIOKEHHsIX 2,3, a60 oL, )
KoA-noxiHe »KHpHOT KACIOTH:
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B o //0 J O
R—CH,—CH,— CH2—C\ + ®AJl— R—CH,—CH=CH— Cx + ®AJH,
Cy S—KoA S—KoA

2. I'inparartis HeHacuaeHoro KoA-armty pepmenToM exoin-KoA-eiopamazoro 3 yTBo-

PEHHSIM CIIMPTOBOTO MOXiHOTO ari-KoA — 3-oxciayuny-KoA (B-rinpokciammny-KoA):
29 O
R=CH,—CH=CH—C[  +H0 —=R—CH,— $H— CH,—C
A
S—KoA OH S—-KoA

3. Jerinpysanns okcurnoxigaHoro armi-KoA HAJI-3anexuuM depMeHTOM 3-oKciayui-

KoA-oeziopozenasoro. Tponykr peakitii — 3-xkemoayun-KoA (B-xeroanmn-KoA):

/' '
R—CH,—CH—CH,—C +HAJl —>R—CH,—C—CH,— c,\ +HAJTH,
OH S—KoA O S-KoA

4. TiomiTraHe po3ieruieHHs 3-ketoam-KoA 3a paxyHOK B3a€MOIii 3 MOJIEKYJIO0
KoA nipu yuacri pepmenry B-xkemoayun-KoA-mionasu. B pe3ynbrari peakiiii yTBopro-
€Tbecsl MoJieKysia KoA-nmoxigqHoro »HUpHOI KHCJIOTH, CKOPOUEHOI'O Ha /IBa BYIVICLIEBI
aTtomu, Ta areTnin-KoA:

O e) O
// V7 /%
R=CH,—C=CH,~C_ +HS —KoA —>R—CH,— + CH3—C\
AV L
o S—KoA S—KoA S—KoA
(Cn-z)
Ampn-KoA
V pesynbrari oqHOro UKy B-oKucieHHs 3 —_ (&
MOJICKYJI! )KMPHOI KHCIIOTH BUBLITBHAETHCS OTHA L~ DAL
MoJieKyna aneTii-KoA i, BimoBigHo, BUXigHa N DATTH,

MoJtekysta ania-KoA cKkopodyeThesi Ha J1Ba ByT-
JIeIeBUX aTOMH. JIerko 3po3yMiTu, 1o [ 1oB-
HOTO PO3MICTUICHHS 10 ateTuia-KoA Oyab-sikoi
MOJICKYJIH JKUPHOI KHCJIOTH 3 TIAPHOIO KiJIbKic- 3-Oxciamui-KoA
TIO ByIJIELIeBUX aTOMiB (n) moTpibHo (n/2 — 1)
[UKITB B-OKUCIIEHHSL. ~PAI
Buxomsun i3 3a3Ha4€HOT0, CyMapHe PiBHSH- — PAJIH,
Hs B-OKHCIIEHHS TOMUPEHOT B MPUPOIHUX 3-Keroammn-KoA

2,3 - tpanc-Enoin-KoA

| -H,0

. . . s HS—KoA
TpUALWITINICPOJIAX nalbMIMUHO601 KUC1omu
Ma€ BULJIA: \>CH3— CO—S—KoA
7 uuKIiTiB B-oKucneHHs Amun-KoA
C,;H,~CO-SKoA —8 CH,-CO-S-KoA (Ci2)
|

3arajibHy CXeMy UK B-OKUCIIEHHST HACH-

Puc. 14.3. MeTta6oaiuna kapTa npouecy
YEHUX KUPHUX KUCIOT MOJaHO Ha puc.14.3.

B-OKI/ICJ’IBHI—IH KUPHUX KHCJIOT.
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Ponv kapuimuny ¢ OKUCIEeHHI HCUPHUX KUCTOM
®depmeHTH B-OKHMCIEHHS KUPHUX KHUCJIOT JIOKAIi30BaHi BCEPEIMHI MiTOXOH/IPIH,
ajie BHYTPIIIHA MITOXOHJpiallbHa MeMOpaHa HEMPOHUKHA JUIS JIOBTOJIAHITIOTOBAX
armuTbHEX ToXigHX KoA. ToMy Ha BHYTpIIIHIN MITOXOHApianbHi MeMOpaHi QpyHK-
IIIOHYE CrielliaibHa TPAHCIIOPTHA CUCTEMA, 110
BKJIFOYa€ aMiHOCTIUPT KapHimuH, sIKAiA Oepe
OH y4acTh y nepeHeceHH1 MoJieKy ari-KoA 10
Kapritun MITOXOH/PIaJIbHOTO MaTpPUKCY.
TpaHcriopTHa (PYyHKIIiS KAPHITHHY PEali3y€ThCs 32 YOBHUKOBUM IMPUHIIUIIOM
(puc.14.4.):

(CH 3)3N+—CH2—(|3H—CH2—COOH

MembpaHna

Amun-KoA
@_> AHHHKapHiTI/IH\ j AUniKapHITHH HS-KoA
KapHiTna /@k
KapHitun Auun-KoA

B-oxucnenns

Puc. 14.4. YuacTb KapHITHHY B IIepeHeCeHHi J0OBrOJIAHIIOTOBUX KUPHUX KHCJIOT Yepe3 BHYTPILIHIO
MeMOpaHy MiTOXOHApid. E, — xapuimun-ayunmparncepepasa I; E, — xapuimun-ayun-
mpancgepaza II; T — mpanciokasa.

a) Ha 30BHILIHIN MTOBEPXHi BHYTPIIIHBHOT MiTOXOH/IpialbHOI MEMOpaHH 32 Y4acTio
dbepmenty kapuimun-ayunmpancgepasu 1 BinOyBaeThCs yTBOPEHHs edipy ayui-
KAPHIMUHY:

ai—S—KoA + KapHITHH ——s= anpuiikapHiTHH + HS—-KoA

0) TpaHCTIOPTHHIA OINIOK KAPHIMUH-AYUIKAPHIMUH-MPAHCIOKA3a TIEPEHOCUTD
AIMITKApHITHH Yepe3 MeMOpaHy MiTOXOpiii;

B) Ha BHYTPIIIHI TOBepXHI MeMOpaHu (pepMeHT kapHimuH-ayurmpaucgepasa 11
PO3IIEIUTIOE aMJIKAPHITHH Y HACTYITHIN peaKiiii:

arikapHiTHH + HS—KoA —= anun—S—KoA + kapHiTuH

Amun-S-KoA Betynae Ha nuisix B-oKuciieHHs, a BUIbHUN KAPHITHH BUXOIUTH 3 MITO-
XOH/IpiHi 1 6epe yuacTh y TPaHCIIOPTYBaHHI HOBOT MOJICKYJIH YKUPHOI KUCIIOTH.

Enepzemuxa B-oxucnenus scupnux xuciom

1. V kokHOMY 1MKIT B-OKMCIIEHHS BUBIIBHAECTHCS OHA MOJEKyna aneThia-KoA,
OKHCIICHHS SIKOT B ITUKJII TPUKAPOOHOBHUX KUCIIOT CYTIPOBO/DKYETHCS YTBOPEHHIM 12
Monekys AT® (rasa 10). B-OkuciieHHs TaIbMITaTy (JIMB. BUILE) TPU3BOIUTH 10 YTBO-
peHHst 8 Mosiekyn aueTui-KoA, NOBHE OKUCICHHS SIKUX 110 CO2 Ta HZO nacThb 96 (12x8)
mostekysn ATO.
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2.V KOXHOMY UK B-OKHCIEHHS YTBOPIOIOTHCSI [IBI MOJICKYITH BiJHOBJICHUX KO-
depmentiB — GAJIH, Ta HAJTH, siki MOXyTb BijlIaBaTH CBOi Bi/IHOBIIIOBAJIbHI €KBiBa-
JICHTH JIAHLIFOTa €JICKTPOHHOTO TPAHCIIOPTY B MITOXOHJPISX, CIPHAIOUN I'eHepalii B
pesynbrari okucHoro dochopumosanns 2 (PAJIH,) Ta 3(HAH), To6T0 cymapho 5
Mosiekyst AT®. V pa3si IIOBHOTO OKHCIIEHHsI MTAJbMITaTy B 7 IUKIaX B-OKMCIICHHS 32
PaxyHOK JIJaHOTO MeXaHi3My yTBOpUTHCs 35 (5X7) monekyn ATO.

Bpaxosyroun Butpary 1 monexymu AT® Ha erami akTHBaIlii >KUPHOI KHCIIOTH, 3a-
rajbHa KUTbKicTh MoseKys AT®, 1110 Mojke CHHTE3yBaTHCS B yMOBaX IOBHOTO OKHCIICH-
HS JI0 TIOKCHJTY BYTJIEIFO Ta BOJM MOJEKYIH HayibMiTary, mopiBHioe 130 (96+35-1).
Buxozsuu 3 1poro, MoXkHa MOAATH CyMapHE PiBHSHHS OKHCICHHS NalbMITHHOBOI
KHCJIOTH B MITOXOH/IPISX:

C,,H,,COOH +23 0, + 130 AJI® + 130 ®, —=16 CO, + 16 H,0 + 130 AT®

OxkucieHHs rineposy

[mitieporn, 0 YTBOPIOETHCS MPH PO3IICTDICHHI TPHANMITITIIEPOTiB a00 TIiIepo-
(hocdomimiaiB, MOke BCTYTIATH Ha NUISAX KaTabolizMy (OKUCIIEHHS) a00 3HOBY BHKO-
pHUcTOBYBarucs AJst 010CHMHTE3y pi3HUX KiaciB Tiinepuis (rasa 15).

1. BJIrOueHHIO DIIiepory

JI0 MeTaOOJIIYHUX MEePETBO- . /E) H
PpEHb Mepe/ye HOro aKTHBALLs, ?HZ_OH C|H2 0 P\_O %

sKa roysirae B iforo rpancop- CH—OH + AT® — CH—OH + AI®
Matii 3a yaactio AT® n0 2ni- | |

yepon-3-gocpamy (OL-aniye- CH?_OH C.HZ_OH
I'minepon Ininepon-3-docdar
pogocgpamy) ipu nii hepmen-
Ty eniyepongocgoxinazu. JOH JOH
2. a-Tinepodocdar 3mar- Cle »~O—P=0 CIH ,—0-P=0

HHUI 10 OKUCTIEHHS MITOXOH- CH—OH OH | HAJ —= CH—OH OH
OpianbHUM (EepMEHTOM O-
aniyepoghocghamoeziopocena-
3010 3 YTBOPCHHSIM LITILIEPATh- o-Iminepodocdar Tninepanbaeria-3-gocdar
nerin-3-pocdary (I'-3-D).

Iminepanbueria-3-gocdar € oqHUM 3 HEHTPATBHUX META0OMITIB TIIIKOJITUYHOTO
okucneHHs rroko3u. [lomanbine neperBopents ['-3-D, yTBOPEHHOT0 NP OKUCIICHHI
DILEPOITy, CHIBNAAAE 3 KaradoizMoM rrikomituaHoro ['-3-@ (masa 11):

| + HAJH,
=0
CH 2_0H C\H

-3-@ —>1,3-mu®I'K —=3-OI'K —> 2-OI'K —= OEIl — nipyBar

14.4. BIOCUHTE3 TA KATABOJII3M KETOHOBHUX TILJ1

B ymoBax HOpMaJbHOTO METabOMi3My 30POBOTO OPraHi3My OCHOBHHM IIUISIXOM
BUKOPHCTaHHs alleTHI-KOA, 110 YTBOPIOETHCS NPH B-OKKCIIEHH] )KUPHUX KUCIIOT, € LMKIT
TPUKapOOHOBUX KHCJIOT. B yMOBax rnepexmoueHHs MeTabosi3My Ha 010CHHTETHYHI
HUTSIXU TUTOTIa3MaTHIHUH aneTui-KoA 3HOBY BUKOPHCTOBYETHCS I (DOPMYyBaHHS
KHPHUX KUCIIOT, TOOTO YTBOPEHHS Pe3epBiB imiaiB (m1asa 15).




198 Pozgin III. Mema6oaidm OCHOBHUX KAACI8 OIOMOAEKYA

Pazom 3 Tim, y TiediHIt icHye izionoriv-
CH,4 CH,4 CH, HO B)KJIMBUM NITSIX yTHITI3aMii aneTuin-KoA,
I | | TI[0 IPU3BOIUTH JI0 YTBOPEHHST MOJICKYIT aJTb-

C=0 HC—OH C=0 . .
[ I | TEPHATUBHOIO METa0O0JIIYHOIO ManMBa, sKi
?Hz ?Hz CH3 BHUKOPUCTOBYIOTBHCSI B 1HIIMX TKAHUHAX —
COOH COOH TaK 3BaHUX KEMOHOBUX (ALY emOHOBUX) MINALX.

Aueroanerar  B-Tigpokcnbytupar  Aneron /{0 KETOHOBHX TLT HAJISKATh ayemoayeman,
B-eiopoxcubymupam ta ayemon.
®epMeHTHI peakuii yTBOPeHHS KeTOHOBUX Tisl

Y TBOpEHHS KETOHOBHX TiJI Bi/IOyBA€ThCs B IIATO30JTi (TIOYATKOBI €TaITH) Ta MiTOXOH/PISIX
TeMaToIMTIB 32 PAXYHOK TAKHUX PEaKIIii:

1. KonaeHcaris 1BoxX MO-

CII_{ ; nexkyn anetun-KoA 3 yTBo-

CH; CH3 C. =0 perasaM ayemoayemun-KoA.

| -0 + | -0 — CH,  + HS-KoA Peaxiiist karamizyeTbes 11H-

C\ S-KoA "\ S-KoA C ‘:\OS KoA TO30JIbHUM (hEPMEHTOM 11i0-
Anerun-KoA Aunerm-KoA AueToaL[eE,)mﬂ—KoA AA3010. .

2. Bzaemojis areroarie-

CH, " qo OH Tui-KoA 3 HOBOIO MOneKy-

(':: O« CHj CH, Jor0 auetui-KoA 3 yrBopeH-

CIH + (\::O + H20—>HO —C-CH 3+ HS-KoA HIM B—ZideKCM-B-Meme-
| ,(-2) S-KoA CH , enymapun-KoA (B-TOMK).

CX 1.0 [Ipu yTBOpEHHI KETOHOBHX
S-KoA Auetur-KoA HCX S koA TiJI peaxiis BinOyBaeThes B
Aneroanerii-KoA B-TOMK MITOXOHJIPISIX 1 KaTai3y€eThCs
depmentom B-I'OMK-cun-
COOH CH, CH memasoio.

CH, é:o . | 3 3. Posmemenns P-ria-
HO —(IZ—CH 3 —> éHz C;O pokcu-B-meTuaryTapui-
C|H2 CIOOH \SKoA KoA miTOXOHIApiadbHUM
cz depmenrom B-Ir'OMK-nia-
NSKoA  Aueroanerar  Auetun-KoA 3010 3 YTBOPEHHSM aIleTo-

B-TOMK arerary ta anetuia-KoA.

HeoOxiaHo 3ayBaxkuty, mo yreoperss f-TOMK i3 aneroanerni-KoA € nporecom, sKuii
MOXKE 3IIMCHIOBATUCA B LIATO30JI TEMarToluUTiB; y oMy Bunaaky B-I'OMK migssrae
010XIMIYHUM TIEPETBOPEHHSM, SKI CTAaHOBJIATH METAOONIYHUN MIIAX O10CHHTE3y
xosiecTepuny (miara 15), 1o BiOyBaeThCs B KIIITHHAX MEYIHKY, KUIICYHUKA Ta MIKIPH.
OpnHak y renaronurax Oumbla yacThHa aneTi-KoA, 10 yTBOPIOETHCS MPU OKHCIICHHI
BYIJICBOJIB, KMPHHUX KHUCIIOT, aMIHOKHCIIOT 1 HE BUKOPUCTOBYETHCSI B LINTPATHOMY LIMKJI,
BCTYIIa€ Ha IIUISIX YTBOPEHHS KETOHOBUX TiJI.

B-I'iopoxcubymupam yTBOPIOETCSA 3 alleToaleTary IuisxoM BigHosieHHs HAJI-
3QIEKHOI0 B-2idpoxcubymupamoeziopozenasoro:
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CH3—|(|I—CH2—COOH +HAJH+H  — CH3—CIH—CH2—COOH +HAJ"

o) OH
Areroarierar B-TinpokcuGyTupar

Peakitisi miepebirae B HaPsIMKY YTBOPEHHS B-TiApoKcHOy THpATy 3a YMOB BHCOKOTO
criBBigHOMmEeHHs B renaronmtax HAJIH/HA /T, sixe OyBae B yMOBaX TOJIOAyBaHHS.

Ayemon yTBOPIOETHCS B HE3HAYHIH KITBKOCTI 3 aIleTOAIETATY, 1110 MICTHTHCS B ITHP-
KYJIFOIOUil KPOBI, 32 paXyHOK HOro He()epMEHTATHBHOTO JICKapOOKCUITFOBaHHS a00 il
bepMenTy ayemoayemamoexapboxcunazuy. AUETOH BUAATSIETbCS 3 OPraHi3My Jiere-
HSIMU; 3HAYHE 301IbIICHHS BMICTY alleTOHY Y BHIMXYBaHOMY ITOBITPi COCTEPIracThCs
B YMOBaX JICKOMIICHCOBAHOTO IIyKPOBOI'O Jlia0eTy.

Peakuii yruizanii KeToHOBMX Tist

IMicsist yTBOpeHHS B renaToiMTaX KETOHOBI TiJia (MepeBaKHO aleTOAETAT) BUXOAATH
Y KPOB i TPaHCNIOPTYHOThCS B nepudepruyHi TKAHUHU, [I¢ BOHM BUCTYNAKOTH SIK
BAKJIMBI cy0cTpaT 0i0/I0rYHOI0 OKNCJICHHS.

BuxopucranHio areroanerary sik cyOcTpary MeTaboNIiuyHOro najuBa Hepeaye Horo
aKTHBAIlisl 3 yTBOpeHHsiM areToarieTiin-KoA. IcHye nBa epMeHTaTHBHI MeXaHI3MU
reHepaitii aneroarneTmi-KoA B remaronurax:

a) B3a€MOJis arieToaterary 3 CyKunHIT-KoA:

0
CH;—C—CH,—COOH HOOC—CH,—CH,—C~
I \-S-KoA
Anetoauerar Cyxuunin-KoA

CH;—C—CH,—C~
(|)| N S-KoA

Aneroanerun-KoA CykimHar

HOOC—CH,—CH,—COOH

0) axruBartis ateroarerary HS-KoA 3a yuactio ATO:

/O
CH;-C—CH,—-COOH + KoA-SH + AT® — CHfﬁ—CHz—C{ + AM® + OD,
(|)| (o) S-KoA

Aneroarietrii-KoA, 1110 yTBOPUBCS 32 OJIHUM i3 3a3HAUCHUX MEXaHI3MIB, MIJIATae
TIONMITHYHOMY PO3IICIIICHHIO 32 YYaCTIO Miofa3u 3 YTBOPSHHSAM JIBOX MOJICKYI allCTHII-
KoA, sKi OKUCITFOIOTBCS B IIUKJTI TPUKAPOOHOBUX KHCJIOT:

aneroanetii-KoA + KoA-SH — 2 arnetuin-KoA

Alieroarierar € BayKJIMBUM JPKEPEIIOM EHEPreTHYHOTO NAIMBa JJTsl MiOKap/ia, CKENECTHIX
M’s131B Ta KOPKOBOTO IIapy HUPOK, B KIIITHHAX SIKUX KAaTaOOJi3M Ii€] CIIONYKH TIePEBHUIIYE
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YTI/IJ'IiSaLIiIO nIroKo3u. B YMOBax rojiogyBaHHs all€ToalcTaT CTa€ NEepeBaAKaAOYUM
Cy6CTpaTOM OKHCJICHHS TAaKOX JJIs1 TOJIOBHOTO MO3KY, SIKHM B HOpMaJIbHUX YMOBax
BUKOPHUCTOBYE IJId CHEPTCTUIHUX HOTp66 BUKJIIOYHO TTIFOKO3Y.

MeTa601i3M KeTOHOBHUX TiJ1 B YMOBaX MAaTOJOTil

Y HOpMIi KOHIIEHTpAIlisl KETOHOBHX TiJ1 y KPOBI Ta OUIBIIOCTI TKAHWH HEe3HauHa (B
cepenaboMy 10-20 mr/m). IIpoTe, 32 yMOB TOJIONYBaHHS Ta IIyKPOBOTO JiadeTy
CTBOPIOIOTHCS] METa0OMIYHI YMOBH, 32 SIKUX KUJIbKICTh KETOHOBHUX T1JT Y TKAHUHAX Pi3KO
SIK KOHIICHTpAIlisl KETOHOBUX TiNl Y KPOBI (kemonemis), Tak i IX BUIUICHHS 3 CEUCIO
(xemonypis).

BioxiMiuHOI0 0CHOBOIO 3pOCTaHHS BMICTY KeTOHOBHMX TiJ B yMOBaX NMaToJ0rii
€ 3MeHIIIeHHS CTyNeHs yTuJizanii anetna-KoA B mukJii Tpukapo0HOBHX KHCJIOT
BHACJI/I0K MOPYIIeHb BYIJIEBOJHOTO 00OMiHY.

Crpasa B Tomy, 1o BxojpkeHHs anetwi-KoA B 1ITK 3ane:xuTh Biji HaIBHOCTI B
KJIITHHI JOCTaTHBOT KIIBKOCTI OKcaioarerary, HeoOXiIHOTO Uil yTBOPEHHS LIUTPATY.
B cBoto uepry, yTBopeHHs OKcaltoareTary, HeoOXiJHOTO JUTsi HOpMaJIbHOTO (PyHKIIOHY-
BaHHS TPUKAPOOHOBOTO ITUKJTY, 3aJIC)KUTh Bijl KUTBKOCTI mipyBary (miasa 10, po3ain 10.4),
OCHOBHHUM TOCTaYaIbHUKOM SIKOTO € ITIKOJITUYHE PO3IICIUICHHS ITFOKO3H. B yMoBax
3MEHIIICHOTO HA/IXO/PKEHHS B KJIITHHY TIIIOKO3H (TOJIOMYBaHHS, IlyKPOBHii 1ia0eT) OK-
caJloaleTar CpsIMOBYETHCSI Ha IIISIX TIIFOKOHEOTeHE3Y 1 CTa€ HEIOCSHKHUM JIJIS B3a€-
MoJIii 3 anteTri-KoA B uTparcuHTa3Hii peakiii. Y 3a3HaueHUX MeTabO0JIIYHUX YMOBaX
anetun-KoA B 3HauHii Mipi BUKOPHCTOBYETHCS JJISI YTBOPEHHS! KETOHOBUX Til —
aneroanerary Ta B-rizpokcubyrupary. Criprsie HAKOITMYEHHIO B KITHHAX aneTuia-KoA
TaKOX HOTO MiIBUIIIEHE YTBOPEHHS MPH B-OKUCIICHH] JKUPHUX KUCIIOT 32 PAXYHOK CTH-
MYJISIIii B YMOBaX TIIFOKO3HOTO TOJIO/Ty BaHHSI JIITOMI3Y B KMPOBiid TkaHuHi. L1 GioxiMiuHi
3aKOHOMIPHOCTI MOSICHIOIOTh JIABHIM BUCIIB “JKupu 320psiroms y nonym’'i 6yenesoois”.

BBeneHHs B opraHizm NITIOKO3H (IIpY TOJIOAYBaHHi ), 200 IIFOKO3H 3 THCYTIHOM (TIpH
LYKPOBOMY [ia0eTi) MiABHILY€E BHYTPIIIHBOKIITHHHUN PIBEHb MOHOCaxapuiay i
HOpMAJTi3y€e DIIKOJII3, 0 MPU3BOAUTH JIO0 aKTUBAIlil yTumizamii anetwi-KoA B nuki
TPUKAPOOHOBUX KHCJIOT 1 3MEHILICHHSI YTBOPEHHSI KeTOHOBUX TiJl. IIpoTe, B ymoBax
BiJICYTHOCTI HEOOXi/IHOT Teparii KOHIIEHTpALIis ateToanerary, -rigpokcudyTupary Ta
alleTOHY B OpraHi3Mi XBOPHX Ha I[yKpOBHI 1ia0eT MOXe 3pOCTaTu B JICCSITKU pasiB,
CYIPOBOIKYIOUHMCH MTOPYILICHHSIM KUCIIOTHO-TY>KHOTO OallaHCy 1 pO3BUTKOM METa0oi4-
HOTO Kermoayuoosy, sSIKiid € HeOe3MeYHNUM ISl HOPMaJbHOTO (PYHKIIIOHYBaHHS KJIITHH
TOJIOBHOTO MO3KY.
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['JTABA 15. METABOJII3M JIIIIAIB

II. BIOCUHTE3 TPUALMJIIJIIOEPOJIIB
I CKUIAJHUX JIIAIB

Biocunre3 aimigiB pi3HMX KIaciB € BayKJIMBOIO CKJIAZOBOIO X MeTaboi3My, IO
3abe3reuye opraHi3M pe3epBaMu MeTa0oIiuHOTO aIHBa Yy BUIVISII aKyMYJIbOBAHHX Y
JKUPOBIH TKAHMHI Ta KJIITHHAX 1HIIUX OPTaHiB TPUAIMITIIIICPOIIIB 1 € HEOOXITHUM JIJIst
MOHOBJICHHSI CTPYKTYPHUX KOMIIOHEHTIB OloMeMOpaH (docdorrinepuis, chinro-
JIMITIB, TDIIKOJIIMIIB).

15.1. BIOCUHTE3 BUIIIUX )KUPHUX KUCJIOT

biocuHTe3 BUIIMX KUPHHUX KHCIOT i3 MOJAIBIIMM iX BKIIOYSHHSM JIO0 CKIATY
TPHALMIITITILIEPOJIiB KHUPOBOT Ta IHINMX TKAHUH — Jino2eHe3 — € MeTaboIIuHUM
HIJTSIXOM, 110 JI03BOJISIE aKyMYITIOBAaTH B OPTaHI3Mi JIFOMHH Ta TBAPHH 3HAYHI eHepre-
THUYHI pe3epBH MeTaOOIIYHOTO MaTHBA.

dizionoriyHe 3HaYCHHS LLOTO MPOLECY TOSCHIOETHCS Ti€0 00CTaBUHOIO, IO
371aTHICTh TBAPUHHUX KIIITHH JI0 CTBOPEHHSI 3a11aciB MMoJicaxapy/IiB Y BUIISII TIIIKOTCHY
€ JIOCUTh OOMEXEHOI0, 1 TOMY TJIFOKO03a, 0 HAJXOJIUTh 13 1KEI B KUIBKOCTSX, SKi
MIEPEBUIIYIOTH Oe3MOCcCepeIHi SHepTreTHYHI MOTPeOr OpraHi3My, TIEPETBOPIOETHCS Ha
JKUPHI KUCIoTH. HaffOLIbIT aKTHBHO CHHTE3 KUPHHUX KUCIIOT BiI0YBA€THCS B 8 TUTTOIH-
Tax >KUPOBOI TKAaHWHU, T'€NAaTOIMTAX MEYiHKH, CMiTeTialbHUX KIITHHAX MOJOYHOT
3aJI031 IIi Yac JaKTarii.

MertaGoJ1iuHi q:Kepesia CHHTe3Y sKMPHUX KHCJIOT

B opranizmi JTOMUHY 1 TBAPHUH 3MIHCHIOETHCS] CHHTE3 HACHYESHUX JKUPHUX KHCIIOT 13
MIAPHOIO KUTBKICTIO BYIJICTIEBUX aTOMIB (TIEPEBaKHO MAIBMITATy Ta CTeapary); MeTa-
OOJTIYHNM JDKEPEIIOM VISl LIbOTO CUHTE3Y € aneTHiI-KoA, sIKuil yTBOPIOETHCS 38 PaXyHOK
aepoOHOTO OKMCIICHHS IIFOKO3U. AKTHUBHICTB MpoLECy O10CHHTE3Y >KUPHHUX KHCIOT
3aJISKHUTh BiJ] XapakTepy MI€TH; ia, 0 MICTUTh 3HAYHY KiJIbKICTh KHPIB, IPUTHIYYE
IIBUJIKICTh IIbOTO CHHTE3Y.

®depmeHTHI peakiii 0i0CHHTEe3y )KUPHUX KUCIIOT 3 aleTni-KoA, Ha BiIMiHY Bif iX
OKHCJICHHS, BiZIOYBAOTHCS B IIUTOILIA3MI KIIITHH; OCHOBHHUM ITPOJIYKTOM I[bOTO CHHTE3Y
€ manpmituHOBa kucyora C H, COOH.

BesnocepenHivM TOHOPOM IBOBYIJIELIEBUX (PParMEHTIB, 10 BUKOPUCTOBYIOTHCS KITi-
THHOIO JUIS1 CHHTE3Y JJOBIOJIAHLIIOTOBUX KUPHUX KUCIIOT, € aueTwi-KoA, yTBoproBaHuii
y peaKIlii OKMCIIOBAIBHOTO JIeKapOOKCHITIOBaHHS MmipyBary (TnaBa 11), sika nmepeoirae
B MaTPHUKCi MITOXOH/IPiH. OCKUTEKH BHY TPIIITHS MEMOpaHa MiTOXOH/IPii € HETPOHUKHOIO
quts anetiin-KoA, To asist BUKoprcTanHs areTiii-KoA B mporieci 6iocuHTe3y )KUPHUX
KHCJIOT 3aCTOCOBY€THCS CIICLIalIbHA YO8HUKOBA CUCINEMA, SIKA TPAHCIIOPTYE MITOXOHI-
pianbHuit aneTnin-KoA B mmto3omb. [Iporiec BinOyBaeThCs 32 TAKUM MEXaHI3MOM:

1. Ycepenuni miToxoHpiii aneTnii-KoA B3aeMoji€e 3 OKcanoaneTaroM, yTBOPIOIOUYH
JIMMOHHY KUCJIOTY (LIUTPAT), sIKa € TOJIOBHUM CYOCTPaTOM OKHCITIOBAJILHOTO IUTPATHOTO
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ity (LITK), ane Moke 4acTKOBO 3aJIMIIATH MITOXOHPIi i BAXOAWTH B IIUTO30ITh 32
JIOTIOMOTOIO CTEialTbHOT TPAHCTIOPTHOT CUCTEMH TPUKAPOOKCHIIATIB!

l1a) amreTr-KoA + oKcajloaleTar —= LUTPaT. . + KoA-SH

MITOXOH/IpiaJIbHUI MITOXOH/IpiaJibHUI

10) nutpar

MITOXOH/pia/IbHHit

— [uTpar

1IMTO30JIbHUI

CruMyssiList BAXOAY IUTPaTy 3 MITOXOH/PIH Y IUTOILIA3My MOYKITBA B YMOB2X, 1110
CTIPUSIIOTH aKTHBallli aHAOONIYHUX TPOLIECIB B OPraHi3Mi, 30KpeMa IpU IMOCUICHOMY
Xap4yyBaHHI TITIOKO3010 Ta IHITUMH I{yKPaMH, TITIKOTITHYIHE OKUCITICHHS SIKMX CTIPHYIHSIE
HaKOTIMYeHHsI UTpary i inmmx merabomitiB LITK y marpukci MiToXoHAPI.

2. V OUTO30JIbHOMY MPOCTOPI HUTPAT PO3LICTUTIOETHCS CIICHIANBHOIO 1id3010 3
YTBOPEHHSIM OKCaJIoalleTaTy Ta HUTO30JbHOIO aueTuin-KoA, siIkuii HaaxXoauTh y CUCTEMY
CHHTE3Y BHIIHX KUPHUX KHCIIOT:

LUTpPaT .+ KoA-SH + AT® — oxkcanoarnerar + anetui-KoA

LUTO30IbHUI LUTO30IbHUI

+ AI® + D

OkcaJoarierar roBepTaeThCs JI0 MATPUKCY MITOXOJIPIiii 3a JOMOMOT0K YOBHUKOBOL
CHCTEMH, 1110 BKJTFOUA€E HOTO BiJIHOBJICHHS JI0 MaJIaTy, SIKU MOYKE IIPOHUKATH Yepe3 MiTO-
XOHJIpiaJIbHy MeMOpaHy. AJIbTepHAaTHBHUM MEXaHI3MOM [TOBEPHECHHS By IJICIICBUX aTOMIB
MaJiaty B IIUTO30J1b € HOro TIePETBOPEHHS B TipyBaT — HUISIX, SKUH T€HEPY€ BiTHOBICHUH
HAJI®", HeoOximHuit U1 CHHTE3Y KUPHUX KUCIOT (IWB. HIKYe) — puc.15.1.

~M anHKC-v uTo3omn
MITOXOH/PIH
_ N\
Hurpar W Hurpar
Okcajoanerar Okcanoarnerar
HAJH HAJIH
HAL® HAZ
Manar C Maat
[ipysar — 1 V= [Tipysar HAJI®"
N
Co,
CO,
HAIO®H

Puc. 15.1. YoBHMKOBa cHcTEMa TPAHCIIOPTY aLleTUILHUX PAAMKATIB i3 MITOXOHPIl Y HUTO30/1b.
Cunre3 manoniji-KoA
[Hiiaris pocTy BYITIEIIEBOTO JIAHITIOTA BHIIIOT JKUPHOT KUCIIOTH B1I0YBA€THCS IIIISTXOM
B3aeMoii areTin-KoA 3 akTHBHOIO (hOpMOIO MaJIOHOBOI KHCIIOTH — MaloHin-KoA, sikvit
0e3nocepeIHpO TIocTavyae BOBYICIIEBI CyOCTpaTH ISt IThOTO CUHTE3Y. TakuM 9uHOM, Y
pasi OiocuHTe3y MmanbMiTaTy MajoHLUT-KoA € MeTaOoImYHIM TIONepeTHIKOM, KU CTae
ToKeperioM 14 3 16 aromiB ByIIeIFO TIaTbMITaTY.
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Mainonin-KoA yTtBopro- COOH
€TBCS 3 [IUTOIUIA3MATHIHOTO  CH, éHz
areTri-KoA Ta JioKcH Ity ByT- (|:¢O +CO,y+ ATO® —= | _0 + ALD + @,
JIETTIO T MI€F0 O10THHBMICHO- NS-KoA NS-KoA
ro ¢epmenTy ayemui-KoA- Aunerun-KoA Maronin-KoA
Kapboxcunasu.

Anernn-KoA-kxapbokcmiiaza MicTUTh KodepMeHT 6iomun (BiTamin H), mo €
MIPOCTETUYHOIO TpyToio GpepmenTy. KapOokcunpHa rpyma 0ioTHHY 3B’ si3aHa aMiTHUM
3B’S13KOM 13 E-aMiHOTPYIIOIO JII3MHOBOT'O 3AJIUIIKY, SIKUH PO3TAIIOBAHUI B aKTUBHOMY
LEHTP1 PepMEHTY.

AKTHUBHOIO ()OPMOIO BYTLTBHOI KHCIIOTH, 5IKa Oepe ydacTb y KapOOKCHUITFOBaHHI
anetnin-KoA, e kapbokcubiomun, o yTBOPIOETHCS B TaKii peaKiii:

HN- - NH 0  AT®  AJ®
N 1
HE Cl?H +HO—C-0~ ;Z»

Hzc\s _CH—(CH,);—CO—NH—6inok

?

Q _Co
O—C-N" "NH
— HC—CH

Hzc\s/CH—(CH2)4—CO~NH— 6inok

Bioximiuni cTaaii cuHTe3y HACHYEHUX KUPHUX KUCIOT

Cunmemasa scupnux Kuciom € MyJAbTHEH3UMHIM KOMIUIEKCOM, 110 CKJIa gy SIKOTO
BXOJIAATH JIEKiTbKa (DepMEHTHUX OUIIKIB 13 KaTaJiITHYHOI aKTHBHICTIO, M0 3a0e31euye
TIOCITIOBHE NOfI0BkeHHs BynieneBoro yanmrora (C,, C,, C, ...) 10 yTBOPEHHS alMILHOTO
3aJIMIIKY 3 HEOOXITHOKO KUTbKICTFO ByTIeLieBUX aroMiB (nepeaxkHo C, ). CykynHicTs dep-
MEHTHHUX peakIliii 010CHHTEe3y NaIbMiTHHOBOI KHCIIOTH Ha3WBAEThCs HUKJIOM JliHeHa.

Auunmpancnopmyiouuii npomein

Lentpanbhe micne y (pepMEHTHOMY KOMIUIEKCI CHHTETa3H JKHPHHUX KHCIIOT MOCiaae
ayunmpancnopmyioyutl npomein (Acyl Carrier Protein, ACP, anri.). 13 monekynoro ACP
crioydeHi )epMeHTHI OLTKH, 10 KaTaJli3yroTh OKpeMi peaKilii CHHTEe3Y KUPHHUX KHACIOT
C1 s Ta Cls. ACP mae nBa SH-BMiCHHX IIEHTpPH 3B’ I3yBaHHSI:

1-ii IEHTp —3aJMILOK yucmeiHy NominenTuIHoro ganora ACP, skuii ciryKuTh st
aKLEenTyBaHHs aueTuibHoro paaukany (CH,~CO-) i anetnn-KoA;

2-i meaTp — ¢dochopuITbOBaHe MOXITHE BITAMIHY HAHMOMEHOB0I KUCLIOMU —
4'-dhocchonanmemein, wo € cTpykTyporo, SH-rpymu sSKoi aKIenTyroTh MaTOHITEHUHA
panukan (HOOC-CH,~CO-) in manonin-KoA. 4'-®ocdonanterein (Pr) KoBaneHTHO
CTIOJTYYEHHH 13 3AJTUILIKOM CEpHHY B 36-My TONIOKEeHHI mominentuaHoro jgaxmtora ACP.
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ITanToTeHar
l (0] (|)| OH C|H3 l (0]

I I I
HS_CHZ_CHZ_NH_C_CH Z_CHZ_NH_C_CH_(;_CHZ_O_ll)_O_CHZ_CH
T CH; OHT
: 4' - ®ochonanrerein !

Bzaemomis anetiin-KoA 3 ACP mae Bursan:

ACP
HS-KoA CH;—C

0
H / s
cHy,—C7 + S @ + HS-KoA
SKoA  HS—®

" HS—®;,
[omi6anm urHOM B3aemorie 3 APC (HS-rpymoro @) i manonin-KoA.

Ilocnioosnicme ghepmenmamuenux peaxuyii

[Ticns aknenTyBaHHS aITUITPAHCTIOPTYIOUNM OLITKOM alleTHIIHHOTO  MAIOHITHHOTO
pamuKaiB popMyBaHHs JaHITIOTa BUIO1 JKUPHOT KUCIIOTHA MOYKe Oy TH MOTAaHUM Y BUTIISIT
3a3Ha4YeHOI HIDKYE TIOCITIIOBHOCTI PEaKITii.

1. IlepeHeceHHs aLleTUIIBHOTO paiuKaity, 38’ s13aHoro 3 SH-rpynoro nucreiny, Ha Majio-
HUTGHUN paavKa, 38’ s3anuii 3 SH-rpymoro ¢ochomnanteTeiny, 3 yTBOpEHHSIM alleToarie-
THJIBHOTO paJiuKaia, o 3B’ s3anuii 3 SH-rpymnoro hocdomnantereiny. Ls peakiis koH-
JeHcanii karamizyerbest pepmeHToM 3-ketoannin-ACP-cuHTa3z010:

HS_

| |
| CH3_C_|S
L/ ___21 \ 9 9 /q)n +CO
K CH;—C—CH,—C—S 2
k (0] dn

- 1
HOOG—CH,—C—S
S~—

V pesyinbrari peaxiiii yrBoproeThes areroaretnn — APC 1 Buaiiserses (pereHepye)
monekysa CO,, mio Oysia BAKOPUCTaHa ISl CHHTE3y MaIOHiI-KOA.

2. BigHOBIIEHHS KapOOHILIBHOI TPYTTH B MOJeKyi arteToareTiia-ACP 3 yrBopeHHsM 3-
rimpoxcnOytrpria-ACP. Peaxmis karamizyersest HA IPH-3anexnor0 3-kemoayun-ACP-

PeOyKmaszorn:
HS @ HAJIOH + HY HAJI®" HS
0) O o U OH 0O o,
n n yaR! | 1 /
CH3;—C-CH,—C—$ CH3—C~CH,~C—S$
H

3. Jlerigparariis 3-rijpoKCUOyTHPHIBHOTO pajiMKaia 3a y4acTio (epmeHty 3-2io-
poxcuayun-ACP-deziopamasu. TIpoayKT peakiii — HEHACHYCHE IOX1JTHE MACIISTHOI
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kucnotu (OyTupary), TOIBIHHII 3B’ 30K B SIKOMY PO3MIIIEHH MDK 2-M 1 3-M atomMaMu
ByIIerio (A?) Ta Mae mpanc-KoHQirypamiro — mparnc-0yrenoin-A’>-ACP:

H-,0O
OH (@) /CDn f c H 9 /q)n

|
CH3—¢—CH2—&—S H;—C=C-C=S
H H
4. BimHOBJIEHHS TIOBIIHOTO 3B’13Ky B MOJEKyITi mparic-0ytenoin-A>-ACP 3a yuacTio
dbepmenty enoin-ACP-pedykmasu. Tlponykt peakiii — OyTUPUIBHUN pajuKal,
criony4ennii i3 ACP:

HS @ HAJIOH U®+ HS

H Q o, 0 D,
CH3_ CH2_ CH2_ C_S

| I
CH3—C:CI?—C—S
H

VY pesynbrari po3mIsIHYTOT TOCIiIOBHOCTI YOTHPHOX PEAKIIil JBOBYTIICIICBHUIL atle-
TIbHUH pajmkai (C)) IepeTBOPUBCA Ha YOTUPHMBYTIIELEBUI Oy TUpuIIbHUIA pamukai (C,).
Jist mpoIoBKEHHSI ITPOIIECY eJIOHTAllil ByTIJICBOIHEBUX PalKaliB HEOOXiIHE MpHBe-
JeHHS pepMEHTHOI CHCTEMH CUHTETa3H JKUPHHUX KUCIIOT y BUXIJHUH CTaH, IO IocsTa-
€TbCs TIepeHeceHHsM Oytupminy Bint SH-rpymu gocdomnanrereiny va SH-rpymy nucrei-
Hy Ta ipuetHaHHAM 10 SH-rpynu ¢ocdonanTereiny, 1o 3BIIbHIIACS, HOBOIO 3ATUILKY

MAaJIOHIITY:
G ;
CH;—CH,—CH,—C-S
0 @,
I /
CH;—CH,—CH,—C—S _

HS — @,
Q
o CH3—CH,—CH,—C—$ HS—KoA
HOOC—CH,—C’ +
S—KoA
HS—

CH3_CH2_CH2_C_S

1
HOOC—CH,—C—S—®,

VY nomanblioMy MOYHUHAETHCS HOBHM IMKIJI PEAKIIiH, 10 MOJSATAITh Y TOJOBKEHHI
BYIJICBOJJHEBOTO PajIMKaJia KapOOHOBOI KUCIIOTH IIe Ha OJIMH JBOBYIVICIICBUI (DparMeHT.
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[TpomykToM ceMu 3a3Ha4eHNX IUKIIB € YTBOPEHHS PaUKaily MaJbMITHHOBOI KHCIOTH
(C, ), Axuii Bimmerumoerses Bit ACP y pesynbrari riapomitnyanoi mioecmepasHoi peakuii:

nmaneMiToin—S—ACP + HZO — raneMiTar + HS—ACP

CymapHe piBHSIHHsI 010CHMHTE3y MayibMiTary 3 aneTui-KoA B pe3yibrari il cuHTe-
Ta3M BUIIUX KUPHUX KUCJIOT:

CH,~CO-S-KoA +7 HOOC-CH,-CO-S-KoA + 14 HAJI®H + 14 H'—
—» CH,~(CH,), ~COOH + 14 HAJI®" + 8 KoA-SH + 7 CO,

JDicepena HA/[®H, neooxionozo 0ns diocunmesy HcupHUX KUCI10m

Y Ko’)KHOMY IMKJIi Oi0CHHTE3y MajibMiTary BiOyBaeThCs MO Bl BiTHOBIIOBANBHI
peaxiii, moropoM BogHiO (2H"+ 2¢°) B sikux € HAJI®H. OnanM 3 0CHOBHUX TTOCTa-
YaITbHUKIB MOJIEKYI 1tuto30ssHOr0 HAJI®H, BiTHOBIIOBaIIbHI €KBIBAJICHTH SIKFX BHKO-
PHUCTOBYIOTBCS TIPH JIIIOTEHE31, € peakilis MepeTBOPEHHS Majary 10 MipyBaTy, [0
crpshkeHa 3 (pyHKITIOHYBaHHSIM YOBHUKOBOI CHCTEMH TPAHCIIOPTY alleTHIILHUX pajin-
KamiB (muB. puc. 15.1).

1. V mepmriii peaxiiii oKkcayoarneTar BiIHOBIIOETECS 10 MajlaTy 3a Y9acTiO IUTO-
30JIbHOI Manamoe2iopoeenasu:

okcanoanerar + HAJIH + H* —s= manar + HAJT*

2.Y nmpyriit peakiii BiOyBaeThCs OKHCITIOBAILHE IeKapOOKCHUITFOBAHHS MAJIaTy JI0
mipyBary 3a gonomoroto HAJID-3anexxHoro pepMenTy marnikeH3umy:

manar + HAJI®" —s=mipysar + CO, + HAJI®H + H*

HAJI®H, mo rerepyBaBcs B peakilii, BAKOPICTOBYETHCS B JIIOTEHESI, a MipyBaT
TIEPETBOPIOETHCS 10 OKCAIOAIIETATY B IipyBaTKapOOKCHIIa3HINA peaKiIii.

Kpim posmistHyTOrO MexaHi3my, nocradansHukoM HA JIOH, 110 BUKOpHCTOBYEThCS
B 010CHHTE3I1 MANIbMITaTy, BUCTYTIAIOTh TAKOXK TITFOK030-6-(Pocdar-neriaporeHasHa peak-
11ist neHTo30(ocharHoro MUKITy OKUCIIeHHs TTroko3n Ta HA JId-3anexHa i3o1uTpar-
JIeTiApoTeHa3Ha peakxilis, o nepedirae B IUTO307i.

Perynsinisa OiocuHTe3y HACMYeHUX KMPHUX KHCJIOT

[cHYIOTh JIBa MyHKTH PEry/silil CHHTE3y BUIIMX HACHUCHUX YXHUPHUX KHUCIOT B
OpraHi3mi JIFOJIUHU:

1. Pecynauia na pieni auemun-KoA-kapooxcunasu.

Anetnn-KoA-kapOokcnina3Ha peaxiiisi, B AKiif yTBOPOETHCS ManoHi-KoA, € miMi-
TYFOYOIO CTAJII€F0 B KOHTPOITI IIIBHIKOCTI 010CHHTE3Y YKUPHUX KUCIIOT. Perymsiist mepe-
Oiry peaxiiii 3MiiCHIOETBCS 32 JIBOMA MEXaHi3MaMH:

1.1. llInaxom anocmepuynoi pecynayii akTHBHOCTI arieTHI-KoA-kapOoKcHITa3u mo3u-
TUBHHUMH Ta HETaTUBHUMH MOAY/ISITOPAMU:

a) TIO3UTHBHAM MOZYIISITOPOM (aKTUBATOPOM) (pepMeHTy € yumpam. 301IbIIeHAS
KOHIIEHTpAIlii JTMMOHHOI KFCJIOTH B MITOXOHAPISX BHACIIIOK “niepeBanTaxkeHHs” [[TK
MeTaOOoIIYHAM TaTMBOM (TTiCIISl CTIOKUBAHHS BYIJIEBOJIIB, CEKpPEIlii B KPOB 1HCYITiHY
TOII0) O3HAYAE CTBOPEHHS 010XIMIYHMX YMOB JUISl aKTHBAIlii aHAOOIYHUX TPOIIECB,
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TOOTO 3amacaHHs HaJUTUIIKIB areTri1-KoA y Bursazi xupiB. [linBummennit y imx ymoBax
BUXIJ UTPATy B IIUTO30Jb AaKTHBYeE aneTmi-KoA-kapOokcnmasy (MajloakTHBHY 3a
BiJICYTHOCTI MTO3UTHBHOTO MOJYJSATOPA) i COIPUYHWHSE YTBOPEHHS ManoHin-KoA —
JDKeperta IBOBYIIICIEBHX PAJUKAIIB ISl O10CHHTE3Y KUPHUX KHCIIOT;

0) HETaTUBHUMH MOMYJISITOPaMU (aJI0CTepUYHIMH iHTi0iTOpamn) aneTria-KoA-kap-
Ookcmasu € nanemimoin-KoA ta cmeapoin-KoA — kiHiieBi MeTa0oIiTH 610CHHTETHY-
HOTO MIIsAXy. HakomnyeHHsT B IUTO30J1 MPOAYKTIB OiOCHHTE3Y 3a MPHUHITUTIOM
HETaTHBHOTO 3BOPOTHOTO 3B SI3KY TajIbMy€ MIBUIKICTB IX yTBOPSHHSI.

1.2. Ulnsaxom xosarenmnoi moougixayii anetni-KoA-kapOokcuiasu 3a paxyHoOK ii
HAM®-3anexxHoro GpochopuaroBanHs (yTBOPEHHS HEAKTUBHOT GOPMHU (PEPMEHTY ) Ta
nedocdopuntoBanHs (yTBOpeHHs akTHBHOI GopMu depmenTy). Ciin 3ayBasKuTH
PELMTIIPOKHUI XapaKTep 3MiHM aKTUBHOCTI IIPOLIECIB JIINOreHe3y Ta O3y B yMOBax
i1 Ha KJIITUHH )KUPOBOi TKAHWHHM Ta TIEYiHKHU (i310T0TTYHUX CTUMYIIIB, 110 TO3UTHBHO
(ampeHanin, HOpaapeHasliH, IIFOKAroH) Ta HEraTUBHO (iHCYJiH) BIUIMBAIOTh Ha aK-
TUBHICTb aJICHUIATIMKIIa3} | BHYTPINIHBOKIITUHHUN piBeHh TAM® (nuB. riaBy 14;
posnin 14.1).

1.3. Hnsixom 3minu akmusnocmi cunmesy ayemui-KoA-kapbokcunazu:

a) 30ULTBIIICHHST aKTHBHOCTI CHHTE3Y (epMeHTy ((epMeHTHA 1HTYKITisl) CTIPUYHHS-
€THhCS JTOJATKOBUM HA/IXOIDKEHHSM B OpPTaHi3M Ta B KIIITHHH BiJIIMOBIIHUX OpPTraHiB
IJIIOKO3H (CIIOKMBAHHSI BUCOKOBYIVICBOJHOT JII€TH) Ta 3MEHILIEHHSIM BMICTY B IIPOAYKTaX
Xap4yBaHHS KHUPIB;

0) MpUTHIYEHHS aKTUBHOCTI CHHTE3y (DEPMEHTY CIOCTEpIracThCsi B yMOBaX roJo-
JTyBaHHS a00 CIIOKUBAHHS JII€TH, 30aradeHol KUpamH.

2. Pezynauyia na pieHi KOMRIIEKCYy CUHIMEMA3U HCUPHUX KUCTIOM
AKTHBHICTh CHHTETAa3HOTO KOMIUIEKCY (UuKiy JliHeHa) peryiaroeThesl TaKOXK SIK
MeXaHi3MaMH aJOCTePHYHOTO KOHTPOITIO, TaK 1 MeXaHi3MaMu (pepMEHTHOT 1HTYKIIii.

2.1. Anocmepuuna akmueayis OKpeMHX (HEPMEHTIB MYIBTHEH3UMHOTO KOMILIEKCY
3MIICHIOETHCS 32 paXyHOK IMMO3UTHBHOTO BILTUBY (OC)OPHUIHOBAHIX MOHOCAXaPH/IiB.
30inbIIeHHsT KOHIIEHTparlii IykpodocdariB € METadOIIYHIM CHTHAJIOM, IO CBiTYATH
PO BHICOKY aKTHBHICTh IJIIKOIII3Y Ta CTBOPIOE Oi0XIMiYHI YMOBH JUIS CIPSMYBaHHS
0OMiHY pEUOBHH y HANpsIMKy aHAOOTIYHIX TPOIIECIB.

2.2. 3minu 6 akmusHocmi npoyecie cunme3y OKpeMHUX (PEPMEHTIB CHHTETa3HOTO
KOMILJIEKCY BiZIOyBarOTHCS B HAlpsSAMKax i METaOOJIUYHMX yMOBaX, 3a3HAUCHUX JUIS
aneTii-KoA-kapOokcuasy.

EnoHranist HACHYEHHMX KUPHUX KUCJIOT

[ManbmiTrHOBaA KMCTOTa (C, ), IO NPOAYKY €THCS B PE3YJIBTATI JIii CHHTETa3H BULIIMX
YKHPHUX KHCJIOT, € TTOTIEPEHUKOM B YTBOPECHHI JKUPHUX KUCIIOT 13 OLIBIIOIO TOBXKHU-
HOIO JIAHIFOra — Clg, Czo, sz, C2 " VY xiiTHaX QYHKIIOHYIOTh JIBI cUCmeMU eloH2ayil
KUPHUX KHUCIIOT, sIKi 3a0€3MeUyr0Th MOCHIIIOBHE NMPUETHAHHS 0 BYIJICBOJHEBUX
AIMITFHIX PaJUKaJIiB IBOBYIIICIIEBIX (PparMEHTIB:
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a) cUcTeMa eJIOHTaIlil eH/0IUIa3MaTHYHOTO peTHKyayMa (“‘MiKpocoMallbHa €JI0H-
raiiitnacrucrema’). LIs crcTemMa BUKOPHCTOBYE SIK JDKEPETIO IBOBYIIICLIEBUX (PparMeHTIB
MastoH1T-KOA 1 Tie 3a MexaHi3MOM, OITFI3BKIM JI0 PO3IIISTHYTOTO JJIsl CHHTETa3HO1 CHCTe-
MH IIUTO30JTIO:

aun-KoA (C ) +manonin-KoA — 3-keroarmn-KoA — 3-rigpokciarmin-KoA
—2,3-eH0i1-KoA —— amun-KoA (C )

CyOcTparaMu po3IIsiHy TOT TOCIZIOBHOCTI PeakIliil € HaCHUeHi KUPHI KUCIIOTH (aIu-
mi C, Ta OLIbIIOT TOBKUHM). Y TIEHiHI TP BUKOPUCTaHH1 K CyOCTpar naabmiTary
YTBOpIO€ThCs nepesaxkHo creapar (C, ). CucTtema eoHranii JKUPHUX KUCIIOT Y TOJI0B-
HoMy MO3Ky cunTe3ye C, - Ta C ,-XKUpHI KHCIIOTH, SIKi BXOIATB JI0 CKJIa Ty COIHrOMimiIiB
MI€TIHOBUX HEPBOBHX BOJIOKOH;

0) MiTOXOH/IpialbHa CUCTEMA €IIOHT Il T JKUPHUX KHCIIOT — BUKOPUCTOBYE SIK TIOHO-
P IBOBYTIIELIEBUX (pparMeHTiB MosteKyi aneTiia-KoA. Crucrema 31aTHa ImoJoBKyBaTH
YKUPHI KUCIIOTH, TII0 MafoTh 12-16 aTroMiB ByTIIeITO (C1 ,-C, 6):

amui-KoA (C)) +anetnn-KoA (C,) — amun-KoA (C ) + KoA-SH

yTBopeH]—[ﬂ HEHACUYCHUX KUPHUX KUCJIOT

1. Mononenacuueni scupni Kuciomu

Momnonenacuyeni kucnotu — nanbmitoosneinosa C,, | Ta oneinosa C, . MicTATH
MOJIBIMHMIA 3B’s130K Mixk 9-M Ta 10-Mm atomamu Bymerto (A%).

L1i >xupHI KUCIIOTH MOXKYTh YTBOPIOBATHCS B OPTaHi3Mi JIFOMUHM 32 PaXyHOK Jie-

TiIpyBaHHA BiINOBITHIX HACHYEHUX KUCIIOT (MATbMITHHOBOT C s Ta CTEapHHOBOT Clx):
Cp—2H—=C
Ci—2H—=C
YTBOpEHHS 3a3Ha4€HOT0 TIOABIMHOTO 3B’ A3KY 3MIIHCHIOETHCS 32 yUaCTIO cucmeMu
Odecamypayii scuprux kucrom (ayui-KoA-okcueenasu), o HaIEKUTb, 32 MEXaHI3MOM
Ili1, 10 MiKpOCOMaTbHUX MOHOOKCHT'€Ha3 (OKCHTeHa3 MimaHoi (QyHKIIii), siki moTpedy-
10Th U1 cBoro Qynkuionysanns HAJIOH (a6o HAJTH) Ta BKIIFOYaroTh IUTOXPOM b,
eJIEKTPOHTPAHCIOPTHOI'O JIAHIIOI'a, JIOKAJI130BaHOTO B MEMOpaHax eHA0IIa3MaTHIHOTO
PETUKYIIyMa IelaToLuTiB:

creapoin-KoA (C ) + HAJI®H +H" + O, —= onein-KoA (C

18:1

)+HAJI®" +2H,0

18:1

2. Iloninenacuueni seupni Kuciomu

Honinenacuyeni kucnorn — minonesa C, . (A*') Ta o-ninonenosa C,  (A*'>") —
TIOTIEPE/THAKH B YTBOPEHHI 1HIIINX, )KUTTEBO HEOOX1THHX aIFITiB, HE MOKYTh CHHTE3yBaTHCSI
B KJTITHHAX JIFOICHKOTO OPraHi3My Y 3B’SI3KY 3 BiICYTHICTIO pepMEHTHUX CHCTEM, 10
HeoOXiIHi /151 yTBOPEHHSs 10AaTKOBUX NOABIHUX 3B’ A3KiB Mixk A’-noaBiiiHIM
3B’fI3KOM i METHJILHMM KiHIIeM KUPHOI KUCJIOTH.

3a3HadeHi (hepMEHTH MPHUCYTHI B 0araThb0X POCIMHHUX OpraHi3Max, i TOMy iCHYy€
norpeda B MOCTIHHOMY HaIXOKEHHI JITHOJIEBOI Ta Ol-JIIHOJICHOBOT KUCIIOT B OPTaHi3M
SIK KOMITOHEHTIB POCIMHHOI X1, 10 € He3aMiHHUMHU (pakTopamu XxapayBaHH (“‘eceH-

LiabHI KUPHI KUCTIOTH ).
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VY pasi HaAXO/MKEHHS WX KXUPHUX KUCIIOT y CKJIaJli Ji€TH, (PepMEHTHI CHCTEMH
SHJIOTIIA3MAaTHIHOTO PETHUKYITyMa TeTaTOHTIB 32 PO3IITHY THMH BHUIIE MEXaHI3MaMH
JiecaTyparlii Ta eJIoHraii MoKy Tb TpaHc(hOpMyBaTH JIIHOJIEBY KHCIIOTY B TaKi IMoJliHeHa-
CHYEHi KMCIIOTH, sIK Y-nironerosy C . (A**'?) Ta apaxioonosy C, , (A>*"-1%), a Qt-nino-
JIEHOBY — B dokosaneexcenosy (C,, ) KUCTIOTY.

ApaxiZioHOBa KHCJIOTa — MONEPEIHUK O10JIOTTYHO aKTHBHUX eUKO3aH0I0i8
(npocmaenanounis, npocmayuriinie, mpomboKcauis), yTBOPIOETHCS 3 HE3aMiHHOT JIi-
HoJeBoi kuciotu C, . IUIAXOM MOJOBKEHHS ii ByIJIEIIEBOI'O JIAHIIIOTA Ta YTBOPEHHS

18:2
JIOZIATKOBUX TIOJIBIMHUX 3B’ S3KIB:
_ _JH—>
C,,—2H+2C-2H Cya
3arasnbHy cxemy (DOpMyBaHHS B OpraHi3Mi JIFOMHA HACUUCHHX | HCHACHUYCHUXHX BHITIAX

JKUPHHUX KUCIIOT MOAHO Ha puc.15.2.

['mroxo3a KoMmnoHeHTH pocnuHHOT TKi

Jlinosnesa kucnora o-JIiHOJIEHOBA KKCIOTA

l’ (C18:2; A9.12) (C18:3; A9,12,15)
Anerun-KoA l 2H
+2(20)
l y-JliHoneHoBa
: KHCIIOTa -3(2H)
l (Cps A0%)
[ManbMmiTHHOBA +2C JloKO3aHTeKCEeHOBA
xucrora (C,,) Eiiko3aTpieHosa xucnora (Cy)
+2C KHCIIOTa
(C20:3; AS,II,M)
CreapnHOBa [anemito-
xucnora (C ) oJIeTHOBa -2H
kuciora (C Y
+(20) —-2H ©ie) Apaxinonosa
! KHCJIOTa
Buii nacuueni OueinoBa (C,s AL

JKUPHI KHCIOTH kucyora (C )

C,.,C
( 22° 24) +3(20)

Hepsonosa
xucora (C,, )
Puc. 15.2. MeraGosiyHa kapTa 6iocHHTe3y HACHYeHHUX | HeHACHYeHHX )KMPHUX KUCJIOT epMEHTHUMHU

CUCTEMaMU JHACBKOI0 opraﬂisMy.

15.2. BIOCUHTE3 TPUAIUJIIVIIIIEPOJIIB

Tpuanuartineposu (HeHTpaIbHI )KUPH) — JITI/IN, IO CKIIAIal0Th OCHOBHY Yac-
THUHY Xap4OBUX JIITiJiB Ta B HAHOLIBIII I KUTHKOCTI TIPE/ICTABIICH] B aIITOIIATaX KHUPO-
BOI TKaHWHH, JIe BOHH BUKOHYIOTH (DYHKIIi0 pe3epBy MeTabomiuHoro nammsa. KibpkicTs
HEWTpaIbHUX JKUPIB B OpraHi3Mi J0Opocioi JoauHu Macoio 70 Kr JOpiBHIOE B
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cepenapoMy 10-15 xr. KpiM >kupoBoi TKaHWHH, 610CHHTE3 TPHAIMIITIIIIEPOITIB B 00OMe-
YKEHIH KUTBKOCTI BiIOYBA€ThCS TAKOXK B IHIINX TKAHWHAX, 30KpeMa MeUiHIIl, KHIIIEYHHKY,

MOJIOYHIN 3211031 B TIePioJ JTaKTartii.

MeTabomiyHIMHA TIOTIEPEAHUKAMH B 010CHHTE31 TPUAIMIITIIIIEPOITIB € aKTHBOBAHI
»upHi kuciotn (ammin-KoA) Ta miniepos-3-docdar, 110, B CBOIO 4epry, TOCTa4al0THCS

3a paxXyHOK OKHCJICHHS TJIFOKO3H.

®epMeHTATHBHI peakuii CHHTe3y TPHALWILIiEPOJIiB

1. YTBOpeHHs akTHBOBaHOI (hopMHU DIepony — ariyepon-3-ghocghamy (O-Tiite-

podocdary).

Le#t mporec Moke BiIOyBaTHCS 32 OHUM 13 JIBOX MEXaHI3MiB:
1.1. lInsxom dochopuiroBaHHs DIIEPOITY 3a y4acTio PEPMEHTY iy eporgocgo-

Kinazu (B, Takox miaBy 14, po3ain 14.3):

rrinepon + AT® — rmrinepon-3-docdar + AJD

1.2. IllstxoM BiTHOBIIEHHS [ioKciarieToHpocdaTy — iHTepMeTiaTy TIKOTITHIHOTO
po3meruieHHst Troko3u. Peakiist karamizyerbess HA JIH-3anexHoro eniyepon-3-goc-
@am-oeziopocenasoro (O-eniyepoghocchamoeciopocenasoi):

niokciarerondocdar + HATH + H* —= tminepon-3-docdar + HAJT

(0)
1
H2(|:_OH R; - COSKoA KoA - SH HZ(I::_O_C_RI
H? —OH
H,C—0~P)

1-Aumnrninepoi-3-pocdar
(nmizodocdaruaar)

HC —OH

Hzé_o@

Ininepon-3-pocdar

0 0

I
HZ(E_O_C_RI R,-COSKoA  KoA-SH HyC=0~C—R,
HC —OH HC-O—E—RZ

Hz(lj_o@

1-Annmninepon-3-docdar

H,C—0~(P)

®ocdarnana kuciora

Q 0
H2C—O—C—R1 1,0 Pi HzC_O_C_Rl

A
H(lz —0-C-R, H$—o—c—R2
H,C—0~P)

docdarnana kuciora

H2C_ OH

1,2-Tianumminepos

2. AIWIIOBaHHSA TIIE-
poin-3-docdary 3 yrBopeH-
HAM hochamuonoi kucio-
mu 3a paxXyHOK JIBOX MOJie-
KyJ1 aKTHUBOBAHUX >KUPHUX
kucior — anui-KoA.
[Ipouec BinOyBaeThCcs B
JIBA €TaIlu:

2.1. Ilepie aruimoBaH-
HA 3a ydacTio (hepMeHTy
eniyepon-3-occhamayun-
mparcghepasu 3 yTBOPEH-
HaM [-ayuneniyepon-3-ghoc-
Gamy (nizogpochamuoamy).

2.2. lpyre auuitoBaH-
Hs 3a y4acTio GepMeHTy
1-ayuneniyepon-3-pocgham-
ayunmparcgepasu 3 yTBo-
peuusm 1, 2-diayuneniye-
pon-3-chocghamy (gocgha-
MUOHOI Kuciomu).
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Y mpoMy anuiIOBaHHI

Oepe ydyacTh 3QJIMIIOK HEHa- 9 C
CHUYEHOI KUPHOI KUCIIOTH. H,C—0—-C—R; H,C—0—-C—R;
: . .. ‘ o) R;-COSKoA  KoA - SH ’
3. Tigponi3 pocaruaHoi I \ 4 I
Kucinotu ao 1,2-diayun- H?_O_C_Rz HC—O—OC—R2

eniyepony (Oueniyepudy) 3a  H,C—OH I
_ H2C_ O - C _R3
ydactio pepmeHTy ghocgha
mudam-gocghozioponazu: 1,2-iarmnrmineposn Tpuamunriineposn
4. AunmroBanss 1,2-1ialMinTinepoy TPeThoro Monekynoro ai-KoA (hepment
diayuneniyeporayunmpancghepasza) 3 yTBOPEHHSIM TPHALMITIIIIEPOITY.

Oco0auBocTi 0iocHHTE3y TPHANWILTILEPOJIIB B aIUNOIUTAX

VY JKUpOBIili TKAHWHI MPAKTHYHO BiICYTHIN GepMEHT eniyeponghocgokinaza, Tomy
TOJIOBHHMM JDKEPEIIOM Dileposi-3-pocdary B aUIIONUTaX € PeaKilisi BiIHOBICHHS JTi-
okcianeroHdocdary, 10 MOCTaYaeThCS 32 PAXyHOK IIIKOMITUYHOTO PO3LICTUICHHS
DJTIOKO3H.

TakuM YUHOM, JIIOTeHE3 Y KHUPOBiil TKAHMHI CYTTEBO 3AJICKUTH BiJl TIOCTAYaHHS
QJIUTIOLIUTIB [IFOK03010. OCKUIBKY MPOHUKHICTh MEMOpPAH aIUITOIUTIB JIJIsl TIIFOKO3H €
IHCYJTIH-3aJIC)KHOI0, HOpMaJIbHE BUPOOJIICHHS MiAINUTYHKOBOIO 32JI030K0 1HCYIIIHY €
BaKJIMBOIO TIEPETYMOBOIO OI0CHHTE3Y TPUAIMITIIILIEPOJIiB B aTUTIOIUTAX.

15.3. BIOCUHTE3 ®OCPOIVIIHEPUIAIB

Dochorminepuan (rrinepodocdominminun) — pocdarumuixonin, Gocharumami-
eTaHonamis, hocaTuaUICeprH i KapAi0JiMiH HAJIEKaTh 0 CTPYKTYPHHX JIITIIB, 110
CKJIaJIAtOTh JIITTHUH MaTpuKce OioyoriuHux MemOpaH. 1le — ckiaHi imiau, nooyao-
BaHi Ha OCHOBI IJIIIIEPOITY, TOMY IEPIITi €Tamnu iX 010CHHTE3Y € OJIHAKOBUMHU 3 PO3IIISHY-
TUMHU BUIIEC (PEPMEHTATUBHUMH PEaKIliIMU YTBOPESHHS TPUAIIMJIIIIIICPOIIIB, a caMe:

nIiepuH ——s= mrinepon-3-(ochar —=— docdaruaaa Kucmora

[Ticnst yrBOpeHHsT pochaTuaHOI KUCIOTH peaklil CHHTE3y TPHALMINIILEPOIIB Ta
(dhocdorminepuiB TUBEPry0Th. PO3IISIHEMO CXeMy CHHTE3y HaWOLIbII MONIMPEHUX
MeMOpaHHHUX (ochorminepuaiB Ha TPUKIIAI YTBOPEHHS Qochamuounxoniny ta
gocpamuounemaronaminy.

VY pa3i 6iocuHTe3y 3a3HaueHUX (ocorTinepuaiB o 1,2-mianuininepoiy, o
YTBOPIOETHCS B PE3YJIBTaTI Tiiponi3y (ocaruiHol KUCIOTH, IPHEIHYETCS TiapodibHa
TOJiBKa, SIKa MICTUTh aMiHOCTIUPT (XOJiH a0o eraHonamiH). OCOOMMBICTIO TIPOIIECY €
BUKOPUCTaHHS B PEaKlii akTHBOBaHUX (OPM aMiHOCIHUPTIB — KOMIUICKCIB XOMiHY

(CH3)3;N—-CH,—CH,—OH + AT® — (CH;);N—CH,—CH 2—0‘®+ AJlD

Xomin Docoxonin
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(eranonaminy) 3 Hykireosumardocharom /D, siki yTBOPIOIOTHCS 32 PaXyHOK TaKHX
PpeaKItiii:
NH,
NZE
|
C.
JoNT CH,~0—(P)—0—(p)—0—() +(P)—0—CH,~CH,—N(CHy); —

OH OH
HTo Dochoxonin
NH,

N/|

|
NG CHy—0—P )-0«(P)—0—CH,—CH,—N(CH3); + DD,

—_—

/o

OH OH L /1D-xomin
NH,

0 2
Hz?-o—g—R1 E)ﬁ N
H(f-O-é-Rz TOTUNT 5 CHy;0-(P)r0{P)-0-CH,~CH,~N(CH 3);
H2C'OH

OH OH
1,2-Aiamunmineposn L /D-xomin
Q NH2

H,C-O-C—R; N7
R S e

HC| 0-C-R, + 07N o CHZ—O@

H,C-0{P)-0-CH,-CH,~N(CH ;);

OH OH
docharuannxonin oMo

1) axTuBarii xoniny (eraHonaminy) nuisixom ATd-3amex-

COOH HOTO (poCchOPUITFOBAHHS aMiHOCTIHPTY;
HZN—ClH 2) B3aemonii docdoxoniny (abo Gocdoeranonaminy) 3
CIH nyxireosunrpudocdarom LITD 3 yreopennsm L[AD-xominy
2

I (I 1d-eTanonaminy);
3) B3aemonii LIJ[®-xoniny (LId-eranonaminy) 3 1,2-mi-
+ . .

§ AJNICHO3UH |  aIUIITITIEPOJIOM 3 YTBOPEHHAM (ocharuamixoiiny (hoc-

CH; ¢arununeTanoIaMiHy).
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AJTBTEepHATUBHUM HIIIXOM YTBOPEHHS (HOCHaTHIMIXOTIHY € METHITIOBAaHHS €TAHO-
JaMiHy, 110 BXOAWTH JI0 cKiany docdaTunnieTanonaMiny. 3a TOHOpa METHIIBHAX
TPy B peaxiii MpaBUTh aMiHOKHACIIOTa METIOHIH y POopMi S-aeHO3MIMETIOHIHY:

¢docharnanneranonraMin + 3 S-aeHO3MIMETIOHIH — (ocharuaumxomnid +
+ 3 S-romouucTein

Dochamuduncepur yTBOPIOETHCS B PEAKIIii, IO € 0OMIHOM TiIpo(UTFHIX paIiKaIiB

Ipu B3aeMoii pocharuauneTaHonaMidy i CeprHYy:
docharnauneranonamin + cepun —> pocharuaniceprH + eTaHOIaMiH
3aranbHy cxeMy Ol0CHHTE3Y TPHAIMIIITIIEPOITIB 1 hochormineprIiB mogaHo Ha prc. 15.3.

Ininepon
AT®D
AlD
)110;21;1;2;0& [minepon-3-pocdar YKupHi kuciaoTu
2 Amun-KoA AM®
Xomin 2 KoASH
(Etanonamin) KoASH
AT docaruaar
ANlD 1;20
Dochoxomin . o
(Pocdoeranonamin) 1,2-Niauunrainepon
LT®
D, AL[I/IJ'I-‘KOA
D-xonin
[/1d-eranonamin KoASH

IM®

4 Cepun Etanonamin )
docharuannxonin \ : Tpuanunrminepos
docoaruanneranonamMin Docharuanncepun

Puc. 15.3. Merafosiiyuna kapTa IUISXiB CHHTE3y TPHALMIILIiLepotiB i (ocdorainepuais.

15.4. METABOJII3M CO®IHT'OJIIIAIB. COIHI'OJIIIAO3HN

Cinrosiniam — ckiiaiHi Jiiniay 010J0TTYHUX MeMOpaH, 1110 o0y/10BaHi Ha OCHOBI
BHUCOKOMOJICKYJISIPHOTO CIUPTY c@hineosuny. i minigu — cghineomieninu ta eniko-
cghineoniniou B HAMOUTBILIH KiTBKOCTI HasIBHI B CTPYKTYpax LEHTPaIbHOI Ta epude-
PHYHOT HEPBOBOT CUCTEMH, 30KpeMa B MI€TIHOBUX 00O0JIIOHKaX HEPBIB.

CH,—(CH,),,—HC=CH— (|IH—C|H— CH,—OH
OH NH,
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YV maHoMy po31ini Oy/ Ty Th BUCBITIIEHI OCHOBHI O10XiMivHI €Tany yTBOPEHHS CIHTOJIITiTiB
Ta IX MOIIEKyJISIpHI TOPYIIIeHHs (€H3UMOIIATI{), 10 MalOTh HA/I3BUYAfHO Ba)KITBE KITiIHIYHE
3HAYEHHS.

BiocunTe3 cinronininis

Ymeopenns cepinzozuny

J171s1 cUHTE3y BUCOKOMOJICKYJISIPHOTO aTi(haTHYHOTo aMiHOCTIMPTY C(iHIO3MHY BHKO-
PHCTOBYIOTBCS BYIJICBOJJHEBHI paIMKaJl MAIBMITATY i 3aIMIIOK aMiHOKHCIIOTH CEPHHY.
Peakuis KaraizyeTbest pepMEHTOM, 3alI€KHUM Bl ipuaokcanbpocdary (siraminy B,),
inorpeodye aii HA JIOH-3anexHoi neriaporenasu; Auriapocdinro3ry, o yTBOpIOETh-
Cs1, OKUCITIOEThCS 710 CpiHro3uny 3a ydactio ®A J[-3anexHoro ¢iaBonporeiny:

a) nanpmiToin-KoA + cepun + HAJI®H + H" — aurinpocdinrosus +

+CO, + HAII®" + KoA-SH
0) murigpocdinrosun + G®AJ[ —= chinrozun + GAJIH,

Ymeopennsa N-ayuncepinzozunie (yepamiois)

Lepamiou € 6a30BOKO MOJICKYJISIPHOIO CTPYKTYPORO BCix cinromimniis. Bonu yTBo-
PIOIOTHCS IUTSIXOM N-allMITIOBaHHS aMiHOTPYTH CIHTO3MHY MEBHOO BUCOKOMOJIEKY -
JSIPHOIO JKUPHOIO KUCIIOTOIO:

c¢inrosun + aruin-KoA —= N-ammscdinrosus (nepamin) + KoA-SH

Ymeopenns cepinzomicninis

Copineomieniny — MONCKYISPHI CTPYKTYPH, 110 YTBOPIOIOTHCS IILISIXOM ITPHETHAHHS
(docdoxominy g0 mepamiaiB, SKi MICTATh y CBOEMY CKJIaJli 3JIMIIKN Pi3HUX KUPHUX
kuciot. Jlonopom docdoxoniny € LIAD-xomiH:

uepamin + AD-xonix —»— cdinromienin + [IMD

Ymeopenna anikocghinzconinioie

Thikocghineoniniou — TMiKO3MITLOBaHI MOX1THI IIepaMiiiB, sKi, 3aJIeKHO BiJl OyJ10BH
BYIJIEBOJIHOI YACTHHU MOJIKYJIH, TIOIUISIOTHCS HA: YyepeOpo31ou (MOHOTEKCO3UIM Tepa-
MifiB), cynehamudu (cyropamosani noxioui eanakmoyepamiois), 210603u0u (0JIiro-
TeKCO3H/IU IIePaMifIiB) Ta eaHenio3udu (OJirocaxapuaHi OXiHI epaMiliB, 0 MICTATh
y cBOeMy ckiiary N-alleTHiTHeHpaMiHOBY KHCIIOTY) (1v1aBa 5). OcHOBHOIO 6i0s10riyHO0I0
(ynkuiero rikocginroninigip ik KOMIOHEHTIB 30BHILIHBOI0 IIAPY IIA3MATHY-
HMX MeMOPaH € y4acTh Y MIKKJIITHHHUX B3a€EMO/IfIX i KOHTAKTAaX.

DopMyBaHHS MOJIEKYI 21iKOCQIiHe0Ninidie 3MICHIOETHCS TIUITXOM TI0CITiJOBHOTO
HapOLIyBaHHs 3aJIMIIKIB MOHOCaXapHuiB Ta ix moxianux Ha CH,OH-rpynu nepaminis
(N-aruicinro3uHiB).

JloHOpaMu ByTJIEBOIIB Y IIMX PEAKIILSX € HYKICOTHIITYKPH; (DepPMEHTH, IO KaTai3y-
FOTh TITIKO3MITIOBAHHS IepaMiliB — 2nikosunmpancgepasu MeMOpaH eHI0TIa3MaTH -
HOTO peTuKyiIyMma i amapary [omsmki. Hanmpuknan, yTBOpeHHS eanakmosunyepamioy
(eanaxmoyepebpo3udy) BinOyBaeThCs 3TiHO 3 peakiiero (mmasa 13, po3min 13.4):

VYJId-Tan + nepamin —= ran-niepamin + YO
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[TocninoBHICTh peakiiiit GiocuHTe3y c(iHTOMIIIIB MOYKHA MTOJATH Y BUIJISII TAKOL
CXEMU:

LJI®-xomin Mo

Annin-KoA KoASH

Codinrosun L—A Iepamisn

Cdinromienin

lanakrosmnmepamis
VAd-Tan  Yyjo (epedpo3u)

Kara6ouaizm coinrogininis

Kara6omism cdiarominiais
- b o CerWGal >—<\I—AcGal >—<Ga1 >
3MIMCHIOETHC LLUIAXOM I10CIIi-

JIOBHOTO PO3ILIEIUIEHHS 1X MO- NeuAc
JIEKYJT 3 YUACTIO J1I30COMANbHUX Panrmiosnn Gy
2ioponas. B-ranakrosunpasza

1. Cepinzomieninu posuien-
JHOIOTHCA 110 Iepamity Ta doc- Cer —<G1c Y Gal Y—N-AcGal >
(hoxomiHy 3a ydacTio c@ineo-
NeuAc

MIENIHA3U: )
chiHroMiesTin— repamis + Tanrmiosnn Gy,
+ docdoxonin Iekco3zaMininasa

2. I'nikocgpinzoniniou. Po3-

HICTUICHHS TITIKOC(IHTOMIITIIB Cer

IIOYMHAETHCS 13 TOCTYIOBOTO NeuAc

BiI[IJ_IeHJ'IeHH.H MOHOCaXapH/i- L{epamisonakTosus

HUX 3aJIMIIKIB Bl oJirocaxa- cianoBanuii

PHUIIHOTO KiHIISI MOJICKYIL. o
CxeMmy TipoNiTHIHOTO PO3- Heiipawisinasa

HIETICHHS TIIKOC(IHTOIITTiB

G,,, Ta G, oano Ha puc. 15.4. Cer Gal

KoHnkpeTHi mocniioBHOCTI pe- LlepamizonakTosus

aKIii MOKYTh BIIPI3HSTHUCS, 32~

JISKHO BiJ ocobmmBocTel Oy- B-ranakrosunasa

JIOBH OJTIrOCaXapuIHOT YaCTHHN

nitikocdinromimniay. Cdinrosus, Cer @

IO YTBOPIOETHCS B PE3yINIbTaTi [mokouepe6po3ns

IIUX PeaKIii, po3MaaeTbes 10 T mokonepe6posuasa

(hocdoeraHonmaminy Ta IOBro-

JIQHITFOTOBOTO AJIbJICTI Y. Llepamin
Ha cxemi mogani ciajioBaHi

TaHTIio3uan (TOOTO TaKi, IO

3B’s13aHi 3 N-aneTmiHenpami- Coinrosun

HOBOIO KHCIIOTOI0O — NeuAc).  Puc. 15.4. TlocaiioBHicTs eranis karaGosizmy riikociHrominiais.

Hepaminaza
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I'eneruuni anomauii MmetadoJ1i3mMy cinrosiniais

CriafikoBi XBOpOOH, TIOB’s13aH1 3 aHOMAJIbHUM HAKOITMUEHHSIM B TOJIOBHOMY MO3KY
Ta HIIUX TKAaHUHAX CIHTOMIIMIJIB Ta MPOLYKTIB X METa00III3MY, CTPYKTYPHUM KOM-
IIOHEHTOM SIKHX € yepamiou, OTPUMAIIA Ha3By cineoninioosie. CPIHroMIMi 03U €
SH3UMOTIATISIMU 3 KJIaCy 1inido3is, 1o, MOIIOHO 10 2riko3udo3is (Tnasa 13), HanexaThb
70 “Ii30COMaJbHUX XBOPOO”, CIPUUMHEHUX TCHETUYHUMU Je(eKkTaMu B CHHTE3I
MEBHUX T1APOTITUYHUX PEPMEHTIB KaTaboi3My CKIaIHUX O10MOJIEKYIL.

Haii0ip11 mommpeHnMU € Taki CQIHrOMIIi03H:

Xeopooa Himana-ITika — cdinroninigos, CipuunHEHUH TOPYIICHHSM CHHTE3Y
cpineomieninaszu, MO CyIPOBODKYETHCSI HAKOITMYCHHSM Y TOJIOBHOMY MO3KY, CEJIE31HII
Ta TEYiHII XBOPHUX c@hineomicniny. XBopoOa MPU3BOAUTH 10 3aTPUMKHU MCUXIYHOTO
PO3BUTKY Ta CMEpPTi B pAHHBOMY JUTAYOMY Billi.

Xeopooa Tes-Caxca (2anzniozudos G,,) — reHeTH4Ha XBopoOa, CIPUIUHEHA Jie-
(eKTOM y CHHTE3I eexco3aminioasu, Mo BiIIIETUIIOE TepMiHANbHIA N-aleTuiranak-
TO3aMiH BiJ 2aHanio3udy GMZ, SIKUU B aHOMAaJIbHUX KUIBKOCTSIX HAaKOIUYY€ETHCS B
TOJIOBHOMY MO3KY. XBOP00a MPOSIBIAETHCS 3aTPUMKOIO PO3yMOBOT'O PO3BHUTKY, CJIIIO-
TOI0, HEBPOJIOTTYHUMH PO3JIajaMH, Makpoledaiclo; cMepTh XBOPHX JiTei 3BUUaitHO
HacTae y Bitli 3-4 pokiB. Leit cinronimnizgo3 HaROLIII MOMMPEHUA Cepel] CTHIYHUX
eBpeiB — BuxiwiB i3 LlenTpansaoi ta CxigHoi €BponH, e 4acToTa XBOpoOH, 30Kpema
B monyssiii eBpericbkoro Hacenenus CILIA, nocsrae 1 Bunmaaky Ha 3600 HOBO-
HapOKEHHUX.

I'anzniosuoos G, — cinHrominiyo3, Mo CIPUYMHAETHCS HOPYUIEHHAM CHHTE3Y
Ti30CcOMaNbHOI B-eanakmosudasu, iKa BiJIIEILIIOE TePMiHATBHUMN 3aJIMILIOK FaJaKTO31
B rannmiosuni G, i keparancynb@arax (Tabmuns 13.3) i3 HAKOMMYEHHSM Yy HEPBOBH
CUCTEMI BIAMOBIJIHUX CIOJYK. 32 KIJIIHIYHOK KapTHHOIO TaHTIIIO3U103 — XBOpoOa,
Onm3bka 10 xBopoou Tes-Cakca.

Xeopooa Iowe (2nrokouepedpo3udnuil 1inioo3) — cIHTOMINI 103, TCHSTUYHHI
JeEeKT NpHU SIKOMY TIOJISATa€ B HEJIOCTATHROMY CUHTE31 antoKkoyepebposudazu — dep-
MEHTY, 1110 BIIIIETUTIOE 3AJTUIIIOK TITFOKO3H BiJT MOJICKYJI 2IH0KOYepeOpo3Uie, IKi HAKOTIH-
YYIOTBCSl B PETUKYJIOCHAOTENaNbHIH cuctemi. [latonorist Mae moniMophHy KITiHIYHY
KapTUHY 1 TPOSBISETHCS CIUICHOMETaJi€0, 301IbIICHHSIM MEUIHKH, YPaKCHHIM
KiCTKOBOT TKaHHHH, HEHPOTATIsIMU.
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['NTABA 16. METABOJII3M JIIIJAIB
III. OBMIH XOJIECTEPUHY. TPAHCHOPT JIIIIJAIB

Baxxnmse micte y (izionorii Ta matoorii JOIUHA Mocitae MeTaboi3M JimiB i3
KJIacy cTepoiniB. XojaecTepol (XonecTepruH) — OCHOBHHIA MPEICTABHUK CTEPUHIB TBa-
PUHHOTO TTOXOKEHHS, TPAHCIIOPT Ta OioTpaHchopMarris SKoro OB’ si3aHi 3 00OMiHOM
THIIINX CTEPOIIiB, € CIIOYKOI0, HEOOXiTHOFO [Tl HOPMAJIbHOTO (hyHKITIOHYBaHHS KIIITHH,
niaTpuMaHHs (i3M4HOrO cTaHy 6ioMeMOpaH, yTBOPEHHS PEYOBUH TOPMOHAIBHOT [Iii.
[Mopy1eHHs TpaHCIOPTY XOJIECTEPUHY Ta TPUALMIITIIIIIEPOIIB € IEPETyMOBOO BUHHK-
HEHHsI 0araTboX BaKKHUX XBOPOO JTFOIMHH.

16.1. BIOCUHTE3 XOJECTEPUHY

XoJecTeprH — CTEPOil, 0 BUKOHYE BaXKIIMBI CTPYKTYPHI Ta pETYIsSTOPHI (QYHKII,
BXOJISIYH IO CKJIa/Ty GioMeMOpaH Ta BUCTYTIAFOYH IONIEPEHUKOM Y CHHTE31 (hi310I0r9HO
aKTHBHUX CIOJIYK Pi3HUX KJaciB. JKeperaaMu XonecTepuHy Ul OpraHi3My JIOAUHU €
Hioro 6i0cHHTE3 1 HAAXOHKEHHS 3 IPOLyKTaMH XapuyBaHHs TBAPMHHOIO TOXOPKCHHSI.

Yeboro 3a 100y B OpraHi3Mi JJOPOCIIOT JIFOJIMHU CUHTE3Y€EThCsI B cepetabomy Bif 0,5
1o 1,0 r xonmectepuny, 3 ixeto Hagxoauts 0,3-0,5 T (B neskux Bumnaakax — 1o 1,0-1,2 1)
XOJIECTEpUHY. 3MaTHICTh O CHHTE3Y XOJIECTEPHHY MalOTh yCi KJIITHHH TBAPHUHHOTO
TTOXO0KEHHS, 38 BUHSTKOM 3pUTHX epuTporuTiB. [ IpoTe HalibOiIbIIa KiTbKICTh €HIIOTeHHO-
ro xonectepuny (Bix 50 1o 80 %) cuHTE3y€eThCs B IEHIHLI, PEILITa CTEPOITY YTBOPIOETHCS
B kumredHuKy (10-15 %) Ta B mkipi (0mm3eko 5 %). Came B KIIITHHAX TIEYiHKH Ta CITH-
30BOT 00OJIOHKH KUIICUHUKA CTEPOJI CHHTE3Y€EThCsl HE TUTBKHU JJ1s1 BIACHUX MOTPeO, a i
“Ha excropt’”.

[NonepennnkoM y 6GiocuHTE31 X0necTeprny € aneTuia-KoA, SsKuil yTBOPIOEThCS IPU
OKHCIICHHI TJTFOKO3H 33 PaXyHOK OKHCITIOBAIILHOTO JeKapOOKCHITIOBAaHHS MipyBary abo
npu -OKUCIICHH] )KUPHHUX KHCIIOT.

@epMeHTATHBHI peakuii CHHTe3y X0J1eCTepUHY

BiocunTes xonecrepruHy BigOyBaeThCs B IIMTO30JT1 KITITHH 1 HOTO TTepiiIi eTamn moJisira-
10Th B yTBOpeHHi 3 anetuia-KoA B-rinpokcu-B-metnnrnyrapun-KoA (B-T'OMK) 3a
MexaHi3MaMHu, 10 Oy/M pO3IVIsIHYTI B 1aBi 14:

2 anetri-KoA — aneroanernin-KoA —= f-I'OMK

ITpu cipsiMoBaHOCTI TIporiecy B Oik GiocunTe3y ketoHoBux Ti1 B-I'OMK po3iueruito-
€ThCS MITOXOH/IPIaIBHOKO JTia30F0 3 YTBOPEHHAM areroarierary. B pasi serymy B-IT'OMK
Ha METa0OMuHUIA NUIAX OI0CHMHTE3y XOJEeCTepHHY BiOyBalOThCS Taki OioximiuHi
peaxiit:

1. Bignosnenns B-I'OMK 3 yTBOpeHHAM Mesanonosoi kuciomu. Peaxis Kkaraii-
syetbes HAJI®OH-3anexuo010 B-I'OMK-pedykmasoio:
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GHs @
HOO C—CH,~C~CH,~C~ S-KoA + HAJIOH + H W@ —
OH
cH,
— HOO C—CH,~C~CH,~CH,~OH + HAJ® " + KoASH
OH

MeBanoHOBa KUCJIOTa

B-TOMK-penykrasa € peryasTopHuM (epPMEHTOM, aKTUBHICTH SIKOTO TAlIbMYEThCS

KIiHIIEBUM IPOJYKTOM I[OTO OI0CHHTETUYHOIO IIISIXY — XOJICCTCPUHOM (CHIOTCHHOTO
a00 €K30reHHOTO, AIETAPHOTO MTOXOKEHHST).

2. YTBOpEHHS 3 MEBAJIOHOBOT KUCIIOTH 130MPEHOITHIX OIMHHUIIb.

Iporiec BinOyBaeThCs B IKiIbKa CTaIii 1 BKIIIOYaE B cede:
2.1. AxtuBaliiro MeBasioHaty 3a yuactio ATD 3 yTBOpeHHIM nipogochomesanonosoi

Kuciomu.
cH
HOO C—CH,=C~CH,~CH,—OH + 2AT® ——=
OH
(I:H3 1 1
—= HOO C—CH,~C~CH,~CH,~0—P-0—P—OH + 2A/®
OH OH OH

ITipodocdomeBanonosa kucnora

2.2. JlexapOokcmtoBanHs mipodocdomMeBaoHaTy 3 YTBOPEHHSIM i30NeHMeH-
nipoghocchamy (“akTUBHOTO i30TpeHy’’) Ta WOTO i30MepHOI dhopmu — 3,3-Oumemu-

aninnipogocamy:

GHa e 9 2
HOO C—CH,—C~CH,~CH,~0~P-0—P—OH
OH OH OH
(I:H3 1 1
- H2C:C_CH2_CH2_O_II)_O_I|)_OH -
OH OH
[3onentenimmipodocdar
(I:H3 11 1
- H3C—C=CH—CH2—O—II’—O—II’—OH
OH OH

3,3-Aumermnanimmipodocdar

3. Konpencaris i sstuBymienieBux (5 C) mipodochoprinboBaHNX 130MPEHIB 3 yTBOPEH-
HAM TpUALATHBYITTEEBOTO (30 C) ByIeBOIHIO TepIIEHOBOI CTpyKTypH —ckéanery (C, H, ).
Le#t GararocrajiiiHuii Tipoliec BKIIOUaE B ceOe YTBOPECHHS MPOMIXHHUX MeTabo-

JITIB TOJNI130MPEHOIAHOT CTPYKTYPH 1 Mepebirae 3a Tako CXeMOI0:
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3.1. 3,3-qumermnanimipodocdar (5 C) + i3onenreninmipodocdar (5 C) —=

— repaninmipodocdar (10 C);

3.2. repaninmipodocdar (10 C) + izomenreninmipodocdar (5 C) —=

— (hapuesmmmipodocdar (15 C);

3.3. 2 ¢apuesunnipodocdar (2 x 15 C) + HAJI®H + H*— ckBasien (30 C)

4. [ukmizarist i30MpeHOIIHOTO JIHIHHOTO BYIJICBOIHS CKBaJICHY 3 yTBOPEHHSIM CTe-
poimHuxX Monekyn (MOXiTHUX IUKJIONEHTaHepriapogeranTpeny). [lonepeaankom
XOJIECTEPUHY € LIUKITIYHUHN BYTJICBOJICHB IAHOCEPUH:

4.1. ckBaJieH — CKBaJIeH-2,3-eTOKCH]] — > JJAHOCTEPOJI (JITAHOCTEPHH )

4.2. manoctepoi (30 C) — xonecrepon (27 C)

3a3HaveHi peakilii BKIIFOYaroTh y ce0e Ipo-
[eCH eTOKCUAALlll, OKUCHOTO T1JIPOKCHITIO-
BaHHS, ICMCTUITFOBAHHS! 1 KaTaJli3yroThes pep-
MEHTaMH 3 KJIaCy MOoHOOKcuzenas (Mikpoco-
MATbHUMU OKCULEHA3AMU MIULAHOT QyHKYIT),
110 BKJTFOYAIOTh y cebe uroxpoM P-450 1 mo-
TpeOyroth HasiBHOCTI HAJI®H Ta kucHio.

CymapHe piBHSIHHSI 010CHHTE3y XoJecTe-
puny (C,,H,O) 3 anerun-KoA moxna no-
JaTH TaKUM YAHOM:

18 CH,CO-SKoA + 13 HAJI®H + 13 H' +
+30,+ 18 AT® —» C, H, 0+ 13HAJI® +
+18 KoASH+ 9 CO,+ 18 AI®+6 H,P,0, +
+6 H,PO, + H,O

3arampHa cXema CHHTE3y XOIIECTEpUHY
rnonaHa Ha puc. 16.1.

Perynsinis OiocuHTe3y X0JIECTEPHHY

JIiMITYIOUMM €TaroM y mpoteci 6i0cuH-
Te3y XOJECTEPHHY € peaKilisi yTBOPECHHS
mesanonary 3 B-T'OMK, 1o karamizyerbes
B-TOMK-penykra3oro. I'abMyBaHHS HIBUI-
KOCTI [IPOLIECY 3AIHCHIOETHCS 32 IPUHIIUTIOM
HETaTUBHOTO 3BOPOTHOTO 3B’SI13KY, KOJIM HAKO-
NMYEHHS KiHIIEBOT'O MPOAYKTY aHAOOIIYHOTO
LITSIXY — XOJIECTEPHHY 3MEHIIY€ ITBUAKICTD
HOro yTBOpEHHS.

Arneroanetmin-KoA

[ Auion |

B - TOMK

MeBasionar

I3onelHTeHiJ1 —@)—@

Jinvetnanin —@)—@)
Tepanin —@)—@)
Dapresn

CkBajicH

<—I<— -

Jlanocrepun

XonecrepuH

Puc. 16.1. MeTtat6oaiuna kapra 0iocuHTe3y
XO0JICCTCPHHY.

Inriditopom GepMeHTy € XOJIeCTepUH a00 XOJIECTCPUHOBMICHUN JIMONPOTEiH
JITTHILL (nuB. Hrokue). BiAMOBIAHO 10 TAKUX MEXaHI3MiB, CIIOKUBAHHS XOJICCTEPHHY
3 DKEI rajibMye HOro yTBOPEHHS B TEUiHIl, a 0e3XO0JeCTepUHOBA JIi€Ta, HABIIAKH,
AKTUBYE CHJIOTCHHUN CUHTE3 XOJIECTEPUHY B TeNaTOIUTaX.
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Morekysspai Mexanizmu perysiiii B-I'OMK-penykra3Hoi peakilii BKIFOYarTh y
ceOe sik KoBaJIeHTHY Monudikaitito epmerTy (pochoprunpoBana popMa — HEaKTHBHA,
a neocopriiboBaHa — aKTHBHA), TAK 1 BIUTUB 010XIMIYHIX MOIYJISTOPIB HA IIBH/I-
KicTh cHHTE3Y ((pepMeHTHa 1HIyKIIig) abo aerpajamiro GpepMeHTy.

[HCyJIiH Ta TOPMOHM IIUTOBUIHOI 321031 30UIbLIYIOTH akTUBHICTE B-TOMK-
peayKTa3u, a IIOKAaroH Ta IIIOKOKOPTUKOIIN — 3MEHIIYIOTb.

16.2. BIOTPAHC®OPMALIA XOJECTEPUHY

XosecTepuH, 0 CHHTE3yBaBCS B OpraHi3mi, a0 HaIIHIIOB i3 IPOIYKTaMHU Xap-
YyBaHHS, T1JIATa€ YUCIICHHUM METa0O0JIIUHUM MIEPETBOPEHHSIM — biompancgopmayii,
B Pe3yJIBTaTi 40r0 yTBOPIOIOTHCS 010JI0TIYHO aKTHUBHI CIIONYKH CTEPOiAHOT IPUPOJIH, a
TAKO’K CTBOPIOIOTHCSI YMOBH JIISI €KCKPeIlii Ha/TUIIIKIB CTEPOITY.

[Nepimm etanom NepeTBOPEHHs BUILHOTO XOJIECTEPUHY € YTBOPEHHS Horo edipiB —
XOJICCTEPU/IIB; 30UIBIICHHST aKTUBHOCTI Peakiliii 010CHHTE3y XOJIECTEPUHY CYIPO-
BOJKYETBCS 3pOCTAaHHSM IIBHUIKOCTI Horo erepudikarii.

ETtepugikauis xonecrepuny
IlepeBaxkHa yacTHHA XOJIECTEPUHY TKaHUH 1 On3bK0 65 % XonecTepuHy I1a3Mu

eTepr(iKOBaHO BUIIMMH JKHPHUMH KHcIToTaMu B monokeHHI C-3. CuHTe3 edipiB
XOJISCTEPUHY B IJ1a3Mi KPOBI Ta B KJIITHHAX BiJI0YBAa€ThCS 32 PI3SHUMHU MEXaHI3MaMHU.

1. 30BHIIIHBOKIIITHHHA eTepU]iKallis XOIECTEPHHY 3MIHCHIOETHCS (PEPMEHTOM
neyumun (Qocamuounxonin)-xonecmepun-ayurmparcgepazoio (JIXAT) nnazmu.
JIXAT karaiisye peakiito HepEeHECEHHs AlMILHOTO 3aIMIIKy 3 2-10 (B-) monokeHHs
(hocdarnanaXomiHy Ha TiAPOKCUIIBHY TPYITy XOJIECTEPUHY:

xonectepon + (ocharummrkonin —= xonectepon-edip + mizodocharnauaxorin

st erepudikallii XonecTepruHy BUKOPUCTOBYIOTHCSI HEHACHYEH] KUPHI KHCIIOTH:
JIIHOJIEBA Cio (TIepeBaykHO) Ta OJIETHOBA Crr HaifGimp1r akTHBHO peaxitist Bi0yBa€eThCs
B sinonporeinax kposi JINIBU] (muB. po3min 16.3).

2. BHyTpilIHBOKITITHHHA eTepudiKallist XoJIleCTepruHy Mepedirae 3a yqacTio ayui-

KoA-xonecmepun-ayunmpancpepazu (AXAT):
xonecrepon + anni-KoA —> xonecrepon-edip + KoA-SH

AXAT BuxopucToBye aist erepuikanii xonecteputy anmi-KoA pisHoi npupoan,
HaNOIIbIl AKTUBHO — 3aJIMIIKK OJIEIHOBOT KUCIOTH. PEepMEHT JIOKaIi30BaHUN y
MeMOpaHaxX eHA0TIa3MaTHIHOTO PETHKYTyMa (MiKpOCOMHIHN (pakilil) KIIITHH MEYiHKI
Ta IHIIMX OPraHiB — HaJHUPKOBUX 3aJ103, KUIIEUHHKA, IKIpH TOI0. Di3i0JI0Ti4HO0
¢dyskmieto AXAT € cTBOpeHHS BHYTPIITHBOKIITHHHUX PE3EPBIB XOIIECTEPUHY, KU
micas gaeetupudikarii cremiaTbHUMHI ecTepa3aMu, MOXKe BUKOPHCTOBYBATHCS IS
CUHTE3y XOBUHHMX KHCIIOT, CTEPOIAHMX TOPMOHIB HAAHHUPHUKOBHUX 3103, CEKC-
TOPMOHIB, BiTamiHy D, Ta Oro noxiaHux.

lasixu 6ioTpancopmaiii xojiecTepuny

biorpancdopmariist xoecTepuHy B iHII G10J0T19HO aKTHBHI CIIOIYKH CTEPOITHOL
MIPUPOIH 3IHCHIOETHCS 32 PaXyHOK BBEICHHS B MOJIEKYIY CTEPOTY JAOMATKOBHX
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TiIPOKCHITBHUX TPYTI Ta peakiliii Momudikalii B 6ivHOMY JiaHIr031. Peakiii okncHOTO
TiIPOKCHUIIFOBAHHS CTEPOiMiB KaTalli3yloThCs GEepMEHTaAMH MOHOOKCUSEHAZAMU
(oxcueenazamu miwanoi QyHxyir).

CymapHe piBHSHHSI [TPOLIECY OKUCHOTO I IpOKCHITIOBaHHA XonecTepuny (RH), sixuii
BiIOyBa€ThCS MTPHU CHHTE31 HOTO 010JIOTIYHO aKTHBHUX ITOX1THUX, Ma€ BUIIISI:

RH + O, + HAJI®H + H"—>=R-OH + H,0 + HAJI®"
[Iporiec nepedirae 3a yyactio ruroxpomy P-450 y MemMOpaHax eHI0TUIa3MaTHYHOTO

PETHKYITyMa renaronuTiB (“MiKpocoMaIbHE OKUCIEHHS ) 200 B MITOXOHIPISAX HAIHUP-
HHUKOBHUX 32103 T KJIITHH CTaTeBHX 3aJI03.

1. Biocunmes j#cogunux Kuciom.

YV renaronurax XoJleCTepHH MEPETBOPIOETHCS HAMCOBUHT KUCIOMU — BAXKITHBI KOM-
MIOHEHTH JKOBYi, 10 OEPYTh Y4acTh y MepeTpaBIeHH] XapuoOBUX KUPIB Y KHIICYHUKY
JIFOITMHH 1 TBAPHH. CH,

JKoBuHI KUCIIOTH € T1IPOKCHILOBA-
HUMHU TOXITHUMHU XOJIAHOB0I KUCIOMU,
JI0 HUX HAJIe)KaTh TaKi CIIONYKU: X01€8d
(3,7,12-TpHOKCHXOTIAHOBA), OE30KCUXO-
nesa (3,12-110KCUXOJIAHOBA), XeHOOe3-
okcuxonesa (3,7-110KCUX0TaHOBA) Ta
qimoxonesa (3-0OKCUXOJaHOBA) KUCIIOTH.

XoseBa Ta XeHOE30KCHUX0JIeBa KHC-
J0THU (nepeunHi IKOBUHI KUCIIOTH) YTBO-
PIOIOTHCS B TICHIHIII TPH TiTPOKCHITIO-
BaHHI [IUKJIOTNICHTAHIIEPTiIpod)eHaHTpe-

HOBOTI'O IMKITY Ta HaCTKOBOMY OKUCJICHHI "
HO

|
CH—CH,—CH,—COOH

XoJ1aHOBa KUCIIOTa

B OOKOBOMY JIAHIIF031 MOJICKYJIH XOJIeCTe-

.

iy HAJI®OH + H
[eprM eTaroM y 610CHHTE31 )KOBY- Xozectepon 0,

HHX KHCJIOT € 70L-TiZApOKCHIIOBAHHS .

XOIIeCTEpHHY, 10 KaTalisyeTbes dep- HAI®

MEHTOM MeMOpaH €HJI0ILIa3MaTHYHOTO
pEeTUKyIIyMa 70L-2iopoKcunaszoro, sKui €

ofHi€ro 3 i30opM muToxpomy P-450 Ta ‘
¢ynkuionye 3a yuactio HA JI®H, kucHio

ta Bitaminy C (ackopOiHOBOT KHCIIOTH). O

7o-Tingpokcuiaza — peryisiTOpHUiA

(dhepMmeHT, 1m0 € akTUBHUM y (ocdo- HO
PWIbOBAHIN 1 MaJIOAKTUBHUM — B JIe-
(hocdoprbBaniii popmi. JKoBuHI KUCTOTH — KIHIIEBI TPOYKTH IIHOTO META0O0IIYHOTO
HIISIXY — MPUTHIYYIOTh aKTHBHICT (DEPMEHTY 3a PUHIIMIIOM HETaTUBHOTO 3BOPOT-
HOTO 3B’SI3KY.

[Ticnst yTBOpeHHS 70l-TiAPOKCHXOJIECTEPOTY IUIAX OIOCHHTE3Y YKOBYHUX KUCIIOT
JMXOTOMIYHO PO3TATYKYEThCS: OJTHA 3 TLIOK BEJE A0 YTBOPEHHS XOJIEBOi KHCIIOTH,

OH
7-0-I'impoxcuxonecTepon
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JpyTa — XeHOJe30KCcHXo0JeBoi. Lli croimykn HaaXoaATh i3 TeMaTOUTIB y )KOBYHI KaITi-
JIPY 1 ICTIOHYIOIOTCS B )KOBYHOMY MIXypi, HAIXOIISTYH 3 HHOTO JI0 TOPOXKHIHH JIBAHAI-
nsTumnanoi kumku. [pu nii pepMeHTiB MiKpoOpraHi3MiB, 110 MiCTSATHCS B KUIIIEUHUKY,
YTBOPIOKOTHCS 8/OpUHHI JKOBUHI KHCIIOTH — JIE30KCHX0JIeBa Ta Jitoxonesa (puc. 16.2):

XonecrepuH
XoneBa KucioTa XeHOe30KCUX0JIEBA KUCIIOTA
(3,7,12-TpruoOKCHX0TaHOBA) (3,7-niokcuxoaHoBa)
Jle3okcuxomeBa KUCI0Ta Jlitoxonera kucnora
(3,12-niokcuxomaHoBa) (3-okcuxosaHoBa)

Puc. 16.2. Cxema yTBOpeHHs ;KOBUHHMX KHCJIOT i3 X0JIeCTepUHY.

OCHOBHUM, TIOJIO KIJIBKOCTI, MPEICTABHUKOM JKOBYHUX KUCJIOT Y KOBYI1 JIFOJIUHU €
XO0JIeBa KUCIIOTa, sika Oepe ydacTh B eMYJIBI'YBaHHI JKUPIB y KHIICUHUKY Y BUIIISAL
HATPIEBOT Ta KAJIIEBOT COJICH 1T KOH FOrOBaHUX (POPM — 21iKOX01€601 Ta maypoxXoneol
KHCJIOT. [J1iKoXomat i Taypoxonar MiCTSTh B CBOIl CTPYKTYpi TiapodinbHi (paauKaim
DIILUHY Ta TaypHHY) Ta riapodoOHi (cTepoinHe sIpo) MOIEKYSIpHI TPYIIH, 1 3aBISIKH
cBOil aminaTuyHii OyI0BI € BUCOKOAKTUBHUMH JICTEPICHTAMH, 110 HEOOXIIHI JIJIst
EMYJIbI'YBaHHSI )KHUPIB Y KUIICYHHKY.

CH 0 _________
OH CH CH,-CH,- C NH "CH,-COO i
CHS ninmu
OHC CH CH,—CH-COOH _ CHj
CHy OH CHj

FﬂlKoxoneBa KHCJIOTa OH CH—CH2 CH2 NH CH,-CH,- 803]

Ho/ OH \ Taypun

XoseBa KucioTa CHj

TaypoxoneBa KHCII0Ta

Xonesa KucnoTa Ta i KOH ForoBaHi (hOpMy — DITKOXOJIAT 1 TaypoXoJar.

2. biocunmes cmepoionux 20pmonie

CrepoinHi TOPMOHH MICTSATh Y CBOEMY CKiaji 21 (KOPTHUKOiIH, TPOrecTepoH) i
meHIe (19 — aagporenu, 18 — ecTporeHu) aToMiB ByIVICIIO, TOMY iX YTBOPEHHS 3
C,,-crepoiny XOJCCTEPHHY BKITIOHAE, KPiM OKHCHOTO TiAPOKCAITIOBAHHS, 1 O3IICTIICHHS
BYIVIEBOAHEBOI0 O14HOTIO JIAHLIOTa, PEAKLii OKUCIICHHS, BITHOBJICHHS Ta 130MepH3aLlii.
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[lepmmuM eTanoM Ha LUIIXY CHHTE3Y 3 XOJIECTEPHHY CTEPOiJHUX I'OPMOHIB
HaJJHUPKOBHX 3aJ103 (KOPTHKOCTEPOiiB) € yrBopeHHs C, -cTepoiny npeznenonomny —
0e3MmoCcepeIHbOro MOMEPEHUKA TIporecTareny npozecmepony (C,)), AKui y KIiTHHAX
HA/IHUPKOBUX 3aJ103 MEPETBOPHOETHCS HA KOpTUKOCTEPOiaH (C,,): MIIOKOKOPTUKOL]
Kopmu30/1 Ta MiHEPaJIOKOPTHUKOI anb00CmepoH.

T'opMOHM 40NOBIYMX Ta *KIHOYMX CTATEBUX 3aJI03 TAKOXK YTBOPIOIOTHCS 3 XOJIeCTe-
PHHY Yepe3 CTalito IPETHEHOIOHY Ta IPOreCTEPOHY, AKUH Y IIMX OpraHax MepeTBOpIO-
€Tbest B 1 7-0l-2iopokcunpozecmepon. — nonepeanuk anaporeny (C,)) — mecmo-
cmepony Ta ectporedis (C ) — ecmpony Ta ecmpadiony.

3. biocunmes gimaminy D .

ITepeTBOpEHHs X0NM€CTEPUHY Y BiTaMi D, — xonekanbuudepon — norpebye pos-
IIETUIEHHS KUTbL IMKJIONEHTaHIEPTiApO(EHaHTPEHY 3 yTBOPEHHAM NPOBiTaMiny D,
SIKWAH TiUIATaE PEaKIlisiM OKICHOTO TiIPOKCHITIOBAHHS 3 YTBOPEHHSM O10JIOTiHHO aKTHB-
HOT opmu BitaMiny — 1,25-0uciopokcuxonexansyugpepony (kanvyumpiony). buibi
IeTanbHO nporec 6iocuuTesy Bitaminy D, Ta Horo akTuBHEX (hopm Gysie po3rIsHy THi
y miaBi 25.

Cxemy 6ioTpaHcdopMaIlii XoJecTeprHy 3 YTBOPEHHSM KOBUHUX KHCIIOT Ta 0610J10-
TiYHO aKTUBHUX CTEPOIiB IMOJaHo Ha puc.16.3.

Xonecrepon (C,)

7-o-T'inpokcuxonectepon  Ilpernenonon (C,) Biramin [1,(C,,)
[Iporecrarenu
Xosnesa XeHozes- (mporectepoH)
kucyora (C,)  okcuxonesa <)

kucora (C,,)

Kopruzon (C,)) 17-o-T'igpokcunporecTepon

Koprukoctepon / \

(C,) Annporenu (C ;) — Ectporenn (C ;)

Ambniocrepon (C,))

Puc. 16.3. Mera6oJiiuHa kapTa 0ioTpancdopmanii xonecTepuHy.

Exckpenis xojiectepuny 3 opratiamy

3a paxyHOK €HJIOTEHHOTO CHHTE3y Ta BCMOKTYBAHHS 3 KUILIEYHUKA ITYyJ XOJecTe-
pHHY B OprasiaMi Mir 6u 1mono0oBo 30inbiryBatucst npudnmsHo Ha 1 1. Lpomy mpo-
TUIIIOTh PeaKiil BUBSCHHS XOJIECTEPUHY 3 OOMIHY HUISIXOM HOTO MEPEeTBOPEHHS B
IHIII CTEPOIIM Ta €KCKPEIIil 3 OpraHizMy 3 (ekaisimu.
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[Insaxu eKcKperii XomecTepuHy:

1. BuBenenns y popmi ®oBIHMX KUCIOT. B opranizmi mocTiiHO UPKYITIOE (B TIPO-
Ieci eHTeporenaTuyHol UPKYJIALIT) OMU3bK0 3-5 T )KOBYHHMX KUCIIOT; IEBHA YaCTHHA
i€l kinmpkocTi (10 500 Mr/n00y) He BCMOKTY€ETHCS 1 BUBOJAMTHCS 3 OpPTaHi3My.

2. BuBeneHHs y Gopmi konpocmarony — NPOAYKTY, IO YTBOPIOETHCS 3 XOJeCTe-
PHHY B HIKHBOMY BiJIUTI KMIIEYHHUKA TMiJ] Ti€F0 )EPMEHTIB KHIIKOBOT MiKPOQIIOPH.
Lum muisxoM eKCKpPEeTYEThCsl Ta YacTHHA XOJIECTEPHHY, sika He a0copOyeThes B
KHIICYHUKY.

3. BuseneHHs y ¢popmi HEMTpaJbHUX CTEPOIiB — KiHIIEBUX METAOOIITIB CTEpO-
iTHUX TOPMOHIB.

[NopymeHHs TMHAMIYHOT piBHOBAark Mk POIIECaMH, 110 TIOCTAYal0Th XOJIECTEPUH
Ta BUBOJATH HOTO 3 OpraHi3My, IIPU3BOAUTH J0 HAIMIPHOTO HAKOITMYECHHS CTEPOIy B
KIIITHHAX Ta EKCTPALIETIOISIPHIX IIPOCTOPAX — KITIHIKO-010XIMIYHOTO CHHIPOMY XOJ1e-
cmepurosy (FO.M.Jlomyxun, 1983), mposiBamMu sSKOTO € ciMeiHi (cmaakoBi) rimep-
XOJIECTEpUHEMIT Ta aTepOCKIIepPO3.

16.3. TPAHCHIOPT TA JENOHYBAHHSA JIIIIIIB.
JIMOMPOTEIHA IIJIASMU. TIINEPJIIIIONPOTEIHEMII

I3 mpomykTamu XxapayBaHHS 0 OpraHi3My JIFOIMHHI HaIXO/ISATH JIITi TN PI3HUX KJ1aciB, a
caMe: TPUALWIITILEPOITH (10 CKIIaal0Th OCHOBHY Macy Xap4OBHUX KUPIB); BUTbHHI XOJIe-
CTEpHH Ta Horo edipH 3 JKUPHUMH KHCIIOTaMH (XOJIECTEPH/IH ); CKITA THI JTiTTi v (TIepeBayKHO
niirepodocgortimnim).

JeranpHO 6i0XIMIYHI MEXaHI3MH TTepeTpaBIeHHS JiMiiB Pi3HAX KJIACIB Y IMLTYHKOBO-
KHUILIKOBOMY TPAKTi JIFOAUHU OyIyTh IONaHi B aBi 26. Y naHOMY pO3Miii PO3IISTHEMO
OCHOBHI TIPOIIECH, IO CTOCYIOThCS OI0TPAHCIOPTY TPUAIMIIIIIIIEPOITIB Ta XOJIECTEPHHY,
SIKUH TIOYMHAETHCS 3 a0COPOLIT IMX JTIMiZIB CITM30BOI0 00O0IOHKOIO KUIIICUHHKA.

ITix miero maHKpeaTHYHO1 . 7ina3u Ta 3 y9acTIO HCOGUHUX KUCTOM, SIKI BAPOOIISFOTHCS
B IICHIHIIi, TPUAIMITIILIEPOIH MPOAYKTIB XapayBaHHS PO3IICILTIOIOTHCS 3 YTBOPCHHSIM
2-moHoayuneniyeponie (MOHOTIIIIEPU/IIB) Ta ABOX MOJIEKYJI BITHHUX KUPHUX KUCIIOT,
10 MOYKHA TIOJIaTH TaKUM CYMapHHM PiBHSHHSIM:

O

1
CHz_O_C_Rl CHZ_OH

ﬂ I R, - COOH
CH_O_C_R2 + 2H20 —> CH_O_C_R2

0 | R; - COOH

CHZ_O_g_R:; CH2_OH
3a3Ha4yeHi MPOAYKTH TiAPONI3y (BHIII XKHUPHI KACIOTH, MOHOIIIIEpHH) a0copOy-
I0ThCS KIIITHHAMH CITU30BOi OOOJOHKH TOHKOT KHIIKHU (€HTEPOLUTaMH). XO0JIeCTepUH
MPOAYKTIB XapyyBaHHS BCMOKTYETBHCS Y BUTBHOMY CTaHy, XOJICCTEPUAN — MiCIs
BIJITIOBIIHOTO TiJIPOJII3Y XOIECmepoNecmepasoio.
YcepeanHi €HTEpPOITUTIB IPOAYKTH T1IPOITi3y TPHANMITITILEPOTiB, IO BCMOKTAJINCS,
0epyTb y4acTh y JBOX OiOXIMIYHUX TpoIlecax, SKi € MepeyMOBOIO IMOIATBIIOTO
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HAIXOIDKCHHST HEUTPAIBHUX JKUPIB Yy KPOB, O10TPAHCTIOPTY Ta X TKAHUHHOTO JIETIO-
HYBaHHS, a came:

— peeTepudikarlii BUIINX KUPHUX KACIOT 3 YTBOPEHHSIM HOBUX MOJIEKYJT TPHAIIHII-
DJTIIEPOTiB;

— (popMyBaHHS TPAHCHIOPTHUX (OPM TPHALMITIIIICPOITIB — XLIOMIKPOHIG.

PecunTte3 TpHanMINIiLepoJIiB B eHTEPOLUTAX

OCKITbKHY 2-MOHOALMINIIILEPOIN € OCHOBHUMH MPOLYKTaMH TiAPOIIi3y TpHALHII-
DJTIIEPOITiB, IO a0COPOYIOTHCS EITiTeNONUTAMI KAIIEYHHKA, peeTepr]ikalis )KUPHUX
KHCJIOT YCepeanHi WX KINTHH Tepedirae MoHo2niyepuoHum uLisaxom, Mo BKITIOYAE
TaKi peaxiii:

1. YTBopeHHs 1,2-MOHOAIMATIINEPOIIB (peaKilisi KaTali3yeThCsl KAIMKOBUM
bepMeHTOM MoHoayunaniyepon-ayunmpancghepasor):

i
CHZ_OH CHZ_O_C_RI
O o

I I
CH—O0O-C—R, +R;—CO~SKoA —>= CH—O-C—R, + HSKoA

CHZ_OH CHZ_OH

2-MOHOAIIITIIEPOIT 1,2-Miauunmmineposn

2. YTBOpEHHS TPHALMIITIIIEPOITIB 32 YUaCTIO diayunziiyepoi-ayuimpancgepasu:

0 0
1
CH,—0-C—R; CH,—0-C—R,
O 0
I
CH—O-C—R; +R3—CO~SKoA — CH—O—-C—R, + HSKoA
‘ 0
Il
CH,—OH CH,—O0—C—Rj;
1,2-Jliarurineporn Tpuarpnriineporn

YTBOpeHHs XiTOMIKpOHIB

TpuarmTinepoy pecHHTE3Y0ThCS B €HI0IIIa3MaTHYHOMY PETHKYITyMi MyKO3HHX
KIIITHH TOHKOI KHIITKK. BOHH YTBOPIOIOTH YIBTPaMiKPOCKOIIYHI KPAIUTMHKA, BKPUTI
[I1apOM TIOBEPXHEBO aKTHBHUX O1ITKiB Ta ocdomimiais. Lli cTpykTypu oTpumai Ha3By
xinomixkponie. J1o cxiamy XiIOMiKpOHIB BXOZSTH TAaKOK BUTHHHIA 1 eTepuQiKoBaHUN
XOJIECTEPHH.

XiJOMIKPOHH € OCHOBHOIO MOJIEKYJISIPHOIO (hOPMOIO, Y BUTIIAAI KO HEUTpalbHI
XKHUPH (TPHALMITIIIIEPONN) MPOXOASThH Uepes JlarepaibHy MEeMOpaHy €HTEPOIMTIB 1
4epes CHCTeMy JIM(MaTHIHUX CYIUH (1aKkmeauieti) NOTPATUISIIOTh Y TiM(aTHIHHUHN MPOTIK,
a moTiM — y KpoB (4epe3 v.subclavia sin.).

Jlinonporeiny njia3mMm KpoBi

Kpim XiJIOMIKpOHiB, KPOB JIFOMMHH MICTUTh JICKiIbKa KJIAciB KOMIUICKCIB JIMiiB 13
OiNKaMu, 10 BUKOHYIOTH (PYHKIIIT MI>KOPTaHHOTO TPAHCIIOPTY JiMiJiB — TPaHCHIOPTHI
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JIITOTPOTETHH T1a3MU KpoBi. TpaHCIIOPTHI JIIMOMPOTETHA € Pi3HKO-XiMIYHOFO POPMOIO,
3a JIOTIOMOT OO AKO1 Tipo0oOHI MONEKYJIIH JITi/TiB YTPUMYIOTHCS B CTa0LIBHOMY CTaHi
y TiapodiabHOMY (BOIHO-COIBOBOMY) CEPEIOBHIII IIa3MU KPOBI.

®pakIionyBaHHS JIMOMPOTEiHIB KPOBI JIIOAWHH 3TIHCHIOETHCS 32 JOTIOMOTOIO
METOJY YIbTpaneHTpH(yryBaHHs IJIa3MHU B COILOBUX PO3UMHAX, ITiJ1 4ac SIKOTO BiaOy-
BaeThcs AudepeHIiioBaHe CINTUBaHHS — hromayis Pi3HUX KIJIACIB JIMONPOTEiHIB,
3aJIeKHO Bijl pO3MIpiB 1X 4aCTOYOK Ta IILIbHOCTI. JlimonpoTeiHnn MoXKHa TaKoX Po3-
JUTUTH METOZIOM eNIeKTPOOpe3sy, IPH SKOMY BOHHU MEPECYBAIOTHCS PA30M 13 IEBHUMH
Kjacamu To0yIiiHiB (0l-, B-ninonporeinu Toiio).

3a 0CHOBY Cy4acHOI KITiHIKO-010XIMi4HOT KJ1ach(iKalii JmonpoTeiHiB mia3Mu KpoBi
JIIOTMHU B3STO X PO3IUICHHS 32 YMOB YIIbTpaleHTpuyryBaHss. [cHye neBHa Bijmo-
BiJTHICTh MIK KJTACAMH JIIIOMIPOTETHIB, TII0 PO3ILISIOTHCS ITPH 3aCTOCYBaHH] 3a3HAYEHIX
JTBOX METOMIB (hpaKIliOHyBaHHS.

Ocnogni Knacu ainonpomeinie niazmu Kpoei:

— xinomikponu (XM);

— ninonpomeinu dyxce nuzokoi winernocmi (JIIJJHIL]), a6o npe-B-ninonpomeinu,

— ninonpomeinu npomigxicnoi winonocmi (JIIIIL);

— ninonpomeinu nuzvkoi winonocmi (JIITHIL]), a6o B-rinonpomeinu,

— ainonpomeinu ucoxoi winonocmi (JIIIBLL]), abo Qi-rinonpomeinu.

3a3HaueHi KJ1acH JIMONpoTeiHiB PO3Pi3HAIOTHCS 32 CBOIMH (Hi3UKO-XIMIYHIMH XapaK-
TepucTuKaMu (Tadm. 16.1), OioxiMiuyHUM (JTiMTiAHUM, OIIKOBMM) CKIaioM Ta (iziono-
rYHUMH QYHKIISIMH.

Tabnuus 16.1. @ismuni BIaCTHBOCTI JiMONPOTEIHIB MI1a3MHU KPOBi JTIOTHHA

Knac ninonpomeinis Llinvuicme (2/mn) Jiamemp uacmouox (nm)
XinomikpoHu < 0,95 100-1 000
JITTJTH IO 0,95-1,006 25-75
JITTTTI 1,006-1,019 25
JITTH I 1,019-1,063 20-28
JITIBIIL 1,063-1,210 5-13
3a CBOEIO MOJICKYJISIPHOIO OY-
Tepndepititmii anodinox JIOBOIO JIITIONPOTEiHU TIa3Mu
KpOB1 — II¢ KYJICTIOIOHI CTPYK-
Xonecrepon dochonininu TYPU — MITICITH, BCEPETHHI TKUX

m{m Eoip xonecrepony MiCTHTBCS TifpodoOHa imigHa

cepleBuHa (SApo), MO CKIaga-
€TBCSI TIEPEBAYKHO 3 TPHALMIIIITITIC-
poiB Ta edipiB XOJECTECPUHY.
lapodobHe spo BkpHTe mapoM
noysipHuX amdinaruauux ocdo-
JMmizgiB, nepupepruuHuX Ta iHTer-
Illap, yrBoperii panpHEX OiKiB. CXeMy MOJeKy-
aMQipaTHYHUMHU JIiMigaMu JSIPHOT OY/I0BH JIIMOIIPOTETHIB MO~

Puc.16.4. Cxema Oy10BH J1inonpoTeiHiB MJIa3Mu KpPoOBi. JaHo Ha puc. 16.4.

\
\
‘,
I
1

i

Tpuarwirineporn
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OxpeMi KJIacH JIIMOTPOTETHIB PO3PI3HIIOTHCS TAKOXK 3a CKIJIAZOM OLIKiB, IO BXO-
IITh 710 HUX. BiNKu, SKi BXOIATH 70 CKJIAIY JIMOMPOTEHIB TUIa3MU KPOBI JIFOTUHH,
OTpUMAIIN HA3BYy anonrinonpomeinie (anonpomeinis, anobiikis, Ano). IcHye 1 SATh
OCHOBHHUX CiMEHCTB Takux OUTKIB (A, B, C, D, E), o sSkux HanexaTh AeCSITh OCHOBHHIX
anonporeinis: A-1, A-2, A-4, B-48, B-100, C-1, C-2, C-3, D Ta E, mo Bxoasars J10
CKJIa Ty IEBHUX JIITOMPOTETHIB y PI3HUX KIJIbKICHHX CITIBBiIHOMICHHSIX (Ta0bmmis 16.2).

Tab6nauns 16.2. AnojainonpoTeiHu MmJIa3mMu KPoBi JIOAMHI

Anonpomein Knacu ninonpomeinie, 00 ckn1ady AKux 6xo00samv neeHi anooinku
A-1 JITIBII]
A-2 JITIBII]
B JITTH I, JITT TH I
C-1,C-2,C-3 JITIBUT, JITTH I, JITTJTH ]
D JITIBII]
E JITIBU, JITTH I, JITTJIH I

Jlimoniporeinn neBanx KiaciB (JIIT) MicTaTh y cobi pi3Hi KUTBKOCTI OKpeMuX (ppaKiiit
mimiaiB kposi — tpuanunrineponis (TI7), BitbrHoro (X)) Ta erepudiroanoro (X))
xonectepuny, pocdomniniais (OJI) — B MixkopraHHOMY TPAHCIIOPTI SIKKX BOHH OepyTh
aKTUBHY y4acTh (Tabmust 16.3). Li ninonporeinn GopMyrOTECSI B PI3HUX OpraHax, i
X MeTaboIi3M Mae HaI3BUYaliHe 3HAYeHHsI B HOPMAJILHOMY PO3IOILT Ta ICTIOHYBaHHI
HEWTpaIbHUX JKUPIB TA XOJIECTEPUHY.

Tao6nxuis 16.3. XiMiyHUI CKJIA] OCHOBHHX JIIMONMPOTEIHIB Mu1a3Mu KpoBi Jironuau (%)
(3a R.Murray T.i.,1988, L.Stryer,1995)

Dpaxuii ninidie( % 6i0 3azanvnoi Kinbkocmi 1inidis)
JIT Binku| Jliniou r X DI Anobinku
(8cbo2o) Bcvozo Xo/Xe
XM 1-2 98-99 88 4 1/3 8 B-48,C.E
JITIAHIL | 7-10 90-93 57 23 8/15 20 B-100,C,E
JITTH I 21 79 14 58 10/48 28 B-100
JITIBIL] 45 55 18 38 8/30 44 A

Xinomikponu — MIONPOTETHH, IO YTBOPIOIOTHCS B CIIM30BiH 000JIOHIT TOHKOT KHIII-
KM MICJIsT BHYTPILIHBOKIIITHHHOTO PECHHTE3y TPHALMITIINEponiB. BoHu € Moseky-
TSIPHOTO POPMOIO, B SIKiiT HEUTPaITBHI JKHPH Ta XOJIECTEPHH HAIXOIATH 13 eHTEPOITUTIB Y
KpOB 4yepe3 cucTeMy JiM(paTHIHNX CY/IHH.

JIJTHII] — ninonpoTeiny, M0 TakoX MICTATh 3HaYHY KUTBKICTh HEHTpaIbHUX
sxupi. JITTIHIL cuHTE3y0ThCS B TEMATOIUTAX 1 € OCHOBHOKO MOJICKYJIIPHOKO (POPMOIO,
B SIKill TPUAIMITITIIEPOITH BUXOATh 13 MEUiHKN y KPOB Ta TPAHCIOPTYIOTHCS B 1HIII
opranu. [leska kinpkicts JITTAHIL yTBOproeThest, moAaiOHO 10 XiJIOMIKPOHIB, B €HTeE-
pOLIMTAX ITiJ] Yac epeTpaBICHHS XapIOBUX JIIII/IIB 1 3 KUIIEYHUKA HATXOJUTh ¥ KPOB.

Xinomikponu ta JITTJIHIL] mono60Bo mepeHoCsTh i3 KUIIICYHUKA Ta IEYIHKU B Pi3HI
TKaHWHA (KUPOBY Ta iH.) B cepeaboMy 70-150 r HeWTpambHUX )KUPIB. Y TKAHUHHOMY
JICTIOHYBaHHI TPUAIMITIIIIEPOIIB, O TPAHCIIOPTYIOThCS JIMONPOTETHAMY TIIIA3MH
KpOBi, Oepe y4acTh J1inonpomeinninaza CyJUHHOTO €HIIOTEIII0 PI3HUX OpraHiB, sKa
TipoITi3y€e HEUTpalbHI JKUPH, SIKi BXOAATH 10 ckiaxy XM Ta JITTJTHLL.
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Jlinonpomeinninaza— QpepMeHTHHUIA OLIOK, aJICOPOOBAHMI Ha ITIKO3aMiHTIIIKaHAX
MOBEPXHI CHOTEINII0 1 Ma€ LEHTP 3B’sI3yBaHHs JIIMONPOTEHIB KPOBI Ta KaTaiTHYHUHA
LEHTP TiApomizy Tpuammiriineposis. [ix mieto minmomnpoTeiHiinasu yTBOPIOIOTHCS
BUJIbHI YKHUPHI KHCJIOTH Ta DTIIIEPYH, 0 IPOHUKAIOTH Yepe3 CyANMHHY CTiHKY BCEPEIHHY
KIIITHH, JIe OKUCIIOIOTHCS 3 BUBUIBHEHHSM €HEprii (B MioLUTax TOIo) abo JCNoHY-
I0ThCS Y BUIVISI PE3epBHUX TPHALMITIILEPOIIB (B aIUMOIUTAX KUPOBOI TKAHWHH).
JlinompoTeiHu, 10 yTBOPIOIOTHCS BHACHiMOK memimigu3anii XM Tta JITIJIHIL[ —
3anuuikosi, ado pemuanmui (remnant — 3aJMINOK, aHIIL.) Jiinonpomeinu, 30aradeHi
(nopiBusio 3 XM Tta JIITJIHILI) BibHUM Ta eTepr(iKOBAHUM XOJIECTEPOJIOM.

PemuranTit XM MOMIUHAKOTHCS 3 KPOBI KJIITHHAMU TEUiHKH, SIKI BUKOPHCTOBYIOTh
OUTBIIICTH XOJIECTEPHUHY IHX JIITOMPOTETHIB /IJIsl CHHTE3Y JKOBYHUX KUCIIOT. PeMHaHTH
JIIJIHUI orpumanm massy JIIIII i € Ge3nocepemHiMu onepeHUKaMi B YTBOPEHHI
JITTHI,.

JHTHII] — ninomniporeinu, mo yroprototsest 3 JITI (pemuantis JITTJIHILL) mix
Ti€el newinko6oi ninazu, JIOKATI30BaHOI HA JTIOMIHAJIBHIN TTOBEpXHI €HAOTEIIaTbHIX
xiitiH nediaku. JITTHIL, mo yTBOprotoThCsl BHACIIIOK IIBOTO MPOIECY, MICTITh, Ha
BiMiHy BiJi cBoix nonepeanukis — JITJIHIL] ta JITIIIIL], 3Ha4HO MeHIIy KUIbKICTh
TPHALMILIIIICPOIIB 1 BIIPI3HIOTHCS CKIIAJIOM aronporeiniB. PazoM 3 tum, 10 ckiamy
JITHIL BX0anTh HaitOLIbIIA KUTBKICTE XOJIECTEPHHY (3/e01IbII0T0 B eTepr(hikoBaHiit
(hopMi), 1 BOHM € OCHOBHHM KJIACOM JIIMONMPOTEIHIB MJIa3MHu KPOBi JIIOTHHH, 1O
MEePEHOCHATH X0JIeCTePHH.

JITHIL nornmuHaroThes KIIITUHAMH Pi3HUX OPraHiB 3a MEXaHi3MOM MiHOLMTO3Y MiCIIs
B3aemoii nux mginomnporeinis 3 JIITHII-crierudivaumMu perentopamMu Ha Iuta3ma-
TUYHUX MeMOpaHax. 3aB/IIKM HAasBHOCTI 03HaYeHuX perentopis, JIITHIL] BukonytoTh
CBOIO (DYHKII}0 OCHOBHOI MOJIEKYJIAPHOT (pOpMH TPaHCTIOPTY XOJIECTCPUHY B TKAHHHHU.

Bionoriyna pons penentopis JITHIL monsirae B 3a0e3neveHHi BCiX KIIITHH opra-
HI3MY IOCTaTHBOIO KiTbKICTIO XOJIECTEPHHY, HEOOX1HOTO s TOOYAOBHU O10IOTITHIX
MeMOpaH Ta cHHTe3y (Hi310JIOTIYHO aKTUBHUX MPOAYKTIB OioTpaHchopMarltii xome-
CTEpPHUHY — JKOBYHHX KHCIIOT, CTATEBUX TOPMOHIB, KOPTUKOCTEpOiniB. BigmosinHo 1o
3a3HaYeHOTO0, HalO1IbIIa KiTbKIcTh penentopis JITTHIL micTuTbes Ha Ia3MaTHYHUX
MeMOpaHax KJIITHH TIEUiHKH, CTAaTeBUX Ta HAJHUPKOBUX 3aJ103.

[Mopymrenas ooMminy JIITHILL € GioXiMI9HOIO OCHOBOIO PSAY BaXXKKHUX TOPYIICHD
JimitHOro 00MiHy. OCKUTBKHU XOJISCTEPHH MOKE IIPOHUKATH B CYJIMHHY CTIHKY CaMe y
cxmaai JITTHIII, Bucoka KOHIEHTpALisl LMX JIMONPOTETHIB y TUIa3Mi KPOBI JIIOAWHH
PO3TIATAETHCS SIK PaKTOp, MO CHPHSIE PO3BUTKOBI aTepOCKIEPO3y (IUB. HIDKUE).
I'eneTryHoO crragkoBaHe opyIieHHs cuaTe3y penentopis JITTHIL mpusBoauts 10 po3-
BUTKY cimetinoi einepxonecmeputremii (CIX), sika iposiBisieTbest HakormmdeHHsim JITTHIT
y TUIa3Mi Ta BUPAXECHOIO TIlEPXOIECTEPHHEMIEIO BXKE B PAHHBOMY JAUTAYOMY Billi. 3a
BimkputTs perierrropis JITTHIL Ta po3B’ss3aHHS MOJNEKYISIPHIX MEXaHi3MiB BHHUKHCHHS
CI'X amepukancskuM yaeHnM M.bpayny ta Jlx. [ ompamreiiny (M.Brown, J.Goldstein)
Oyno npucymkeno HobeniBebky mpemiro 1985 p. B ramysi ¢izionorii Ta MEAUIHY.

JHIBII] — ninonpoTeiny, o YTBOPIOIOTHCA B TIEUiHIIi i, YaCTKOBO, y TOHKIH KHILITIi
Y BUTISATI OIIapOBHX JITTTHAX TUCKIB, IO CKIIAAI0TCS, IIEPEBAXKHO, 3 pocdomimimis,
BUTBHOTO XOJecTepuHy Ta anmoOiunkiB Amo E ta Amo C. Jlo3piBaHHS JINONPOTEIHIB
BinOyBaeThCst B KpoBi, Ae Ao E ta Ano C 3aMiHIOIOTBCS Ha ATIO A, XOJeCTepUH
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eTepudiKy€eThCs 32 yUaCTIO 1Y UMUH-XONECMEPON-ayunmpancgepasu, 1 TnornpoTeTHOBI
4acTouku HaOyBatoTh cheprunoi popmu. 3a 0COOTMBOCTIMH CBOTO XIMIYHOTO CKIIay
JIIBIL noxinstrorsest Ha miakmacn — JINBILL, a JITIBIILL,.

[oni6nro mo JIITHI, JITIBIL] 3matHi 0 akTHBHOTO OOMiHY CBOTO XOJECTEPHHY 3
XOJIECTEPUHOM, 1110 BXOAUTH A0 cKiaay OiomemOpaH. [1pu oMy BUHUKAIOTh IPOTHU-
JISKHO CTIPSIMOBaH1 MOTOKM Xosectepuny: Tofi sik JITTHILL mocTadarors xonecteput y
kiiTuHHI MemOpanwu, JITIBIL, HaBmaku, — BUTATYIOTH Ha cebe MeMOpaHHUI XoJie-
ctepuH. TakuM urHOM, 32 torromororo JITIBIL 3a6e3medyeTsest mpoTHIis HaMipHOMY
HaKOMTUYEHHIO XOJIeCTEpUHY B KIIITHHAX, Y 3B 53Ky 3 unM JIIIBIL] po3rmsmatoTses sk
anmuamepoeenni ninonpoteian. Karadomizm JINIBI] Takox BigOyBaeThCs B TIEUIHIII.

I'inepainonpoteinemii

Tinepninonpomeinemia — KIIHIKO-010XIMIYHUI CHHIIPOM, TIPH SIKOMY B IIIa3Mi
KPOBI JIFOIMHH CIIOCTEPIraeThCsl MiIBUILICHHS (TOPIBHSHO 3 HOPMOIO IS TIEBHOT MOy~
JIs111iT) KOHIEHTpAIii MeBHUX KJIACiB JIMOMPOTEiHIB, 8 TAKOK TPUALMITIILEPOTIB Ta
XOJIECTEPHHY.

3a MexaHI3MOM ITOXOKEHHS BUIISIOTE:

— nepeunni (cnadkoei) einepiinonpomeinemii, TOOTO TaKi, IO CIIPAYNHEH] TeHETHY-
HUMH JAe(deKTaMi B CHHTE31 MEeBHUX (epMEHTIB OOMiHY JiMiAiB KpoBi (30Kpema,
JinmonpoTeininasy, xonecrepoi-auuirpancdepasu) abo HehepMeHTHUX OIKIB —
MOPYILICHHSIMU B CHHTE31 IIEBHUX AIlONPOTETHIB, PELIENITOPIB 11 alI001IKIB Ta JTIMOIpo-
TeiniB (30xpema JITTHIIL);

— emopuHHi (Habymi) einepninonpomeinemii— rineprinonpoTeiHeMii, o po3BUBa-
I0ThCSI BHACTIIOK [IEBHUX XBOPOO BHYTPIIHIX OpraHiB (renaruT, Upo3 NeYiHKY, He(-
PO3), eHIOKpUHONATIH (TTopyIIeHHs! (PyHKIIT IMUTOBUIHOT 3aJ1031, CTATEBUX 3AJ103, I[yK-
poBwmii giabet), Aii MOMIKOIKYI0UMX (HaKTOPiB cepeioBHIIA (XPOHIYHHUIT aJIKOTOIIi3M).

CydvacHa kimacudikallis TinepIinonpoTeineMii, 3anpononoBada BOO3, 6epe mo
yBaru KIIiHiK0-010XiMi4HI XapaKTepUCTUKU TOPYIIEHb JIITiTHOTO OOMIHY Y JIFOAUHU
(3oxpema xonnenTpaii JITHILL, JITIIHLL, Tpranunriinepori Ta XonecTepuny) 6e3
BpaxyBaHHsI IPUYHH X pO3BUTKY (IEPBUHHUX (TEHETHYHMX ) a00 BTOPHUHHHUX ). 3T1IHO
3 knacudikaniero BOO3, BUAISIOTH I’ ITh OCHOBHHX THITIB T1EPIiNONpoTeiHeMIH
(I, 11, 11, IV, V) ta nBa cyotunu (Ila Ta IIb) — tabnuus 16.4.

Tao6nuuns 16.4. Knacudikanis rimepainonporeinemiii 3a BOO3 (3a G.Thompson, 1991)

Tun Jinonpomeinu Xonecmepun naazmu| Xonecmepun JIINHIL | Tpuayuneniyeponu
naamu
I |Hapnmumoxk XM TligBuneHmit IligBumenwuii abo B IligBumeni
HOpMIi
Ila |Hapgmumox JITTHILL ITigBumenuii abo B ITinBumenuit B HOpMI
HOpMI
1Ib |Hagmuniox JITTHII Ta | [TinBuiienuit [TigBuIeHMA ITigBumeni
JITTJTHIIL
III |Hagmumok pemHuanTiB | [TinBuimeHuit ITinBuienuit adbo B ITigBumeHi
XM Ta JITIIIIL HOpMI
IV [Hagmumox JITIIHILL |ITigBuiienunii abo B B HOpMI ITigBumeHi
HOpMi
V |Hagnumox XM ta ITigBunieHuit B HOpMI ITigBunieHi
JITTJTHII]
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[IpuknagaMu IEpBUHHKX TIMEPIIMONPOTETHEMIN, IO MOXKYTh OyTH BiTHECEHI JI0
TIeBHUX THITIB IOPYIIEHs OOMIiHY JIITONPOTEiHiB, 3a Kinacupikamiero BOO3, e:

— cimetina einepmpueiiyepudemis (cimertina XinomikpoHemis) — Tt I

— cimetina einepxonecmepunemia (cimetina einepbemaninonpomeinemis) — tam 11;

— cimetina oucbemaninonpomeinemis — tu 111

— cimetina cinepnpebemaninonpomeinemiss — tan 1V,

16.4. ITATOJIOI'TA JIINIAHOI'O OBMIHY:
ATEPOCKJIEPO3, OXKUPIHHSA, IYKPOBUM JIABET

[lepBuHHI TinepminonporeiHeMii € MONEKYIIPHUMH XBOPOOaMH, IO TIOB’sI3aHi 3
nedexramu OiocHHTE3y crienudiqHnX O1KiB He(hepMEHTHOI i1 — anoJimonpoTeiHiB
— 1 MafoTh YiTKO OKpeclieHe TeHeTHYHE MOXO/UKEeHHs. SIK Taki, CIaIkoBi TinepIimno-
npoTeiHeMii MaroTh Bi/THOCHO HU3bKY YaCTOTY B JTFOICHKUX MOMYIIALisX. [Topsiy i3 i,
iCHy€ TIOIMPeHa rpyTa MOopyIIeHb JiHOTO 0OMiHY, IO TAKOXK XapaKTePH3YIOThCS
rinepiineMi€ero, ajie PpO3BUTOK SIKUX BU3HAUAETHCS CKJIATHUMH 1 HEJIOCTATHBO 3’ SICOBa-
HUMH B3a€MOBITHOCHHAMHU MK (DaKTOpaMy CIaJKOBOCTI i YMOB JKUTTS JIFOIUHH, 1
SIKI € OCHOBHOIO MPUYMHOIO 3aXBOPIOBAHOCTI T CMEPTHOCTI OJIBIIOCTI HACETICHHS
3emHol Kymi. Lle — amepocknepos, oxcupinnsa ta yyxposuii diabem, MO CKIANA0Th
Hal0iMbIINK BiJICOTOK TaK 3BaHUX “TOJIOBHHX XBOPOO” CydacHOI JIOAUHH
(B.M.dunbeman, 1987).

ATtepockJiepo3

Amepockiepo3 — xBopo0a, TOIOBHUM IPOSIBOM SIKOi € BiIKJIaJaHHS B CYTUHHUX
CTIHKaX JIIITHUX YTBOPEHb — “OJISIIIOK”’, OCHOBHUMH O10XIMIYHUMH KOMITOHCHTaMHU
SIKAX € XOJIECTEPHH Ta Horo edipu. HaBkpyr# JirmitHUX OMSIIIOK B iHTHMIi Cy/TUH BUHUKAE
KJIITHHHA PeaKllis, 10 BKJIIOYae B ceOe yTBOpeHHs (hiOpO3HOI TKaHWHM Ta mpoide-
pariio 1aJeHbKO-M SI30BUX KIITHH. ATEPOCKIICPOTHYHI OJNSIKA CIIPUYNHSIOTH 3BY-
JKEHHsI KPOBOHOCHHUX CYJIMH, TIOCUJICHHE 3rOPTaHHsS KPOBi B IUISHKAX iX JOKai3arii
Ta, SIK PE3YNbTaT, IOPYLICHHS KPOBOIIOCTAYaHHs BiJIIOBIIHUX OpraHiB 1 TKaHUH. SIK
HACITIZIOK aTepOCKIIEPO3y PO3BUBAIOTRCS illIeMidHa XBOpoOa cepils, iHpapKT Miokap/a
i mopy1IeHHs IepeOpaIbHOr0 KPOBOOOIry, 110 CTAIOTh BaXKJIMBOIO IPUYNHOIO CMEPTI
JIFOZIEH T0POCIIOro Ta MOXUIIOTO BiKY.

CouianbHO-MEANYHE 3HAYECHHS B CY4aCHOMY CYCIIJIbCTBI 3aXBOPIOBAHOCTI Ha are-
POCKIIEpO3 i CTIOpiTHEH] XBOPOOH CEpIIeBO-CYIMHHOI CHCTEMH UTIOCTpYe€ Tabmuis 16.5.

Tabnuus16.5. XBopoou cepueBo-cyTHHHOI CHCTEMH SIK IPHYHHA CMePTi JIIo1eii Ha movaTky i
B cepeanHi XX cropivus (3a B.Strehler, 1966, i3 3minamu)

1900p. — % * 1959p. — %
XBopoOu cepid i CyauH 8,0 38,6
KpoBoBuinBu B MO30K 6,2 11,5
B cporo % sin3aransHoi cmeptHOCTI (100%) * 14,2 50,1

BioxiMiuHOI0 0CHOBOIO PO3BUTKY aTepOCKJ/Iepo3y € MiIBUIeHA KOHIIeHTPa-
sl B KPOBi JIIOIHHU X0JIECTEPUHY — 2inepxonecmepunemis, CHpUINHEHA Pi3HUMH
(paxkTopamMn — gieTapHUMM, EHAOKPHHHUMHU, TeHETHYHUMH.
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Jo6pe Bimome BiKOBe ITiBUIICHHS PiBHS XOJECTEPUHY, TPHAIMITIIIEPOTIB Ta
JIESIKUX THITMX METa0OMITIiB JIITTHOTO Ta BYIJIEBOTHOTO OOMIHIB, [0 KOPEITIOE 13 3p0-
CTaHHSIM PiBHSI CMEPTHOCTI JIFOJICH TIOXUIIOTO Ta CTAPEUOro BiKYy.

[Ipote cinepxonecmepunemia cama 1o codi € HEOOXiTHUM, ajie HEJOCTaTHIM
(akTOopoM Ul PO3BUTKY arepockiiepo3y. Kputuunum ¢axropom y mposiBi 3aXBo-
PIOBaHHS € PO3BUTOK IMPOIECY HAKONMYEHHS XOJECTEPUHY B IHTHMI CYAHH, SIKUI
3aJIe)KUTH BiJl CITiBBITHOIIIEHHS MPOIIECIB HAXOHKEHHS CTEPOITY B Cy[AMHHY CTiHKY Ta
HOro 3BOPOTHOTO BUXOXY B IUIa3My KpoBi. SIK yke 3a3Hauajoch, pi3Hi KiacH
JIMONPOTEiHIB TUIA3MU TO-PI3HOMY BIUTMBAKOTH Ha 1ei nporec: JITHIL cnpusitots
MIPOHUKHEHHIO B KJITHHU KPOBOHOCHHX CYIWH XoyiecTepuHy, Tofi sk JITIBII]
MIPOTHIIOTH IIbOMY ITPOIIeCy, Y 3B’ 13Ky 3 unM JITTHII[ orpumanu Ha3By amepoeernux,
a JIIIBUL — awmuamepocennux ninonpoTeidiB. TakuM 4MHOM, CITIBBITHOIICHHS
JITHUI/JIIBI mae 3HaueHHs “dakropa pU3WKy” IS PO3BUTKY aTepOCKIEPO3y:
HalOiIbIIa BipOTIIHICTh PO3BUTKY 3aXBOPIOBAHHS Ma€ MICIle B OCOOHMH i3 BUCOKUM
3HAYEHHSAM LILOT'O CIIIBBIIHOIIECHHS.

AHTHATEPOCKIEPOTHYHI IPENapaTH, U0 3aCTOCOBYIOTHCS 3 METOIO MPOQITAKTUKI
Ta JIKyBaHHS aTepOCKIIEPO3y, CIPSMOBaHI Ha 3HIKSHHS PiBHS TillepXoJecTepuHEMIl
IIJISIXOM BIUTUBY Ha Pi3HI OOKU METabo0JIi3My CTEpOIIy:

a) IIUIIXOM HPHUTHIYCHHs BCMOKTYBaHHS XOJIECTEPHHY B KUILIEYHHUKY (3aCTOCYBAHHSIM
POCIMHHUX CTEPUHIB);

0) MUIIXOM rajJbMyBaHHsI peakiiii oro 6iocuHTe3y (3acTOCyBaHHSIM iHTIOITOpIB
B-T'OMK-penykrasu; npenaparu I empioposun, Pengiopam, Jlosacmamun),

B) IUISIXOM aKTHBAIlil MeTaboIi3My XOJIECTepHHY OKCUT€HA3aMH MilllaHO1 (PyHKIIiT
3 YTBOPEHHSIM TIPOKCHIILOBAHUX MOX1IHUX (Tipeniaparu Denobapbiman, 3ukcopun);

I') LUISIXOM CTHUMYJIIOBaHHSI HOTO eKCKpeLii 3 OpraHismy (3aCTOCyBaHHSIM €HTEpO-
copOentiB — nipenapatu Keecmparn, I yapem).

O:xupinns

Osicupinus — cTaH, 10 XapaKTepU3y€eThCsl HAJIMIPHUM HAKOITUUSHHSIM Y )KUPOBIH
TKaHWHI TPUAIITITINEPOiB. [Ipu okupiHHI 30UTBITY €THCSI KITBKICTh JKUPOBHUX KITITHH
(amunoruTie) a0o X po3Mip. 3arajibHa Maca HEUTPaJIbHUX KUPIB B OPraHi3Mi JIFOJIUHU
3a YMOB OXKMPIiHHS MOXKE JIOCSTaTH 3HAYHUX KUJIBKOCTEH. 3a TaHUMU aMEePHKaHChKHX
JKapiB, HAJJTUIIIKOBA Bara, CIIPMYMHEHA OXKUPIHHSAM, crioctepiraerhest B CLUA y 24 %
4onoBikiB Ta 27 % xinok. [lopymeHss aimigHoro oOMiny, 0 BigOyBa€eThCs MPHU OXKU-
PiHHI, YaCTO MMOEHYIOTHCS 3 HASIBHICTIO Y XBOPOI'O aT€POCKIICPO3y Ta/abo IIyKPOBOTO
niabery.

OsKUpiHHS PO3BUBAETHCS BHACIIIOK MEPEBHUIIICHHSI HAIXOKEHHS Ta O10CHHTE3Y B
TKaHMHAX HEUTPATBHUX )KUPIB (Ta IHIIMX O10MOJIEKYIT, SIKi MOJKYTh ITEPETBOPIOBATUCS
B )KUPH) HaJ peallbHUMH €HEPreTHYHUMH MOTpeOaMu OpraHi3My B IIMX BHJAX MeTa-
OomiyHoro NManvea. Haiibinbi HecripusATIIMBe 3HAYSHHS JIJIsl PO3BUTKY O’KUPIHHS Mae
MOCTIHE HAJMIPHE HAJIXO/DKEHHSI 3 MIPOLYKTaMU Xap4yBaHHsI BYIJIEBO/IIB (0COOINBO
IJTFOKO3H Ta (hPYKTO3M) B KUTBKOCTSIX, OUTBIIINX 32 Ti, 0 0€31T0CePEeTHhO OKHCITIOIOTHCS
B KJIITUHAX 1 MOXYTh JICTIOHYBATHCSl Yy BUDNISAI PE3epBiB TIIIKOTEHY. YSBICHHS PO
SHEpPreTHYHI pe3epBH JIIOMHN Y BUITISI TPHAIFIIIITIIIEPOJTIB Ta ITIIKOTeHY Jla€ Tadmuis 16.6.
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Tabnuus 16.6. EHepreTuyHi pe3epBH OpraHizMy JIOAMHM (PO3paxyHOK Ha JIOPOCIY JIFOAUHY
Mmacoro 70 xr) (3a E.Hptocxonm, K.Craprt, 1977)

Memaboniune nanueo Tkanuna, opzan Kinvkicmoy akymynvoeanozo nanuea
2 KKaJl K/
Tpuarmritineposu Kuposa TkaHUHA 15 000 10 0000 419 500
['nikorex Ileuinka 70 200 839
M'si3u 120 400 1678

[TinBuIIeHe MepeTBOPEHHS MPOCTHX BYIVIEBOAIB Ta MPOAYKTIB iX MeTabomni3My B
Jimiu (JIinoreHe3) Bii0yBaeThCsl BHACTIIOK JIiT TaKUX 010XIMIUHUX (DAKTOPIB:

a) MOXKJTMBOCTI aKTUBALIi CHHTE3Y BHIIMX )KUPHUX KUCIIOT 3 aneTiiI-KoA, 1o yTBo-
PIOETHCS 3 TIIFOKO3H SIK MTPOAYKT OKUCITIOBAIBHOTO JIEKapOOKCHITIOBAHHS TipYyBaTy;

0) BUKOPHCTAHHS Y PEaKI[iSIX CHHTE3Y )KUPHUX KUCIIOT BiiHOBJIeHOr0 HA JI®, oM
3 TOJIOBHHX JDKEPEI SIKOTO € NEeHT030(ochaTHIA IIMKI OKUCICHHS [ITIOKO3H;

B) BUKOPHUCTAHHS B JKUPOBiM TKaHWHI TIIKOJMITUYHOTO JiokcianeToHdocdary sk
TIOTIepeTHIKA B O10CHHTE31 TPHAIMITIIIICPOITIB.

O>KUpiHHS PO3BUBAETHCS B YMOBAX CTUMYITIOBAHHS 3a3Ha4eHMX O10XIMIYHUX MPO-
LIECiB BHACIIIZIOK HAJMIPHOTO HaJIXO/PKCHHS B OpPraHi3M JKupiB, OUIKIB Ta MOHOCAXa-
pumiB (0coOMUBO Ha T OOMEXeHOT (i3NIHOT aKTHBHOCTI), & TAKOXK IMPH TEHETUIHO
JIETePMiHOBAaHOMY TIiIBUIIIEHH] (DEPMEHTHHX CHCTEM, 1110 OEPyTh Y4acTh y JIOTeHe31
a0 MopyILIeHHI IX eHAOKPUHHOTO KOHTPOIIIO.

BaxxuBy posib B KOHTPOITI TIIOTaIaMivyHOT peryisiiii CIoKUBaHHS 1Ki Ta eHepre-
TUYHOTO KaTa0oJi3My BiZirpae rOpMOH OLTKOBOT IPUPOIH 1enmuH, IO CEKPETY€EThCS
aIUTIOIUTAMH.

[pu Baxxkux GopMax OKHUPiHHS, OCOONMBO CHPUYMHEHUX TOPYIIEHHSIMH TOPMO-
HaJILHOT peryJIsLii JTinmiHoro oOMiHy Ha piBHI riroTajamyca, Maca TPHaHITIILEpOIiB
y JKUPOBIH TKaHUHI JIOAMHN Moxke gocsratu 50-80 K.

Hyxposuii xiadet

HyxpoBuii giader TpaauIiitHO pO3MIAIAETHCS AK MATOJIOTIS, 0 TIEPBUHHO T10-
B’s3aHa 3 TIOPYIIEHHAMHU BYTJIEBOIHOTO OOMiHy. JlificHO, HAaHOUIBIT XapaKTepHUM
010XiIMIYHMM IIPOSIBOM Pi3HHX THITIB IlyKPOBOIO J1ia0eTy B KIIHILI € cinepanikemis (einep-
2NI0KO3eMist), SIKa PO3BUBAETHCS BHACIIIAOK BTpaTH Criel(iYHOro BIUIMBY 1HCYTiHY Ha
MIPOHUKHICTH KIITHHHUX MEMOpaH JUIsl TITFOKO3H. Aute MeTaOoivHi eeKTH 1HCYTiHY
PO3TOBCIOKYIOTHCS Ha Oararo acreKTiB OOMiHY ITFOKO3H, JITI/IB Ta aMiHOKHCIIOT, Y
3B 513Ky 3 UMM LYKpPOBHi1 1ia0eT € XBOPOoOOI0, PH SIKOMY BiZI0YyBarOTHCS IIHOOKI MOpY-
LICHHSI HE TUIBKU BYIJIEBOIHOTO, ajie i JIiMiJHOTO Ta O1JIKOBOr0 OOMiHiB.

Sk yoxe 3a3Ha9aIoch (T7aBa 12), po3pi3HsIoTh iHCYMiHO3anedICHULL YYKposull diabem
(miaber I Tuy, FOBEHITBHAN H1a0€T) Ta iHCYIIHOHE3aexHCHUTI YYKpoagull Olabem (TliabeT
I Tumy, 1iabeT MoXuIIoro BiKy).

Haii6inp1 BupakeHi mopyieHHs JIiiJHOro 00MiHy CIIOCTEpiraloThes IpH AiabeTi
II Tumy, SIKUH, K IPaBUIIO, TIOEMHYETHCS 3 OKUPIHHSIM.
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[Tpu boMy criocTepiraroTbes:

1. limeprpurininepuaemis, SKy MOXHA BiTHECTH JI0 TinepinonporeineMii [ Turry,
TIOB’s13aHy 13 3HauHO0 akTHBalliero cuaTesy JIIIJIHIL] B remarommrax. Y cBoto depry,
OioxiMiYHOTO TTepeayMoBoro ctumyitsiii 6iocuutesy JITIIHILL € migBumernii mputik
y TIediHKy HeeTepu(iKOBaHUX >KUPHHUX KHCIOT, TOOTO CyOCTpaTiB /Ui YTBOPEHHS
TPHALMIITITIIIEPOITIB.

2. 3Ha4HA CTUMYJISIIA O3y B )KUPOBii TKaHUHI, III0 PO3BUBAETHCS BHACHIIOK
ToCNabIeHHs TallbMYI0YO1 Aii 1HCYITiHY BiIHOCHO aKTHBAIlii aJjpeHaiHOM Ta TIIFOKa-
roHoMm TT -minasu agumnonuTis. BHAcHiTOK 3a3Ha4€HOTO0, B KPOBI XBOPHUX Ha ITyKPOBU
niaber minBHINeHa KOHIEeHTpamis BUThbHUX xUpHUX KucioT (HEXK), axi craioTs
JIOTAaTKOBUM CyOCTpaToOM €HEepreTHYHOT0 KaTadoi3My TKaHHH B yMOBaX iX ByIVIEBOJI-
HOT'O TOJIOYBaHHSI.

3. AKTHBaIlis CHHTE3y KETOHOBHX TiJI, 010XIMiYHI MEXaHi3MHU K01 OyIJIH JIETaTbHO
po3risHyTi Bue (TraBa 14). Po3BuTOK kemo3y (TOOTO KeTOHEeMIi Ta KeTOHYPii) MoXke
MIPU3BOIUTH 10 TIOPYIIIeHb Y (PYHKIIIOHYyBaHHI Oy(pepHUX CHCTEM OpPTaHi3My i pO3BHTKY
Kemoayuoo3y Ta MiabeTHIHOI KOMH.

4. 3menmenHs koHIeHTparii xonecrepuny JIIIBIL, mo Bimirpae meBHy poib y
PO3BHUTKY aTepoCKIEpO3y — YacTe YCKIAIHEHHS IHCYTIHOHE3aJeKHOTO IyKPOBOTO
niabeTy B 0Ci0 MOXHIIOTO BiKY.
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[TTABA 17. METABOJII3M AMIHOKHUCJIOT
I. 3ATAJIBHI IIJISIXU INEPETBOPEHHSA

Y Tini opocioi TFOAMHU MiCTHTBCS B cepeiHboMy 12-15 Kr O1JIKiB, 10 BAKOHYIOTh
YHCIICHH] KaTalliTHYHi, PeTYSTOPHI, CTPYKTYpHI QyHKuil. [Iprbnu3Ho nonoBuHy i€l
Macu (6-7 KT) CKJIaJIat0Th EKCTPALICITIONISIPHI OLUTKH ONIOPHUX TKAHUH, CEPE/T SIKUX TIePILS
MICIIE 32 KUTBKICTIO 3aiiMa€ koaeeH. JIpyry ojIoBUHY OUIKIB TiJia CKJIaat0Th iHTpalie-
JIFOJISIPHI O1IKM TKAHUH Ta O1TKK KPOBi 3 BUCOKOIO MIBUIKICTIO 0OMiHY. 3aBISIKK OOMiHY
OUKiB y KaTaOONMIYHMUX Ta aHAOOJNIYHMX peakiisix, TOOTo Oe3rnepepBHOMY mepediry
MIPOIIECIB MPOTEOITi3y Ta OLTKOBOTO CHHTE3Y, B OpraHi3Mi icHy€ moCcTiiHuHA GoH (ITyI)
BIJIBHUX aMiHOKHUCIIOT, SIK1 IiJIATal0Th PI3HOMAaHITHUM 010XIMIYHUM MEPETBOPCHHSIM.

17.1. IVIAXW HEPETBOPEHHSA AMIHOKUCJIOT Y TKAHUHAX

[oni6Ho 1o iHMMX GioMOIIEKYJT, OLITKH, SIKi BXOJSATH JI0 CKJIa Ty JKHBOTO OPTaHi3MY,
3HAXOAATHCS B CTAI[iOHAPHOMY CTaHi MOCTIHHOTO OHOBIJICHHS BiOyBalOThCA PO3-
LICIUICHH X TKAHWHHUMH [IPOTEa3aMu Ta CHHTE3 HOBUX IOJIIENTHIHUX MOJICKYIL.

3araibHUH My aMiHOKHCIIOT Y T JIFOWHU CKIIQA€ThCA 3 TTOTOKIB, AKi 3a0e3re-
YYIOTh HAIXOKEHHs BUTbHUX aMiHOKHCIIOT Ta iX BUKOPUCTAHHS B PI3HOMaHITHUX
aHa0OJIIYHUX Ta KaTaboIiuHuX nporiecax. CymapHa KiIbKICTh aMiHOKHUCIIOT, 10 Mepe-
TBOPIOIOTHCS 3a J100Y, CKJIaJIa€ B OPraHi3Mi J0pOCIIoi 370pOBOT JIFOIMHU B CTaHI d30MuUC-
moi pisnosazu 300-500 1, a cTarioHapHa X KOHIIEHTpallis 1opiBHIOE Ommn3bko 50-100 ¢
Ha Macy Tia.

Hlomik aminoxucinom, wio 6xo0umsv 00 AMIHOKUCOMHO20 YTy, CKIANAETHCS 3
TaKuX JKepe:

1. AMIHOKHCIIOT, SIKi BCMOKTYIOTBCSI €HTEPOLMTAMH KUIIEYHHKA BHACTIIOK IiJ-
POITi3y Xap4OBHUX OLIKIB y TpaBHOMY KaHaTi (IIUTyHKY, TOHKOMY KHIIEYHHKY ); 010XiMIvHI
IIPOIIECH ITPOTEOITI3Y OLIKIB Y TpaBHOMY KaHAI OyayTh pO3NIISIHYTI okpeMo. KinbkicHe
3HAYEHHS IIi€i CKIIaZI0BOI CTAHOBHTH (3aJIeKHO BiJl Xapaktepy xapayBanHas) 60-100 r
Ha J100y. /lonaTkoBy KOMITOHEHTY B Iieit 1oTiK (Bijg 35 1o 200 1 Oi1ka) BHOCHTB IPOTEOJTI3
SHJIOTeHHMX OIJIKIB 3 CIITeJIiI0 EHTePOIUTIB, 1110 3yinyerhes (. Halkerston, 1988).

2. AMIHOKHCIIOT, SIKi BUBUTBHSIFOTBCS B PE3yJIbTaTi pO3LICTIICHHS BIACHUX KITITHHHHX
i mosakituHHUX OikiB. Cepenns TpuBanicTh HamiBkuTTa (T, ) B iHAMBIdyaTbHEX
OUIKIB 3HAYHO BapilO€, CTAHOBIIIYM BiJ| JCKIIBKOX T'OJMH JUIsl TICBHUX (DEPMEHTIB
TeMaTOIMTIB 10 ICKIJIBKOX POKIB JIJISl CTPYKTYPHOTO O1JIKa KOJIareHy.

Y 310poBOi JOpOCIOT JIIOANHYU cepelHE 100OBE OHOBICHHS TKAHMHHUX OUIKIB
cknaznae 1-2 % Bix 3aranabpHOI MacH O1IKIB Ti1a 1 BigOyBaeThCs MEPEBAKHO 32 PaXyHOK
nerpanarmii 10 aMmiHOKHCIOT OinkiB M’si3iB (30-40 T OinkiB 3a 100y). Po3meruienas
TKAaHWHHUX O1JTKiB KaTalli3y€eThCs ITPOTea3aMHu JIi30COM 1 3HAYHO 301TBIITYETHCS 32 YMOB
O1UTKOBOTO Ta TOBHOTO TOJIOTyBaHHS, ITiJ] 9aC BUCHAKIIMBUX XBOPOO (0COOIHBO iH(EK-
LIHIX, OHKOJIOTIYHUX 3aXBOPIOBAHB ), 10 MTOPYIITYIOTh MPOIIECH 0i0CHHTE3y OLTKIB 1
CIPUYHHSIOTH IEPEBaXKAHHS KaTa0OIIUYHUX MPOIIECIB Ha/l aHAOOTIUHUMH.
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3. AMIHOKHCIIOT, SIKi CHHTE3YIOThCS B OpraHizMi. OpraHi3M JIOIUHA Ma€ OOMEXeHi
MOYKJIMBOCTI IIOJI0 YTBOPEHHS aMiHOKHCIIOT de novo: Horo (hepMeHTHI CHCTEMH 3/1aTHI
CUHTE3yBaTH 3 IHIIUX IHTEPMEIIaTiB B KIIBKOCTI, JOCTATHIM JJIsl CHHTE3y BJIACHUX
O1IKiB, NvIIIe BiciM “3aMiHHMX (““HEHEOOX1MHUX ’, "HeCyTTeBUX ~— honessential, aHTt.)
L-aMiHOKHCTIOT. AMIHOKHCIIOTH, SIKi B OPTaHi3Mi JFOJMHA HE CHHTE3YIOThCS, HaIX0-
JSIYM TUTBKY 3 IPOJYKTaMU XapuyBaHHs, € “He3aMiHHUMU ™ (“HE0OX1THUMU”, “‘CyTTE-
BUMH — essential, aHTIL.).

Jlo 3aMiHHHMX aMiHOKHCIIOT HaJIe)KaTh: ajaHiH, acrapariHoBa KUCJIOTa, acliaparii,
DIyTaMiHOBa KUCIIOTA, TIyTaMiH, POJIiH, IiKH, cepuH. [Ipu GiocuHTe31 3aMiHHHX
AMIHOKHCIIOT 1X ByTVICIIEBA YACTHHA YTBOPIOETHCS 3 IHTEPME/IiaTiB OKUCIICHHS TITFOKO3H
Ta MMUTPATHOTO IHKITY, @ AMIHOTPYIIa MMOCTAYAETHCS 3 IHIIMX aMiHOKHCIIOT Y PeaKIIisx
TpaHCaMiHyBaHHS. “YMOBHO 3aMiHHUMH € aMiHOKHCIIOTH IUCTEIH Ta THPO3MH, SKi
MOXYTh CHHTE3YBaTHCS 13 HE3aMIHHUX — METIOHIHY Ta (eHiIanaHiHy, BiAMOBIIHO;
“qacTKOBO 3aMiHHI” aMiHOKHCJIOTH (TiCTUIVH, apTiHiH) CHHTE3YIOThCS B HEIOCTATHIH

KIJIBKOCTI.

Ilomix aminoxkuciom, w0 6UX00UMb 3 AMIHOKUCIOMHO20 NYJTY, BKITIOYa€ aHA00-
Ti9Hi 1 KataOouHI IUISXY IePETBOPEHHS BUTFHIX aMiHOKHCIIOT 1 CKIIaJa€ThCS 3 TAKHX
KOMITOHEHTIB!

1. BukopucranHs aMiHOKHCIIOT JIJIsl CHHTE3y OUTKIB opranismy. L{e#t motik y gjopoc-
JIMX JIIOAEH, 110 CHOKUBAIOTh 30aJ1aHCOBaHY Ji€Ty, 3a0e3euy€e HOKPUTTS IPOTEOi3y
BIIACHUX OIIKIB — cTaH azomucmor pignosaeu. Jlnsi cHHTE3y BIACHUX (DEPMEHTHHUX,
CTPYKTYpHHX OUITKIB Ta (Di310710T14HO AKTHBHUX CIIOTYK O1IKOBOT 1 IENTH/IHOT TPUPOIH
(na anabomiuHi oTpedH) BUKOPUCTOBYETHCS O1M3bKO 75-80 % aMiHOKHCIIOT, 1110 BU-
BUIBHSIFOTHCS TIPU PO3ILCIUICHHI TKAHWHHUX OUIKIB, Ta aMIHOKHCJIOT, SIKI HAJIXO/IATh 13
KUIIICYHHKA.

2. BuxkopucTaHHsI aMiHOKHCIIOT, K1 HE BKJIFOYEHI B aHAOOJIIYHI POIIECH, B KaTabo-
JYHUX peakiisx. [Ipu 11boMy MOJIeKy/ 1 aMiHOKHCIIOT PO3IICIUIIOIOTHCS 3 YTBOPSHHSIM
TIOKCHIY BYIJICIIO, BOAW (depe3 IUKII JIMMOHHOI KHUCIIOTH) Ta KiHIIEBUX MPOAYKTIB
a30THUCTOTO OOMiHY (Y JIFOMHU — TIepeBaKHO cevosuru). [leBHa yacTiHa Oe3azoTuc-
TOTO BYIVICIIEBOTO CKEJIeTa aMiHOKUCIIOT BUKOPUCTOBYETHCS JJIsl YTBOPEHHSI IITFOKO3H
(TIFOKOHEOTeHe3y) Ta KeTOHOBHUX Til (KETOreHesy ).

Po3wiernieHHIo miAraoTh yci aMiHOKHCIIOTH, LII0 HE BAKOPUCTOBYIOTHCS IS CHH-
Te3y O1IKIB a00 ¢izionoriuHo akTuBHEX crioiyK (PAC) He3anexKHO BiJ JpKepena oxo-
JDKEHHS!, OCKIJIbKH pe3epBH Oi1KiB y TBADMHHUX OPraHi3Max He YTBOPIOIOThCS (Ha
BiIMiHy Bi ByriieBoiB Ta ginmigiB). Pasom 3 TiM, 6ioeHepreTiyHe 3HaYeHHS Karabo-
J3My aMiHOKHCJIOT Y 3/I0POBOI JIFOIUHUA HE3HAYHE, TIOPIBHSIHO 3 By IJICBOIAMH Ta JIiITi-
namu (6mm3bko 10 % Bij 3aralbHUX €HEPreTHYHHX MOTPe0), CYTTEBO 30UTBITYIOUNCH
JIMILIE 32 YMOB TOJIOAYBaHHSI.

[Tepurum eranom karabosizMy BUIBHUX L-aMiHOKHCIIOT € BiJIICIUICHHS Ol-aMiHO-
IPYIIH B PEAKIISIX MPAHCAMIHYBAHHS TA Oe3aminysantsl. Jlesiki aMiHOKUCIIOTH BUKOPH-
CTOBYIOTBCS B PEAKIIIAX OeKapOOKCUN08aHHs 3 YTBOPEHHIM aMiHiB TOPMOHAIIBHOI Ta
HelpoMeniaTopHoT Jiii, SKi B TOAAJIBIIOMY TaKOXK PO3LICILIFOIOTHCS MUIIXOM JIe3aMi-
HYBaHHSI.
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Puc. 17.1. Cxema 3arajbHUX LLIAXiB MepeTBOPeHHsI aMiHOKUCIOT. CyyinoHi cmpinku — peaxyil
BUKOPUCMAHHA AMIHOKUCIOM 8 AHAOONIYHUX MAa KamaboaiuHUux npoyecax; nepepeHi
CMPINKU — pearyii Ha0X00HCeHHA aMIHOKUCIOM 8 3a2aNbHUll AMIHOKUCTOMHULL NYIL.

17.2. TPAHCAMIHYBAHHA AMIHOKHUCJIOT

Peaxktii TpaHcamiHyBaHHS

R, COOH HOJIITAIOTh Y TIEPEHOC] Ol-aMiHO-

H—(li—NH , (|3H2 TPy Bif aniHOKI/ICJ'IOTI/I Ha

| Ol-BYIJICLIEBUH aTOM OL-KETO-

COOH (|:H 2 KHCJIOTH — aKIENTopa aMiHo-

O-AMIHOKHCIOTA HC—NH,  rpynu (38€01IbI10r0 — O-KETO-

COOH IIyTapary); B pe3yibTaTi peak-

(|?O OH L Tiryramar mii }./TBOP}OE.TBCSI Ol-KE€TOaHAaJIOT

CH, BUXi/IHOT aMIHOKHCIIOTH T2 HOBA

| R, aMiHOKHUCIIOTA (B pa3i BUKOPHC-

?H 2 l TaHHS SIK aKLenTopa O-KeTo-
C=0 ¢=0 nrytapary — L-mryramar):

é OOH é OOH depmeHTH, 110 KaTaTi3yIOTh

a-Kerormyrapar a-Kerokuciora

Puc. 17.2. 3aransHa cxema peakuiii TpaHcaMiHyBaHHSL.

AMiHoTpaHc(epa3Hi peakii

peakii TpaHcaMiHyBaHHS, —
aminomparcgepazu (mpancami-
Hasu).

VY pi3HHX TKaHWHAX OpraHi3My JIOJIMHH 1 TBAPUH MICTHTBCS OUTbIIE JECATH PI3HUX
amiHOTpaHc]epas, M0 PO3PI3HIIOTHCS 32 CBOEIO CyOCTPaTHOO CIIEM(IYHICTIO.
Haii0ib1 mommpeHuMu € Taki aMiHoTpaHchepasu:
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(1) ananinaminompancgepasa (enymamam-nipyeammparcaminaza — I'TIT):

L-ananin + o-xeroryTapar mipysat + L-mmyTamar

(2) acnapmamaminomparcgepaza(enrymamam-okcanoayemammparcaminasa— I OT):

L-acnaprar + gi-kerontyTapar =——— okxcajoauerar + L-rimyramar

(3) muposunaminompancgepasa:

L-tupo3sun + o-keTornmyTapar p-rizpokcudeninmipysar + L-rmytamar

(4) neiiyunaminompancepasa:

L-neiinuH + o-keTormyTapar Ol-KeToizoKanpoar + L-rmyramar

Peaxuii TpaHcamiHyBaHHS, 110 KaTali3ylOThCsl aMiHOTpaHc(hepa3aMu, aKTHBHO
repediratoTh B 0arathbOX opraHax, HaHaKTHBHIIIE — B MEYiHIl, CKEIIETHUX M’ s3aX,
MiOKap/ii, TOJIOBHOMY MO3KY, HUpKax. BU3Ha4eHHsI aKTHBHOCTI asiaHiHAMIHOMpaHC-
Gepasu (ananinosoi mpancaminasu — AnT) ta acnapmamaminompaucgepasu
(acnapazinosoi mparcaminazu — AcT) TIMPOKO 3aCTOCOBYETHCS B MEAWIHIN MTPAKTHIIL
3 METOIO JIIarHOCTHKH TOIIKO/DKEHb BHYTPIIIHIX OpraHiB. BHACTIIOK BUXOMy IHX
(hepmeHTHUX OINKIB Yepe3 YIIKOKeH! KIITHHHI MeMOpaHH B KPOB MpH iH(MAPKTI
MiOKapJia CIIOCTEPIraeThCsl 3HAYHE IMiJ[BUIICHHS aKTUBHOCTI B CHpoBaTili KpoBi AcT,
IpH BIPYCHUX Ta TOKCHYHHX MOUIKOKEHHSIX TewiHKku — AJT.

Mexani3m aii aminoTpancdepas

AmiHOTpaHcepasy € CKIaAHUMH OiKaMH-(pepMEeHTaMH, TPOCTETHYHOIO TPYIIO0 B
AKHX € KoepMeHTHI popmu BiTaminy B, (mipuaokcuHy, MpHIOKCOIy) — HipuodoK-
canvghocgpam (ITAJID) Ta nipuookcamingpocpam (IIAM®), 1o yrBOproeThes 3 [TAJID
y TIPOILIECi IEPEHOCY aMiHOTPYIIH.

VTBOpEHHS KOPEPMEHTY 3 BiTaMmiHy B, 1110 HAIXOMMTh B OPraHi3M i3 MPOayKTaMu
XapuyBaHHS, BiTOyBa€eThCA MUTSIXOM (HOCHOPIITIOBAHHS IPHUAOKCOIY JI0 TPHIOKCOI-
dhochary (ITOJID) 3a nii ATD-3anexH01 kinaszu 3 nogaibiM okucieHHsM [TOJID 1o
[TAJI® crierudiganm GraBonpoTeiHOM.

VY cknani pepmenty aminorpanchepazu kodpepment (ITAJID) ciomydenuii 3 mosti-
MIENTUHNAM JIAHIFOTOM 32 PaxXyHOK YTBOPEHHSI antbQiMiHH020 36 's13ky (ocHOBU [Indda)
3 E-aMIHOTPYTIO0 3aNUIIKY Ji3uHy (Lys-258).

VY mporeci KarajdiTUYHOTO aKTy TpaHCaAaMiHYBaHHS BifOyBa€ThCS ITUKIITHE
neperBopeHHs [TAJID na ITAMO®:

AMiHOKHCTIOTA, X [IAM® X AMiHOKHCTIOTA,
a-Kerokucinora, MMAJID o-Kerokucnora,
[pouec ckmamaeTrs 3 JBOX HaMiBpEaKIIii:
1) B3aemMo1isi aMiHOKHUCIIOTH, [0 BTpayae aMiHOTPYILy, 3 ipuaokcaibdocdaroMm 3

YTBOPEHHSIM KETOKHUCIIOTH Ta ipuaokcaminpocdary:
aminokucsora, + [TAJI®-E — o-ketokuciora, + [TAM®-E
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Mexani3m peakiii mosnsirae y B3aemonii aminokucioru 3 [TAJIO-E i3 3aminoro
abIMMIHHOTO 3B s13KY y ckiaii [IAJID-E na anpauMinHAN 3B’ 130K MiXK KOEPMEHTOM
Ta aMiHOKHCIIOTOrO (1a); micist BHYTPINTHHOMOJIEKYISIPHOTO TieperpyiyBaHHs (10)
BiZIOyBa€eThCA TiIpodi3 KeTuMiny (1B) 3 yTBOpeHHSIM KOepMEHTHOT (POPMH, 1110 MICTHTh
aminorpymy (ITAM®), Ta Ol-KETOKHCIIOTH  :

[@epwen}-Lys—(CH,~NH

i
((le 2)4 Rl_cle_CO OH
N

I 4 R—CH-COOH

|

I C
@-O-HZC OH NH @-O—H2C OH iyt
~ \ ~ AN
AN - A

\ _—— —_—
N" “CH, (1a) N" “cH, (16)
ANbIuMiH
Rl—ﬁ—COOH
N NH ,
CliH R_ﬁ_COOH (|:H
B Sroe, on 1 @rome 1
j\ OHZC/|OH K’/ OH2C/|OH
(16) NS 1 NS
N e, N"CH,
Ketumin

HamiBpeaxitist KaTalniTHYHOrO UKITY TPaHCAMiHyBaHHS.

2) B3a€MOIist OL-KETOKHUCIIOTH, , 1[0 AKLIETITYE aMiHOTPYITY, 3 TipHUIokcaminpocharom 3
YTBOPEHHSIM HOBOI aMiHOKHCIIOTH Ta pereHeparli€to mpraokcaibhocdary:
o-ketokucioTta2 + [IAM®-E ——s aminokucinora2 + [TAJIO-E

MexaHi3M I11i€l HariBpeaKI[ii aHAIOTTYHUI PO3IIIs-
HyTOMY JyIsl NiepIoi HamiBpeakii (p# i1 Tedii B 3BO-

& poTHOMY HarpsMKy ); ITAJID, o perenepye B pe3yiib-
P ; Tari Ipyroi HariBpeaKilii, 3SHOBY CIIOTyYa€eThCs ajlb/IH-
- MIHHHUM 3B’S13KOM 3 O1JIKOBOIO YaCTHHOI (PEPMEHTY.

[Ipornec TpancaminyBaHHA Ta PepMEHTH, IO HOTO
KaTati3yoTh, Oy Briepitie orvcadi B 1937 p. A.O.bpayn-
mreitHom Ta M.I.Kpunman; miznime A.O.bpayn-
mrerinoM Ta M.M.IllemskianM Oyra 3anmporroHOBaHa
Teopis mipuaoKcaiteBoro karamzy. A.O.bpayHmTelin
Puc. 17.3. Bpaynurreiin Ostexcangp HAPOWBCS B M. XapKoBi, 3aKiHYMB XaPKi.BCLK?II\/'I

OBciiioBn4 (1902-1986)— MCI[I/I‘{HI/Iﬁ IHCTUTYT, IIpalltOBaB B IHCTI/ITyTl 0ioJIoriv-
axanemix AH Ta AMH Hoi i Meanunoi xiMii AMH CPCP, InctutyTi Moneky-
CPCP. nsipHoi Oionorii AH CPCP.
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BioximiuHe 3HaYeHHs peakuiii TpaHCaMiHyBaHHS

Sk BUTLITMBAE 3 HABENIEHOTO, B PEAKIIisIX TpaHCaMiHyBaHH: HE BiIOyBa€ThCs Je3aMi-
HYBaHHS1, TOOTO BUBUTLHEHHSI aMiaKy, OCKUTBKH aMiHOTPYTIa, IO BiIIETUIIOETHCS Bij
Ol-L-aMiHOKUCIIOTH, aKLENTYETHCS BiAMOBITHOIO Ol-KETOKHCIOTO0, 3/1e01IbIIOr0 —
Ol-KCTOIILYy TApPOBOIO.

bioxiMiyHe 3HaYE€HHS TpaHCaAMiHyBaHHS CyTTEBO BiIPI3HAETHCS B PI3HUX OpraHax.

Y neuinuyi ponp TpaHcaMiHyBaBaHHS ITOJISITAE B HOTO KOIeKMOPHitl (hyHKYIT, TOOTO
30WpaHH] aMiHOTPYII BiJl PI3HUX aMiHOKHCIOT MEePEBaKHO B OAHIN MOJEKYIApHii
¢dbopmi — y BursiAi L-rimyTamMiHOBOT KMCnOTH. BioXiMigHUMI ceHC Takoro mporecy moss-
ra€ B TOMY, I1I0 caMe L-IyTamar € OCHOBHUM CyOCTPaToM peaKiiii 0e3amiHyeanHst, TOOTO
MOCTa4aIbHUKOM aMiHOTPYIT Ha META0O0JITYHUIA IUISIX YTBOPEHHS CEUOBUHH — KiHIIE-
BOTO TIPOYKTY a30TUCTOTO KaTaboi3my.

Y m’azax cripsiMoBaHICTH peaxiiiii TpaHCaMiHyBaHHS TPU3BOJUTH JI0 YTBOPEHHS
3HAYHOI KUTBKOCTI anariny (3a paXyHOK IepeaMiHyBaHHS aMiHOKHCIIOT 3 TTPYBaTOM),
110 BUJUISETHCS B KPOB’SHE PYCJIO 1 MOIIMHAETHCS TMATOMTAMM; B IIEYIHIII aJaHiH
3HOBY IIEPETBOPIOETHCS Ha MipPYBaT, SIKUil BUKOPUCTOBYETHCS B IIIIOKOHEOTEeHE31 (27170~
KO30-anaHino8ull Yyuk1 — NUB. TIaBy 12).

17.3. IESAMIHYBAHHSA AMIHOKHUCJIOT

VY KJIiTHHAX JIFOIUHY 1 TBAPUH HANOLIbII aKTUBHO JIe3aMiHY€EThCS L-TyTaMiHOBa
KHCJIOTA; TPOIIEC BiI0YBAEThCS 32 MEXAHIZMOM OKUCTFOBANIbHO20 0€3aMIHYBAHHSL, 3T1THO
3 PIBHSIHHSM:

L-I'myramat o-ImiHOTTyTapar a-Kerormyrapar + NH,

GOOH  yan mamn+ e GOOH o0
cuy ci, _cny

' +
CH, M CH, @ CH, e
| I
HC| —NH , (Ij =NH CI =0
COOH COOH COOH
L-I'myramar o-ImiHonTyTapar o-KerormyTapar

[epumii erarn — yTBOpEeHHS Ol-IMiHOTITy TapaTy — Karasi3yeTbest pepmenTom HAJI-
3AJISIKHOIO 2TyMamamoe2iopo2eHasoro, 1Mo JIOKai30BaHa B MITOXOHJIPISX; APYTHi eTan —
YTBOPEHHsI Ol-KeToDTy Tapary — € HehepMeHTaruBHUM. Oi-KeTormyTapar, 1110 yTBOpuBcH,
OKHCITIOETHCS B IIUKITI TPUKAPOOHOBUX KHCIIOT, 8 aMiaK TIOTTMHAECTHCS (DepMEHTaTHBHOIO
CHCTEMOIO CUHTE3Y CEUOBHHH.

3BOpOTHUII MpolIeC — BiJHOBIIOBAJIbHE aMiHYBaHHS O-KeTonTyTapary 1o L-rimyTa-
MaTy — MOXe mepedirati B IUTO30MI MpH y4acTi nuto3onbHoi HA JID-3anexnol
DIyTaMaT/AeriiporeHasu i OyTy TOTIOMIKHIM MEXaHi3MOM 3B’ 3yBaHHS aMiaKy.

Henpame oezaminyeannsa L-aminokucnom

Ockinbk L-rityTamar € aMmiHOKMCIIOTOIO, IO YTBOPIOETHCS TIPU TpaHCAMiHyBaHHI
Oinpinocti L-aMiHOKHCTOT, Tedist L-nimyTamaraeriaporeHa3Hol peakiiii € IeHTpaJIbHUM
010XiMIYHIM MEXaHI3MOM, 3aBIISIKHU SIKOMY 3IHCHIOETHCS JIe3aMiHyBaHHSI OLTBIIIOCTI BUTBHIX
AMIHOKHUCJIOT 1 yTBOPIOETHCSI OCHOBHA KUTHKICTh aMiaKy B TBAPUHHOMY OpraHi3Mi.
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Taxe ne3aMiHyBaHHS BUTBHUX L-aMIHOKHCIIOT 32 MEXaHi3MOM CITPSDKEHHS PeaKIii
TpaHCaMiHyBaHH:I 3 0l-KETOITy TapaTOM 1 OKHCIIFOBAILHOTO Jie3aMiHyBaHHs L-rimytamary
OTPUMAJIO HA3BY HENPAMO20 Oe3aMiHy8aHHS:

L-T'nyramar
HAI

L-o.-AMiHOKHCIOTH ﬁ’

+
o.-Keroxknciaorn a-Kerormyrapar HAJIH + H

Puc. 17.4. Cxema HenpsiMoro Ae3aMiHyBaHHs L-aMiHOKHCJIOT.

Haii0inpm akTHBHO HempsiMe JIe3aMiHyBaHHS aMiHOKHMCIIOT 32 YYacTIO ITyTamar-
JIeT1IporeHas  BiI0yBa€eThCs B TIEHIHITI, /Ie aMiak, 10 3BITbHIOETHCS, HAJIXOIUTh Y IIAKIT
CCYOBHHOYTBOPCHHSL.

Oxcnpasu L- Ta D-amiHokuciioT
V meudiHmi i HEpKax MiCTATHCS QepMEeHTH — OkcHaa3u amiHokucenor. e dmaBonporeinn (PIT), mo karanizyors
peaxiii OKHCIIIOBAILHOTO Ae3aMiHyBaHHS L- Ta D-aMiHOKHCIIOT 3 YyTBOPEHHSIM IIEPEKHCY BOIHIO:

oI OIT—H, H,0 NH;
L~(1-)-AmiHOKHCIIOTa L—Z» L-(I-)-Iminokucnora M» o-Kerokucnora

(DHfH2+02 I ®H+H202

Oxcupasu L-aminokucinor € ®MH-3anexxHumu, okcnaasn D-amiHokuciaor — DA JI-3anexxHuMu GpepMeHTaMu.
ITepekuc BOAHIO € TOKCHYHIM METa0O0IiTOM, IO iHIIII0€ HEPEeKUCHE OKUCICHH MEMOpaHHUX (OocOIIMiAIB KIIITHHH.
3HENIKOIKEHHsI IEPEKHCY BOIHIO IOCATAETHCS HOro PO3MIEIICHHAM Kamanasolo IePOKCUCOM:

H,0,—»H,0+120,

Oxcnpasu L- ta D-aMiHOKHCIIOT 32 (i3i0I0MYHIX YMOB € MaJIOAKTHBHIMH (DepMEHTaMH, 1 IX Oi0XiMIUHE 3HAYECHHS
OCTaTOYHO He3 sICOBaHe.

17.4. JEKAPBOKCHJ/IIOBAHHA AMIHOKHCJIOT

Peakitist 1ekapOOKCHITFOBAHHSI aMIHOKHCIIOT IOJISATA€E Y BiIICIUICHHI JT10KCHUTY
BYIJICITIO BiJT MOJICKYJIM aMIHOKUCIIOTH 3 YTBOPSHHSIM aMiHIB (Oio2eHHUX aMiHig), 3SHAaUHA
YacTHHA SIKUX Ma€ BUCOKY (i310JI0T1UHY aKTHBHICTH SIK TOPMOHH, HEWPOMETIaTOpH, €
iX mornepeTHUKaMK a00 METa0OMiTaMH:

CO,
R—ClH—:C:O:O:H A R—CH,—NH,
NH,
L- ai-AmiHokucIora AmiH

L-o-AMmiHOkuCcIOTa — > AMIH

Peaxkmis xaramizyeTbcsi pepMEHTaAMH — O0eKapOOKCUNA3amMu amMiHOKUCIom,
Ko(hepMEHTOM SIKUX € TipuaoKkcanbhocdar, o B X0/i KaTaJiTHIHOTO aKTy YTBOPIOE 3
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aMiHOKHCIIOTaMU MH(OBI OCHOBH, MOMIOHI 10 PO3TISTHYTHX B PEAKINSX TpaHC-
aminyBaHHs. JlekapOOKCHIa3u aMiHOKHCIIOT € cTepeocnenuiuHuMu GepMeHTaMHu,
110 JIFOTh TUTEKK Ha L-cTepeoizomepu.

JlexapOOKCHITIOBaHHIO MOXYTh MIJISTATH SIK allUKIIIYHI, TaK i HUKIIYHI aMiHO-
KHCJIOTH; B Cedl JIFOIMHU 3HAWIeHO OJIM3BKO COpOKa O10reHHHX aMiHiB.

®diziooriuHe 3Ha4YeHHA JeKAPOOKCUIIOBAHHS AMIHOKHCJIOT
1. Ymeopenuus ¢pizionoziuno akmugHux cnoiyk — 20pmMonie, meoiamopis.

[pukinagamu yTBOpeHHS (i3i07I0TIYHO AKTHBHUX CIIONYK B pe3yJbTaTi AeKapOOK-
CHJIIOBaHHS aMiHOKHUCIIOT € TaKi peaxiii: oo

COOH NH

(1) yrBOpeHHs Y-(eamma)-aminomacaanoi °
kucniomu (IAMK, y-aminobymupamy) 3 L-rity- HC NH2 % CH
Tamary: —4

2
2

L-rmyTaMiHOBa KHCJIOTa —— I

—y-amiHoMacisiHa kuciora (TAMK) (|:H2 (|:H2
(2) yrBOpeHHs rictaminy 3 L-rictuauny: COOH COOH
Lori . . L-I'myraminosa Y-AMiHOMacIsTHa
“HCTHMH ricTamia KHCIIOTa kucnora (CAMK)

N—C—CH,—CH- COOH f 02 N—C CH,—CH,—NH,

L J
NH
L-rictuaun Ticramin

2. Kamadbonizm aminoxucinom y npoyeci cHumms 0inkie y Kuuie4HuKy.

[Iporecu nekapOOKCHITIOBaHHST aMiHOKHCIIOT aKTUBHO ITepediraroTh y IMOpoKHUHI
TOBCTOT KHUILIKU MiJ Ji€l0 (PEepMEHTIB MIKpOOPraHi3MiB, IO € KOMIOHEHTaMH HOp-
MaJbHOI MIKpOQIIOpH TPaBHOTO TPaKTy JOAWHU (‘‘OakTepiaibHe THHUTTS OLIKIB y
KHIIEYHUKY ).

[pukinagaMu peakiiii JekapOOKCHIIOBaHHS aMiHOKHCIIOT Y KUIICUHHUKY € yTBO—
PEeHHSA 3 IiaMiHOMOHOKapOOHOBUX KHCIIOT nmomaitie (“TpynmHHX OTpyT”):

-

OpHiTHH > [lyrpecunn

(oL, §-miaminoBanepianoBa Kuciaora)  (TeTpaMeTHIICH iaMiH)

O,
H>N—(CH,);—CH—COOH e HN—(CH ) —NH,

NH,
OpHITHH IyTpecuun
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Jlizuu >  KanasepuH
(0, €-miamMiHOKAIIPOHOBA (IeHTAaMEeTHIICH TIaMiH )
KHCJIOTA)
CO,
H N—(CH),—CH —COOH . H,N—(CH,)s—NH
NH ,
Jlizun KanaBepun

OkucJjieHHs 0ioreHHUX aMiHiB

HaxonmueHHst 0i0TeHHUX aMiHIB B OpTaHi3Mi CIIPUYMHSE HECTIPUATIUBI TaTtogizio-
JIOTiYHi 3MiHH 3 OOKY CepIeBO-CYyMHHOI CUCTEMH, KUINIEYHUKA, 1HIIHNX TIaJeHbKO-
M’SI30BHX OpraHiB. 3HEMIKOKEHHS (JeTOKCUKarist) (i3ionorivHo akTUBHUX aMiHIB
BiZIOyBa€ThCsl B KIIITHHAX MEYIHKU MPH YYaCTi MOHOAMIHOOKCUOA3U MITOXOHAPIA —
DA /I-3anexHOT0 (hepMEHTY, 10 CIPHYHHSE OKHCIIOBAIbHE JIe3aMiHyBaHHS aMiHiB
JI0 aJbJIEeriiB:

R-CH,-NH, + ®AJ[ — R-CH=NH + ®AJIH,
R-CH=NH + H,0 —=R~-CH=0 + NH,

AnbJIeriiu — TPOYKTH Jie3aMiHyBaHHsI OI0T€HHUX aMiHIB OKHCJIFOIOTHCS JI0 BiJI-
MTOBITHUX KHCJIOT 1 MISATal0Th TIOAAJBIIN OKHCIIOBAIBHIH Aerpaaalii abo ekcKpe-
TYIOTBCS 3 OpTaHi3MY i3 ceuero. AMiak HaIXOAUTh Y CHCTEMY CHHTE3y CEUYOBHHHU.

17.5. OBMIH AMIAKY. BIOCUHTE3 CEYOBHUHUA

Iliasixu yTBOpeHHs1 aMiaKy B OpraHizMi JOIMHU

1. I'oJ1I0BHMM Y KiJIbKICHOMY BiTHOLIIEHHI /I7KepeioM HAKONMYEeHHs aMiaKy B
Oprasi3mi JIOAMHHU € OKUCTIOBAJIbHE 1e3aMiHYBaHHS aMiHOKHCJIOT, TOOTO OLTKOBHIt
KaTaboIIi3M: a30T CEYOBUHH — KiHI[EBOTO a30TOBMICHOTO IIPOIYKTY JeTpajialito Oii-
KiB — ckiayiae 6:1m3bKo 90 % BChOTO a30Ty, IO eKCKPETYeTheA. JlonaTkoBIMH JHKepe-
JaMH EHJIOTEHHOTO aMiaKy € peakilii Je3aMiHyBaHHS O10TeHHHX aMiHiB, a30TUCTHX
OCHOB, SIKi YTBOPIOIOTBCS TIPU KaTaOoi3Mi HYKJI€OTH IiB. 3HaYHA KiJIbKICTh BITLHOTO
amiaKy BCMOKTYETBCS B KPOB i3 CHCTEMH BOPITHOI BeHH (Vv.porta) BHACIIOK HOTO YTBO-
PCHHS IPY KaTa0o0J1i3Mi a30TOBMICHUX 0100pTaHIYHUX CIIOIYK (TOJIOBHUM YHHOM, OLTKIB
MPOAYKTIB Xap4yBaHHs ) KAIIKOBUMH OaKTEPisIMH.

2. YTBOpeHHsI aMiaKy B rOJIOBHOMY MO3KY

OCHOBHHUM JKEpENIOM YTBOPECHHS aMiaKy B TKAHHWHI TOJIOBHOTO MO3KY € PeaKIlist
rigponitTnaHoro ne3aminyBaHHg AM® no inosuamMoHodochary (IMD), mo xarai-
3YEThCSl PEPMEHTOM d0EHO3UHOC3AMIHA3010:

AM® + H,0 —IM® + NH,

AMiak, 1o BUBLIBHSETHCS, 3HEITKOKYETLCSI B PE3YJIBTATI 21yMAMiHCUHIMEMA3ZHOT
peaxyii, yTBOPIOKOYH 3 L-riytamary erymamin, SSIKUi BABOTUTHCS 3 TOIOBHOTO MO3KY
(mmB. HIDKYE).
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Toxkcuunicmoy amiaxy

AMiaK € TOKCHYHOIO PEYOBHUHOIO0, 0COOIMBO HEOE3MEUHOIO ISl TOJIOBHOTO MO3KY;
HOpMalTbHa KOHIIEHTPAIlisl BUTRHOTO aMiaKy B TUTa3Mi KpoBi (y BUIIIAZI iI0HY aMOHiIO
NH,") nesnauna, cknagae 25-40 mxmons/n (0,4-0,7 mr/m). HaamipHe HakonmuyeHHs
B OpraHi3Mi aMiaKy CIIOCTepiraeThCs IPH MOPYIIIEHHI CEYOBUHOY TBOPIOBAIILHOT (PYHKITIT
TIe4iHKY (BIPYCHI Ta TOKCHYHI TeTIaTUTH, IIAPO3H TEYiHKH), a30TOBUIITBEHOI (PyHKIIIT
HUPOK (TocTpa abo XpOHIYHA HUPKOBA HEAOCTATHICTH), CIAJIKOBUX (YPOIIKEHUX)
rinepaMoiHieEMisiX, IO CTIPUYMHEHI TeHETHYHUMH JedeKkTamMn (pepMEeHTIB CHHTE3y
ceyoBuHU. KniHIUHO einepamonicmin XapaKTepU3yeThCsl NTMOOKUMU HOPYLICHHSIMH
¢yHKOIT HeHTpanbHOI HEPBOBOI CUCTEMHM, aK JO PO3BUTKY KOMAaTO3HOI'O CTaHY.

TokcH4HICTh amiaKy OB’ I3y FOTh 13 HOTO 3/IaTHICTIO TIOPYITyBaTH (DYHKITIOHYBaHHS
TPUKApOOHOBOTO IUKIY B MITOXOHJPIAX HEWPOHIB TOJOBHOTO MO3KY BHACIIIOK
Busenenns i3 LITK o-kerormyTapary:

NH, + a-xkerormyrapar + HAJI®H + H* —= L-rmytamar + HAJI®" + H,0

s peaxuist (sionogmosanvue aminyeanns O-kemoerymapamy), sika € HAJIOH-
3aJIeKHUM O0OCpHEHHSIM [Ty TyMaTAeTiJpOoreHa3Ho1 peaKilii, BABOJUTH O-KETOIITy TapaT
3 Mydy MeTa0OoNiTiB TPUKAPOOHOBOTO LUKITY, 10, B MiJICYMKOBOMY €Talli, 3HHXKYE
AKTHUBHICTh aepOOHOTO OKHCIICHHS IIFOKO3M — TOJIOBHOTO €HEPreTHYHOTO JIKepena
TOJIOBHOTO MO3KY. AJIETEpHATHBHA TEOpPisi HEHPOTOKCUYHOCTI aMiaky IOB’s13y€e HOTo
HETaTHBHI €()CKTH 3 TIOIIKO/PKYBAIBLHOK JIIEF0 HA HEHPOHH BUCOKHUX KOHIICHTpAITii
DIIyTaMiHy, SIKHi YTBOPIOEThCS B HAIMIPHIH KITBKOCTI 3 aMmiaky Ta L-rmytamary (IuB.
HUXKYE).

MexaHi3MH 3HELIKOIKEeHHSI aMiaKy

Bucoka TokcH4HICTh amiaky mpu3Bena 0 (OpMyBaHHS B €BOJIOLIT TBAPHHHHUX
OpraHi3MiB CIeIiaTbHIX O10XIMIYHUX MEXaHi3MiB HOTO 3HEIIKOPKEHHS. 3aJIeXKHO BiJl
MOJIEKYIISIpHOT (DOPMH, Y BUIISIIL SIKOT €KCKPETYIOThCS KIHIIEBI IPOTYKTH a30THCTOTO
(aminHOTO) KaTabOMI3MYy, ICHY€E TPY THITM TBAPUHHUX OPTaHi3MiB:

1) amoniomeniuni opeanizmu — TaKi, O BUBOSTH aMIHHHUI a30T Y BUIJISII PO3UHH-
HOTO 10HY amoHito (10 HUX HAIEKUTh OUTBIIICT XpeOETHHX, 110 MEIIKAIOTh Y BOJI1);

2) ypuxomeniuni opeanizvu — TaKi, 0 BUBOAATH aMiHHHN a30T y BUIIISIL Ce¥080T
Kucinomu (ITaXx¥, HA3eMHI PETITHTII);

3) ypeomeniuni opeanizmu — OCHOBHUM TIPOTYKTOM 3HEIIKOJPKEHHS Ta €KCKPETY-
BaHHS aMiaKy y SIKHX € ceyosura (OUTBIIICTh Ha3eMHUX XPEOSTHHX, BKIFOYAFOUN
CCaBIIiB, 30KpeMa OpraHi3M JIIOIHHN).

BiocuHTe3 ceuoBHMHM BiI0YBA€Ths BUKIFOUHO B TIeUiHIll. J[oaTkoBUM MeXaHi3MOM
JICTOKCHKAIIIi aMiaKy y MICISIX YTBOPEHHS € HOro 3B’ s13yBaHHS y HopMi 21ymaminy 3a
YUaCTIO 21ymamiHCuHmemasu.

BiocuHTE3 CeUOBHHH

3rigHo 3 mociimkenaamu [.Kpedca (H.Krebs) ta K. Xenszematita (K.Henseleit)
(1932), cuHTe3 CEUOBHHM BiZIOYBAa€ThCA 3 aMiaKy Ta BYT1LIHbHOI KUCIIOTH B PE3yJbTaTi
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[UKJTIYHOTO TIPOIIECY, B IKOMY KaTaTiTUYHY POJIh BilirparoTh aMiHOKHCIIOTH apTiHiH,
OpHITHH Ta UUTPYIiH (opHimurosuil yuki Kpebca-Xensenaiima):

<:> 10 C=NH c=0
NH NH, NH

C|H2 C|H2 (lez

CH, CH CH,

| |
HC—-NH, HC|—NH2 HC|—NH2
COOH COOH COOH

Aprinin OpHiTHH Hutpynin

CeuoBuHa

SIk BUILIIMBAE 3 HACTYITHOT'O, JKEPEIaMHU JIBOX aMIHOTPYII, 1110 BUKOPUCTOBYFOTHCS
JUIS YTBOPEHHSI MOJIEKYJIM CEYOBHHH, € aMiaK, SIKHH BUBUIBHAETHCS TPH OKHCIIO-
BaJILHOMY Jle3aMiHyBaHHI L-rmTyTamary, Ta aMiHOTpyTIa aMiHOKUCIIOTH L-acmaprary.

DepmenmamugHi peakuii cunmesy ceuo6uHu
1. YTBOpeHHs 3 aMiaKy Ta AiOKCHAy Bymieltto 3a yaactio AT® kapbamoingocghamy:

hoo™

NH3+ C02+2AT¢)+H20 H2N—C—O~P|:O + ZAI[(D"F H3PO4
OH
Kapbamoingocdar

Peaxitist karamizyerbest kapoamoingocghamcunmemasoro. Jxepenom aMiHOTpyTIH
(Y BUIVISI/TI MOJIEKYITH aMiaKy) € TITyTaMaT/eTiJporeHa3Ha peaKilis.

2. [lepenecenns kapO0aMoiTBHOI TPYIIH Ha OPHITHH 3 YTBOPEHHSAM IUTPYIiHY ((ep-
MEHT — OpHimuH-kapoamoinmpaucepasa):
kapbamoindocpar + opHiTHH —= nuTpyiid + H,PO,

NH,
T TS ST s 3 |
F=d - -5 NH2 C:O
| (|)| | OH (ClH ) [
_ 2)3 NH
HN—C-0 IT_O HCl NH - ClH + H3POy
OH I 2 (| 23
COOH HC—NH,
COOH

Kap6amoingocpar OpHiTiH [urpymnia
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3. AxnenTyBaHHS JIpyroi aMiHOTPYITH HIIIXOM B3a€MOii IUTpyiiHy 3 L-acmap-
TatoM ((PepMEeHT — apeiHiHO-CYKYUHAMCUHMEMA3A):

urpynin + L-Acnaprar + AT® —= Aprininocykuunar + AM® +H,P,O,

Isz I|\IH2 COOH
?ZD_ ) (liOOH $:N—$H
| |
W BT e — T —
(CHo)s CH, () COOH
H?—NHZ COOH H?—NHZ
COOH COOH
Hurpymnin L-Acnaprar ApriniHocyKuuHar
n COOH
C—NH—(IZH
NH i + AM® + H,P,0,
COOH
((|3H2)3
H(li—NHz
COOH
4. PosmieryieHHs apri- I|\|IH CleOH NH,

. cee COOH
HiHOCYKIMHATY 1pn Mii o\ oy C—NH |
bepMeHTy apeinino-cyK- | [ | CH
yunamniazu; npoagykramu  NH (lez NH ol
peakuii € gvpriHiH — Oes- ((|3H2)3 COOH (éH ) (|?H
MOCEpeaHIN TMoNepe HIK | | 273 COOH
CCUOBUHH Ta (hymMapar: HC—NH, HC—NH,
apFiHiHOC'yFIII/IHaT — (lfOOH C|300H
— aprixiH + pymapar ApriHiHOCYKIHHAT Aprinin dymapar

5. T'impomi3 aprininy npu

) NH,
nii pepMeHty apeinazu 3 | NH,
YTBOPEHHSAM CEYOBMHM Ta ?ZNH (éH ) /NHz
pereHepaIic OpHITHHY ITIH + Hy0— | 23 C=0

iq- HC—NH \
Eiiiegflcil}{,l){.ﬂ MeTabomiy ((FH2)3 | 2 NH,
. ' HC—NH, COOH
aprinin + HO —> (IZOOH
OPHITHH + CEHOBHHA Aprinin OpHiTiH CevoBHHa
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dymapar, o yTBOPIOETHCS B ap2iHiHO-CYKyuHamiiazHill peakiiii (4), € cydbctparom
TPUKapOOHOBOTO IUKITYy 1 MOXKE MEPETBOPIOBATHCS /10 MayaTy Ta OKCaJOAIEeTaTy;
OKCaJIoaleTar, y CBOIO Yepry, 3/laTeH B peakiii TpaHCaMiHyBaHHS yTBOPIOBATH
acnapmam — TOHOP PYToi aMiHOTPYITH B MOJIEKYITi CEYOBUHU:

o-AMiHO-
KHUCJIOTH

NH,
o-Keto-
KHUCJIOTH

L-I'myramar

Kapbamoin-
—> docdar

COy OpHiTHH Aprinino- Okcaoarierar
CYKLIMHAT f
Mauar
d
Aprinin Dymapar

CevoBuHaA

MeTabomiYHIH UK CHHTE3y CEUOBHHH.

T'enemuuni oepexmu ghepmenmie cunmesy ceuosunu

IcHyIOTh CcnamkoBi €H3MMOMNATii, CIPUYMHEH] ITOBHIUM 200 YaCTKOBHM JE(EKTOM
YTBOPEHHS B TIE€YiHIII OKPeMHUX (PEpMEHTIB UKy CEYOBHHOYTBOpeHHA. HaitOinbin
Ba)XKKHMH KJIIHIYHIMH ITPOSIBAMH XapaKTEPHU3YIOTHCSI TOPYILEHHS CHHTE3Y KapOamoin-
Gocpamcunmemasu ta opHimuukapbamoinmparcgepaszu. JiTv 3 TAKUMHU TeHETHY-
HUMH Je(eKTaMU CTPaXIaloTh BUPAKCHOI eHILE(aIoNaTiero, MpOosiBU SIKOI J1e110
MOCIa0IOIOTHCS B yMOBAX OBHOTO BUKIIIOUEHHS CIIOKMBAHHS Xap4OBUX OUIKIB.

TpancnopT amiaky B me4iHKY

MonexynsipHUMH pOpMaMu TPAHCIIOPTY aMiaKy 3 OpraHiB i TKaHUH, JI€ BiH yTBO-
proeThest (M’s131B, TOJIOBHOTO MO3KY, KUIIICYHUKA TOLIO), € 27ymamin (aMisl Iy TaMiHOBOT
KHCIJIOTH) Ta aianin. KoHLIEHTpallisi ITyTaMiHy Ta aJlaHiHy B IIa3Mi KPOBI1 JIFOAWHH
3HAYHO MEPEBUIIY€ BMICT 1HITMX aMiHOKHCIIOT.

Inymamin — cunresyerbes 3 L-rimyramary B AT®-3anesxHii peakiii, o Karatizy-
€TBbCS 2TYMAaMIHCUHMEMA30I0:

NH, + L-rnyramar + AT®O—>miyramin + AJIO + ©

CuHTe3 TiyTamMiHy B HalOnb1Iil Mipi BiIOyBa€ThCsl B KIITHHAX TOJIOBHOTO MO3KY
(e mIyTaMiHCHHTETa3Ha Peakilis € OCHOBHUM MEXaHI3MOM 3HEIIKO/PKCHHS aMiaKy)
Ta M’s13iB. [3 IIMX Ta IHIMX OpPraHiB amiJl 3 TOKOM KPOBI HAJIXOUTh Y KMIICYHHK, TCYIHKY
Ta HUPKU:

(1) KIIITHHU KMIIEYHUKA MOTTNHAIOTH HAHOIIBIIY KiTbKICTh IyTaMiHy KPOBI;
B [[OMY OpTaHi IyTaMiH (3a paXyHOK peakiliii TpaHCaMiHyBaHHs1) IIEPETBOPIOETHCS B
aNaHiH, SKUH, Y CBOIO Yepry, BUXOJHUTh y KPOB 1 3aXOILTIOETHCS TeMaTOLUTAMHU; B
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KIIITHHAX TIEYiHKH BYTVICIIEBUH CKEJIET allaHiHy BUKOPHCTOBYETHCS B MPOIIEC] TITIOKO-
HEOTeHe3y (21H0K030-alaHiHO8uUIl YUKT), a aMIHOTPyIla — B CHHTE31 CEYOBHHHU;

(2) B mewiHni TIyTaMiH pO3MICILTIOETHCS A0 L-rmyramary Ta amiaky npu il

(dbepmenty enymaminazu:
riytamin + H,O —= L-tiytamar + NH,

AMiax, 1110 BUBUIBHSAETHCS, BKIIFOYAETHCS B PEaKIlii CHHTE3y CCUOBHHHU.

(3) B HUpKax — mIyTaMiHa3HA PEaKIlisi € OCHOBHUM JDKEPEJIOM YTBOPCHHS 10HY
amoHiro (NH, "), AKuii eKCKpETy€eThCs 3 Ce4€l0 B KibKOCTI O1u3bKo 0,5 r Ha 100y. Cunres
[IyTaMmiHa3u B KIIITHHAX EHITeII0 HUPKOBHX KaHAJbIIB CTUMYIIOETHCS B YMOBaX
ayuoo3y, CTAHOBJISIYM MEXaHi3M HelTpatizamii Ta eKCKpelii 3 opranizMy HaJTHIIKOBHX
KUCITUX CKBIBaJICHTIB:

NH, + H*—=NH"

Ananin — yTBOPIOETHCS TEPEBAKHO B M’sI3aX y peakiisiX TpaHCaMiHyBaHHS 3
THIIMMH aMiHOKHCIIOTaMH 1 BiJlirpae OCHOBHY POJIb B TPAHCIIOPTYBaHHI HOTO B IIEYIHKY;
KJIITHHM MeYiHKHU MONIMHAITH HAOIIbIIY KiJTbKiCTh aJIaHIHY KPOBi, BUKOPHCTO-
BYIOUH II0 aMiHOKHUCIIOTY B PEAKI[isIX IJIFOKOHEOT€HE3y Ta CHHTE3y CEUOBHHH.
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['JTABA 18. METABOJII3M AMIHOKHUCJIOT
IL.CIHEIITAJIT3OBAHI LHIVIAXW OBMIHY

18.1. IVIAXHW METABOJII3MY BE3A30TUCTOI'O CKEJIETA
AMIHOKHCJIOT. I'NIIOKOI'EHHI TA KETOI'EHHI
AMIHOKHCJIOTHU

JBanusath L-aMiHOKHCIIOT, 1110 PO3PI3HSIOTHCS 3a CBOEO XIMIYHOK CTPYKTYPOIO,
010JIOTIYHOIO POJUTIO Ta OCOOMUBOCTAMH METa0OJi3My BXOIATH N0 CKJIATy OiNKiB
OpraHi3My Ta € IPUCYTHIMH B KIIITHHAX 1 EKCTPALETIONSPHHUX [TPOCTOPax y BITbHOMY
craHi. be3a3oTHCTI ckeneTH BiIbHUX aMIHOKHCIIOT, sIKi YTBOPIOIOTHCS B PE3yJNIbTaTi
TpaHCaMiHyBaHHS Ta Je3aMiHyBaHHS, — I1€ METa0O0ITH TITIKOJIi3y, IIUTPATHOTO IIHAKITY,
B-oKuCIEHHS KUPHUX KUCIIOT, a00 PEYOBUHH, 110 MOXKYTh IIEPETBOPIOBATKCS B iHTEP-
MeJIiaTH X TOJIOBHUX KaTaOOMIYHUX MUISXIB OPTaHi3MYy.

IIyHkTH OKHC/IEHHS] aMIHOKUCJIOT Y IUTPATHOMY LHUKJIi

3aBusKM exoHomiunocmi G10J0TTYHOTO OOMiHY pedoBWH, crienudidni 6ioXiMivyHI
LUISIXK KaTaboi3My OKPEMHX ABAJATH MPUPOAHUX aMiHOKHCIOT KOHBEPIYIOTH 3
YTBOPEHHSIM JIMIIIE T’ ITH MOJIEKYJISIPHUX MPOIYKTIB — 010MOJIEKYJ, IO BCTYNAIOTh Y
IIUKJI TPUKAPOOHOBUX KHCIIOT, TIOBHICTIO OKHCITFOIOYHCH JI0 TIOKCH/TY BYIJICIIIO Ta BOIM.
Humu nponykramu €: ayemun-Kod, o-xemoenymapam, cykyunin-KoA, ¢ymapam,
oxcanoayemam (puc. 18.1).

1. Ayemun-KoA — yTBOPIOETHCS TIPH KaTabOoJTi3Mi JIECATHA aMIHOKUCIIOT, CEPE/T IKUX:

— IT’SITh aMIHOKUCIIOT (aJIaHiH, IIUCTETH, CEPUH, TPEOHIH, TIIIIMH) PO3IICILTIOOTHCS JI0
areti-KoA uepes nipysam;

— II’SATh aMIHOKUCIIOT ((peHiNanaHiH, THPO3WH, JEHIIMH, JTi3WH, TPUMTOhaH) po3IIen-
TmoroThes 10 auetui-KoA uepes ayemoayemun-KoA.

YacTrHa ByIJICEBOTO CKeJIeTa JISHIMHY Ta TPUNTO(aHy, a TAKOK 130JICHIMHY ITepeTBO-
proeThest Ha ateTui-KoA 6e3nocepeiHpo; YacTHHA MOJIEKYITH 130JICHIIHY TEPETBOPIOETHCSI
Ha CyKIMHLI-KoA.

2. a-Kemoaenymapam — yTBOPIOETBCS TIPH KaTaOOMi3Mi I’ITH aMiHOKUCIIOT —
DTyTaMary, IyTaMiHy, apriHiHY, TiCTUANHY, TIPOJTiHY.

Berym goruprox i3 mx aminokuciot B LITK BinOyBaeThes depes ix mepeTBopeHHs Ha
DITyTaMmar.

3. Cykyunin-KoA— yTBOPIOEThCS MY KaTaOoImi3Mi TPhOX aMIHOKUCIIOT — 130JICHITUHY,
BaJIiHY, METIOHIHY (YaCTHHA MOJICKYIIH 130JICHIMHY, SIK 3a3HaUYCHO BHILIE, IEPETBOPIOETHCS
B aneTii-KoA).

4. @ymapam — yTBOPIOETHCS TIPU KaTadoui3Mi (DeHLTaaHiHy Ta THPO3UHY; BYTJIETIeBI
CKEJIeTH X aMiHOKHCIIOT YTBOpIOIOTH 1Ba Metadomitn [[TK — amernn-KoA (uepes
arreroarieTrin-KoA) ta hymapar.

5. Oxcanoayemam— yTBOPIOETHCS MPH KaTadOIi3Mi acriapTary Ta acliapariiy; acnaprar
MIEPETBOPIOETHCS B OKCAIOAIICTAT Yepe3 PEaKIlito TpaHCaMiHyBaHHSI.
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Deninananin
Tupo3un
Jleinun [3oneinun AUlaHig
Jli3un Jleiinun [ Lucrein
Tpunropan Tpunrodan rﬁip;/B?iT-‘ < Cepun
\ ) L=l o a .
M Tpeonin .
l l Ininua lllyTj‘lelH
priHin
:A_ue_TgageT_HJl-Ifoé : Anerin-KoA TNetnana
IIponin
—
domprt L[ Owaoaerar ] 1y
Acmnaparin Hurpar
\ I'myramar
I3ommrpar
Manar
o-Kerormyrapar |<«—
— 4 Cyxupnar | Cykumnin-KoA
Oeninananin T
Tupo3un —
[30neitun
Banin
MertioHiHn

Puc. 18.1. Cxema BKJ/IIOYEHHS BYIVIelleBHX CKeJ1eTiB NPUPOIHUX L-aMiHOKHMCIOT y MK JIMMOHHOL
KHCJIOTH.

T'1oxoreHHi Ta KeToreHHi aMiHOKHCJIOTH

Inoxozenni aminokucnomu

L-AMiHOKHCIIOTH, IO META0O0MI3YIOTHCS B IIUKJT TPUKAPOOHOBHX KUCIIOT (puc. 18.1),
MOXYTh BKJIFOYAaTH CBOI BYIVICIICBI CKEJICTH B MOJICKYJIH ITtoKo3H. LI amiHOKHUCITOTH,
BUKOPHCTAHHS SIKUX Y CHHTE31 TNIIOKO3H peatizyeTbes michs ix BxompkenHs B LITK yepes
anetmi-KoA, o-kerormyrapar, cykunHin-KoA Tta gymapar, oTpumanun Ha3By
2NIIOKO2EHHUX AMIHOKUCTIOM.

Kemozenni aminokucnomu

JIBi L-aMiHOKHCITOTH BKITFOYAQFOTHCS B KaTaboJTi3M TLTBKH uepes arjeroaneTiin-KoA,
SKUH y KITITHHAX IEYiHKA MOYKE TIePETBOPIOBATHCS Ha KeMOHOGI mijia alleToareTar Ta
B-rinpokcuOytupar. Lle — xemoeenni aminokucromu. Jleski aMiHOKUCIIOTH Bi/UIAOTh
CBOI ByIJIeTIeBi (hparMeHTH Ha yTBOPEHHS SIK TITFOKO3H, TaK 1 KeTOHOBUX Tilt (Tadmmis 18.1).

Tao6nuis 18.1. [llokoreHHi Ta KeTOreHHi aMiHOKHCJIOTH

I'nwokozenni Kemozenni I'nwoko- ma kemozenni
Ananin I'minun Jleruu [3oneinun
ApriHiH Tictuann Jli3un Tuposux

Acmnaparidn MertioHiH Tpunrodan

Acmnaprar [ponin Deninananin
Bauin Cepun

I'myramar Tpeonin

[nyramin [ucrein
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Kerorenes i3 aMiHOKHCIIOT Mae 0COOIMBE HEraTUBHE 3HAYCHHS TIPH JICSKHX MOPY-
IIeHHX (pepMEHTHUX MPOIIECiB, 30KpeMa IMPH HEKOMITEHCOBAHOMY ITyKPOBOMY JTia0eTi,
y 3B’SI3KY 3 YUM TaKHM XBOPHM PEKOMEHAYETHCS OOMEKYBaTH HaJXOKCHHS
KETOTeHHHUX aMiHOKHCIIOT Y CKJIaJl MTPOAYKTIB XapuyBaHHSI.

7KuponoaiOHi Ta He;KMPONOAIOHI AMIHOKHCJIOTH

3ajeXHO Bil 0OCOONMMBOCTEH MUIAXIB MEpeTBOPEHHS, L-aMiHOKHCIIOTH TIONUISIOTHCS
TaKOXK Ha Hexcuponodiowi (nonfat-like, anrn.) Ta srcuponodioni (fat-like, anrn.).

Hestcuponodioni — aMiHOKUCIIOTH, TII0 PO3IISTUIIOIOTHCS 32 MUIIXaMH KaTadomi3My
ByIIIeBOMIB. [lo HUX HaJleXKarh: TICTUIMH Ta 3aMiHHI (nonessential) aMiHOKHUCIOTH, OKpIM
THPO3UHY. BCi aMIHOKUCIIOTH Li€T TPYTIH € 2110KO2eHHUM.

Kuponodioni — aMiHOKUCIIOTH, TIGPETBOPEHHS SIKUX BKIIFOYAE 1HTEpMEIiaTH, 10 €
CIUTLHUMH 31 IIUIIXaMK OKUCIICHHSI YKUPHUX KUCIIOT. [10 YKUPOTOIIOHIX HAJIG)KATh THPO3UH
Ta He3aMiHHI aMiHOKUCIIOTH (essential), kpim rictuanHy. YacTrHa 3 aMIHOKHUCIIOT Li€] TPy ITH
€ 2NOKO2EHHUMU, YACTUHA — KeMO2eHHUMU, ESIKI — 2II0KO- Ta KeMO2eHHUMU.

AMIHOKHCJIOTHU SIK NONIEPEHUKH iHIIUX 0i0MOJIEKY.T

Bionoriune 3HaueHHST aMiHOKUCIIOT HE BHYEPITYEThCS X y4acTIO B CHHTE3i OLIKiB
opraniaMy. BinbHi aMiHOKHMCIIOTH BUCTYIAIOTH MOTEPEJHUKAMH B YTBOPEHHI Oaratbox
CTIOJNYK, I1I0 BUKOHYIOTh CTIeIliani3oBaHi (PyHKIIIT: HyKJICOTHIIB, KOYEpPMEHTIB, TOPQIPHHIB,
BiTaMiHIB, TOPMOHIB, HEHPOMEIaTOPiB Ta IHIINX CTPYKTYPHHX Ta PEryIsTOPHUX
0iI0MOJIEKYIT.

VY 3B’S3Ky 13 CKJIQJIHOCTSIMH IHAMBIAYyalbHUX LUISXiB MEPETBOPEHb B OpraHi3Mi
BYIJICLIEBOTO CKeJieTa OUTBIIOCTI MPUPOIHUX aMiHOKHCIIOT, B MOAAIBIIOMY OyayTh
PO3IISHYTI JIMILIE OCOOIMBOCTI METa0OMI3MY Ta y4acTi B CHHTE31 (Di310JI0TYHO aKTUBHUX
CTIONYK aIUKITIYHUX Ta IUKITIYHUX L-aMiHOKHCIIOT, sIKi MaroTh HaiOuIbIe OioMeandHe
3HAYCHHSL.

18.2. CIIEHIAJII3OBAHI IIIVIAXHW OBMIHY AIIMKJITYHUX
AMIHOKHCJIOT

OO0MiH ITiMHY Ta CepUHY

Iniyun — 0Ol-aMiHOONTOBA KUCIIOTa — BKIMBUI yYaCHUK 0ararbox Ol0XiMIYHMX
nporeciB. /IBoByeneBuil CKeleT MIINKUHY BUKOPHCTOBYETHCS B PI3HOMAaHITHUX
CHHTETUYHHX PEaKIisIX yTBOPEHHSI IHIIIX O10MOJIEKYJT, B TOMY YHCITi (Di3i0NIOrTYHO aKTHBHHX
CIIOJTYK.

oy

NS

Cepun Kpeatun Ilopdipuan Iypun Xomin I'myration

BioximiuHi mepeTBOpEeHHS IIIIHY
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[mitme y TBApUHHOMY OpraHi3Mi CHHTE3yeThes 3 L-cepuHy — 3aMiHHOT aMiHOKHC-
JIOTH, ByTJICLICBUI CKEJIET KO yTBOPIOETHCS 3 ITFOKO3H 32 TAKOIO CXEMOIO:

C|OOH HAJ" HAJH, ?OOH

[J1I0KO3a — + v o » HC —OH C=0 -
| |
3-docdorminepar 3-docdorigpokcumipysar

L-Tmyramatr o-Kerormyrapar  coog 120  H3POs  gon
|

HCI —NH, HCI —NH,
H,c—0~P) H,C—OH
docdocepun L-cepun

Y GioXiIMIYHHX TEPETBOPEHHSIX DIIIMHY BAKIIMBE MICIIE 3aiiMae KoepMeHTHA (hopma
BiTaMiny B — mempaziopoghoniesa kucnoma (H -gponam).
1. YTBOpeHHs DIIUHY 13 CEpHHY:

Hy-pomar N 5, N1 -metmteH-H4-ponar

H 2C - OH
H 2C _N H 2
HC-NH, I +H,0
COOH
COOH
L-cepun Iminua
2. OKHCITeHHS TIIMHY A0 TIOKCHIY BYIJIEIIO Ta aMiaKy:
Hy-pomar  HAJT™ HAJIH, N N0 meruneH-Hy-onar
NH,—CH,—COOH / CO, + NH;
Tminma
3. 3BOpOTHE TIepPETBOPEHHS IIIMHY 10 CEPHHY:
N0 okcumeTHiI-Hy-omar Hy-donar
NH,~CH,~COOH HO—CH,—CHNH,—COOH
[ iivice Cepun

Tempaciopogponam sax nepeHoCHUK 00HO8Y2IeUesUx PAOUKalie

PosmstHyTI peakiiii MeTabori3My TIIIMHY — IIe TOJIOBHE JDKEPEINIO 00HOBY2l1eyesUx
paduxanig, Mo OepyTh y4acCTh y PI3HOMAHITHUX PEAKIlisIX CHHTE3y aMiHOKHCIIOT, HyK-
JICOTH/IIB, (DI3I0JIOrTYHO AKTUBHUX CIIONYK.
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douieBa kucnora

HAJI®H + H"
Gbonatpenykrasa
HALD"

7,8 - JurigpodoiieBa KUCIOTA
HAJI®H + H'

qurigpodonaTpenykrasa

HAJl®"

5,6,7,8 - TerparinpodoutieBa KUcIoTa

Pozgin III. Mema6oaidm OCHOBHUX KAACI8 OIOMOAEKYA

MiXMOJIEKyIsIpHE TPAaHCIIOPTYBaHHS
OJTHOBYIVICIICBHIX PAIMKAIIB 32a0€3MeuyeThCs
Ko(hepMeHTHOIO (hopMOtO hortiesoi Kuco-
nu (ITEPOINIITyTaMIHOBOT KHCJIOTH, BiTa-
Miny B)) — 5,6,7,8-mempaziopoghoniesoro
kucnomoro (H,-ponarom). Terparinpopomnar
YTBOPIOETHCS B OpraHi3Mi 3 omnary, mo
HAJXOJHTH 13 MPOAYKTaMH XapuyBaHHS.
[eperBopenns QoItieBoi KNCIOTH Ha TeTpa-
rizmpodorieBy (akmenTop Ta MepeHOCHUK
OJTHOBYTJIETIEBHX TPYI) BiOYBaeThCS TPHU
yuacti HAJI®OH-3anexHux penykraz —
gonampedykmasu, 1O  YTBOPIOE
7,8-murinpodoniesy kucnory (H,-ponar) ra

oueiopogporampedykmasu, IpH Aii K01 TeHEpyeThes 5,0,7,8-TeTpariapodortieBa KHCiIoTa

(H,-¢ponar).
[NeperBopenns ¢o-
. Jaty Ha Terpariapodo-
NITCPUIHUH - 1 .
B\H p-amiHoOeH30aT rIIyTaMaT 14T BLZ[GyBa€TLCfI 3a pa-
” OoH A - XYHOK [PHETHAHHS aT0-
%0 g\@ C(?{ B IlI — (IC)I E EEOH MiB BOJHIO /10 aTOMiB
7\8 ‘ 2 ® N\ , BYIVIELIO 1 a30Ty MITEPU-
I\C;) %)/ 0) ¢Ha JMHOBOTO LUKy B MO~
N ) CHy noxennax C-6, C-7 ta
Y COOH N-5, N-8, BiroBizHo.

NTEpOEBA KHUCIIOTA

\_

Terparigpodomnar

(omieBa kucIoTA

2 (HAZIOH+H)

2 HAJID
OH
| /H H
| —
= X CH—
N C—CH,—N
| N\ //
X _CH,
HN N $
H

BUKOHYE 0i10XiMiuHY
¢yHKIiT0 KOepmeHTy
B MDKMOJICKYJISIPHOMY
TpPaHCIIOPTi OTHOBYTJIC-
[EBUX TPYI Pi3HOTO
CTYIEHS OKHCIICHHS:
memunvnux (—CH,),
memunenosux (~CH,-),
| memeninonux (—CH=),
| OKCUMEMUNbHUX
(—~CH,OH), gopmins-
Hux (-CHO), ¢gopmi-
mino (CHNH)-rpym.

5,6,7,8 - TerparinpodornieBa kucmora
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TpaHcnopt omHO-
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. H
BYIJICLICBUX paJJHKaJIiB B
MOJIEKYIIOFO TETPariipo- N\C - 11\‘;
(homary 3miCHIOETHCS 32 g > H
PaxyHOK IPHEIHAHHS X P
5 .

N repoinmiytamary 3
YTBOPEHHSIM B3a€MOIIe- 5 C‘H3

€TBOPIOBAHUX Kodep- N—CH,
perBop Kogep AN mam N
MEHTHHX (OpM: _C—CH;—N— =——= _C—CH,—N—

Di3i010r4HO aKTHBHI 1| LEVAE H
/CH2 /CHz

CTIOJTYKH, 1110 € iHTi0iTO-
pamu Oduziopoghoram-
pedykmasy, TPUTHITY-

NS, NIO-MCTI/IHCH-
TeTparigpodonart

No-m erwiterpariapodonar

FOTh OIOCHMHTETHYHI pe- .
akuii, B AKuX OepyThb HARD | HALOH HH
y4acTh KO(GEepMEHTHI N'—CH C|H
Gopmu H,-donary, i N AN + NH; NG
MOXYTb 3aCTOCOBYBa- /(Ij_CHz—N_ e /$—CH2—N—
THCS SIK TIPOTHITYXJIMHHI H CH, 5O CH,
/ /
3acobu (1aBa 19). s 1o ‘ S o
Cutiz1 3a3HAYHTH, 1O N”, N "-merenin- N~-popmiminoTeTpa-
terparigpodonar oepe Terparigpogonar rigpoponar
y4acTh 31eOITBIIOT0 B /
MIXKMOJIEKYJISIPHOMY H \
TPaHCIIOPTYBaHHi OKHC- ?:0 IIJ
JIEHUX OJHOBYIIIELIEBHX 5N\ . 5 I|\I ?:o
pajMKaiB, a B TIEPEHOCI _C—CHy—N— == - C—CHy—N—
METWIBHUX TPyI, KpiM H éHz g éH 10
TeTparigpodomnary, 4 /2

Ns-d)opMiJITeTpa-
rigpodoar

N! O-(bopMinTeTpa-
rigpodoar

3Ha4YHy POJIb MOCiJae
aKTHBHA (opMa amiHO-
KHCIIOTH METIOHIHY — S-
AJICHO3WIMETIOHIH (JTUB.
HIDKYC).

Kodepmentni popmu H,-ornary.

OO0MiH cipkOBMICHUX aMiHOKHCJIOT

Memionin ma peaxuyii Memuii06aHHA

L-Memionin — aMiHOKHUCIIOTA, IO € BaYKJIIMBUM YYaCHUKOM BHYTPIIIHBOKIITHH-
HOTO MeTaboMI3My 1 JIOHOPOM MeTHIBHOI (—CH,) rpynu B YHCIEHHMX pEaKIifx
METHITIOBAHHSI.

MeTiOHIH CHHTE3Y€EThCS B OPTraHi3Mi 3 aMiHOKHCIIOTH L-roMOIMCTETHY: JOHOPOM
METHJIBHOI TPYIH B il peakiii € N>-metuiarerpariapogonar:
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[ Koensum By,

+ NS-MeTnn-H4-(bonaT
H(lijH2

COOH
T'omonmcrein

—_—
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§—CH;

i
CH, * Hy-donar
H$—NH2

COOH
MerioHiH

DepMeHT, 1110 Karalli3ye 10 PEaKiliio — 2oMOyUCmeiH-Memuimpanchepasa; KOeH-
3UMOM B LI peakiii (MpOMIKHAM ITEpPEHOCHUKOM METHIILHOI TPYITH) € KodhepMeHTHa (hopMa

BiTaMiny B , — memunxobanamin.

Peaxuii memuniosanmsn
COOH COOH bioximiuHO ak-
‘ NH, THBHOIO (hopmoro
H2N—(|3H H,N— ‘CH y METIOHIHY, ”1.“06TO
CH, +AT® — » CH, D NCH + don + gy OSTOCCPOIHIMI0-
| \ & / HopoM—CH,-rpyru
CH, CH, N N B pEaKIlisX TpaHc-
|S METHJIIOBAHHS, €
| S-anenosunmerio-
CH; HiH, KU CHHTE3Y-
€TBCSl B OpPraHi3Mi
JIFOZIHU 3 METIOHI-
L-MerTioHin S-AJIeHO3HIMETIOHiH Hy IIpH i1 pepmen-
TY MemiOHIHAOEHO-
surmpancghepasu.

Merionin ki

r - - - > CyknuHin-KoA

' ATD
N5_M6T@ H, MertioHin Q
/ S-Anenosun-

METIOHIH

AX( CH,— —

T'omomucTein

/\ S-AnneHo3un-

AJICHO3MH rOMOLICTETH

Puc. 18.2. Iluk.1 aKTUBHOTO METH.TY.

METIOHIHY 3 DKero, sIK He3aMiHHOT aMiHOKHICIIOTH.

Mertwnio-

BaHHA

Olomonexyn

S-AIeHO3UIMETIOHIH,
IO BTPa4ya€e akTHBHY Me-
TUIIBHY TPYITYy B PEAKIIisX
METHITFOBaHHS OiOMOIIEKYIT,
TIEPETBOPIOETHCS HAa S-ajie-
HO3UJITOMOILIMCTEIH, a
Jiajii — Ha TOMOLIMCTETH 1
3HOBY Ha MeTiOHIH. OCKilTb-
KU BiZIOyBaETHCS BTpaTa Me-
TIOHIHY B KaTaOOJIYHUX
peakiisix (4epe3 yTBOpeH-
Hs cyKHIT-K0A), dhyHK-
LIOHYBaHHS LIbOTO YUKITY
AKMUugHo20  Memuy
(puc. 18.2) 3anexuts Bix
MOCTIMHOTO HAJIXOKCHHS

Peaxktisivu, o miepediraroth 3a y4acTiO S-aJIeHO3WIMETIOHIHY, € CHHTE3 KpeaTHHY,
YTBOPEHHS XOJIiHY 3 aMiHOCIHPTY €TaHOJaMiHy, aApeHATIHY 3 HOpaApeHAIIHY,

METHUITIOBAHHS a30THCTUX OCHOB HYKJICOTH/IIB TOIIIO.
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Cunmes Kpeamuny

Kpeamun —a3otucta crioiyka, sika y BUITISIT KpeamuH@ocghamy Mae BOKITMBE 3HAYCHHS
B eHepro3adesneueHHi (PyHKIIT M’ s31B.

BiocuHTe3 kpeatnHy BinOyBaeThCs 3a y4acTIO aMiHOKUCIIOT DIILMHY, apriHiHy Ta
MeTioHiHy. [Iporec cuHTe3y CKIIagaeThest 3 ABOX CTAIIH:

1-wa cmadis — BINOyBa€THCS B HUPKAX 1 MOJISIrae B yTBOPEHHI IIIKOLIiaMiHy (TyaHi-
JIMHAIIETATy) i3 apriHiHy Ta DIIHHY (GepMeHT riyuHamiouHompanchepasa):

- _| _____ :
NH V I\|IH 2 HN= c| —NH ,
NH (CHy)3
(C|H )y T : | + ITIH
CH,—COOH HC—NH, _
HC—NH , | CH,—COOH
COOH
COOH
Aprinin Tnina OpHiTHH Tnikoriamin
HN=C—NH, HN=C—NH,
2-a cmaodis — BiOyBaEThCA B TIEUIHIT, KyIn ILH — CH, N—CH
DITIKOIIiaMiH HaJIXOUTh 3 TOKOM KPOBI, 1 ITOJIATAE | N 3
B METHJIFOBaHHI DITIKOIIaMiHy IO KpeaTHHy 3a CH, CH,
y4acTio S-aJeHO3UIMETiOHIHY ((hepMeHT |COOH OOH
2yaniouHayemammemuimpancgepasa): Tiikomiamin Kpearu

dochoprTroBaHHS KpeaTuHY MPH 11T KpeamuHghocoxinazuTeHepy e KpeamuHgoc-
¢am — jxepeno TepMiHoBOI pereHepartii AT® npu m’si30BoMy ckopodenHi. Hes3so-
poTHa HedepMeHTaTHBHA Jeriaparanis i gedocdopuitoBanHs kpeaTuHpocdary
NPU3BOANTDH JI0 YTBOPEHHS aHT1IPUIY KPEaTHHY — KPeamuHiny:

HN= ?—NHZ
ITIH S-aeHO3UIMETIOHUH
CH,—COOH

I'mikomiamin

HN=C—NH,

| Aneno3uH
H3C—I|\I S-aIcHO3WITOMOITUCTETH < ?Hz_ SH
CH,—COOH ATD CH,
Kpeatun |

OH $H—NH2

HN=C—NH—P=0 All® HN=C——NH COOH
| | T'omonucrein

|
H3 C—N OH H3 C _I|\I
CH,—COOH CH,—CO
Kpearundocdar D, Kpearunin

Cxema repeTBOpeHb IIIKOLIaMiHy /10 KpeaTHHY Ta KpeaTHHIHY.
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YV popmi KpeaTrHiHY 3 OpraHi3My JFOIMHN BUALTIETHCS 13 CEUSI0 3HAYHA YACTHHA a30Ty
AMIHOKHCIIOT; Y 37I0pOBOI JIFOAWHH BHIUJICHHS KpeaTHHIHY TPOTIOPIIiiiHE Maci M s30BO1
TKaHWH 1 3HAYHO 301UIBIITYETHCS 32 YMOB TPaBMAaTHYHHUX TTOIITKO/HKEHD M SI31B.

Hucrein i myrarion

L-IJucmein — amiHOKMCIIOTa, OlONMOTIYHI (PYHKIIIT SIKOi TIOJSTal0Th, TIEPEBAKHO, B
MATpUMaHHI y BiHOBIeHOMY cTaHi SH-rpym Oararsox OioperynsTopiB Ta ¢epMeHTIB,
30KpeMa, 33 PaXyHOK CHHTE3Y &1ymamiony.

Iiymamion— TpUNenTHIY-TITy TAMIHUT-TIACTETHUI-TITIIHH, 110 Ma€ B CBOEMY CKJIa Il
BUTBHY CyIb(PTiAPHIEHY TPYITY:
NH , ﬂ Il{ (|)| o [myTtarion MicTUThCS B

SN 4 KIITHHAX TBApMHHOTO Op-
HO/C_ (Ij_ CHy~CH,— C_I\ll_ﬁ:_ C_ITI_ CHy™ C\OH raHi3sMy y BHCOKIil KOH-
H H CH, H tenTpaiiii (03bko 5 MM).
| ['myTarion 3BopoTHO Tiepe-
N J SH ) ~ .
N v e TBOPIOETHCS 3 BiTHOBICHOT
y-DityTamizin- [ucreinin I hivict (I'-SH) 1o oxucnenoi (I'-S—
TnyTation S-I') dhopmu, Bimirparoun

pois 6ydepa SH-rpym.

BioximiuHa ¢yHKLis IyTATIOHY B OPraHi3Mi 0B’ s13aHa 3 BI/THOBJICHHSIM i 1eTOKCH-
KaLi€I0 OPraHiYHNX MepoKCHIiB — MoXimHuX nepokcury Bogato HO-OH, y Momekymi
SIKOTO OJTFH (T1IPOTIEpPOKCHAN ) 200 00H/IBA aTOMH BOTHIO (QJTKLITIIEPOKCHIH) 3aMilTeHi Ha
AIKUTBHI paJIKaIIH:

R-O-O-H R-O-OR

[Tpu B3aemozii NIyTaTiOHY 3 T1APONEPOKCHIOM YTBOPIOIOTHCS HEIKITUBI OpraHiuHi

CIIUPTH, LIO MiJJIATAIOTH TTOAATBIIOMY OKHCIICHHIO:

R-O0—0—-H+ 2I'—SH—R—-0OH + '—S—S—T + H,0

Peaxiiist karanizyerbcst (pepMEHTOM 21ymamionnepokcudasor, o MICTUTh B aKTHB-
HOMY LIEHTp1 aToM cerieHy (Se).
R—OOH R—OH 3BoporHe BigHOBAeHHA I'-SS-I' nmo I'-SH
karamizyerbcss HAJIDOH-3anexuot0 enymamion-
PEOVKMAa3010:
INponepokcuay Ta amKiIMEepOKCUIN YTBOPIO-
FOTHCSI BHACITIIOK OiOKCU2eHa3HUXx peaxyitl Oe3ro-
'—SH I'—S—S—T cepeaHbOro BKJIIOUYCHHS aTroMa KHCHIO B Giomoire-
KyJau. BUHUKHEHHS! OpraHiYHUX MEPOKCHIIB € pe-
3yJIBTaTOM aKTHBAIlii B 010JIOTTYHUX CHCTEMaX peak-
il BUIbHO-PAJIUKAILHOIO OKUCJICHHS, TOJIOBHUM
. cyOCTparoM TakuX peakiuiii € HeHacHuYeHi >KUpPHi
HAJL® HAJZIOH + H' KHCJIOTH MeMOpaHHUX QocomimiaiB — nepexucte
oKucaents ninidie G10IOTIUHUX MeMOpaH.
AKTHUBaIis peakiiii IepeKUCHOTO OKUCIIEHHS JIITI/IiB € OHIM 3 (yHIaMEHTaTbHIX
010JIOTIYHAX MEXaHI3MIB MTOIIKOKEHHS 010CTPYKTYP 1 PO3BUTKY KIIITHHHOT TATONOTi{
TIpH i1 MTOIIKO/KYI0YHX (PAKTOPiB Pi3HOTO TeHE3y, 0COOIMBO 32 YMOB il 10HI3y10401
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paniarii, Ty>KOpiTHIX XiMIYHHUX CIIONYK — KceHoOiomuxig. | [prKIaioM TOIIKOKEHHS
KIIITHHHAX MEMOpaH BHACIIZOK YTBOPEHHS MPOIYKTIB JIIMOIIEPEOKUCIICHHS € TAKOXK
TIePEeKNCHAN TeMOJTi3 €PUTPOIHTIB, 110 HACTAE B PE3yJIBTATI CIIaAKOBOI HEJIOCTAaTHHOCTI
2N0K030-6-¢ghocgham-oeziopoeenazu — reneparopa HAJIPH, HeoOxigHOTO 17151 GYHK-
IOHYBaHHS 27ymamionpedykmaszu 1 MATPUMAaHHS TIYTaTiOHY y BiJIHOBJIEHiH (opmi.

Crosyku, Iof1iOHi Ty TaTioHY, 0 3HEIKO/KYIOTh OpTaHiuHi IEPOKCHH a00 ITPOTH-
JUIOTh IX YTBOPEHHIO, JICTAIN HA3BY aHMUOKCUOAHMIG. BIOJIOTTYHO BaKITMBUMU
AHTUOKCHJIAHTaMH € Ol-mokogepon (Bitamin E), ackopbinosa xucnoma, ypamu.

Taypun

®Di310J10T1YHO BRXKIIMBOIO PEAKIII€0 OOMIHY IHCTEIHY € YTBOPSHHS MaypuHy —
amiHOeTaHONICYNb(hary, 110, MOPSIIT i3 TIIIUHOM, BUKOPHUCTOBYETHCS B OPTaHi3Mi IS

YTBOPEHHSI KOH TOTOBAaHMX (POPM JKOBYHMX KHUCIIOT —  21iKOX0e80i Ta maypoxoneeol,
BIJIITOBIJTHO.
CO,
CH,—CH CH,—CH—COOH __/ CH,—CH,
| | ~ | |
SH NH, SO;H NH, SO;H NH,
Hucrein Hucreinosa kucnora Taypun
O0OMiH aMIHOKHCJIOT 3 PO3rajIy’KeHUMH JIAHIIOTAMHU
BiaroBiiHo 10 CTPYKTYpHOT 11oj1i0- Jeiin
HOCTI amiHOKucnoT L-Baniny, L-yeii- Banin
[30neiimn

MHYy Ta L-i3onmeiiuHy, nepi eranu

iX karaOoJTi3My BiJIOYBarOThCS 3 MOMI0-
HHUMH [IUTBSIXaMH 1 MAFOTh CITLTbHI MeXa-
HI3MH:

SIK BUTIITMBAE 3 HABEJICHOI CXEMHU,
3araJIbHUMU PEaKIlisIMH JUIS IEPETBO-
PPEHHSI aMiHOKHICIIOT 3 PO3raTy>KeHUMHU
JIAHIIOTaMH €:

(1) TpancaminyBaHHS 10 BiIIOBII-
HHX Ol-KETOKUCIIOT 3 PO3TallyKCHUM
JIAHITFOTOM; PEaKIlis KaTali3yeThCsl
aminompanceghepasoro, 1o MOKe TPaHC-
aMiHyBaTH OyIb-SIKY 3 PO3TaTYKeHUX
L-aMiHOKHCIIOT;

(2) oxucmoBanbHE JeKapOOKCH-
JIIOBaHHA 3 YTBOpeHHIM anni-KoA-
Tioe(ipiB; peakiisi KaTajgi3yeTbCs

o-Kerokucnoru

©)

Co,
Amn-KoA-Ttioedipu

2H
o, B -€noin-aunn-KoA-
-Tioedipn
Jleii- Ban—l Ineii-
Arnero- \
arierar . .
CyximHinz-KoA CykmHin-KoA

Armmin-KoA

MYJIBTH()EPMEHTHUM KOMILIEKCOM MITOXOHIPIH deciopocenazoio poseanysicenux Oi-ke-
MOKUCI0M;, IETIIPOTCHA3HUN KOMIUIEKC 32 CTPYKTYPOIO Ta MOJICKYJISIPHUMH MEXaHi3-
MaMH KaTaJIITHYHOT JTiT € aHAIOTTYHUM MITOXOHAPIAJIbHUM JIET1IPOTeHa3aM MipOBUHO-
rpajiHoi Ta Ol-KETOMTYTapOBOI KUCIIOT;
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(3) merimporeHyBaHHS 3 yTBOpeHHSIM O,B-HeHacwdaeHux TioedipiB ammi-KoA;
peaxiist karainizyerbes pepmenToM (ado hepmerTamu), momioanMu 10 DA J1-3a1exHOT
ari-KoA neriporenasu qiHIHHUX )KUPHUX KUCIIOT.

[MoniGuicTh mepmux eramiB karadomnizmy L-Baniny, L-neiiunny ta L-i3oneinuny
BUILIMBAE 3 MEXaHI3MIB 3a3Ha4E€HHUX TPHOX PEaKI[ii IX MepeTBOPEHHS:

-—- [ r-—=31
r + ' NH o 1 T
(|3H3 :_I:HiS_ 3 L 3.4 ,_I_THES_ R
' _ H;C CH o CH CH -
H CH 3 2 O
AN NP v NS NS
H;C' CHy C | G H;C GH €
0 CH; 0 CH; 0o
L-Jletitmn L-Banin L-Izoneiinun
a-Kerokucnora o-Kerokucnora a-Kerokucnora
@ . 0] O,
0-AMiHOKHCIIOTa O-AMIHOKHCIIOTa O-AMiHOKHUCIIOTA
s 9, hon 2
o™ HiC C_ /0" CH o
NI N/ yC/O Sl e ol
H3C CH2 (/ 9 // (I:H (’\ T // 3 0 4’\ N ,/
~Q CHy ~Q CH3 *\Q
dJ-Keroizokampoar dJ-KeroizoBanepar d-Kero-p-meTunBanepar
CoA-SH CoA+SH CoA-SH
CO, CO, CO,
oo ;
CH C NN CHy C
/N _ /7 N\ CH S~CoA /N AN
H;C CH, S~CoA (I:H H3C CH  S~CoA
3 CHj,
I30Banepin-CoA [306yTHpnn-CoA d]-Metnn6ytupuin-CoA
® of.
2H
}\[ZH] [2H] ® [2H]
(¢}
(|3H3 E (0] 9
C H,C C
/NN /N NN CH C
- C S~CoA AERNYVARN
3 CH S~CoA | H,C A\ C S-CoA
CH3 |
CHj3
B-Merunkporonia-CoA Merakpunin-CoA Turmin-CoA

Xeopoba knenosozo cupony (neiiuuno3) — CNajaKoBa SH3UMOIIATISI METa0OI3MY
AMIHOKHUCJIOT 13 PO3TaTyKEHUM JIAHITFOTOM.

3aXBOprOBaHHS CIPHUYMHSETHCS AS(PEKTOM I'€Ha, 1110 KOHTPOIIOE CUHTE3 Oe2iopoceHasu
poseanyscenux a-kemoxuciom. Y 3B’3Ky 3 ONOKoM (epMeHTHOI peakilii (2) OKucIto-
BAJILHOTO JICKaPOOKCUITIOBAHHS JICHIIMHY, BAJIIHY Ta 130JICHITMHY, 11i aMiHOKUCIIOTH Ta BiJI-
TOBIJTHI TM O-KETOKHCIIOTH HAKOTTMUYIOTHCS B KPOBI Ta BHYTPIILIHIX OpraHax XBOpHUX (1HIIa
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Ha3Ba CH3UMOTIATIT — Kemoayuoypisi KUCIOM i3 PO32ayHCEHUM TAHYI020M); CEYa XBO-
pux Mae crienmivHA 3anmax KJIeHOBOro cupory (maple syrup urine disease, aHTi.).
B pas3i, gxmro xBopa quTrHHA 3 paHHBOTO BiKy He Oy/ie ITepeBeieHa Ha CTIeIlialIbHY JIETY
3 HU3bKHM BMIiCTOM PO3TaITyKEHHX aMiHOKHCIIOT, ATOJIOT s IIPU3BOANTS 0 3aTPHMKH
3arajJlbHOTO PO3BUTKY, BYKKHX MCHXIYHHUX 3PYILICHb.

Koenszumu simaminie H ma B, y memabonizmi aminoxkuciom

CykuuHin-KoA € myHKTOM BCTYIy B IMTPaTHHIA UK IBOX PO3TaTyKEHUX aMiHO-
KHCJIOT — BaJliHy, 130JICHIIUHY Ta MEPEHOCHWKA METHIBHHUX TPYI aMiHOKHCIOTH
MeTioHiHy (puc. 18.1).

KarabonizM mux TphOX aMiHOKHCIOT JMBEPTYE LUIIXOM YTBOPEHHS CIIIBHUX
iHTepmeniariB nponionin-KoA ra memunmanonin-KoA. IleperBopenns npomioHin-KoA,
SIKHI TAKOX YTBOPIOETHCS MPH B-OKHUCIICHH] )KUPHUX KUCIIOT 3 HEMAPHOKO KiTBKICTIO
aToMiB BYTJICIIIO, CKJIQJIAF0Th 3HAYHMI O10XIMIYHUH 1HTEpec:

I3omeiinua MeTioHiH Banin
l COy H l 0 0
20\ O) |l I
CH3—CH2—C\ HOOC—C—C\ E—— HOOC—CHZ—CHZ—C\
S-KoA (|:H3 S-KoA S-KoA
IIpomionin-KoA Metunmanonin-KoA CykuuHin-KoA

— peaxuist (1) xaramizyerbest nponionin-KoA-xkapboxcunasorw — 6iotuH (Bitamia H)-
3aJICKHUM (PEPMEHTOM, MEXaHI3M JIil SIKOTO € AaHAJIOTTYHUM JUISl KATaJIITUYHOT J1iT KapOOK-
cuas, mo npueanytots CO, 1o anetnn-KoA (B peakiii yrBopeHHs MaioHiI-KoA) Ta mipy-
Bary (B peakiiii yTBOPEHHsI OKCAI0aIleTary);

— peaxist (2) Karami3yeTbest PepMEHTOM MemuimManonin-KoA-mymasoro, KoeH3UMOM
sIKOTO € KoepmeHTHa popma Bitaminy B, -desoxcuadernosunkodanamin.

Sk yaxe 3a3Ha4anocs (rmasa 6, 1. 6.3.) BiTaMin B, yTBOprO€ 11Ba KOCH3UMH: Menui-
Kobanamin Ta de3okcuadeHosunkobanamin. Y TKaHUHAX CCaBIIiB Il KoepMeHTHI (opMHU
BiTaminy B, 6epyTh y4acThb y 1BOX (PEPMEHTHUX PEAKIIISX:

1) MeTuIOBaHHI TOMOLMCTEIHY 3 YTBOPEHHSIM METiIOHIHY — KO(EPMEHTOM €
MemunKkobanamin K ePeHOCHUK METHIIBHOI IPYIIH B peakilii MeTioHiHy 3 N3-MeTuii-
H 4—cp0naT0M (muB. BHIIIE);

2) i3omepm3arii MeTriI-MastoHI-KoA 10 cyknmHin-KoA — karanitiuaHy (yHKIIIFO
BUKOHY€ 0e30KCUAOCHO3UNKOOANaMiH SIK KOCH3UM MemunmanoHin-KoA-mymasu; mexa-
HI3M peaxiii moJsirac y BHy TPillTHOMOJICKYJIIPHOMY OOMiH1 BOX XIMIYHHUX IPYII, IO
CTIONTyeHi i3 CYCiIHIMU aTOMaMH1 ByIVICIIIO — aTOMaMH BOJTHIO Ta PaJIKAITY, SKHA MOXKe
OyTH 3aMillleHNM BYTJIEBOIHEM, TiIPOKCIIIFHO0 200 aMiHOTPYIIOH0:

H H [H
| @ Koensum By, |

—C—C— —— —(C—C—

| w
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Oomin apzininy

Y4acTe apridiHy B yTBOPEHHI CEUOBHHU SK KiHIIEBOTO TPOJYKTY aMiHHOTO MeTa-
Ooui3My y ccaBIliB Oyia po3IIsTHyTa BUIIE. B ocTaHHI poK¥ 3HAYHY yBary npruBepHYIa
MeTaboIiYHa POITk apTiHiHY SK MOTepeTHIKA B TeHepatlii oxcudy azomy (NO) — ko-
POTKOXKUBYYO01 MOJIEKYJIH, SIKa BUKOHY€ (DYHKIIII0 6HYMPIiutHbOKIIMUHHO20 MeceHOdcepa
CUTHaJIB (Di310JI0TTYHO aKTUBHUX CIIONYK.

YTBOpPEHHSI OKCHJIy a30Ty 3 apriHiHy BiJI0yBa€ThCsS B PEaKIlii, [0 KaTaJli3y€eThCsl
NO-cunmaszoro (NOS):

?OOH COOH COOH
|
H(lj—NH2 0, HAI®H HAA®® HC—NH, HC—NH,
|
(?Hz)s \ \\/A (?th e ((lez)3 +NO
ITIH Il\IH
_ H' !
?—NHQJr Cc=N—0OH //C\
|
NH2 NH2 O NH2
Aprinin N-o-TI'igpokcuapridin Hutpynin

InentudixoBano Tpu i3odopmu NO-cruHTa3w, SIKi Ha3BaHi 32 THIIOM KJIITHH, JIe BOHH
Oynu Briepmie BusiBnieHi: NOS-1 — HelipoHansHa, a00 Mo3koBa, NOS-2 — maxkpo-
(baranmpra, NOS-3 — enmoremanbHaa i30popma.

biomoriuna porms NO B oprasi3Mi peai3y€eTbes MUITXOM HOTO y9acTi B MOTYJISIIIL
TaKux QizionoriyHuX QYHKIIH, K perysiis TOHYCY TIaIKuX M’ s131B, 30KpeMa Ba3o/u-
Jararisi, IMyHHI1 [TPOIIeCH, HEHPOTPAHCMICisl TOILIO.

18.3. CIIEHIAJII3OBAHI IIVIAXW OBMIHY HUKJITYHUX
AMIHOKHUCJIOT

O0MiH deHinasaHiHy Ta THPO3UHY

Oco0nuBicTIO MeTaboIi3My B TBapUHHHX OpraHi3MaxX LHUKITIYHHX aMiHOKHCIOT
(heHinananiny Ta TUPO3UHY € YTBOPCHHS 3 HUX YHCICHHUX (i3i0JOTIYHO aKTHBHHUX
CTIOJIYK TOPMOHAITLHOT Ta MEJIIaTOPHO1 J1ii, a caMe: KaTexoJaMiHiB (aJipeHainy, Hopa/i-
peHaliHy), THPEOoiTHIX TOPMOHIB, MenaHiHiB (puc. 18.3).

1. HInaxu memabonizmy ¢heninananiny

1.1. Karaboniyanii muissx oOMiHy TmoJisirae y BTpari (peHinaaaniHOM aMiHOTpyTIH (B
peaxii TpaHcaMiHyBaHH:) 3 YTBOPEHHSAM (PEHLIIMIPYBaTy Ta KiHIIEBOrO MeTaboIiTy
(beHinarerary, o eKCKpeTYEThCS 3 OPTaHI3MY.

1.2. lnax cuaTe3y (i3i0a0TriYHO aKTUBHHX CIOIYK TTOYHHAETHCS 3 IEPETBOPECHHS
(heHinaNaHiHy HAa TUPO3UH TIPH JIiT PEPMEHTY (herinananineiopokcunasu 3 NOAaIbIIUM
MIePETBOPEHHAM THPO3UHY (IUB. HUXKYE).

2. lInaxu memaoonizmy mupo3uHy

2.1. Karaboniynuii nuisix oOMiHy TOJsTaE y TpaHCAMiHYBaHHI THPO3UHY i
MIEPETBOPCHHI Ha P-OKCU(CHIIIIPYBaT, IKUH OKUCIIOETHCS IO TOMOTCHTU3MHOBOT
KHCJIOTH Y CKJIaIHIH peakiii, kopepMEeHTHY pOJib Y SIKiif BUKOHY€ acCKOpOiHOBa KHCIIOTa
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(Bitamin C); mMOgaIbIIl TIEpEeTBOPEHHS MOJIATAOTh B OKUCICHHI TOMOTEHTH3ary 10 ¢y-
MaprareroaneTary ((PepMEeHT OKCUOA3a 20MO2EHMUSUHOB0T KUCIOM) Ta PO3IIETIICHH]
(hymapuaneroarerary o ¢pymMapary Ta areroarerary.

Deninmmipysar Deninanerar

.

i

NH,
c=0 Dymapar
| P-okcudent- TomoreHTH3M- Dymapui-

COOH
aferoanerar

OH TipyBar HOBa KHCIIOTa
@eﬂinanaﬁiﬂl |Tup03m—1| OH oH (2)
OH

N IS
@ () ; Q o
fi
(|:H2 COOH
i

H—C—NH |
I 2 I, H—C—NH, COOH
COOH |

-

T

TOPMOHHI

HaJIiH

TIODA-

- XIHOH 3
|

COOH
Puc. 18.3. Illasxu MeTadomi3My UMKIIYHIX aMiHOKHCJIOT.

¢ — nynkmu memaboniuno2o 6noxy: (1)— geninkemonypis; (2) — ankanmorypis,; (3) — anvOinizm.

OH
OH O2
o o |-~ Paererm
"

2.2. Hlnsax cuHTE3y KaTexoJdaMiHIB Ta MeJIaHiHiB (MirMeHTiB mKipw). LLnsx moun-
HAETHCS 3 OKUCIICHHS THPO3UHY 32 YYaCTIO CIeM(iYHOT TipOKCHIas3u 10 3,4-1i0KCH-
(deninananiny (JJODA), Ha piBHI SIKOTO BiOYBa€ThCS AMBEPIEHINIS JBOX OOMIHHUX
[UIAXIB: YTBOPEHHS KAaTEXOJaMiHIB (Uepe3 JeKapOOKCHIIIOBaHHS 0 nodamiHy) Ta
MEJIaHIHIB (Yepe3 OKHUCIICHHS mupo3uHazoio 10 N0PaxiHoHy).

2.3. lllnsax cuHTE3Y TUPEOTTHUX TOPMOHIB — PeasTi3y€eThes B KITITHHAX IUTOBUTHOT
3aJI03M 1 OJISITa€ B YTBOPEHHI HOIOBaHUX TUPOHIHIB.

CnankoBi mopymeHHs1 00MiHY HUKJIIYHIX AMiHOKHCJIOT

Briepiie ypomkeHe nopyIieHHS 0OMiHY IUKTIYHIX aMIHOKUACIIOT — QIKANMOHYPIs —
Oyuna BusiBieHa aHrmiHchbkuM JlikapeM A.I'epomom (A.Garrod) B 1902 p., sikuit 10 TOro0
X JIOBIB TeHETHYHE TOXOKEHHSI 3aXBOPIOBAHHSI, 1[0 CTAJI0 BUPIIIAILHOO TOJIEI0 B
CTaHOBJICHHI YsIBJICHHS PO CIAIKOBI IOPYLICHHS META00ITI3MY.

Deninkemonypia — eH3UMONATISI, CIPUYMHEHA TEHETUYHUM JIe()EKTOM CHHTE3Y
Geninananineiopoxcunazu. BHaciiok OJIOKyBaHHS yTBOPEHHS TUPO3UHY 3 (eH1IalIa-
HiHY OCTaHHIii B 301JIBIICHIN KIJIBKOCTI HAJIXOJMTh Ha IIUISIX YTBOPESHHS (PSHIIMIPYBaTy
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Ta eHiIaIerary, sSiki B Ha/IMIpHIX KOHIIEHTPAIlisIX HAKOMIYYIOThCS B OPTaHi3Mi XBOPHX.
Konrnenrpariist eninansaniny B KpoBi XBOPHX 3pOCTa€ B AECATKA pPa3iB, TOCATAIOUN
100-800 mr/n (HopMa —10-40 mr/m). [1aTomoris mposiBiste cedbe paHHIMH TOPYIIEHHIMHI
TICUXIYHOTO PO3BUTKY IUTHHH —@eHinniposunocpadrna onicogpenisn (oligophrenia
phenylpyruvica).

Anxanmonypis — SH3UMOTIATIsS, 0 BUKIMKAHA TCHETUYHO JIETEPMIHOBAHOIO HEJO-
CTaTHICTIO (DEPMEHTY OKCUOA3U 20MO2EHMU3UHOB0I Kuciomuy. XapaKTepPHUM MPOSIBOM
3aXBOPIOBAHHS € HAJMIPHE BUJILICHHS TOMOTCHTH3WHOBOI KUCIIOTH 13 CEUCto, sIKa TIPU
JIOJIaBaHHI JTyTiB HAOyBa€ TEMHOTO 3a0apBIICHHS;, aKyMYJISIIisi TOMOTCHTH3aTy B TKAHHMHAX
CyI1001B PU3BOANTH J0 PO3BUTKY apTPHTIB.

Anbbinizm — eH3uMoraris, 010XIMIYHOIO OCHOBOIO SIKOI € CIIaJKOBa HEIOCTATHICTh
(hepMeHTY mupo3uHazu, IO KaTai3ye peakilii, HeoOXiTHi U1 yTBOPEHHS YOPHUX ITITMEHTIB
MelaHiHiB. BiZICyTHICTh MeNTaHiHIB Y MeTaHOIMTAX MIKIpH MPOSIBISIETHCS HETOCTATHHOIO
(abo BiZCyTHBOFO) TIIIMEHTAITIEIO IITKIPH Ta BOJIOCCS, TTiIBUIIICHOIO Yy TIMBICTIO IIKIPH /10
COHSTYHOTO CBITJIa, TIOPYIIEHHSIM 30DY.

+0 ©U>CH2—?H— COOH
N NH,
H
Tpunrodan
HO,
CH,—CH—COOH 0, AHTpaHinoBa
: | | | Anagin  KHCIOTa
N NH, \(/
H HCOOH
5-Oxcurpunrodan @COCHZ(EH COoH L @CO—CH—CH—COOH
|
o, ~/j NH-cHO NH, Nt
Ceporoniun Kinypenin

DopMinKiHypeHin

OkciiHmoonrosa
KHCII0Ta

=

COOH COOH CO—CH,—CH—COOH
_~ | COOH _ N
I — - 2
N OHC <7—
N “cooH HOOC" NH, NH, Aatin NH,
OH OH
Xinoninosa 2-Axpoein-3-a 3-OxciaHTpaHi- 3-Oxcixinypenin
Kucrora Minodymapar JIOBA KMCIIOTA
KCDPHCD
coon 1 ©© coon AT® . COOH I
Y|y LT e
X S S
N “cooH I|\I III AT®
|
Pu6030-5-® Pu6o30-5-O Pn603o-<l>0—<1> ]
Anenin-pn603o0
JHesamino-HAJT
Pubonyk1e0TH Pubonyki1e0TH

XIHOJIIHOBOT
KHUCIIOTH

HIKOTHHOBOI
KHCIIOTH

Puc. 18.4. Meraboniuni neperBopeHHst Tpuntodgany.
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OO0MiH TpunTodany

L-Tpuntodan € He3aMiHHOIO aMIHOKHCIIOTOIO JUIsl OPTaHi3My JIFOMUHU Ta BHILHX
TBapuH y 3B’SI3KYy 3 BIICYTHICTIO (DEPMEHTHHX CHCTEM CHHTE3y HOTO BYIVICLIEBOTO
ckenera. Pa3zom 3 TiM, TpunrodaH € monepeaAHNKOM y 010CHHTE31 TakuX (i3ionoriqHo
AKTHBHUX CIIOJYK, SIK PEYOBHHA TOPMOHAIIBHOT 1 MeiaTOpHOT Aii cepomonin Ta Hiko-
munoga kucroma (6imamin PP), SKUi CHHTE3Y€ThCsl B TBAPUHHOMY OpraHi3mi y gopmi
HAJ/I. IcHytoTh /1Ba OCHOBHI O10XiIMiYHI IIJISIXU IEPETBOPEHHsI Tpuritodany (puc. 18.4):

— KIHYPeHIHO8UTL UlIsIX, 3a SKUM MeTa0o0ITi3y€eThes ToHa 95 % eHIOreHHOTO TPHII-
Todany;

— CEepOmMOHIHOBUL uLIsX, O CKIIAJIA€ B KIJIBKICHOMY BiJHOIICHHI O1m3bKo 1% 3a-
rajgbHOT KUTBKOCTI TpUNTO(aHy B OpTraHi3Mi.

1. Beryn tpuntodany Ha cepomorinoaull wiisx TOYMHAETHCS 3 T1APOKCUITIOBAHHS
AMIHOKHCIIOTH JI0 5-OKCUTPUNTO(AHY, SIKHI Micis IeKapOOKCUITIOBaHHS IIEPETBOPIO-
€THCS HA CEPOTOHIH.

B oprani3mi JtonuHE CEpOTOHIH MiAJISTa€ OKUCITIOBATBHOMY JIe3aMiHYBaHHIO 3
YTBOPEHHSIM OKCIiHJIOJIOLITOBOI KHCIJIOTH, SIKa BUALIIAETHCS 3 ceuero. Exckperist okci-
IHI0JIAIETAaTy 3HAYHO 30UIbIICHA TIPU KapIMHOITHOMY CHUHIPOMI, KOJH 332 CepPOTO-
HIHOBUM IIUISIXOM MEPETBOPIOETHCs 110 60 % Tpunrodany.

2. Karabonizm Tpuntodany KiHypeHiHOSUM ULISAXOM TIOYMHAETHCSI 3 OKUCIICHHS
Tpurnitoany npu Aii reMBMICHOTO (ePMEHTY mpunmoghanniponasu 10 GOPMIIKIHY-
PEHiHY, SIKHH TiCIIs BiAMEIUIEHHS MyPaIIMHOT KUCIIOTH MEPETBOPIOETHCS Ha KIHYpEHIH
Ta 3-okcukiHypeHiH. [loganbii nepeTBopeHHst 3-0KCUKIHYpEHiHY MOB’s3aHi 3 JTI€r0
[TAJI®-3anexxH0r0 PepMEHTY KiHypeHiHazu, sika PO3IICIUIIOE LIeH IHTepMeiaT 10
aJlaHiHy Ta 3-OKCiaHTpaH1IOBOI KUCIOTU. 3-OKCiaHTpaHUJIOBa KUCIIOTa — METa0OJIIT,
IO MicHsl CKJIaJHUX 0araToCTYNEHEBUX MEPETBOPEHb NMPU3BOAUTH A0 XiHOJIIHOBOI
KUCIIOTH — TIOTIEPEIHUKA B CHHTE31 HIKOTUHaMiny y dopmi kodepmenty HA/L.

18.4. METABOJII3M IIOP®IPUHIB

IMopdipunu Ta X KOMIUIEKCH 3 METalIaMH — METAIONOP(IpUHNA — € TPOCTETHY-
HUMH TpyTIaMu 0arathoX eeMonpomeinie— OLJIKIB, sIKi OepyTh y4acTh B OKHCITIOBAJIBHO-
BiJIHOBITIOBAJILHUX PEAKIisAX Y TBAPUHHUX Ta POCIMHHMX KiniTHHAX. [IpencraBHrKaMu
TeMOIIPOTETHIB, IO MICTATh MeTanonopbipuHoBi rpynu, € Fe* -BmicHi eemoenobin
(O, — TpancnopTyo4uii GiI0K €pUTPOLNTIB) 1 Mio2n06in (O, — 3amacarounii 610K
M’si3iB), (Fe**-Fe**)- ta (Cu'*-Cu*")-smicHi yumoxpomu, (Fe**-Fe**)-BmicHi epmerTH
Kamanasa, nepoxcuoaszu, mpunmoganniponasa, Mg> -BMiCHU# X10poghin pOCIHH.

Cmpykmypa nopgipunis

Topgipunu— criomyKu IAKITIYHOT OYZIOBH, OCHOBOIO CTPYKTYPH SIKHX € apOMaTHYHA
reTepOIMKIIIYHA cucTeMa — nopghin. [lopgin, B CBOIO Yepry, € TETPamiposioM, SIKuit
YTBOPIOETHCS IPH CIONYUYCHHI MK c00010 MeTeHITbHUMH (—CH=) MicTKaM¥ 4OTHPHOX
KiJIel[b Q30THCTOTO TETEPOLUKITY 1ipOy.
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[pupoani mopdipuHw, 110 B KOMITIEKCi 3 METaIaMH BXOJISITh
JI0 CKJIa Ty 0ararbox (pizioNoriHO BOXKIIMBHX TEMOTPOTEIHIB, —
1Ie CITOYKH, B IKUX BiCIM aTOMiB BOJHIO IOP(ipHHOBOTO si/ipa
3aMIIICHI PI3HUMHU BYIJICBOIHEBUMHU PaJIUKaIaMu. 3aJIekKHO
Bij1 OyJJ0BH O1YHUX paJMKaliB, PO3PI3HSIOTH MEKiIbKa KIIAciB
nOpQIpUHIB: yponop@ipunu, Konponophiputu, npomonop-
Qipunu, emionopgipunu, eemamonopgipunu, mezonopi-
punu, oetimeponopghipuru. KoxkeH xirac mnopQipuHiB MiCTHTb
JIeKiITbKa 130MepiB, 110 MTO3HAYAIOTHCS JTiTepaMH JITATHHCHKOTO
andasiry.

MertabomniuHi norneperHUKy NOpQiprHiB MAIOTh Ha3BY
nop@ipuroeenie (yponoppipunoeeru, konponopdipuroceru
tomio). Ha BinMiny Bix mopdipuiB, mopdiprHOTEHH HE Mic-
TSTh CHPSOKCHUX METCHUIBHUX CTPYKTYP (B IX MoJjekynax
HipoJK CIIONyYeHi HacuueHuMu MeTuieHoBuMu (—CH,—-)
MICTKaMH); BOHU € 0e30apBHUMHU CIIOJYKaMU 1 MIEPETBOPIO-
I0ThCs Ha 3a0apBiieHi nopghipunu ipu GpepMEeHTaTHBHOMY 200
HedepMeHTaTUBHOMY (TTi/T JTI€F0 KMCHEO TIOBITPST) OKUCIIEHHI.

Jlo ckiany eemy KMCEHB3B SI3yHOUMX OLIKIB OpPraHi3My JHOIUHU — 2eMO2i00iHY,
MI02N00IHY Ta YUuMoxpoMie AUXABHUX JIAHIIIOT1B BXOIUTH MOPQIpHH, IO MO3HAYAETHCS
stk npomonopghipun 111 (3a cTaporo HomeHkaryporo dimepa neit mopdipuH knacudi-
KyBaBcsl sIK npomonop@ipun 1X — HOMEHKJIaTypHE TI03HAUCHHS, 1110 BUKOPHCTOBY€Th-

cs 1 B aHWH Jac).

Cunmes nopghipunie

BiocunTe3 nmopdipuHiB TiCHO TOB’s3aHUN 3 aMiHOKHCIOTHUM METa0O0Ii3MOM:

NoTNepeJHIKAMU B YTBOPEHHI Mipo-

H
(OoH HS-KoA ig? JIOBHX Kipeub nopdipuHiB € rnium{ Ta
i—H_é_Nﬁzi N C‘Hz / C|H2 CYKHH?IH—KOA. H.OCJ'II,Z[OBHICTI)

b ! CH, I peaxiiiii CHHTe3y Taka:

. coon | t=o §70 1. B3aemonis minuHy 3 CyKIHU-
, Nexon HE™NH:  Hinom-KoA 3 yrBopenHsM O-amiHo-B-
el ___1 COOH  KeTOaAMIIHOBOI KMCIIOTH:

i Cyxiunin-KoA OL_AMIHO._B_

KEToaJuITHaT
) C|OOH COOH

2. JlekapOOKCHIIIOBaHHs Ol-aMiHO-P-KeToau- CH, CO, C|H
MIHOBOI KMCIIOTH 3 YTBOPEHHSIM 8-aMiHOJEBYITIHOBOT on R / 2
kucnorn (JAJIK): too i

OOwuIBI 3a3HaYEHI peakxilii, Mo MPU3BOAATE 10 - —NH, C|:O
yrBopennst JIAJIK, karanizyrorbest (epMeHToM 8-ani- foon NH;

nonesyrinamcunmasoro (HAJIK-cunmaszon). i ,

JAJIK-cunrasa e [IAJI®-BMicHUM (hepMEHTOM, 1110 a-Awiro-B- S-Auiro-

KEToaauInHar JIEBYJI1HAT

JIOKaJIi30BaHUH y MITOXOHPIAX Ta €HAoIUIa3Ma-

TUYHOMY PETUKYIYMi, B HAWOLTBIIIIH KiTbKOCTI — B KIIITHHAX ITEYiHKH (1€ BiH Oepe y4acTh
B CHHTE31 MPOCTETUYHUX TPYI MIiTOXOH/PIaTbHUX ITUTOXPOMIB Ta MIKPOCOMAIBHOTO
uroxpoMy P-450), KicTKOBOrO MO3KY Ta HE3pUINX €PUTPOIUTAX (PETUKYIIOIUTAX ).
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3. B3aeMmogis JTBOX MOJIEKYII
d-amiHosIeBYITiHATY B peaKilii aerij-
partarii 3 yTBOpEHHSM HUKIIYHOL
CTPYKTYpH — TIOp(oOiTiHOTeHYy —
0e31ocepeIHOr0 METa0OIIYHOTO
TorepeIHIKA MOpPQipHHIB:

8- AmiHoseByITiHAT, BTpaYaroun
aMiHOTPYITy, MOJKE TAKOXK IIEPETBO-
proBaTHCs Ha CyOCTpaTH LIUTPaTHO-
0 UKITy — Ol-KeTOIITyTapart, a 1mo-
TiM — cyKiuHUI-KoA, 1mo 103B0-
JISI€ TIPEACTABUTHU TPOIIEC CHHTE3Y
op¢oOLTIHOTEHY Y BUTIIAI MeTa-
OomigHoTO IUKITY — yuki [llemina-
Pimenoepea (D.Shemin, D.Ritten-
berg, 1944):

4. CuHTe3 TeTpanipoJbHHUX
CTPYKTYD.

Konpencanist yotupbox nopdo-
OUTIHOTCHOBUX OJIMHUIlL TIPHU3BO-
IWTH JI0 YTBOPEHHSI Pi3HUX THIIIB
nopQipuHiB. Y pasi CpsMOBaHOCTI
TIPOIIECy Ha CHHTE3 2emy — IIPOCTe-
TUYHOI TPYTH TeMOTIIO0IHY Ta Jiesi-
KHX ITATOXPOMIB, TeHepaIlist mopdi-
PHHOBOTO LUKIY 2emy — Hpomo-
nopgipuny IX BinOyBaeThCsS B
pe3yibTari Takoi MOCIiOBHOCTI
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|
-00C
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Peaxuist BinOyBaeThCs 32 yUacTio JBOX OLJIKiB:

— depmeHTy yponopgipuroeen-cunmazu (nopgodininoeeHoesaminasu);

— Oinka yponopghipunoeen l-xocurnmasu.

Karamitiana gis camoro mo cobi (epmeHTy yponopdipruHOreH-CHHTa3H, TOOTO y
BiJICYTHOCTiI KOCHHTAa3H, MPHU3BOANUTE JI0 YTBOPEHHS HE(i310JI0TIYHOTO i30MEPHOTO
niopipuHy — yponopgipurozery 1 (Taka cuTyarlist MOXKIIMBA TIPY OfHIH 13 hopM criaj-
KOBOTO IOPYIIeHHS cHHTE3y MopdiprHiB). HassBHICTE KOCHHTAa3M CIPSIMOBYE KOHACHCAIIIO
MoJIeKyJ ophoOiTiHOreHy B Oik yTBOPEHHS came yponopgipurozery 111

HopdobGininoren

(4 monexym)
VIII'-cunTaza
VIII'-cunTaza +
Kocunraza
4NH, 4NH,
A, P A, P
T T
H,C™ "N” “CH, H,C™ "N” “CH,
P H A A H A
— =~ - =~
NH HN NH HN
Ny — = —
A H P P H P
HyCr N CHy H,C N~ _-CH,
P A P A
YpomnopdipuHoren [ Ypomnopdipunoren 111
(cumeTpuyHUii i30Mep) (acuMeTpHYHUI i130Mep)

VIII'-cunraza — yporopdipunorencuntasa; A — anerar (-CH,COOH); P — nporionar (-CH,CH,COOH)

Vponopgipuroren III € Takoxk MeTabOTIYHMM NONEPEJHMKOM Y CUHTE3I BiTaminy B,
OaxrepisiMu Ta XJIOpO(UTy POCTHHAMH 1 OAKTEPisIMH.

4.2. IleperBopenns ypornopdipunoreny 1l na konponopghipurnozen 111. Mexanizm
peaxiiii mosmsrae y 1eKkapOOKCIITIOBaHHI O19HMX alleTaTHHUX JIAHIIOTIB (epMEeHT )ypo-
nop@ipuroeen-oexapbokcunaza).

4.3. ITeperBopenns korponopdipunoreny Il vHa npomonopghipunocen 111 ta npo-
monopgipun 111 (IX). Ilponec BKiro9ae B cede OKUCITIOBATBHE JIEKapOOKCHITIOBAHHS
OIYHMX JIAHITIOTIB Ta OKHUCJICHHS METHJICHOBUX MOCTHKIB 1 Karami3yeTbes crierudid-
HUMH OKCHJIa3aMU MITOXOHAPIH — xonponopghipunocenoxkcudasorn ta npomonopgi-
PUHO2EHOKCUOA3010, BIIITIOBIIHO.

BruttouenHs B Monekyiry npotonopdipuny IX aroma mBOBajeHTHOTO 3aii3a, o
KaTaJizyeTbes QepMEHTOM ¢eppo-xeramaszoro (eem-cuHmazoro) MITOXOHIIPiH 3aBepIITye
cunres eemy (npomoeemy 1X). CriosydeHHs reMy 3 OUTKOM TJIOOIHOM MPU3BOIUTH JI0
YTBOPEHHS FeMOITIO0IHY.

Peaxii nmeperBopenns yponopdipuHoreny Il Ha monekyny mporonopdipuny IX
Ta CHHTE3 TeMY:
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Uit CyKHPSIiH-KOA JIxepesioM i0HIB 3aiTi3a reMy € 3aTi30BMICHHH TKa-
- o -

HUHHUI OUTOK ¢hepumun, OfHA MOJIEKYJIa SKOTO MOXE

3B’si3yBatu 4500 ionis Fe**. B cBoto uepry, dbeputun

S-AwminoesyiiHat OTpHMMYE€ 3aJ1i30 Bix Oika mparceghepury, WO B MIA3Mi

¢ KPOBI TPaHCIOPTYE 3aTi30, K& HAXOIUTh 33 PaxXyHOK
Topdobininoren PO3LICIUICHHS] TeMOIIO0IHY SpPUTPOLIMTIB Ta BCMOKTY-
BaHHS 10HIB 321132 B KUIICYHUKY.
Vponopdipunoren I 3araneHy TOCTIIOBHICT PEakKiliii CHHTE3y TeMy 3
DIIUHY Ta CyKIMHIT-KOA NogaHo Ha cxeMmi:
Konponopipunoren 111 Pezynauia cunme3y nopgipunie 3miiCHIOETECS Ha
piBHi JTAJIK-cuHTa3u 3a MexaHi3MOM HETaTHMBHOTO
IMporonopdipunoren 111 3BOPOTHOIO 3B’$I3Ky TaKUM YMHOM, 110 B YMOBaX HaKO-
MMYEHHS TeMy HOro BIacHU O10CHHTE3 rajJbMy€eThCsL.
Hpororopdipus 111 (IX) KinneBuii npomykT GiOCHHTETHYHOTO TLIIXYy — TeM —
Fe' ™\ TIPABHUTh 32 KOpenpecop, o pa3oM i3 OLTKoM anopenpe-
COpoM YTBOPIOE HETATUBHUI MOIYJISITOD, SIKUI IPOTHUITIE
Ipororem IX (rem) Tpancisii B pudocomax MPHK mns JTAJIK-cuHTa3m,
o- Ta B- TPU3BOJISTYM JI0 OIOKYBaHHSI CHHTE3Y ()epPMEHTY.
JIAHITIOTA
110Giny CnankoBi nopyueHHs1 00MiHy nopgipuHis
_ CmankoBi mopymieHHsT 6i0cuHTEe3y mop¢ipruHiB
I'emoro6in

(nopghipii) — nedektu MeTaboIi3My (eH3UMOMATI), 3a
SIKUX TIOPQIpUHU Ta iX MONEePSTHAKN B HAIMIPHUX KilTb-
KOCTSIX HAKOITMIYIOTHCS B TKAHWHAX JIFOJICHKOTO OpPraHi3My, 30KpeMa B IIKipi 1 T IIKipHii
KJTITKOBHHI, Ta €KCKPETYIOTHCS 3 CEUCHO 1 (heKaTisIMH.

[cHytOTH nEeKinbka HaHOUTHIT TIOMMPEHNX KITiHIKO-010XIMIYHIX THITIB TIOPQipiH, 1110
BIJIPI3HSAIOTHCS THIIOM JIe(PEKTHOTO TeHa Ta XapaKTepoM MposiBy eH3uMorarii. Onucani
niopdipii, ski pO3BUBAIOTHCS B pe3y/bTaTi Ae(heKTiB Maiike BCiX ()epMEHTIB CHHTE3Y TeMY.
YenaakoByroThCs opdipii sik aBTOCOMHO-pETieCHBHI 200 aBTOCOMHO-JIOMiHAHTHI XBOPOOH.

OCHOBHUMH KITIHIYHUMH TIPOsIBaMHE 1Op(ipiii € MiABUIIEHHS Yy TJMBOCTI JI0 CBIT/Ia Ta
HEBPOJIOTTYHI TIOPYIIICHHSI.

Peakuii cuHTE3y remy.

Csimnouymnuegicmo

AHOManbHe BifKIafieHHs MOopQiprUHIB Pi3HOI MOIEKYISPHOI CTPYKTYPH B IIKipi
MIPU3BOAUTS JI0 11 poTOCceHCHOLTI3aliT Ta po3BUTKY (hOTO/ICpMATUTIB. MOJICKYIISIPHOIO
OCHOBOIO TaKWX TATOJIOTIYHUX TMPOSBIB € YTBOPEHHS T JI€I0 COHAYHOTO CBITIA 3
JOBXKUHOIO XBHJII 0113bK0 400 HM aKTHBHUX (POPM KHCHIO THITY CHHIJIETHOTO KHCHIO
'O, Ta nepekucHUX panukaiis nopdipunis Tumy RO,:, sKi NONIKOIKYIOTH KIITHHHI
MeMOpaHH i TPU3BOJIATH 0 3aTUOEIi KITITHH.

Hesponociuni nopywienns

Hespororivxi nopytieHHs py mopdipisix TPOSBIIFOTHCS MTATONIOT TIHIME CHMITTOMAMH
3 00Ky sIK niepuh)epHIHOI (JAM3eCTE3i, TOPYIIEHHS MOTOPUKY KUIIICYHUKA, HEPBO-M SI30BOT
TIPOBITHOCTI, TAPATIY IUXAJBHIX M SI31B TOIIO), TaK i IEHTPaIbHOI HEPBOBOI CHCTEMH.
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3aie)HO BiJi OCHOBHOTO MicCIsl TIPOsiBYy crienipigHOro pepMeHTHOTO ae]eKTy,
PO3PI3HAIOTH epumponoemuyri Ta neyinkosi mopdipii.

Eputponoernuna nopgipisi (xeopoba [ lonmepa) — matoIorisi, 3yMoBJIeHa IOpy-
IIEHHSM CUHTE3Y yponopgipurozer 1ll-kocunmasu. B pe3ynprari 1150ro 0i0XiMigHOTO
nedeKTy BiIOyBaeThCs YTBOPEHHS He(izioaorigHoro i3oMepa ypornopdipuHoreHy —
yponopgipuroeeny I. JInsi 3aXBOprOBaHHS XapaKTepHa 3a0apBIEHICTh B YePBOHHIA KO
cedi (B IeSKHUX BUITAJIKaX TAKOXK KiCTOK Ta 3y0iB), 3yMOBJIEHA HAKOTTMYSHHSM HUPKaMHU
yporiopdipuHoTeHy I, sikuii y cedi mepeTBoproeThest Ha yporopdipus 1.

IeuinkoBi mopdipii. Po3pi3HAIOTH MeKiNbKa THITIB TIEUiHKOBUX TTopdipii, Xxapak-
TEPHUMH MPOSIBAMHU SIKFX € HEBPOJIOT1YHI TOPYIIEHHS, TIOB’ s3aHi 3 HAJIMIPHUM HAKOIIH-
YEeHHSIM B OpTaHi3Mi cepomoniny BHACTIZIOK 3HIDKEHHS CHHTE3y TeMBMICHOTO ()epMEHTY
mpunmocganniponasu.

Jlo HaifOLTBIT TOMMPEHUX KIIHIYHUX (OPM ITeUiHKOBHX MOpGipii HaIeKAaTh:

— eocmpa minauea nop@ipis (nipononopipis) — 3aXBOPIOBAHHS, 3yMOBJIEHE Jeek-
ToM (hepMeHTy yponopgipurozen-cunmasu (nopghobininocendesaminazu);

— Cnaokoea Konponop@ipis — eH3UMOoTIaTis, cnprarHeHa nedexToM GpepMeHTy konpo-
nop@ipuro2eHoKCUOasu.
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Posin IV. MOJIEKYJISIPHI MEXAHI3MU CITAJIKOBOCTI
TA PEAJIIBALIII TEHETUYHOI ITH®OPMAIIII

I''TABA 19. BIOCUHTE3 HYKJIEOTHUAIB

CTpyKTypHUMH KOMIIOHEHTaMH1 iHpopMaiiHuX HykieiHoBux kucinotr — JIHK Ta
PHK € HykneoTH# IypHHOBOTO Ta MiPUMIiIHHOBOTO Psy (1€30KCHPUOOHYKIICOTHIH
Ta pUOOHYKIICOTHAN). BiOCHHTE3 MOHOHYKJICOTH/IIB € )KUTTEBO BAKIIMBUM IPOLIECOM,
OCKIJIbKH BiH 3a0€31e4ye yTBOPEHH:I 010MOJIEKYIT HYKJISTHOBHX KUCJIOT Ta HYKJICOTHTHHUX
Ko(epMeHTiB, HEOOX1THUX JJIsl peaizailii Bciel CyKyImTHOCTI TeHeTHYHOI iH(opMartii, 1o
MICTUTBCS B JKUBHX KIIITHHAX.

19.1. BIOCUHTE3 IIYPUHOBUX HYKJIEOTH/IB

®depMeHTHI CHCTEeMH OpraHi3My JIIOIMHH | TBAPHH 3aTHI 0 CHHTE3Y HyKJICOTHIHIX
CTPYKTYp Ha OCHOBI 0iOMOJIEKYII-TIONIEPEHHUKIB. Y TIporieci 0i0CHHTE3y MypHHOBHUX
HYKJICOTH/TiB OEPYTh y4acTh MOJIEKYJIA aMiHOKHCIIOT (TITIIHHY, acTiapTaTy Ta TITyTaMiHy)
Ta KaTaJTiTHYHO aKTUBHI OTHOBYTIIEIIEBI TPYITH Y GOPMI MOXiTHUX TeTpariapodonary
(H,-¢ponary) i akruBroro CO,, 110 NpUETHYIOTHCS OE3M0CEPENHBO 110 TIEHTO3HOT YaCTH-
HU HYKJICOTHY - pr0030-5-pocdary.
Oprasi3M JTFOIVMHY 1 TRAPHH MOYKE TAKOXK B OOMEKEeHIH KITbKOCTI CHHTE3YBATH ITypPUHOBI
Ta MPAMINHOBI HyKJICOTH I IUTIIXOM BUKOPHCTaHHS TOTOBHX MOJIEKYJI a30THCTHX OCHOB,
110 BUBUTBHSIOTHCS TIPU KaTaboJIi3Mi HYKJIETHOBHUX KHCJIOT 1 TIOTPAIUIAIOTH B OPraHi3M i3
DKero, ajle OCHOBHUM MEXaHI3MOM IOTIOBHEHHSI BHYTPIIIHBOKIITHHHOTO YTy HYKJIEO-
THIB € 1X ciHTe3 de novo, TOOTO 3 OLIBIT MPOCTUX METAOOTIYHIUX MOTIEPETHHKIB.
o, [ToxomKeHHST OKpEeMHX
aromiB C Ta N y Mosexyrti mmy-

!
i PHHY, 1110 BXOIUTb JI0 CKIIa Ly

JNITAH :
Acmaprar —» 6 C// 7 : -«— Merenin-H - WPHHWCOTHHIB’ HOAAHo

) 1 5 | | 8 (bonar 4 Ha CXeMl:

q’O(I;)l;‘;J;'THf — 12 e HypHHoI_;I/IM PHOOHYKIIEO-
CI\P/ THIOM, SIKHH CHHTE3Y€eThCsI de
Nnovo B pe3yNbTaTi MOCIi-
R JIOBHOTO TIPUEHAHHS aTOMIB
ByIJIELI0O Ta a3o0Ty [0
MOJIEKYIH prO030-5-pocdary,
€ iHO3uH-5'-MoHO(ochar (IMD), sKHii y TIOTaIBIIOMY TTIePETBOPIOETHCS Ha aIeHO3MH-S'-

MoHodochar (AMD) ta ryanozus-5'-Mor0pOChar (MD).

[myramin
Cxema noxompkeHHs okpeMux aroMiB C ta N 'y MOJIeKy:1i IypHHY.
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Peaxuii 6iocuntesy IM®D

[ocnigoBHICTE (hepMEHTATHBHHUX PEaKIliii, 0 MPU3BOIATH 10 YTBOpeHH IMD, €
takoro (puc. 19.1):

(1) B3aemomist o-D-prubo30-5-pocdary 3 AT 3 yrBopeHHsIM S-pocdopndozui-1-
nipodocdary (OPIID);

(2) B3aemogmist @PIID i3 mryTamiHoM 3 yTBOpeHHSIM S-(hochopubosmmaminy;

(3) B3aemonis 5-dochopubo3miiamMiny 3 IIIIIUHOM 3 YTBOPEHHSM [IIIUHAMI-
pubo3mi-S-pocdary (I'AP);

i

(4) B3aemonist AP 3 aktuBHOIO (opmoro dpopmiary (—C—H ) (N’ N'’-merenin-
H,-tonarom) 3 yreopennsam ¢popmin-I'AP;

(5) B3aemonist popmin-I'AP 3 mryramiHOM (JIOHOPOM aMiHOTPYIH) 3 YTBOPEHHIM
(hopminminuHamiTuHO-prd03mIT-S-hocdary (popmin-I'AM);

(6) B3aemonist hopmin-I'AM 3 AT® i3 3aMuKaHHSIM 1Mia30JIBHOTO KLIBIIS, TOOTO
YTBOPEHHSIM CIIOJYKH, 1110 MICTUTB I’ SITUWICHHE KiJIbIE TyPHHOBOTO [IUKITY — aMiHO-
iMiazon-pudosui-S-pocdary (AIP);

(7) xapboxcmmroBanHsT AIP 3 yTBOpeHHAM aMiHOIMiIa30IKapOOKCHIIAT-PUOO3HII-
5-tbocdary (AIKP);

(8) B3aemonist AIKP i3 acniapTatom (JOHOpOM aMiHOTPYIIH) 3 yTBOPESHHSIM ITPOMIXK-
HO{ CTIOJTYKH — aMiHOIMiIa30JICyKIHHIIKapOokcamia-proosmi-S-pocdary (AICKP);

(9) posmernenns AICKP 3 emiminamiero ¢ymapary Ta yTBOPEHHSIM aMiHOiIMia-
3onkapOokcamMin-prbdo3un-5-pochary (AIKAP);

(0]

(10) popmimoBannst AIKAP 3a paxyrnok ( — 3— H )-rpymu N'°-dopmin-H,-donary 3
YTBOpEHHsIM (hopMaminoiMifazonkapookcamin-proosui-S-pocdary (PAIKAP);

(11) merigpararis ta nukiizamis GAIKAP 3 yTBOpeHHSM mepmioro myprHOBOTO
HYKJICOTH Ty — iHO3uHMOHO(ochopHOT (iH03uHOBOI KucioTH, IMD).

Vst MOCITiZIOBHICTE 010XIMIYHHX peaKiliii — ONMMCKYYri TIPUKIIaz] CKIIAIHOCTI “MoJie-
KYJIAPHOI JIOTiKH KUBOTO”!

Yr1Bopennss AM® ta TM®

[HO3MHMOHO]OC)AT € MoTIePeTHUKOM B yTBOPEHHI IHIIIMX MTyPUHOBHX PHOOHYKIIEO-
TUIIB — ajieHo3nHMOoHO(ochary (AM®) ta ryanozuamonodocdary (IMD).

Cunmesz AM® 301CHIOETHCS TIUISIXOM TaKUX PEaKIliil:

1) 3amimenns kucHio pu C-6 MypuHy Ha aMiHOTPYITY, JOHOPOM SIKOi € acriapari-
HOBA KHCJIOTA; MPOMDKHHI MPOIYKT peaKilii — aJIeHIIOCYKIIMHAT, YTBOPEHHS SIKOTO
niotpeOye ximiuHOi eHeprii y opmi Makpoeprigaoro 3B’si3ky [ TD;

2) po3IICIUIeHHs aeHIIOCYKIMHATY 3 BUBUIBHEHHSIM (yMapary Ta yTBOPEHHSAM
aJIeHO3HH-5'-MoHObocdary.

Cunmes 'M® BinOyBaeThCs TaKOXK Y JBI CTaIii:

1) oxucnenss Byriento (C-2) B Kilblli MypHHY 3 YTBOPEHHSIM KCAHTUIIOBOT KUCIIOTH
(kcanTO3MH-5"-MOHO(DOCaTy); peakiiis morpedye HasBHOCTI HA /I sk akiientopa BoJHEO;
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2) 3aMITIICHHST KHC-
Hto ripu C-2 Ha aMiHO-
TPyILY, JOHOPOM SIKOT
€ aMiJiHa TpyTa NIy Ta-
MiHY; aMiJTyBaHHS
CTIpSDKEHE 3 PO3ILCT-
JICHHSIM JTBOX MaKpo-
epriyaux 3B’s3KiB
AT® — B pesynbrari
PpeaKIlii yTBOPIOEThCS
ryaHO3UH-5'-MOHO-
(ocar.

Ymeopenna AT®
malI'T®

OckinbKu 6i0cHH-
TE3 MOTIHYKJICOTH/IIB
PHK i JIHK BuMarae
HasIBHOCTI HYKJICO-
suaTpudocdaris
(HT®) Ta nesokcu-
PHOOHYKIICO3UATPH-
docharie (1HTD)
(rmaBa 20), BaxIH-
BOIO METa0OIIYHOIO
JIaHKO € (ocdopu-
JIFOBAaHHS BIAIOBiA-
HUX ITypUHOBHX Ta
MiPUMITTHOBHX (UB.
HWXYE) HYKICO3U/I-
MoHodocdaris.

[epeTBopeHHs HyKIIe03UAMOHOPOC)ATIB HA HYK-
neosuaudochary Ta HykIeo3uarpudocdaru peai-
3y€THCSI 32 PaXyHOK Makpoepriuaux 3B sa3kiB ATO i
KaTaJti3y€eThCs TIOCHIOBHOIO Ti€r0 (DEPMEHTIB HYK1€0-
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Pu6o30-5-pocoat

Acmaprat

COOH—(le—CH »—COOH
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Pu6030-5-pochar
AJleHITOCyKIIUHAT

d)yMapaT%

NH ,
HN/ N
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Pu6030-5-pocdat

AM®

IM®

HAL"
HAJIH
A0+, At

3UOMOHOGDOChOKIHA3 TA HYKI€03UOOUPOChHOKIHA3:

3okpema, yrBopeHHs [ TD 3 'M® pearizyerbcst

TaKHM IIIAXOM:

IM® + ATd —— TJ[d+ AJID
[ + ATd — T'Td+ AD

H,O

O
N

7

07 °N T
Pu6030-5-pochar

Kcantosuamonodocdar

H,0
AT I'myramin
oD, + AMD I'myramar
(0]

WY
PN
N N
H,N |
Pu6o30-5-pochar
I'M®

Cxema yTBOpeHHA afeHinoBoi (AM®) ta ryaninosoi (IM®d) kucnor 3 IMD.

AT® AJlD
HM® / HOID
HM ®-kinaza
AT® AJlD
HOD / HT®
H/]®-xinaza

[eperBopennst AM® na AJ1® BinOyBaeThes B pe3yabTarTi Ail adeninamxinasu:

AMOD + ATD

2AJID
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AT®, mMakpoepriuHi 3B’s3KH SIKOI BUTPAYalOThCSl B 3a3HAUYCHUX KiHA3HUX PEaKIIisiX,
pereHepyeThCs B Pe3yJIbTaTi OKUCHOTO (pocoprmroBaHHS!.

Perynsinisi cuHTe3y MypHMHOBUX HYKJICOTH/IIB

CuHTE3 MypUHOBHUX HYKJICOTH/IIB
Pu6030-5-(ocdar PETYIIOETHCS 32 IPUHLUIIOM HETaTHB-
HOTO 3BOPOTHOTO 3B’SI3Ky — KiHIIEBI
! | OPOAYKTH OI0CHHTETUYHOTO IIJISXY
| PIIPO | (AM®, TM®, AT®, I'Td) ransMyroTh
Fe - - »l -~ - neBHi (PepMEHTATUBHI PeakLii iX yTBO-
| peHHs. BpaxoByrouu 0iojoriuny
| (? BKJIMBICTH AJIS CAMOTO iCHYBaHHS
w KJIITUHU KOOPIWHOBAHOTO CHHTE3Y
: HYKJICOTH[IB SIK MOTEPEIHUKIB B
| yrBopenni JHK i PHK, xonTpons ix
\ KIJIbKICHOTO CKJIaay 3A1HCHIOETbCS Ha
| JIEKITBKOX PEeryIsiTOPHUX IiJsSHKaX
| (puc. 19.2).
! 1. KonTponb paHHboi cTajii cuH-
| Te3y MypPUHHYKIEOTU/IIB Peali3y€eThest
- - - ATO- /- IT®- - - - - ! JIBOMa MEXaH13MaMHU:
Puc. 19.2. IlyHKTH KOHTPOJII0 CHHTE3y IyPHHOBUX 1.1. lnsgxom 3MEHIICHHS TP i
HYKJICOTH/IB. AM® ta TM® axtuBHOCTI (pepMeHTY,
110 NEPETBOPIOE O-D-pri6030-5-hocar
Ha 5-pocdopudosmi-1-mpodocdar (PPIID) — 5-pocghopubdozun-1-nipogpocgham-
cunmemasu.

1.2. Hnsixom inri6ipyBanHs npu il IM®, AM® ta M@ akTUBHOCTI peryisTOpHOTro
ajoctepuuHoro ¢epmenty, o neperBoproe OPIID Ha S-hochopubo3miamin —
enymamin-D@PI D-amioompancghepasu; e — HAUBOKIUBIIIUN MYHKT KOHTPOJIIO
HIBUJIKOCTI BCHOTO OI0CHHTETUYHOTO IILISXY.

2. KoHTpOJIb TTYHKTY PO3TaTy>KeHHS B CHHTE31 [Ty pPUHHYKJICOTHIIB, TOOTO IIEPETBO-
pernst IM® na AM® Ta 'M® BinOyBaeThCst 32 TAKUMH MEXaHi3MaMu:

2.1. AM® ranemye BinacHe yTBopeHHs 3 IM® nuisixom iHriGipyBaHHS! aKTUBHOCTI
(dbepMenTy adeninocykyunamcunmemasu, skuii nepersoproe IM® Ha afieH1I0CyKIIMHAT;

2.2. 'M® ranpmye BrnacHe yTBopeHHs 3 IM® nuisixom iHribipyBanHs GepMeHTy
IM®-oeciopocenasu, skuii neperBoproe IM®D Ha kcanTO3MHMOHO(DOCDAT.

2.3. AT® ta ['TD € mxepenamu MeTaOOIIUHOT SHEPTIl AJIsi CHHTE3Y OJMH O[HOTO:
AT® neobxiguuit as nepersopenHs IM® na IM® (ta ['TD), Toxi sik [ 'TD neobxin-
Huit s neperBopersss IM® nHa AM® (ta AT®); Tomy 30ibIIeHHS (3MEHILICHHS)
KOHIICHTpAIIi1 KOXKHOTO 3 HYKJICO3UATpU(OochariB MPU3BOAUTD JI0 BiJIIIOBI THIX 3MiH Y
LIBUIKOCTI YTBOPEHHS 1HIIOTO HykKieozuarpudocdary, mo 3abdesneuye ix koopau-
HOBaHUU CUHTES.
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BiocuHTe3 MypHHOBUX HYKJICOTHIB i3 A30THCTHX OCHOB

PosrmsiHy THIA 610CHHTE3 ITypHHOBIX HYKITCOTH/IB 13 IPOCTHX TIOTIEPETHUKIB — CHHTE3
de novo — moTpedye 3HAYHUX BUTpaT MeTaOONIYHOI eHeprii y GopmMi MakpoepridHux
3B’s3kiB AT® i 'TD i BinOyBaeTbest He y Beix TkaHuHax. Llei ckmagnuii merabomivHumit
[IUTSIX Ma€ MicIe TIepeBaKHO B TIEUIHIT, TOJ SIK B IHIIIMX TKAHUHAX, 30KpPEMa B PUTPOIUTAX,
JICHKOILIUTAX, KITITHHAX TOJIOBHOTO MO3KY BiJIOYBa€ThCsl YTBOPSHHS HYKJICOTH/IIB 13 “TO-
TOBUX ’ BUTBHHX ITypPHHOBHX OCHOB — aJICHiHY, I'yaHiHy Ta 6-OKCHITypHHY (TiIOKCaHTHHY).

JIKepernoM IMypHHOBHX OCHOB JUISI TAKOTO CHHTE3Y € ITypUHH, SIKi YTBOPIOIOTHCS 3
HYKJICOTH/IIB, CHHTE30BaHUX Y TEYiHIIi, Ta HyKJICOTH/IIB, SIKi TIOCTIHHO BUBLIBHSIOTHCS B
pe3yibrari kKarabosisMy (TiAPOSIITUYHOIO PO3IICIICHHS) HYKJISTHOBUX KHUCIIOT 1 HyKJICO-
TH/IiB BJIACHHX TKAQHHMH Ta TAKHX, IO HATXOIATh Y CKIIA/[i Xap4OBUX IPOMYKTIB.

Leti MmexaHi3M OUTBLIT IBUIKOTO G10CUHTE3Y ITyPHHHYKICOTHIIB IIUIIXOM TOBTOPHOTO
BKJTFOYCHHSI B METa00J1i3M BUJIbHHX a30TUCTHX OCHOB OTPHMAB Ha3By ““IUISIXY peyTHITI3ALli
(salvage reactions — aHTIL.).

Peaxk1ii MOBTOPHOTO BUKOPHUCTaHHS IyPHHIB /sl CHHTE3y HYKJICOTHIB MepeOiraroTh
3a y4acTIO TaKUX (PePMEHTIB:

(1) aoeningocopubosunmparcgepasu, Mo KaTamizye peaxilito:

azeHin + 5-pocdopubosui-1-nipodocdar ——>= AMD + PO ;

(2) einoxcanmuneyaningocghopudbosunmparncghepazu, MO Karaisye peakiiii:

a) ryanin + 5-ochopubosui-1-nipogocpar ——» IMD + OD ;

0) rinokcanTuH + S-(pochopudosui-1-nipopochar —= IMD + OD .

19.2. BIOCUHTE3 INIPUMIJIMHOBUX HYKJIEOTU/IIB

Ha BinMiHy Bin O6iocHHTE3y MypHHOBHX HYKJICOTHIIB, CHHTE3 ITIPUMIIMHOBUAX
HYKJICOTHJIIB BiOYBA€ThCS MUTSIXOM TIPHETHAHHS TIEHTO3U Y opmi S-pocdoprdosu-1-
nipodocary BiKe MicIs yTBOPEHHsI MIPHUMIITHOBOTO IMKITY 3 TONEPEIHHUKIB 13 TiHIHHAM
JaHIIOroM. MeTaGomiyHUMH TIOTIepEIHIKAMU aTOMIB BYIVICIIO Ta a30Ty B MOJICKYJax
mipUMiTUHIB € amiHoKucora L-acniaprar Ta kapOamoiindocdar.

Peaxuii OiocuHTe3y NipUMiIMHHYK/I1€0THIIB

Ymeopenna YM® o OH
I /
. H;N—C—O0~P=—=( + HOOC—CH,—CH—COOH —=
1. VTBOpeHHs ypeino- \ |
SHTAPHOI KHMCJIOTH 3 ac- OH NH »
ap i Kap6amoingocoar Acnaprar
naprary Ta Kapoamoil- o
(hocpary; peaxiist kara- 'é
. e HO™ >~ CH
J3Y€EThCS PErYIISITOPHIM HLN | 2 + H4PO,
dbepmerTom acnapmam- _(|j CH—COOH
Kapoamoinmpaucge- o \N/
pasoio: H

Vpeinocykuunar
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2. YTBOpEHHS IUTiIpo-
OPOTOBOT KUCIIOTH B PE3YJIb-
TaTi jgerimparamii ypeimo-
cyknuHaty (pepmMeHT —
oueiopoopomasa):

3. YTBOpeHHsS OpOTOBOT
KHCJIOTH B Pe3yJIbTaTi IeTi/I-
pPYBaHHS TUTiAPOOPOTATY
(pepment — HA JI-3anexxHa
ouziopoopomamoe2iopo-
2eHasa):

4. CriosryueHHs OpOTOBOL
kuciotu 3 S-pocdopudo-
3wi-1-mipodocdarom 3 yr-
BOPEHHSM OPOTHIUIOBOT
KHCI0TH (OpOTHUANH-5'-MO-
Hodochary, OMD); dep-
MEHT, 1[0 KaTaJli3ye peak-
i, — opomameocgopu-
bosunmpancgepasa:

5. lexapbokcuirtoBaH-
HSI OPOTUJUIIOBOI KUCIOTH
JIO YPUIUIOBOI KHUCIIOTH
(ypuauH-5'-MoHOOCHAaTY,
YM®) — dpepment OMP-
Odexapbokcunasa:

Ymeopenna Y@, YT®
ma I]T®

Ypunuamonogocoar
(YM®), mo cuHTe3yBaBcA
BHACJTIJIOK PO3IVISTHYTOT TIOCITi-

JIOBHOCTI PeaKiliii, BHKOPUCTOBYETHCS T YTBOPEHHS 1HIMHX TTPUMITMHHYKICOTHIIIB,
30KpeMa mipuMinHoBUX Hykieosuarpudocdaris (YT, LITD) Ta aezokcupnOOHyK-
neosuarpudocdaris (ALTD, TTD), o BukopuctoBytothes B cuntesi PHK i JIHK:

(1) yrBopennst YJI® ta YT® BinOyBaeThCst B pe3ylbTari MOCTIIOBHOTO (ocqopu-
nroBaHHsT YM® Hyrneozuomonogocgokinazamu ta Hykieosudougocgoxinazamu (ana-
JIOTIYHO PO3TISTHYTOMY BHIIIE (POCHOPHITFOBAHHIO TTYPHHOBHX HYKJICOTH/IIB):

YMOD + ATO — VIO + AID,

VI + ATO —> YT + AJID;
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(2) yTBOpeHHHA ﬁ I|\IH2
LT BigdyBaeThes B /C\ Ciyramin: AT®  AJlp+@, nyravar /C\
pe3ynbTari aMmiHyBaH- HN CH N7 “cH

H YT® — peaxriii, B | | ’ - | ’ ’
AKii O0epyTh ydacThb CH ,C. CH
DIyTaMif (JIOHOP ami- O N

N
Horpynu) Ta AT®: Pn6030|—®7@® Pn6030|4@—®~®

O//C\ s

YT® T®
PeryJisinisi cunTe3y mipMMiIHHOBUX HYK/ICOTUIIB
KonTtpons mBuakocTi 6iocuHTE3y ITi- Tnyramin (—NH,) + CO,)
PUMIITHOBHX HYKJIEOTH/IiB 3a0€3MeUyEThCS - ~ /
Ha PiBHI JBOX PETYIATOPHUX (DEPMEHTIB O~ | — ATO
(puc. 19.3): < ---®---- OPIIP

(1) kapbamoingocghamcunmemasu, sxa

. Kapbamoindocdar Acnaprar
3a0e31neduye nocTayaHHs 010CMHTETHYHOTO N )
[UIAXY OJHHUM i3 MepIInuX CyOCTpaTiB — @T

. o -- -
kapOamoindocdarom (Iei MyHKT peryJisii y-O

VYpeinocykuuHar

!

€ OCHOBHMM Yy BHUIIMX TBapHWH (CCaBIIiB),
BKJIFOYAIOYN OPTaHi3M JIFOMUHH); aloCTe-

|

pudHUM iHTiIOiITOpOM (hepmeHTy € YTD — Opo}al OPIID
KiHIIEBUH TPOYKT O10CHHTETUYHOTO MIUTSXY; ; l
pasom 3 tum, OPIID — iHTep™menmiar my- f OM®
PUHOBOTO CHHTE3Y — 301IBIIy€E aKTHBHICTb !
(hepMeHTY, 110 € OJTHUM 3 MEXaHi3MiB 3a0€3- : YM®
TICYCHHSI KOOPIMHOBAHOTO CHHTE3Y ITypPHHIB i l
Ta MPUMIiTUHIB; o _i ''''' y1IO

(2) acnapmamxapoamoinmpancgepasu, — 1[T® s AN ATT®
sIKa KaTali3y€e CHHTE3 yPEIMOSTHTApHOT KUC-  Puc. 19.3. Cxema pery.isinii cunTesy mipumim-
7oTH (TIeif MeXaHi3M peryilii Mae Micte HOBHX HYKIICOTH/IIB.

repeBakHo y E.Coli Ta iHmmx Gaxrepiii); anocTepudHuM iHTiOITOpOM pepMeHTy €
LT®, aktuBaropom — AT®D; MONEKyISIpHI MEXaHI3MH PETyJIsiilii akTHBHOCTI (hepMeHTy
PO3TIISHYTI B IJ1aBi 7.

19.3. BIOCHUHTE3 JE30OKCHPUBOHYKJIEOTHU/IB

biocunres PHK pi3Hnx kiaciB Bumarae HasBHOCTI mypuHOBHX (AT®, I'TD) Ta
nipumiguHOBHX (LIT®, YT®) pubonykieoTHIiB, TOAI K A5l 010CHHTE3y FeHETUIHUX
JHK reoOxinHi ne3oxkcnprnboHykieoTuan mypuHoBoro — tAT®, nl T® — ta mipumi-
muHOBOTO — NL[T®, nTTO (TTD) psmy.

[NonepeaHukaMu 1e30KCHPHOOHYKIICOTH/IIB Y KITITHHAX € pUOOHYKICOTHI Y hopmi
nykineosunaudocdaris (HID) (mepeBakno) Ta nyxieosunrpudocdaris (HTD).
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Mexanizm NMEPETBOPEHHSA pHﬁOHyK.T[eOTI/II(iB Ha )Ie30KCI/IpH60HyKJ'[eOTH)]H

[MeperBopenns HJ® na Binnosinui AHJD nocsraerbest HUISIXOM BiJIHOBICHHS

rigpokcunbHOI rpymu npu C-2' pu6o3u 3 yTBOpeHH:M 2'-1e30kcupudo3u. JloHo-
POM BiJIHOBIIIOBaJIbHUX €KBIBaJIEHTIB y I[bOMY Tporieci € BigHoBineHuit HAJID

(HAJIOH + HY):

A3OTI/ICTa A3zotucra
OCHO
(®)>-o—-(P)-o-cH, HAZ[d)H nane” ®-0~P)-0-CH, ocrosa
+H20
H H H

Puﬁoﬂymemnmm’poapaT (HZ[CD)

HAJ®H + H'

3)

“)

nHA® HA®

H
OH
Je3okcupudonykneozuaaudocdar (xHAD)

Bkasana peakiiist €, B TiHICHOCTI, CKJIQIHUM
010XiMIYHAM TIPOIIECOM, B SIKOMY OEpyTh y4acTh:
HU3bKOMONEKYIsipHuid (M.M. — 12 k1) SH-Bwmic-
HUH OUTOK miopedokcur 1 ABa OKHUCIIOBAIBLHO-
BiHOBITIOBaIbHI (DEPMEHTHU (pEayKTa3u) —
mMiopedoKCUHpedyKmasza 1a puboHyKIeomuope-
OYKmaza, O CKIAJAI0TH B CYKYITHOCTI €JIEKTPOHO-
TPAHCTIOPTHUH JaHIor BigHoBneHus HAD no
THA®D (puc. 19.4).

[Ipouec BigHoBennss HAD® no sHD 3a
paxyHOK rpoToHiB Ta enektpoHiB (HAJIPH + HY)
CKJIQJIA€ThCS 3 TAKMX PEaKILit:

(1) mepenocy Bomnro Bix (HAJI®H + HY) Ha
DA/l PraBiHOBOTO PepMEHTY miopedoKcuHpe-
oyKmasu,

(2) mepeHocy BOIHIO BiJl BiTHOBJICHOI miope-

Puc. 19.4. CxemMa mepeHocy BilIHOB.JIIO- OOKCuHpedykmasu Ha SH'IPYHI"I MIOPEOOKCUHY,
BaJIbHNX exBiBasienTis Bin (HAI®H + HY) (3) mepeHocy BOMHIO BiJ BIAHOBICHOTO 71i0-

Ha pudoHyKIeosnymdochaTn: peookcury Ha SH-Tpynu pubonyxneomudpe-
E, — ®ATH, — miopedoxcunpedykmasa, OyKkmasu;

SH (4) mepeHOCYy BOIHIO BiJT BiTHOBJICHHX CYITb(]-
Eas sg 7 UGOHYKRCOMUOpedyKmasa; TIPHIBHAX TPYI puboHyKIeomuopedykmasu Ha
T — miopedokcuH. HI® 3 yreopenrsm tHD.

YrBopennst IAT®, aI' T® ta nYTD

3a pO3MISIHY THM MEXaHI3MOM 1J1¢ YTBOPESHHSI ITyPHHOBUX J€30KCHPUOOHYKIICOTH/TIB:
AJ® —> 1AlID
II1® ——> il 1o

Ta MPUMITPTHOBOTO J€30KCUPHOOHYKIeoTH Ty 1Y/ D:
VIO —> aY1d
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TH/I®, sxi yTBOpHIIMCS B IIUX pPEaKIlisX, MePeTBOPIOIOTECS Ha BimnosimgHi tHTOD
(morrepenavku B 6iocunTe3i JIHK) B peakiisix, mo Karami3yloTecs HyK1e03uoougoc-
Qoxinazamu:

JAID + ATO —> 1ATO,

I JAD + ATO —> nl'TO,
IYIAD + ATO — a¥YTO.

YTBOpeHHSI TAMIINJIOBUX HYKJIEOTU/IIB

biocuHTE3 THMITIITOBUX HYKIJICOTH/IIB, III0 TAKOXK MICTATH 2'-1€30KCHPUO03Y, TTOYH-
HaeThes 3 TUMinuIary (TumianH-5'-moHodocdary, n”TM®, TM®). Besnocepennim
nonepenHukom 1 TM® e nezokcnypuau-5'-monodocdar (1Y MD), sikuii yTBOPIOETHCS
3 Ie30kcnypuInH-5'-udochary (nYJ1dD) BHacigok fioro nedochoprItoBaHHS:

Dy

ayD 44, 1YMOD

[leperBopennst 1YM® na 7TM® — 3axirto4HUi KPOK B YTBOPEHHI HYKJICOTHY,
1o oTpibHu ans 6iocuuTe3y JJHK — BinOyBaeThes miisixom MeTriTtOBaHHS 1Y MD
y TaKiid peakii:

N5,N 1O-MeTI/meH-H4-(1)0J1aT Hj-dbonar o

//C\ ,CH //C\ AH
| o
He3oxcupubo3o-5-pochat Jezoxcupubdo3o-5-pochat
a1YMD ITMO(TMD)

[poriec karanmizyeTbest PepPMEHTOM muMiOuIamcuHmazoio, KohepMeHToM sikoi € N3, N10-
meTuieH-H,-(ornar, 1o B pesyssrari peakiiii oOkucmoeTses 10 uriapodonary. Ionansie
(hyHKITIOHYBaHHS (honaTy SIK KopepMeHTy BIMarae pereneparlii Terpariapodornary B peaxii,
110 KaTaIl3YeThCs 0UiOpodhonampedykmasoro:

H,-ponar + HAJI®H + H* —> H -onar + HAJID".

YTBOpeHH: THMIIIOBUX HyKi1eo3utH- i TprdocdariB— a THD(THD), iTTO(TTD)

BiZIOyBa€eThCS 32 PaXyHOK iX ochoprmroBanas AT® y KiHa3HUX peaKIisx:
ATM® + ATO —> TP + AJ1D,
ATAD + ATO —> nTTO + AJ1D.

Inzioimopu cunmezy 0TM® ak npomunyxnunni 3acoou

BiocuHTe3 HOBHX MOJIEKYJ YOTHPHOX Je30KcuprOonykieozuarpudocdaris (AT,
Al TO, nl{TD Ta ATTD), 1110 HeoOXi 11 s perunikarii JJHK, npaktidano He BinOyBaeThest
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y (a3i MiTOTHYHOTO (PENPOAYKTUBHOTO) CIIOKOIO KITiTHHY (G|)) 1 aKTUBY€THCS1 Ha CTaIiAX
KIIITUHHOTO IHKITy, 10 TepeAytoTh MiTo3y (raBa 20). V 3B’sA3Ky 3 UM, XiMidHI
CIIONTyKH, 5IKi OJIOKYIOTH cuHTe3 de novo 3a3HaueHHX THT®, yHEeMOXIUBIIOOTH
roZiBoeHHS (perutikariiro) reromHoi JIHK Ta mosin kit TiH — KOHIIeTIIis, 110 TIOKIaAeHa
B OCHOBY (hapMaKoJIOTiuHOI /1ii 6araTrbox MpOTUIYXJIMHHHX JIKaPCHKHUX 3aC001B.
Came 3a TaKUM MEXaHI3MOM pPEai3y€eThCsl 3aTPUMKa MOIUTY KIITHH 3JOSKICHUX
MyXJIMH, SIKa BiAOyBa€ThCs Iijl BIUIMBOM IIpENapariB, MO OJOKYIOTh CHHTE3 THMiU-

nary n1TM® (puc. 19.5), a came:

0 0
F F
o” i o° N

OH

(¢}

OH
S-dropyparmn 5-®dropadyp
N - (2-¢ypanuamn-
S-dropypari)

5-@ropypauun

5-®rop-nYMD
AYM® ®  aTM®

N°,N'"%-merunen-H F

HF
Tninun HAJI®OH+H* )
AMiHONTEpUH
| ———————
Cepun HF HAJID" ©  Merorpekcar

Puc. 19.5. MexaHi3Mu aHTHITY X TMHHOI /Tl CIIOJTYK, 1110 OJIOKYIOTH
cunres A”TM® (E, — mumiounamcunmasa; E, — ou-
2iopoghonampedyxmasa; H F — mempaciopogonam,
H F — oueiopoghonam).

1) cTpyKTypHHX aHAJOTiB
TYM®O®, 1o 31aTHI 10 B3aEMOil
3 MUMIOUIAMCUHmMazoio, 01o-
KyI0uH ii KaTaTiTHIHY it 32 Me-
XaHi3MOM KOHKYPEHTHOTO iHTi-
OipyBaHHS; MPUKIIAIOM TaKOTO
MeXaHi3My € e(eKT MPOTUIyX-
JUHHHUX 3ac00iB aHTUMeTabo-
JITHOT 11l 5-@mopypayuny (aHa-
jora ypauuiy) ta @mopaghypy
(anamora ypuauHy, 110 B Opra-
HI3MI JIFOUHHA TAKOX YTBOPIOE
BUTBHHU S-TOpyparii):

[Ticnst HaEXOKEHHS B opra-
Hi3M 5-(hTopyparpt neperBopro-
€TBCS HA 5-()TOPIC30KCHYPHINH-
S'-moHoochar (5-prop-tYMD),
TOOTO Oe3MocepeHiil CTPyKTyp-
Hu aHanor 1YM® — cybcrpa-
Ty MUMIOUIAMCcUHmMasu; Crioy-
yeHHsS S5-PpTop-nYMOD 3 dep-
MEHTOM TIPOTHJIIE 3B’S3yBaHHIO
AKTHBHOTO IIEHTPY OCTAHHBOTO 13
cripaBkHIM cyocTpartoM (1Y MD),
110 Onokye yroperHst 1 [M®;

2) MOXiHUX TITepUHY AMiHo-
nmepury Ta Memompexcamy, o,
MAaro4d MOMIOHICTH HO YaCTHHU
MOJIEKYNTH (POJTIi€BOI KHCIIOTH,
JUFOTH Y O10XIMITHHX PEaKITisIX K
ii CTPYKTYpHI aHAJIOTH 1, Y 3B SI3KY

3 IIM, BECTYTIAFOTh SIK KOHKYPEHTHI 1HTi0ITOpH duciopoghonampedykmasu; TambMyBaHHS
KaTaliTM4HOI 1ii 116010 (epmenty npotuie perenepaii H -onary 3 H,-ponary i, rakum

YHHOM, TTopyIye OiocuHTe3 1TMO.
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19.4. KATABOJII3M HYKJIEOTHU/IIB

Jl>xepenom BUTBHUX ITypHUHOBUX Ta IPUMITHHOBUX
HYKJICOTH/IIB € PO3IICTUICHHS BIACHUX HYKJIETHOBUX
KHCIOT Timpomituaaumu pepmentamu J[HK-azamu ta
PHK-a3amu Ta 0iocHHTE3 HYKJICOTHIIB, IO Bi0yBa-
€THCS B TKAHUHAX. BiNbHI HYKIICOTH I, SIKi HE BUKOPH-
CTOBYIOTBCS JUTSl CHHTE3Y HYKJISTHOBHX KUCJIOT, ITiJUIsiTa-
I0Th PO3IIETIIICHHIO 3 YTBOPEHHSIM KiHIIEBUX MPOAYKTIB
a30TUCTOTO (HYKJIETHOBOTO) OOMiHY.

Po3uensieHHs MypUHOBUX HYKJI€OTU/IIB

Posmennenns mypuHoBux HykieotuaiB (AM® Tta
I'M®) Britouae peakiii:

— BimierieHas pocdarHoi Tpymv 3 yTBOPEHHSAM HYK-
JICO3UJIIB aJICHO3UHY Ta T'YaHO3UHY ((PepMEHT - 5'-HyK-
neomuoasa),

— Jle3aMiHyBaHHs (Ha piBHI aJIcHO3UHY — (hepMeHT
aodenosuHoesaminasa abo Ha PiBHI TyaHIHY — (hepMeHT
2yaninoe3aminasay;

— BIJIICIUICHHS BiJ] HYKJICO3H/IiB IEHTO3HOTO 3AJTHIIIKY
D-pubosu (hepmeHT Hyx€03U0a3a)
abo niento3odocdary B oMy (dep-
MeHTH — ¢hochopunasu);

— MOJAIBLINIA Karaboi3M 2ino-
Kcanmury (10 yTBOpHUBCs 3 AM®)
aboxcarmumy (o yreopuscsi 31 MD) |

NH,

3 YTBOPEHHSIM KiHLIEBOTO TIPOYKTY Pu6ozodochar
cevosoi kuciomu (2,6,8-mpuokcu- AM®
NypuHy):

OH

OKHCIIeHHS TIMOKCAaHTHHY 10
KCaHTHHY Ta KCAaHTHHY JI0 CEYOBOL
KHUCJIOTH KaTaJli3yeThest (pepMEHTOM
KCAHMUHOKCUOA3010:

Kcantunokcunaza — DAJI-3a-
JIOKHUH (DITABOTIPOTETH, ITI0 MICTUTH
y CBOEMY CKJIa[Ii TAKOXK 10HH 3aJTi3a
Ta MomiOeHy. B kcaHTHOHOKCHAA3-
HUX PEaKIisX K OKHCHUK BUKOPH-
CTOBYEThCS MOJICKYJISIPHHUI KHCCHb
Oz, SIKAI BiTHOBJTIOETHCS [0 TIepe-
KHUCY BOJTHIO:
rinokcantud + O, + HO——>
—> kcantud + H,0,;
kcantun + O, + H,O—>
—> cevosa kucnora + HO,.

I'MD

N
Iy

N7 N, NG
| L\ P | \

Pubozodocdar

H
HN N
g
N H
H

AM®D I'M®
HZOJ HZOJ
®H q)H
Anenosun ['yaHo3uH

HZOJ H,0
NH, D-pu6o3a
H

IHo3uH I'yanin

,0
HO
D-pubosa 2

Iinokcantun  NH,

DAL
DAJTH,
Kcantnna
DAL
K DAJH,
CeyoBa

KHCJIOTa

CxeMa MepeTBOPEHHS! ITyPUHOBUX
HYKJICOTH/IIB Ha CEYOBY KHUCIIOTY.

OH
N7 |

T
N

EZ\&Z

:

TimokcanTun
OH
N

N
H

Kcantun

l

OH
N
N
£ \) H
Hoj\/lEN%O
N §

CedoBa KUCIOTa

OkK#cIeHHs FiHOKcaHTI/IHy Ta KCAaHTHUHY 110 CEUYOBOI KUCIOTH
KCaHMUHOKCUOA30I0.
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CnajkoBi nopyueHHsi 00MiHy ce40BOi KHCJI0TH

CedoBa KHCIIOTa € CIIOITYKOI0, IOTaHO PO3YMHHOIO Y BOJII.
Meska pO3UMHHOCTI ypaTy HaTpit0 — MOJIEKYJISPHOI (hopMH, B
SIKIH ceu0Ba KMCIIOTa 3HAXOMUTHCSA B TUIA3Mi KPOBi, — CKITajiae
7 mr/m (70 MT/7), 110 € BEPXHBOIO MEKEI0 HOPMAIIbHOI KOH-
LeHTpalii 1iei cnomyku B kposi (30-70 mr/m). BBaxkaroTs, 110
OionoriyHe 3Ha4eHHs HASIBHOCTI B OPTaHi3Mi JIFOIUHN 3HAYHOT
KUIBKOCTI ypariB 3yMOBIICHE 1X BHCOKOIO aHMUOKCUOAHIMHOIO
AKTHBHICTIO SIK CIIOJYK, IO 3HEUIKOJKYIOTh ITUTOTOKCUYHI
XIMIUHO aKTHBHI pagukanu kucHio (L. Stryer, 1995).

IHlooazpa

[lianTprMaHHIO PO3UMHHOTO CTaHY YPAaTiB B OpraHi3Mi Jiro-
JIMHY CTIpUsI€ 1X 3B’3yBaHHs 3 OLIKaMH KPOBi; pa3oM 3 THM,
IIOHaiiMeHIIIe 301TBIIICHHST BMICTY CEYOBOI KMCIIOTH B KPOBI —
2inepypuxemis — CyIpOBOUKYETHCS BUIAIIHHAM y TKAHHHAX
KpPHUCTATIB ypaTiB, 10 KIIHIYHO MPOSBISIETHCS PO3SBUTKOM
nooazpu.

Ilooacpa — 3aXBOPIOBAHHS, OCHOBHUM IPOSIBOM SIKOTO €
PO3BHUTOK BajKKOTO OOJIEOBOTO CHHAPOMY BHACIIZIOK BiKiIa-

Puc. 19.6. T'op6aueBch-
kmii LS1. (1884-
1942), ykpaince-
Kuii 010XiMiK.
[Ipodecop me-
nuyHol  XiMmil
YecbKoro yH-TY,
npodecop Ta
pextop VYkpa-
THCBKOTO YH-TY B

[Ipasi ta Bigni.
Bnepume cun-
TE3yBaB CEUYOBY

JICHHSI KPHCTAJIB ypaTiB y MOPOKHUHAX CYITIO0iB Ta PO3BUTKY
MIPOILIECY 3aMaJIeHHs. 3 METOK 3MEHIICHHS TilepypUKeMii TpH
TIO/IarPi 3aIPOIIOHOBAHO Mperapar A1onypurHorn, o 3a MeXaHi3-

KHCIIOTY, BITKPHB oM J1iT € HE3BOPOTHUM 1HT10ITOPOM KCAHMUHOKCUOA3U; 3aCTO-
(bepmenT Keai- o payyg perniapaTy 3HAYHO 3MEHIIy€E BMICT Ce40BOT KUCIOTH
THHOKCHIA3Y.

B KpPOBi, IO COPHUSE MOJECTIICHHIO KJIIHIYHUX TPOSBIB
3aXBOPIOBaHHSL.

Cunopom Jlewma-Hixana

Lt xBOpoOa € 34eruIeHoro 3 X-XpOMOCOMOIO CIIaIKOBOO (DOPMOIO TirepypuKeMmii,
0 PO3BUBAETHCS Y TUTSYOMY Billi (Y XJIOMMYUKIB) 1, KPIM CUMIITOMIB, BIACTUBUX JIJIS
MOJArpH, TPOSIBIISIETHCS TAKOXK TSHKKUMH HEPBOBO-TICUXIYHUMH TIOPYILICHHSIMH.

BioximMi4HOO OCHOBOO CH3MMOTIIATIT € TCHETUYHUMN JIEEKT CUHTE3Y 2inOKCAHMUH-
eyarinpochopubosunmpancgepazu — hepMeHTy, Mo 3a0e31edye TOBTOpHE BUKOPH-
CTaHHS B META0ONIYHUX pEeaKilisiX BUILHWUX TIMOKCAHTHHY Ta TyaHiHy (“OUIAX
peyTmizanii’). BHachinok nedinuTy ¢pepMeHTy B Oprafi3mi Bi0yBaeThCsl aHOMATbHE
HaKOTMYEHHsI TIMOKCAaHTUHY Ta TyaHiHy, sIKi, IEPETBOPIOIOYUCH Ha CEYOBY KUCIIOTY,
CIPUYUHAIOTH PO3BUTOK TiIEpypUKEMIi.

PozmienyieHHs1 mipuMiTMHOBUX HYKJICOTH/IIB

[MoyarkoBi erarmy kaTaboMi3My MIPUMIIMHOBUX HYKJICOTHIB, SIK 1 B pa3i MypHHOBHX
HYKJICOTH/IIB, TIOJIATAIOTH Y BiAIICIUICHH] prbo3odocdary 3 momanbuiM OKHACICHHSIM
MPUMIJIMHIB, 1110 YTBOPIOFOTHCS.

Karabomizm a30THCTUX OCHOB (ypaluily, IIUTO3MHY, TAMIHY) TIOJISITa€ B PO3PHBI
MIPUMITTHOBHX [UKIIIB 3 YTBOPEHHSIM B SIKOCT1 POAYKTIB MOX1THUX aMiHOKUCIIOT —
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NH, NH,
NT | N7 |
02\ N O)\ N
H H
Hwuro3un .
1 Tumin
/ 202\1\
NH
> 3 NADPH + H"
HN
P | NADP*
07 "N
H (0]
Vparun CH;
NADPH +H" HN H
K + PN
NADP (0) N
0 CO0O™ H
H NH \CH Jurigporumin
2 2
HN H | | HO
O)\ N II; ( //C ~ N CHy
H H,O 0 H
Jlurinpoyparui B-Ypeinonpomionar CQ) _CH;
(N-kap6amoin-f-ananin) Il\IH2 IC\ H
H2 0 //C\ N e CH2
B-Asnanin (‘ H,0 © H

B-YpeinoizoOytupar
(N-kap6amoin-
B-aminoizo6yTHpar)

H;N'—CH,—CH,— o0~
0,
CH;CO0™ CO, + NH; H3N'™—CH,— lCH— COO~

CHj
B-Aminoizo6ytupar

Cxema karaboJ1i3My MTipUMIJMHOBHX a30THCTHX OCHOB.

B-ananiny ta B-aminoizo6ymupamy. B cBoto uepry, B-anarin po3UIeIIOETHCS 10 JIBO-
OKHCY BYIVIEIIO Ta amiaky, Tofi K B-aminoizobymupam Moxe MeTa0oIi3yBaTHC
MTOIIOHO 10 1HITUX PO3TalyKeHUX aMiHOKHCIIOT 3 YTBOPEHHIM CYKIMHLIT-KOA.
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TJIABA 20. MOJIEKYJISIPHI MEXAHI3MH PETLJIIKALIT
JHK TA TPAHCKPUINLII PHK

20.1. BIOJIOTTYHE 3HAYEHHS PEIUIIKAILLIL JTHK.
HANNIBKOHCEPBATUBHUIM MEXAHI3M PEILIIKAIIII

3nadeHHs BiAKpUTTSA B 1953 p. JIx.YoTcoHoM Ta
@ Kpixom Oynosu monekynu JIHK sk mongiiiHoi criipani
TIOJIATANIO HE TUTHKH B PO3MIH(POBII TeOMETPHUIHOI CTPYK-
Typu MOJeKyIti. Mojienb, 1110 Oyria 3arporoHOBaHa, PO3KPH-
BaJla MOYKJIMBOCTI TSl CTBOPEHHS YITKUX HAyKOBUX YSABICHD
PO MEXaHi3M MOIBOEHH — pennikayii Monekym JTHK,
TOOTO PiBHOIO PO3MOAILY MIK AOYipHIMM KJIiTHHAMM
reHeTHYHOI'0 MaTepiaJy, 0 CTAHOBWJIO YK HE HalO1J1b-

Puc. 20.1. Yorcon (Watson)
Hxeitmce 1. (Hapon.
1928 p.), amepu-
KaHChKHUI 010XIMIK,
oIMH i3 (QyHIaTopiB
MoJIeKyJIsIpHOT Oio-
norii. HoGeniBchka
npemist (1962).

Puc. 20.2. Kpik (Crick) ®pencuc

(mapox. 1916 p.),
aHDIIHCHKUH (i3uK,
onuH i3 (yHIaropis
MoJIeKyIsipHOT 6io-
norii. HoGeniBchka
nipemist (1962).

11y Oi0JIOTIYHY TaEMHHUITIO
MPOTSATOM YChOTO ICHYBaHHS
JIFONICTBA.

Sk 3a3HavaB mi3Hile
Hx.YorcoH, “icHyBaHHS
ABOX HNEPCIICTCHUX JIaH-
LIFOTIB 3 OJJHAKOBOO TIOCIi-
JIOBHICTIO OCHOB HE MOIVIO
OyTtu Buna koM. HaBnaxw,
I J]a€ MPaBO BBAKATH, 110
OWH 13 JIAHIIOTIB KOXKHOT
MOJIKYJIM Ha TIEBHIN cTaIii
NPaBUTh 32 MATPHLIO IS
CHHTE3y IHIIIOTO JIAHITOTA.
3a Takow CXeMOI perui-
Kallisl reHa rnodnHanacs 0 i3
Horo po3mineHHs Ha /Ba
onHakoBi JjaHurory. Ilorim
Ha 000X MaTepUHCHKHX
MaTpUIAX MOIIH O yTBO-
pIoBaTHCs ABa JOYipHIX
JIAHITIOTH, B PE3yJIBTari 40ro
¢dopmyBamucst 6 1Bi More-
kymu JIHK, inenTnyni mep-
BicHii” (J.Watson, 1968).

1 la 2a 2
Puc. 20.3. Mopens penikamii
JIHK 3a mexanizMom

Yorcona ta Kpika.
1, 2 — mamepuncoii
nanyroeu JIHK; la,
2a — OouipHi 1au-
yroeu J[HK.
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HaniBkoHcepBaTMBHMII Ta KOHCEPBATUBHUI MEXaHI3MM pernviikawii

Monenb noiBoenns (perutikartii) Moyekysu JIHK, o Oyiia nepBHHHO 3arporioHOBaHa
JIx. YorconoMm ta @ Kpikom, oTprMara Ha3By HaniGKOHCEPBAMUEHO20 MEXAHIZMY PENIKail.
3rifHO 3 MM MexaHi3MoM, ‘“‘MarepuHchKka” Monekyna JJHK B mpomneci perntikarii
PO3AUISEThCS Ha /IBA JIAHIFOTH, KOXKEH 3 SIKUX MPaBUTh 38 MATPHILIO I CHHTE3Y 32
TIPUHITATIOM KOMALEMEHIMAPHOCHE IPYTOTO JIAHITFOTa 3 YTBOPEHHSIM 1ICHTUYHIMX “TOYipHIX”
MOJIEKYJL.

[opsiz i3 3a3Ha4eHOO MOZIEILTHO YOoTCOHa-Kpika, sIk TEOpeTUIHO MOMITMBHI PO3IIISIABCSI
TaKOXK KOHCEPBAMUSHULI MeXaHizV pentikayil, BITOBIHO JI0 SIKOTO IPH MOIBOEHHI KIIITHHU
“crapa” marepuHcbka Mosiekyna JIHK 3anumiaetbcst HezaiiMaHOO, a 3 BIJIBHUX
MOHOHYKJICOTHIIB CKJIAJIA0ThCS TTOBHICTIO HOBI Monekyru JIHK:

Excnepumenmainshe
002pyHmy6anna Hanie-
KOHCEp8amueHozo mexa-
nizmy pennixauii JJHK 6ymno
3MIMICHEHO B JOCIHimax
M.Mesencona ta @.Crans
(M.Meselson, F.W.Stahl;
1957). TonoBHa ixest ekcrre-
pumventy M.Mesencona ta
@.Crains rpyHTyBajiacs Ha
Pi3HII MUTOMIH TIUTBHOCTI

“MareprHChKa”
Mmonekyna JIHK

KoncepBariBHHIT MexaHi3M
peruTiKarii

HaniBkoHcepBaTHBHUI
MEXaHi3M peruTiKariii

1, BIZMOBIHO, MOYKJIMBOCTI
(bpaxiioHyBaHHS METOIIOM
YIABTpareHTpr(yTryBaHHS B
rpamienti miteHOCTI CsCl
morrexyn JJHK, 1o Bigpiz-
HSIOTBCS 32 BMICTOM JIer-

“JlowipHi”
MOJICKYJIH
JAHK (F))

Puc. 20.4. Teopernuno moxauBi mexanizmu penikauii JITHK.

koro (N'*) a6o Baxkkoro (N'°) i30tor1iB a30Ty. CxeMy eKCIIepUMEHTY MOKHA PO3IUTHTH Ha

TaKi eTarm:
1 eram: E.Coli 1T eram:  E.Coli (N"*-JHK)
A 1\7{4
Fl
NI“JTHK 3
1}:‘“ NM, NS -I[HK

(@

Puc. 20.5. Cxema excnepumenty M.Mesescona ta ®@.Crans.

(©) (®)
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1) BupomryBanus kiiTiH E.Coli Ha cepenoBHIIi, 0 MICTHIIO SIK JHKEPETO a30Ty
NH,CI 3 nerknm izotonom (N'*); Oyna BcTaHOBIIEHA IIITBHICTS “erkux” monexyn JIHK,
10 MICTHJIHMCS B TaKUX KimiThHaX (puc. 20.5a);

2) BupomryBanHs KiIiTuH E.Coli poTAroM MeKimbKOX TOKONIHE Ha CEePEIOBHII,
110 MicTuio sk mxepeno azory NH,Cl 3 Baxkkum i3otonom (N'°); Gyna BcTaHOBIEHa
HUIBHICTD “Baxkkux’ Mosyiekyn JIHK, o mictunucs B Takux kinituaax (puc. 20.50);

3) xuituan E.Coli, mo MicTunm y cBOEMY CKJali “TIOBHICTIO Ba)XKKi” MOJIEKYIH
JTHK (N'*-JTHK) 3n0BYy Oynu mepeHeceHi Ha cepemouiie 3 jierkum (N'*) i3otomom
a30Ty; MICJIA NEPILO peTuTiKatii jouipHi kiritunu (F|) 30Mpasucs, 3 HUX eKcTparyBanacs
JHK i merogom ynerpaneHTpuyryBaHHS BH3Hauanacs ii MIUbHICTH. Byno Bcra-
HOBJICHO, IO MmiIbHICTh miel JIHK 3 mokominas F, Oyi1a npomiscHOr MiX IUTEHICTIO
“merkux” (N'*) ta “Bakkux” (N'5) monexyn JIHK, T06TO CKiasanacs HarmoJOBHHY 3
“nerkux’ 1 HAMmoOJIOBHMHY 3 “BayKKHMX '’ JIAHIIFOTIB, 1110 BimoBiaano Oymosi (N4, N'3-JTHK)
(puc. 20.58B), miATBEPHKYIOUH THM CAMUM HaITiBKOHCEPBATHBHUI MEXaHI3M pernIiKartii.

20.2. PEPMEHTH PEILITIKAIII JHK Y ITIPOKAPIOTIB TA
EYKAPIOTIB

Hocainxennsa A.Kopuoepra (Binkpurrss JHK-nosimepasu I)

3azanvha cxema oiocunmesy /THK y cucmemi A. Kopnoepza

A KopnGepr ta criBast. (Kornberg Artur, 1956) inkyOyBanmu excrpakru E.Coli, mio
Mictimm (pepmeHTH Ta nesky Kimbkicts JIHK, i3 cyminmmro gezokcunykieo3uarpudoc-
(ariB (THT®D), a came: tATD, nTTD, al TD ta nl{TD.

Bymno BcTaHOBIIEHO, IO B ITMX YMOBAaX CHHTE3YETHCS TMeBHA KimbKicTh HOBOI JIHK
(TouHite, nonioe3okcupubOHyKIeomuoy), 10 CKIaIy SKOTO BXOAWIN JI€30KCHHYKIIEO-
suamoHodochatr (THMD) i3 ckinaxy tHTD, o Oy BukopucTani 1y 6iocuaTesy. [lpu
uboMy HoBuii JiaHIor /IHK yreoproBascs 3a paxyHok npuennanuss tHM® 1o kinus
ornoro 3 anmoris JIHK, mo Bike icHyBana (nepenicuyrouoi IHK).

PiBHsIHHS peakiii B HAUIPOCTIMii (hopMi Ma€e BUIIISI:

(HM®) + tHT® ——= (tHM®D) , + D

n+1
JHK JHK nonorxeHa

®DepMeHT, 110 KaTaTi3yBaB 3a3Ha4eHy PeaKiliro, OTpuMaB HasBy /[HK-nonivepasu I, 11oro
BUBYCHHS JIO3BOJIAIIO 3’SICYBaTH JIesiKi TIPUHIUITOBI ocoommBocTi OiocuaTesy JIHK sk y
MIPOKApIOTiB, TaK 1 B €yKapioTiB, X04a, sIK 3°CYyBaJOCs, BiH HE € OCHOBHUM €H3UMOM B
perutikanii JIHK, a BuKoHye B 11boMy Iporieci IeBHI JOTOMIXKHI (DYHKIIII.

Heooxionicms euxionoi (nepedicnyiouoi) /IHK ¢ cucmemi Kopnoepza

JHK-nomimepasza 1, mo 3mificHioBana yrBopeHHs 3'-5'-pocdomiedipHix 3B’s3KiB B
cucremi KopuOepra, moria (pyHKIIOHYBaTH TUIBKH B TPUCYTHOCTI BXKE 1CHYIOUOT
(“nepenicuyrouoi”’) JIHK. Tlepenicuyroua JIHK, 1110 HeoOxiqHa /Uit yTBOPEHHS HOBOTO
nonioesokcupubonykieomudy, BUkonye 1si ¢pyHkuii (puc. 20.6). Bona cityxuThb:

(1) 3ampaskoro 151 IONOBKESHHSI JIAHITIOTA TIOJT1JIC30KCUPUOOHYKIICOTHTY;

(2) mampuyero, Mo BU3HAYAE (MIPOrPaMye) TIOCIIIOBHICTh BKJIFOYCHHS B JIAHITEOT, 1110
CHHTE3Y€ThCs, HOBUX HYKJICOTHIIB.
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[TizHimme Oyno BCTaHOBIIEHO, 3 5'
mo JAHK-nonimepasza I (“dep- 1
5 Jlanmor-
meHT KopHOepra’) He € 0OCHOB-
. 3aTpaBKa
HUM (pepMEeHTOM B perniikaiii
JHK y mpoxkapiotis. [Ipore, 3
[I€BHI 0COOIMBOCTI LILOTO CHH- ‘\
Jlanmgor- — O
Te3y BUSBUJIHMCS CIIPaBEIIIH- — . O
. . MAaTPHI — _ O
BUMH 1 i1 (DYyHKIIOHYBaHHS | O
iHIIMX TIOMTiMEpa3. L AHT®
OcobmuBocrti cunTesy JJHK -
B JIHK-monimepasHiii cucremi: -
— JIHK-nomimepasa He Moke Ly —
CHHTE3YBAaTH MOBHICTIO HOBUM Puc. 20.6. Cxema cunTesy HoBoro Janmora JHK npu
JJAaHIOIIOT I[HK, a CIIpOMOXHa HaﬁBHocﬁﬂaHu}ora—sanaBKn Ta JAHIIOra-
nuiie npuennyBaru THM® no Marpuui.

BXE ICHYI040I'0 JIAHLIOT'a;

— cunre3 HoBoro Januiora JHK Bin0yBaerncs B HanpsiMky 5'-3', To6To THK-
nostiMepasa MociIoBHO npuenHye Hykineotuu (THM® 3 nassaux fHT®D) no 3'-kiniis
oxnoro 3 nanioris JIHK (nanmrora-"3arpaBku’);

— s cuHTe3y HoBoro JstaHIrora JIHK HeoOXigHMUI TaKoXkK JIAHIFOT-MaTPHULs; HYK-
JICOTUJIU CIIOTYYAOTHCS 3 3'-KIHIIEM JIAHIFOTa-""3aTPaBKK’ BIIMOBIIHO JI0 HYKJICOTHTHOT
MOCJIIZIOBHOCTI B JIAHIIFOTY-""MaTpHIli” (TOOTO, 32 MPUHIIUTIOM KOMHIIEMEHMAPHOCI).

Mexani3m nopoBxkeHHs (enoneayii) maniora JIHK momnsirae B yrBopeHHi HOBUX 3'-
5'-thochomiedipanx 3B’sI3KiB, MO CHHTE3YIOTHCS B HampsaMmky 5'—3'. Ilpu npomy
BiZIOyBa€ThCS HYKIeopinbHa amaka 3 00Ky BUTbHOI 3'-TiPOKCHIBHOI TPYTIH KiHIIEBOTO
HYKJICOTHY JIAHLIIOTA, 1110 BXKe icHye, Ha Oi-pocdar ntHTD, sixuii BcTynae B peaxiiro:

5' 5!
Jlanigror §
JTHK
| + DD,
Hyxneodinsna

araka

n+l
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®epmentu Oiocuntedy [IHK y npokapioriB

1) /[HK-nonimepasza [ — 6inok 3 mm. 103 /1.

bioximivni (yHKIi:

5'—3' — nosiMepa3Ha aKTUBHICTD (PO3IISIHYTa BUIIIE);

5'—>3' — ek30HyKJIea3Ha aKTHBHICTh (TOOTO CIPOMOXKHICTh BHAAISTH HYKJICOTHIH
BHIIIE BiJ] HATIPSIMKY CUHTE3Y);

3'—>5' — ex30HyKIIea3Ha aKTUBHICTh (“KOpHTytoua” aKTHBHICT, 200 CIIPOMOXKHICTD
BUJIAJSITH BXKE BKITFOUCHHUIN HYKIICOTH]I, SIKINO BiH BKIIFOUCHUH HOMUTKO60, TOOTO HE €
KOMILIEMEHTAPHNM JIAHITIOT a-MaTPHIIL );

2) JIHK-nonimepasa Il (6inox 3 mm. 120 /1) He € ocHoBHuM B perurikaunii JJHK y
IIPOKAPIOTIB; 32 YSBJICHHSIMH, 110 ICHYIOTh, TIEPEBAYXKHOIO (DYHKITIEFO IIbOTO (PEPMEHTY €
y4acth y pemnapartii JHK;

3) {HK-nonimepasa Il — ronoBHui hepMeHT, 1110 peaiizye mporiec enonrarii JJHK y
E.Coli.

3a cBoeto Monekyisipaoto OynoBoro JIHK-nonmimepasa 111 € acumeTpraHiIM AUMEPOM 3
M.M. 6nm3bko 900 k/I. Lle mynsTucyOoquHuYHAN (EepMEHT, Iia MOJIEeKyla SKOro
(xonogpepmenm) mictuth y cBoeMy ckiaai 10 THIB CyOOAMHUIL — TONIMETITHIHUX
JIQHITIOTIB.

®DepmeHT Mae 5'—3' -romiMepasHy, 3'—5' -ex3oHyKIIea3Hy Ta AT®-a3Hy akTHBHOCTI.
JHK-nomimepasa 11l € sucoxonpoyecitinum hepmenmom, Mo MOXKe, HE 3aTHIIAIOYN
MaTpHIIO, KaTalli3yBaTy CIONyYEeHHS B JIAHITIOT 0ararb0X TUCSY MOHOHYKJICOTHIIB (Ha
BiaMiHy Bif 15-20 aykneornaiB npu aii JJHK-momimepasu I). LBuakicTs momiMepasHoi
peakiii ckinanae onu3bko 1000 HyKICOTHIIIB 32 CEKYHTY.

ATd-a3Ha akTHBHICTb € TIEPElyMOBOIO YTBOPEHHsI KOMILIeKey xonodepmenty JJHK-
noJtiMepasu 3 Marpuiero: criodarky AT® B3aemotie 3 B-cyOomMHHUIIEIO XOTO(PEPMEHTY, &
TTOTIM aKTHBOBAaHUM XOJIO(PEPMEHT CITOMYJIa€ThCs 3 MarpuuHuM JaHirorom JITHK, o
CYIPOBOIDKYETHCsI TijipostizoM ATD,

®epmenT GiocnaTe3y IHK B eykapioris

V xiniTuHax eykapiotiB 3HaiaeHo aekinbka TuniB JJHK-nonimepas (tadm. 20.1).
Tao6nus20.1. JHK-moximepasu eykapioriB

Tun Moanexkynapna maca, /1 Jlokanizayia ¢ knimuni
a 250 SAnpo
B 39 SAnpo
Y 200 Miroxonapii
3 170 SAnpo
€ 260 Snpo

®depMeHTaMHu, 110 BiAIrpatoTh OCHOBHY podib y perutikartii JIHK B eykapioris, € JIHK-
noniMepasu O Ta O, sIKi € BHCOKOMpOIeCiiHIMU (epMeHTamut 3 5'—3'-roniMepasHo0
akrusHicTio. [Tomimepasu P a € 6epyThb yuacTs B penapaiii seproi JIHK, ay-nionimepasa
BIJINOBI/Ta€ 3a perutikariiro mitoxoHpiaipHoi JTHK.

Bwmicr ¢epmenty JJHK-monimMepasu o momiTHO 3pocTae mia yac S-(a3u KITHHHOTO
LUKITY, KOJH BiiOyBaeThest aktuBruii cuntes JJHK. Axrusnicts JIHK-riomimepas o, 8 ta €
crierhiaHO ONMOKYETHCS aghiouKoniHoM — TATEPIIEHOIIOM 3 TPHOIB, IO [Ti€ SIK TOTYKHUH
AHTUITYXJIMHHUIA aHTHO10THK.
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20.3. MOJIEKYJSIPHI MEXAHI3MU PEILUIIKALIL JTHK

3aranpHa cxeMma rnportiecy 6iocunresy JIHK, mo Oyna BuByena B cuctemi A.KopH-
Oepra, 3anMImIacs MPaBUIBLHOIO A0 AaHOTO Yacy. AJie, BpaxoByIOUH, 110 MOJIEKYJIa
JHK € moaBiifHOO CcTIipauTio i3 3aKpy4eHUMH OJMH HABKOJIO OJTHOTO aHTHIIapalleNb-
HUMU JIAHIFOTaMH, ICHYIOTh TI€BHI TEOMETPHYHI — monono2iuni CKIAJTHOCTI, 110
BUHHKAIOTh TIpH perutikamii Mmonekyna JJHK npokapioTiB Ta eykapioTis.

TonoJioriuni npodsaemu penikauii {THK

1. Cnipanizauin ma cynepcnipanizauia nooginnoi cnipani /[HK. Tonoizomepazu.

Harueni /IHK € aBocnipadbHUMH MOJEKYIaMH, TOMY peruTiKaiii MaTepHHCHKOT
MOJIEKYJIH TIOBHHHO TIEPETyBaTH 11 po3niemenHs 3 yTBOPEHHIM peniiKamusHol 8UIKU,
10 CKJIAJIA€THCS 3 JIBOX PO3BEICHUX MATPUUYHUX JIAHIIOTIB (BIAMOBIIHO /IO HAITIB-
KOHCEPBAaTMBHOTO MEXaHi3My perutikaiiii). CTpyKTypHI CKJIQJHOCTI IbOTO IMPOIECY
TIOJIATAI0Th TAKOXK Y TOMY, 1110 y TIpOoKapioTiB (30kpema y E.Coli) nBocmipaibHi MONEKYITH
JHK € kinvyesumu, 3auinienumu — TOOTO BOHM HE MAlOTh BINBHHX KIHIIIB, 1 1X
HEMOXXITUBO PO3ALIHTH O€3 PO3PHBY OIHOTO 3 JIAHITIOTIB.

Posmnerenns ta BimokpemieHHs aBox jaHiporie JJHK, mo nepenye cunTesy
JOYipHIX JIAHITIOTIB, peati3yeThCs IPH il CHeTialbHIX THITIB OLIKIB:

— (epMeHTiB monoizomepas, Ki 3a0e3MeUyrOTh 3MiHY KITBKOCTI CYNEepBUTKIB y
KijblieBUX 3aMKHYTHX MoJiekyiiax JIHK. Tonoizomepasy, i, 30kpema /{HK-cipazanpoka-
pioTiB (gyration — oOepTaHHsL, aHTI. ), 31IHCHIOOTH Y 3adiruieHnx HuTkax JIHK po3prusu
MOJIIHYKJICOTUIHUX JIAHIIIOTIB, 1[0 CTBOPIOE MEXaHIYHI MEPEIyMOBH JJIs iX PoO3-
Kpy4yBaHHs. ToroizoMepasy MPUCYTHI TAKOXK Y XPOMAaTHHOBOMY arapari eyKapioTiB:
BOHH BHOCSITh JIBOJIAHITIOTOBI po3puBH B 0oBri JiHiHI JTHK xpoMocom, 3a0e3mneuyroun
MITOTOBKY OCTaHHIX JIO peruTiKailii;

— ¢epmentiB xenikaz (helix — cmipanp, aar.), mo B AT®-3anexxHOMYy mporieci
PO3KpPYUyIOTh, PO3ILIiTal0Th KOPOTKI niutsiHku JIHK, yTBOprotoun pennikamueni éunxu
(replication fork— anen.) — MicIIs TOCHTITOBHOTO PO3IIIETEHHS TIOABIMHOTO JIAHITIOTa
Ta cuHTe3y HoBuX HUTOK JJHK;

— OiNIKi6, U0 36 A3VI0Mb OOHOHUMKOG] o
JIHK (SSB-6inku — single strand bin- “Hovipui”

ding proteins, anrmi.), IPOTHAIOYHN iX HaHuI;m
IMOBTOPHOMY 00’ €THAHHIO CHaATy- . A
p y A (p y “MarepuHCbKI” U
panti). . . nanioru JIHK
YTBOpeHHH PCIUNIKaTUBHO1 BUJIKU B
Kilbyesux NBOJAHIIOTOBUX MOJICKYIIAX \

JHK E.Coli npusBoauts 10 dopmy-

BaHHA mema—cmpykmyp (Takux, H-I(? Puc. 20.7. Kinbuesa xpomocoma E.Coli B mepion
HaraayoTh TPEIBKY JITEpy “TeTa’), sKi penikanii IHK. 'eovempuuna cmpyk-
MICTSATB peHHiKaTI/IBHy BUJIKY, IO II€PEe- mypa, wo ymeopuuacs, Haeat)ye 2peyoKy

CYBAETHCS Y MIPY CUHTE3Y JOYIPHIX JIaH- aimepy O (“mema”
I_I}I/OFiB I[Hl}é Py Y A01IP (3a L.Stryer, 1995; moaudikoBaHo).
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Y JHK eyxkapioTiB, 1110 opraHi3oBaHi y BUIVIS/II JIHIHHUX JBOJAHIIOTOBUX MOJIE-
Kyl Y CKJaJi sIIEPHOTO XPOMATHHY, YTBOPIOETHCS BOJHOUYAC Oararo (MMOBIpHO, Bif
COTEHb JI0 ICKIJTbKOX THUCSY) PETUTIKATHBHUX BUJIOK, IO CIpHsie e(heKTHBHIHN perutikartii
uinoi eykapiotnuHoi xpomocomu. OgnouacHa perrikanist JJHK B 6ararbox Toukax
MOP(]OIIOTIYHO BHUSBIAETHCS YTBOPSHHAM YIIPOIOBXK XPOMOCOMH ‘‘peILTiKAIiiftHIX
OysbOariok”™ (puc. 20.8).

5 3
S

“MarepuHCbKi”  “J]odipHi” JAHIFOTH binkwu, mo
nanioru JJTHK JIHK posmuritatots JJHK

Puc. 20.8. YTBOpeHHs pemutikaniiiHux “0y/150a1110K” y npoweci NoABOEHHS XpOMOCOM
eykapioTiB (3a D.Granner, 1988; mozidikoBaHo).

JinsSHKA TeHOMY €yKapioT, ¢ (POPMYIOTHCSI PEIIiIKaTHBHI BHJIKH, MAOTh Ha3By
“To4ok ori” (origin — MmovaToK, aHM.). 3aBAsKH 0araToleHTPOBIM perutikamii Xpo-
MOCOMH, MOBHE IOJIBOEHHSI TEHETUYHOIO MaTepially KIITHH BUIIMX OPraHi3MiB
(30kpema, ccaBiliB) 3aiimae OJIM3bKO 9 TOI.

2. 3uauenns anmunapanenvrnocmi nanurocie /THK. @pazmenmu Oxazaki

YV 3B’513Ky 3 aHTHITApaIeNbHICTIO TBOX JaHIroriB JJTHK
(omnH — 5'—>3', a npyruit — 3'—5"), ogHOUacHa peruti-
KaIlis KOMIUIEMEHTapHHUX iM JIQHIIOTIiB MMOBHHHA Oysa 0
WTH TaKoX Y npomunedxicHux Hanpsamkax (Tooto 3'—=5' ra
5'—3', BiAMOBIIHO). AJte, siK yxe HarosotyBasocs, JJHK-
ToJIiMepasu MOXYTh CHHTE3yBaTH TONiAe30KCHpHO0-
HYKJICOTH/IHI JIAHIIIOTH JIHIIIE B HanpsMKy 5'—3'. Lle po-
TUPIYYs OyJI0 YCYHYTE 3aBISIKH JIOCIIIPKEHHIM STTOHCH-
koro BueHoro Pemxi Okazaki (Okazaki), sikuii BcTaHOBUB,
' _ ., O CHHTE3 OJHOIO 3 nouipHix saniorie JIHK e nepeps-
Puc. 20.9. Oxasaxi (Okazaki) ~HUM13/UHACHIOETECS y BUTISL KOPOTKHUX (1-2 THC. HyKIICO-

Pemki (1930-1975).  THJIB) JIAHITFOTIB, SIKI MMi3HIIIE 3’ €IHYKOTHCS MK CO00I0.

14
|

Taxkum unHOM, CHHTE3 BOX AodipHiX manmoriB JJHK 3milicHroeTses 3a pizHUMH
MexaHizmamu. Po3pizasrors (puc. 20.10):

nioupyrouui (leading — anen.) nanyioe — KU yTBOPIOETHCS MIUTSIXOM OS3IIEPEPBHOTO
HapOIIyBaHHS HYKJICOTHIHOTO JIAHITIOra B HANPsIMKY 5'—3';

siocmarouuii (lagging — amen.) nanyioe — KU yTBOPIOETHCsI 3 (hparmeHTiB Okazaxi,
1o cuHTe3ytoThes B JIHK-noniMepazHux peakiisix B HanmpsmKy 5'—3'.
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3!
Jlimnpyrounii Monexkyna “marepuncskoi” JTHK
JIQHIIOT
5!
1T T 1T 1T 1T 1T 17T 1T 17T T T
A I ) I I N O |
37
Bincrarounii
JIQHIIOT
3'

Puc. 20.10. Cxema nogsoenns yganuioris JJHK 3a P.Oka3axki.

Eranu cunTe3y 104ipHix JaHmoris mojeky.a JHK

1. Iniyiayis cunme3sy nonioezokcupubonykieomuonux ianyrocie JJHK, siii nepenye
yTBOpeHHs “3arpaBHUX’ (npatimeprux) nauiorie PHK (PHK-npaiivepis), no 3'-OH-
Ipyn sSKuX 310atHi npueanysatucs AHM®, 1m0 yTBOPIOIOTH HOBI (JIOWipHI) JIaHIFOTH
JHK. JlomxuHa nux mpaiMepHUX JIAHIIOTIB CKJIaJiae B cepenaboMy Big 10 g0 200
nHykieoruaiB. Cunte3 PHK-mpaiimepiB BinOyBaeThest 3a yuactio dpepmentis PHK-
nosiMepas — TaK 3BaHHUX MpalimMas.

2. Enoneayia cunmesy J{HK, axa BiniOyBaeThCs 32 pi3HIMI MeXaHI3MaMH Ha J1i0upy-
1040MY Ta 8I0Ccmalo4omMy JaHLIOTaxX.

2.1. Hazioupyrouomy nanyrocy napourysanas tHM® 3niticaroetses JJHK-nomime-
pasoro 111, mo ¢ynkmionye 6esnepepsro, yrBoproroun nanmror JJHK Big PHK-mpaii-
Mepa 10 PeIUTiKaTUBHOT BUJIKH.

2.2. Ha giocmatouomy nanyioey:

a) crioyarky npu nii JAHK-nmonimepasu Il cunTesytoTbest okpemi ¢gpacmenmu
Oxaszaxi, KOXKeH 3 SKHX MMOYMHAEThed 3 BianosigHoro PHK-mpaiimepa i 3akiHayeThCst
nepes novaTkoM nepenytodoro ifomy PHK-mpaiimepa;

0) micns popmyBanus pparmentiB Oxka3zaki JJHK-nomimepasa I, 3a paxyHok cBo€ei
5'—3'"-ex3onyKiea3noi aktuBHoCTI Bunamsie PHK-mpaiimepu i (3a paxyHok 5'—3'-momi-
Mepa3HOl aKTUBHOCTI) 3aMirye ix ¢pparmenramu JJHK;

B) pO3pUBH Mixk OKkpeMuMH (hparmeHTamu OKka3aki 3IIMBAIOTHCS CIeTiadIbHAM (ep-
meHToM {THK-nicazoio.

3a3Haveni eranu perutikaii JJHK nonani va puc. 20.11.

TakuM 94WMHOM, B pe3ysbTari il KOMIUIEKCY PEIUTiKaTUBHUX O1NIKiB, 3UUTYyBaHHS
iHdopmauii 3 aBox mamepuncokux nanutoris JIHK 3 anTunapanensHoro crpsimoBa-
HicTio (5'—>3' Ta 3'>5") cynpoBOKY€EThCS YTBOPEHHSIM JIBOX OOUIpHIX JAHIIOTIB 3
BIMIOBITHUMH aHTHIIApAJICILHIMH HaripsMkamu pocdoriedipaux 3B’ s13kiB (3'—5' ta
5'—=3', BiAnoBiaHo). B3aeMosiisi KOMILIEMEHTAPHUX OIHOTO MATEPUHCHKOTO Ta OJIHOTO
JOYIPHBOTO JIAHIIOTIB MpHU3BOAUTH A0 GopmyBanHs aBox monekyn JJHK, sk me
riepe10aYeHo HalliBKOHCEPBATMBHUM MEXaHI3MOM pernIiKailii.
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“
©

Po3srnsnyra cxe-

Ma perutikartii JJHK,

mo Oyna TepBUHHO

. JTOCTTIPKEeHa Ha Ipo-
Xenikaza KapioTax, € CIIpaBe/I-
/ JIMBOKO TAKOXK 1 JuIs
eyKapiOTHYHUX KJTi-

TUH. Y LIbOMY BUIIQ]I-
Ky TaKkox BigOyBa-
eTbest udepeHtiiio-
BaHUI Ta IPOTUIIEK-
HO CHpsIMOBaHUU
CHHTE3 JIBOX JO0Yip-
HiX JIQHIFOTIB — JIi-

RERRRRR

AEEEREN

O

JIHK nosi- .
mepasa [T JIUPYIOUOro Ta Bij-
) ®parmesTi CT&IO‘IO\I:O. besne-
3 PHK-mpaiimep Oxazaxi 5 PEpPBHUU  CHHTE3
5' \ / 3 MoJiIe30Kkcupudo-
Jlimpyiounit Bincrarounit HYKIICOTUAY Ha J1-
JIQHITIOT JIQHITIOT JAUPYHOYOMY JIaHITIO-
Puc. 20.11. Yyactp ¢pepmentis B pentikanii JHK misxom cunresy Ty KaTaHiSyeTLCH
JAMPYIOYOro Ta BiICTAI0YOr0 JAHLIOTIB. I[HK—noniMepaso}o

0, a nepepBHMIi Ha BiICTAIOUOMY JIAHIIIOTY — MOIIMEPa3oro O. [Tpatimaszu yTBOPIOIOTH
tumuacoBi “3arpaBHi”’ PHK-man1iorn, sxi misHinie BUIAISIOTHCS.

20.4. PEPMEHTU TA MEXAHI3MU TPAHCKPUIILII PHK

biocunre3 PHK na JIHK-Marputi orpumMaB Ha3By mparckpunyii (transcription —
TIepeNUCyBaHHs, aHTII. ). 3araiabHi 3aKOHOMIPHOCTI IHOTO MPOIECY OMU3BKI Y MTPOKapi-
OTIB Ta €yKapioTiB.
[ocnigoBHICTh BKITFOUSHHS pUOOHYKIICOTH/IIB Y MTOTIPUOOHYKIICOTH THHUH JIAHTTFOT
y TIPOIEC] TPAHCKPHIILIIi MPOTPaMy€EThCS TIOCTIIOBHICTIO HYKJICOTHIIB B MaTPpUIHIN
JHK. Pozpizasitots xodyrouui nanitor JJHK — 100TO Takwmii, 3 SKOTO 3YHTY€ETHCS
Ten A Ten B TenC Ten J1 TeHeTHYHa iH(popMaIlis, Ta HeKodyro-
3 — 5 yu1i TaHIror. Y neojanirorosii JJHK,
1[0 MICTUTB O0araTo reHiB, I AETKUX
5 31 TEHIB KOAYIOYOI MOKe OyTH OIUH 3
JIAHLFOTIB, AJIs 1HIIUX TeHIB — Jpy-
Konyroui naHioru U JIaHLIOT:
Tpanckpurmis PHK pi3anx kiaciB Ha marpuuniii [IHK karamizyerbes dhepmen-
tamu J{HK-3anexcnumu PHK-nonivepazamu (PHK-nonimepasamu), ki po3pi3HIFOTHCS
y TIPOKapiOTUYHUX Ta eyKapioThyHux opraHisMiB. Ha Bimminy Bin JJHK-momimepas,
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PHK-nonimepasu 3maTHi 10 caMOCTIHHOT iHimiamii CHHTE3y MOMIHYKICOTHIHOTO
JIAHITIOTA, 3B S3YIOUNCh Y IEBHUX NUISHKAX (catmax) 3 matpuaHoro JITHK.

@epMeHTH Ta MeXaHi3MH TPaHCKPHUILIT y MpokapioTiB

VY npokapioTHYHHX KIIITUHAX, HA BIIMIHY BiJI €yKapiOTUYHHX (JUB. HIDKYE), €TTHUM
(depmenTom, mo cunTtesye Bei Tpu kinacu PHK (marpuuni, TpancnoptHi Ta pudoco-
MauibHi) € JJHK-3anescna PHK-nonivepaza (PHK-nonivepasa).

PHK-nonimepaza E.Coli (M.m. 465 k]1) € oiroMepHUM O1IKOM, IO CKJIAIAETHCS 3
JEKIIBKOX THITIB CyOOIMHHIb: IBOX OI-CyOOaMHUIIb, OnHi€i B- Ta omniei B’ -cybomunmii.
Li voTHpH MPOTOMEPH CKJIAIAI0Th TaK 3BAHUH “Kop-pepmenm” (core — CeplCBUHA,
A1po; aHIL) OL,BP’, 1Mo yTBOpIOE LiNuit Xo10¢hepmerm NpU B3a€MOIIT 3 101aTKOBOK —
0-(curma)-cy6oMHHIIEI0, KA 3BOPOTHO 3B’A3y€ThCs 3 KoMILIekcoM oLBP’ Ta auco-
II}0€ Ha MEBHUX CTA/ISIX TPAHKPHITLIII.

Cuctema Tpanckpunuii y E.Coli morpebye nasiBHocti PHK-monimepasu
(xonogepmenmy), qotupbox Hykineosuarpudocdaris (ATD, T, VT, [[TD) ra IHK-
marpwu. 3aransHa cxema PHK-monimepasHoi peaxiii Moske OyTH rmojiaHa TakKiM piBHSTHHSIM:

(HM®) + HTd ———= (HM®)_ + ddn

1
PHK PHK nonosxena

HanpsiMmok cunTe3y nostipuboHykiIeoTHIHOro jaHiora: 5'—3", [TonioHo no JJHK-
nonimepasHux peakuit, PHK-moniMepasHa peaxiis 31iHCHIOETHCS IIIIXOM HYKJICO-
¢inpHOI araky 3'-OH-rpynu KiHneBoi prOo3u NoNipruOOHYKICOTHIHOTO JIAHIIOTa Ha
o-pocdar Hykineosunrpudocdary, Mo BCTyMae B PEAKII0 MOIOBKEHHS JIAHITIOTA,
Karanitnanmii cait, mo yrBopioe 3'-5'-hocdomniedipHi 3B’ 13Ku Mizk puOOHYKIICO3U -
MoHo(pocharamu, TokanizoBanuii Ha B-cyoonuanii PHK-nonimMepasu.

Eranu cunresy PHK y npokapioriB

a) 38 s3yeanns PHK-nonivepasu 3 J[HK-wampuyero;

0) iniyiayia cunmesy NONPUOOHYKICOMUOHO20 TAHYIORA,

B) enoneayis (noooesicenns) cunmesy PHK;

T) mepminayis, moomo 3axinuenns cunmesy PHK (mak 36anoco “‘nepsunnoco PHK-
mpanckpunmy”).

B3aemonis PHK-nostivepasu 3 THK-maTpuuero Ta ininianis Tpanckpumii

Ilpomomopu mpanckpunuii

3p’s3yBannss PHK-nonimepasu 3 JIHK-marpureto BinOyBaeTbes B crienudiyHuX
JIISTHKAX TeHOMY — npomomopax. L1si B3aeMoist pealti3yeThesl 3 y4acTHo O-CyOOAMHHMIT
PHK-noniMepasu, sika B mopaibiomMy (Iicis iHimiarii CHHTe3y MoJipuOOHYKICOTHTY )
JTACOIIIFOE BiJl Kop-¢hepmenmy. bakrepiaiabHi KIITUHH MPOAYKYIOTh 3HAUYHY KUIbKICTh
O-(akropis, 0 HEOOXiTHI JyIs iHiMiamii cuHTe3y pizHux PHK.

IpomoropHi aistaku JIHK — mocimiioBHOCTI, 1110 CKIIaIaF0ThCs PHOU3HO 3 40 HyK-
neoTHiB. BaxknuBuMmu [uisl iHImIAIl TPAHCKPUIILIT € TaKi KOPOTKi (6-HYKICOTHIHI)
MOCIIIOBHOCTI, IO MICTATHCS B CKJIaJIi Pi3HUX MPOMOTOpIB (puc. 20.12):
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Caiir iHimarii
Konyroua
IIpomotrop JIJISIHKA TeHa
5 + 1 — HykneoTun
T S TTGACA ——— TATAAT '
o e
3|
- 35 -ginsgHKa - 10 -minsgHKa

Puc. 20.12. Cxema 6ynoBu npomoropHoi ainsuku JJHK.

(1) “-35-nocrioosnicmv” — nocnigoBHicte TTGACA, 110 okasti3oBana Ha 35 HyK-
JIeOTHIIB “BJIiBO” (B HANPSMKY 5'-KiHIIA) Bif ToukH iHimiamii (“0-touku”) i €, 9K BBa-
Kal0Th, AIISIHKOIO, 3 IKOI0 B3aeMoie O-(haktop xonodepmenty PHK-nomimepasy;

(2) “-10-nocnioosricmy”, a60 “6nox Ipudbrosa” (“Pribnow box”) — NOCHiTOBHICTH
TATAAT, mo nokarizoBana Ha 10 HykJIeoTraiB “BIiBO” Bij TOUKH iHimiamii. Ha mimsaii
[TpubHOB-00KCY BiOyBa€eThCs po3ruieTeHHs 1Box JaHIroris JIHK, i komyrounii manitor
CTa€ JOCTYIHHUM ISl KatamitnaauX caiitisB PHK-nomiMepasm.

Iniviauia mpanckpunuii

besnocepenuro iniyiayia cuatesy PHK mounHaeThCs i3 BKIIFOYEHHS B JIAHITIOT
nepmoro (5'-xiH-
LIEBOT0) HYKJIEOTH-
Iy, KM Yy BCiX
MPHK (six B mpo-,
TaK i eykapioTuu-
HHUX OpraHizmax) €
NIYPUHOBUU HYK-
neosuarpudocdar
(Ilyp-5'-ODD):

IIBuaKICTH MpolECy iHIIIALIT 3aJIEKUTh Bl CTPYKTYpH IPOMOTOPHUX MOCIIOB-
HOCTEeH, 10 TepeAyloTh TouKaM iHimiamii. ICHyIOTs cuisbHi Ta ciabki TIPOMOTOPH
TPaHCKPHITIIIi:

CuibHi TIPOMOTOPU CHPUYHMHSIOTH iHIIIaIit0 TpaHckpumniii Bianmoigaux PHK 3
YacTOTOIO JIO0 OJIHOTO aKTy iHiIiaIlii Ha CeKyHIY;

cnabki TIPOMOTOPH CIIPUYHHSIOTH 1HIIIAMIIO TPAHCKPHIIIi 3 YaCTOTOIO OJM3BKO
onHoro akty nodarky cuatesy PHK na 10 xBuius.

EdexTuBHICTS Iil MPOMOTOPIB 3aJI€KUTh Bifl HYKJICOTHIHUX TOCITIJOBHOCTEH, 110
po3mirieni Mix “-35” ta “-10” -6;okaMu; IO TOTO K aKTHBHICTH IIPOMOTOPIB 3HAYHO
3MEHIIYETHCS 32 YMOB MyTalliil y 3a3HaY€HUX IPOMOTOPax.

Bzaemonis PHK-monimepasu 3 JIHK-marpuiieto OII0Ky€eThCS TPOTHITYXITHHHAM
AHTUOIOTHUKOM akmuHomiyunom D, KA PO3MIIIYETHCSA B IIUIMHAX MK CYCiITHIMH
rnapamMy a30THCTUX OCHOB, nepeBakHO Mik G-C-mapamu (niporiec immepkanayii),
MIPOTHIIIOYH 3B’ SI3YBAaHHIO (DEPMEHTY 3 ITOJT1A€30KCUPHUOOHYKIICOTHTHIUM JIAHITIOTOM.

[ariGiTopamu iHimiaIii € aHTHOAKTepialbHI aHTHOIOTHKU pughamiyun Ta pugpam-
niyun, sIKi GIIOKYIOTh 38’13y BanHs nepiuux HT® 3 akruBHUMHE 1IeHTpaMu B-cyOonuHuIi
PHK-nomimepasmn.

Honinykneorunnuii tanmror PHK |
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napaJjieJbHO

Enonzauia ma mepminauia mpauxkpunyii
Sk yxxe 3a3Havanocs, enomu-
eayis cuaresy PHK BinOyBa-
€TbCS B HANIPSIMKY 5'—3' aHTH-

KOIYIOUOMY

(marpuuHoMy) naniory JIHK:
VY xofi enowneayii BinOyBa-
€ThCSI PO3ILIITAHHS JUISTHOK
neocmipansaoi JJHK, sxi
nepenytots PHK-nonimepasi, i yrBopenns 3'-5'-gochoaiedipaux 3B 43KiB y
MTOiPUOOHYKIIEOTHIHOMY JaHIFory. Bubip ueproBoro HM® B manmtory PHK, 1o
CUHTE3Y€ThCS, BUBHAYAETHCS OyHOBOIO Komniemenmapuozo THM® B komyrodoMy
nantory JIHK takum uraOM, 1110 a30THCTI 0cHOBU A, G, T, C nanmrora JIHK konyroTs
BiurtoueHHs B JaHior PHK, Biamosinao, ocroB U, C, A Ta G (puc. 20.13).
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. 20.13. ITocninoBHe komiroBaHHs koayrouoro Janmwora JJHK y nponeci Tpanckpunumii
(FO.A.OBunnHMKOB, 1987).
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V pesynabrati enoueayii yrBoproerbes JJHK-PHK-2iopuo, mo cKiIagaeTees 3
koxytouoro danurora JJHK ta PHK-Tpanckpunty.

Tepminayis mpanckpunyii Bi0OyBa€eThCs 32 YMOB:

(1) nocarnennss PHK-nonimepasoto B ii mpocyBanHi Bripogosx JIHK-marpuii
TIEBHUX mepminyoyux oinsaHok. CienuiaHIME 1715 TEPMIHYFOUHX JIUITHOK € HasBHICTh
3BOPOTHUX MOBTOPiB (“nasinapoMiB’)*, TOOTO HYKJICOTHIHHUX ITOCITiIOBHOCTEH, 10
YUTAIOTHCS OTHAKOBO Y MPSIMOMY 1 3BOPOTHOMY HarpsiIMKax, Ta HACTYHHUX nomi-AT-
nap. Jinsaka PHK, mo tparckpudyeThest 3 Takoi mamiHAPOMHOI MOCIiTIOBHOCTI, Mae
Oy/I0BY THITY “THIMMILKK 3 HACTYIHORO (KiHIeBor0) UUU...-oCiIOBHICTIO. Y TBOPEHHS
PHK 3 Taxoto crpykryporo € eperymoBoro mucorianii JJHK-PHK-riopumy (puc. 20.14).

Hanpsimok Tpanckpummii

Konyrouuii nanigor
jTCGGGCG CGCCCGAJAAAAAAAA JTHK
{AGCCCGC GCGGGCT}TTTTTTTT
Hexonyrounii tanitor l
Konyrouuii nanigor
AAAAAAAAA K
\)\)UUUUUU AH
N
Hexonyrounii nanuor < 2 <
93 Trrrrtt
QU
OO
QO
PHK-tpanckpunt

Puc. 20.14. Tepminyroua aiiiHKa resa, 10 ckiaaay sikoi Bxoaats 380potHi nosropu (TCGGGCG)-
(GCGGGCT) ta (CGCCCGA)-(AGCCCGQO), BianosinHo.

TpaHCKPHIILLiSt KOITYFOYOTO JaHIIOra TEPMIHYIOHO1 AUITHKHY MPU3BOAUTS JI0 YTBOPSHHSI
PHK-tpanckpunty, B CKJIai SKOTO MICTSATHCS KOMILIEMEHTAPHI MOCIiTOBHOCTI
(AGCCCGC) ta (UCGGGCQG), 1110 yTBOPIOOTH MITHIBKOIIOAI0OHI CTPYKTYPH.

(2) monoMiKHOI i crienudigHoro OlIKa-TepMiHaTOpa, TaK 3BaHOrO P-(po)-paxmopa.
Braemonist p-pakropa 3 mosniMepazHuM KOMILIEKCOM IPH3BOHTH JI0 IUCOLIALlii KOMILIEKCY
“THK — cepmenT — PHK” 1 BUBLJIbHEHHS IEPBHHHOTO TPAHCKPHIITY.

[ocnimoBHicTh TporieciB, mo ckianawTs JJHK-3anexny Tpanckpumniiro PHK y
eyKapioTiB, mogano Ha prc. 20.15.

* TepmiH “naninopom” (“GirTi Ha3aa” — IPeLbK.) O3HAYAE CIIOBO a00 PEUCHHS, SIKE YUTAETHCS OJIHAKOBO SIK CIPaBa
HAJIiBO, TaK 1 311iBa HarpaBo (Hanpuian: “Madam, I'm Adam” — anmi.). B MorexyssipHiit reHeTHI min nanindpomamu
po3yMmitots aurstHKH noninykieorusis (JIHK a6o PHK), siki MicTATS 3BOpOTHI IIOBTOPH HYKJICOTUIHHX HOCIIJOBHOCTEH 3
OCBOBOIO CHMETPIEIO JIPYTOTO MOPSJIKY.

VY monekynax JIHK Taki naniHapoMu MOXyTbh YTBOPIOBAaTH BTOPHHHI CTPYKTYPH THITY “XpecTiB” a0 “HIMHUIbOK”,
SIKi BIfITPalOTh POJIb JUITHOK PO3Mi3HABAHHS IS IIEBHUX (DePMEHTIB (30KpeMa, pecmpukmas — TiIaBa 23), CHTHATIIB
TepMiHatil TpaHCKpuriii. [Ipy TpaHCKPHUIILi ManiHAPOMHUX IUITHOK yTBOpIotoThest PHK-TpaHckpumnTH, 1110 MaloTh
B3a€MOKOMILIEMEHTApHI IIOCIIIOBHOCTI, CXIIBHI 10 YTBOPEHHs “IIMIBoK’(puc. 20.16).
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Puc. 20.15. Cxema nocJ1iioBHUX eTaniB TpaHckpunuii 3a yuactio PHK-nosimepasu (®ep).
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Puc. 20.16. Cxema yrBopenns “mmnuibok” B PHK-tpanckpunti. Ilocaigosuocri (1)i(2")ta (2)i(1") B
snanmorax JIHK € nonapuumu naninapomamu. locninosnocti Y YALIA ta YI'YAA B PHK-
TPAHCKPUITi B32€MOKOMJICMEHTapPHi.
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DepMeHTH Ta MeXaHi3MH TPAHKPHIILIT B eyKapioTiB

PHK-nonimepazu suwiux opeanizmie

EykapioTiuHi KIITHHH MICTSTh TpH ocHOBHHX kiacu PHK-momimepas, xoxkeH 3
SIKMX BI/ITTOBIJa€ 32 TPAHKPHIIIIIO Pi3HUX HAOOpiB reHiB i cuHTes neBHoro Tuity PHK.
Monexkynsipaa Mmaca PHK-nonimepa3s 3 kiituH ccaBuiB ckinagae 500-600 k1.

Tao6nuns20.2. Anepni PHK-nmosiMepasn KJIiTHH TBapUHHUX OpraHi3MiB

Knac PHK-nonimepas IIpoody kmu mpanckpunuii Jlokanizauin
1(A) Pu6ocomansna PHK (pPHK) SAnepue
11 (B) I'ereporenna snepua PHK (rsPHK) Hyxneonnasma
111(C) Tpancnoptaa PHK (tPHK),5s PHK Hyxkneonna3zma

Kpim 3a3nauennx PHK-nonimepas, 1o po3raroBadi B s1pi €yKapioTHYHOT KIIITHHH,
B MiToXoH/Ipisx pyHKiioHye BnacHa PHK-monimepasa, sika 3a0e3meuye TpaHCKPHUIILIiF0
T'eHIB OUIBIIIOCTI MITOXOH IpiajbHUX OLIKIB, BIIMOBITHO JI0 iH(OpMAILii, 1110 3aKJiaieHa
B aBTOHOMHOMY MITOXOHPiaJIbHOMY T€HOMI.

SAnepanm epmeHTOM, 10 3a0e3Medye TPAHCKPHUIIINIO TeHIB, SIKi POTPaMyrOTh
CHHTE3 OUTBIIOCTI KITiTHHHIX O111KiB, € PHK-momimepasa 11, sika 3a0e3nedye yTBOpeHHS
TeTepOreHHHUX 32 PO3MIPOM Ta HYKIICOTHTHOIO TIOCTIIOBHICTEO rortepeaHnkiB MPHK—
raPHK. PHK-nonimepasa Il cienngiuno OMOKyeTbest O-amanimunoM — TOKCHHOM,
110 MPOIYyKyeThest TprooM Amantia phaloides.

[Mpu aii PHK-monimepasu 11 B kimiTHHAX €yKapioTiB yTBOPIOETHCS MOHOYUCTPOHHA
PHK, To0TO Taxa, 1110 € MaTpHUIIEIO UIsl CHHTE3Y B pHOOCOMAaX OJHOTO MOTIMENITHIHOTO
JIaHIIoTa — Ha BiIMiHY Big noriyucmponnoi PHK mpokapioTis.

Cuznanu mpanckpunuii

Oco6nuBicTio cuntesy PHK y Bummx opranizmis € OUIbII CKIIaJHA, TOPIBHSHO 3
MIPOKAPIOTaMu, cucmema cueHanie mpanckpunyii, ska CKIaaa€Thesl 3 IEBHUX TOCITi-
noBHocter JIHK y ckianmi mpomoTopa Ta peryasTopHuX OiKiB, IO KOHTPOIOIOTH
AKTHBHICTH TPAHCKPHITITii.

CurHanoMm iniyiayii mpanckpunyii B TeHaX CCaBIIiB € ToMouoriyHa 010Ky [ IpnOoHOBa
(TATAAT) nocninosHicte TATAAAAGA, sika po3MmillieHa Ha BiJiIcTaHi —32 BiJi TOYKU
[OYaTKy CHHTE3Y MOJIpUOOHYKIICOTH LY. 3 Ii€F0 MOCIiT0BHICTIO B3aemozie PHK-mosmi-
mepasa I

Cucrema TpaHCKPHIIIHHIX CUTHATIB Y €yKapioTiB BKITIOUAE TAKOXK CUTHAIH, SIKi
HE JIMLIE BKa3yloTh Ha Micue noyarky cuare3y PHK, a il perystoroTs HOro ak THBHICTb.
Binmpmr geranbHO 11l mUTaHHS OyIyTh PO3ISHYTI B I71aBi 23.

Hocmmpanckpunuiina moougixayin PHK

VY KiIiTHHAaX TPOKapioTiB, 30KpeMa, B HAWOLIbII BUBYEHIH OakTepiaibHii KIIITHHI —
E.Coli, monexynu MPHK cunTe3yI0ThCS O1pazy y “3pisiomy’” BUIIISAII, TOOTO TOTOBUMHU
JI0 BUKOHAHHSA CBOiX OloxiMiuaMX (pyHKIiH. Ha BiaMiHy BiJ IbOTO, B pE3YIIbTATI IPO-
1ieciB 6i0cHHTE3y MONiPUOOHYKIEOTH LY, IO BiIOYBAIOTHCS B €yKapiOTHIHIX KITITHHAX,
YTBOPIOETRCS nepauntuii mparnckpunm (rereporensa sinepa PHK, a6o mpe-MPHK),
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SIKMH 3MATHAH 10 IEPETBOPEHHS Y (DYHKIIOHAIbHY ITOBHOIIIHHY MOJICKYJTY B pe3yJIbTaTI
peakiii MoCTpaHCKPUIIIHHOT MomUdiKalii — npoyecuney (103piBaHHS).

IIpoyecune nepsunnozo mpanckpunmy BKIIOYae B cede:

— TIPHETHAHHS 10 5'-KiHIIS MOJIEKYJIH CIeU(i9HOT HYKJICOTHIHOT CTPYKTYPH — TaK
3BaHOTO “Kemy”’; sIK “Kel’” BHCTyIae CIoly4eHuil TpudocdarHuM 38’ sI3K0M 3 5'-KiH-
[IEBUM HYKJICOTUJIOM 7-METWITYaHO3UH (I1aBa 3, 1. 3.4);

— TIpHETHAHHST 10 3'-KiHIIS IEPBUHHOTO TPAHCKPUIITY MOJTia/ICHIIaTHOTO “XBOCTa” —
poly(A)-mociioBHOCTI JOBKUHOW B 20-250 HYKJICOTH/IIB; 3HAUCHHS KEeITyBaHHS Ta
T0JTia/ICHITyBaHHS MTOJISIrae y MiICKIICHH] TpaHCisILiiHo1 akTuBHOCTI 3pinoi MPHK Ta
npoTHIii pyiiHyrodoMy BIUMBY KiniTuHHEX PHK-a3;

— BUpi3aHHs HEiHPOPMATUBHHUX MOCTIOBHOCTEH HYKICOTHIIB 3 MoJieky:1 mpe-MPHK
Ta 3IIUBAHHS BHYTPILIHIX KIHIIB MOJNIEKY — chiaticune (splicing — aHr. ). OCKUTbKH
renomu (JAHK) Bumumx opraHizmiB MaroTh, IOpSAJ 3 T€HAMH, IO TPAHCIIOIOTHCS Y
BIZIMOBIJIHI OLTKM — eKx30Hamu, 3HA4HY KITBKICTh HYKJICOTHIHUX TMOCIIIOBHOCTEH,
sIKI HE HeCyTh FeHeTHUHOI iH(opMallii — inmpoHris, IpoleC cniaticunzy 3ade3rnedye
BUJIQJICHHS 3 ICPBUHHUX TPAHCKPUIITIB caMe iHmpoHie, TOOTO TIOCIIITOBHOCTEH, 1110
HE TPaHCIIOIOTHCS:

I'en oBoanbOyMiHy

[lepBunnuit
PHK-Tpanckpunt

Cap —

CrutaiicuHr

\1& IaTpOoHN

4

M-PHK oBoansOyminy Cap — E — Poly A

Puc. 20.17. Cnnaiicunr npe-MmPHK rena sieunoro ans0yminy (Halkerston I.D.K., 1988).

3pina MPHK, T006TO Taka, 1o OyJjia mijjiaHa peakilisiM KemyBaHHS Ha S5'-KiHIII,
NOJTia/ICHTyBaHHS Ha 3'-KiHIIi, CIUTAHCHHTY Ta METHIIIOBAaHHIO OKPEMHX HYKJICOTH/IIB,
HaJIXO/IUTh 3 S/Ipa B IUTOTLIA3MY Y BUIIISLII PUOOHYKIICOITPOTEITHUX KOMIUIEKCIB, 1110
3/IaTHI B3aEMOJIISATH 3 pUOOCOMAMU B MPOLIEC MPaHCAAYil.
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I'NTABA 21. BIOCHUHTE3 BUUIKIB ¥ PUBOCOMAX

21.1. TEHETUYHHUMN KO TA MOI'0 BJACTHBOCTI

J1J1s1 KOYKHOTO YKMBOTO OpTaHi3My BIaCTHBA OioXiMiuHa IHOUBIQYalbHiCHb, IO BU3HA-
Ya€eThCA TEHETHYHO 3allpOrpaMOBaHUM Crelu(piuHUM HAOOPOM MPHUTAMAHHHX TUTBKH
oMy OLTKOBMX MOJIEKyl. Pa3om 3 TiM, MOTiK iH(opMarlii, SKUil IeTepMiHy€ CTPYKTYPY
THIMBITya bHUX OLIKIB OpraHi3My, HOYMHAETHCS, 3T1THO 3 TIOCTYIaTaMi MOJICKYJISPHOT
Oioorii, BiJf TEHETHYHUX HYKJIETHOBHX KHCIOT i CKianmaerbes 3 pennixayii JTHK,
mpanckpunyii PHK Ta mpancisyii, Tobto mepekiaay iHdopmartii 3 “MOBH HyKIEOTH/TIB”
Ha ‘““MOBY aMiHOKHCIIOT .

Inakme xaxyum, BcranoBieHHs poui JJHK sk Hocis Ta 30epirada reHeTmaHOL
ingopmarii, porni PHK sik mepenocHuka i€l iHdopmarii 1o OiKiB, 10 CHHTE3YIOThCS,
ITOCTaBHJIO Ha MOPSIIOK JEHHHUH TIPOOIeMy reHeTHYHOro (0i0J10riYHoro) Koy, To0TO
CYKYITHOCTI 3HaKiB, CUMBOJIIB Ta CHCTEMH MPaBUJ, alTOPUTMIB, 3TiIHO 3 SKHUMH
CTpPYKTypHa iH(opMallisi, 0 MICTHTHCS B HYKJICTHOBUX KHUCIIOTaX, MOKe OyTH TpaHC-
(hopmoBaHOIO B crieriuHy TEpBUHHY CTPYKTYpY TOJIMENTH/IIB, SKa, B CBOIO Yepry,
BU3HAYa€ BCl OI0JIOTIYHI BIACTUBOCTI OLJIKOBUX MOJICKYIL.

CTpyKTypa reHeTHYHOTO KOy

Brieprre rimore3y mpo Te, 10 MeBHi CIIOTYYeHHS 3 IEKIUTBKOX Pi3HUX HYKIICOTH/IIB
(TPBOX 13 HOTHPHOX MOXKIIMBUX ) B MoJiekyax JIHK BinnoBinatoTh oHii aMiHOKHCIIOTI B
MoJIeKyJ1ax OUIKIB Ta nenTuaiB, Oyao BUCYHYTO B 1954 p. dizukom [eopriem ([ xopmxem)
IamoBum (G.Gamow). 3riTHO 3 WIEI0 mpunienHO TEOPIEIO, TPH MOCIITOBHI HYKIICOTH T
(mpuniemu) B noninykineotuaHux JaHirorax J{HK komayroTh BKIFOUEHHS B TOTINSITHI-
HUH JIAHITIOT OJTHOTO CHen(pigHOrO aMiHOKHUCIIOTHOTO 3aTHIIKY. OCKLUTBKH 3 4 HyKI1e0-
THIB (200 a30TUCTHX OCHOB) MOXKHA OTpUMaTH 64 (4°) pi3HUX KOMOIHaIIi#H 1Mo 3 HyKI1eo-
THIM (200 a30TUCTUX OCHOBH, BINIOBIHO), OyB 3p0OONCHUIA
BHCHOBOK TIPO iCHYBaHHS IOHaliMeHIe 64 “KomoBux ciiB”
st 20 aMiHOKHUCIIOT.

CTpyKTYypy reHETHYHOTO Koty OyI10 po3IIH(ppOBaHO 3aB/ISKN
OesnocepeHiM OIOXIMIYHUM Ta MOJIEKYJISIPHO-TCHETUYHUM
JIOCJTIJDKSHHSM, 1110 Oy BHKOHAHI Ha Todatky 60-X pOKiB.
OCKIJIbKY TIepeHOCHUKOM reHeTr4Hoi iHdopmanii Big JHK

. 1o OinkiB € indopmartiiini (Marprani) PHK, mpo6nemy posim-
E L (pOBKH reHETHIHOTO KOy Oy10 30cepe/KEHO Ha pO3B’ I3aHH1
Puc. 21.1. Hipentepr (Niren-  oroBux ciiB — mpuniemis, abo K0OOHI8, y HyKIEOTHIHUX

berg) MapmanV. o cpinoproctsx MPHK. Hait6ibIn BU3HAYHMI BHECOK y PO3-
(1apon.1927 p.).  pogsapyyg 1 mpoGiemn 3po6uB B 1961 p. ameprKaHChKuit
AMEPUKAHCbKUHU

Sioxini 6ioximik M.Hipen6epr (M.Nirenberg).

ioXiMiK. 3poOuB .

A3 H A H i B CKCIEPUMEHTAX M.H1p§H6eprg BUKOPHCTOBYBAJIach
pHecok y posm-  O€3KiiTHHHA cuctema 3 E.Coli, sika micTuna B co6i He0OXi-
dposky renernu-  Hi A7 OLIKOBOTO cuHTE3y pubocomu, aminokucior, TPHK,
Horo koxy. HoGe-  IMTO30JbHI pepMeHTH Ta KoakTopu. BusiBuiiocs, mo npu
JMBChKA NpeMis BHECEHHi B CHCTeMY sIKk Marpuii cuHTeTHuHoi MPHK
(1968). NOJIiyPUINIIOBOI KUCJIOTH BiZ0yBaBcsi CHHTE3 MOHOTOHHOTO
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(Takoro, MmO CKJIaAaBCS 3 OJHOTO aMIHOKHCJIOTHOTO 3aJIUIIKYy) MOJimenTHay —
nomgideHisiananiny. BinmoBinHo, BUKOPHUCTaHHS IO IeHIIOBOT KUCIOTH (ITOJi-A)
TIPU3BOJIMIIO JIO CUHTE3Y MOJILTI3UHY, TIOMIIUTHIAIOBOT KUCJIOTH (110:1i-C) — MOJIIPOITIHY
ToIo. Buxoasun 3 ysiBjeHb MPO KOMOHH SIK TPUIUIETH HYKJICOTHIB (200 a30THCTHX
OCHOB), 3a3Ha4Y€HI EKCIIEPUMEHTH 03HAYaIIH PO3LIN(PPOBKY BiAIIOBITHAX KOJAOHIB, a caMe:

UUU —— Phe,

AAA —> Lys,

CCC — Pro.

Byrno BcraHOBIIEHO, 1110 3 64 KOMOIHAITH HYKJICOTH B 61 KOJIOH € 3MiCTOBHHM, TOOTO
TaKuM, [0 BU3HAYAE BKITFOUCHHS JIO CKJIaTy OllTKa MeBHOI aMiHOKHCIIOTH, & 3 KOJIOHH —
0€33MICTOBHUMH, TOOTO TAaKMMH, 1[0 HE KOJYFOTh MOIHOI 3 aMiHOKUCIOT. Li Howcerc-
xooonu (UAA, UAG, UGA) BUKOHYIOTh POJIb CUTHAIIIB mepminayii TpaHcIsii (Tad-
mur 21.1).

TaO6naums2l.l. TaGnuus reHeTHYHOIO KOXY

Mepumii Jlpyruii HyKieoTu Tperiit
HYKJICOTU] U C A G HYKJICOTU
Uuu UCU UAU UGU U
Ph T C
y e F pre uce | |uac b UGC Foon C
er
UUA UCA UAA UGA Tepm. A
} Leu } Tepm.
UuG UCG UAG UGG Trp G
CUU CCU CAU } Hi CGU U
1S
CcucC CCC CAC CGC C
C Leu Pro Arg
CUA CCA CAA } Gl CGA A
n
CUG CCG CAG CGG G
AUU ACU AAU AGU U
Asn Ser
AUC Ile | ACC AAC AGC C
A Thr
AUA ACA AAA } L AGA } A A
S T
AUG  Met |ACG AAG " | aGG ! G
GUU GCU GAU } GGU 8]
Asp
GUC GCC GAC GGC C
G Val Ala Gly
GUA GCA GAA } Gi GGA A
u
GUG GCG GAG GGG G

Bnacmueocmi zenemuunozo kooy:

(1) xon € ynisepcanvrum 11s BCixX O10IOTIYHUX CUCTEM — BIpYCIB, OaKTepiid, BULLIUX
OpraHi3MiB;

(2) xon € oononanpagnenum, TO6TO iHPOPMATUBHHUM TiTBKU B TOMY BHIIAJIKY, KOJIH
3YUTYETHCS “371iBa HAparo™ (B HAMPSIMKY 5'—3");

(3) xon € bes3nepepsrum, TOOTO Ma€e NiHIMHKIA Oe3NepepBHUIA TIOPSIOK 3UMTYBAHHS
— MIDX KOJIOHAMH HEMae “pO3/IIIIOBUX 3HAKIB”;

(4) xox1 € makum, wo He nePeKPUBAcbCsl — TICHS 3UTYBaHHS THPOpPMAIIii 3 OJTHOTO
TPUILIETA “‘paMKa 3UUTYBaHHS~ TIEPEMIILy€ThCs BIPABO BiJjpa3y Ha TPHU HYKJICOTH/IH;

(5) xon € “supodicenum”, TOOTO KOXKHA aMIHOKUCIIOTA KOJIY€ETHCS HE OJIHUM, a JIe-
KIJIbKOMAa KOJIOHAMM.
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21.2. PUBOCOMAJIBHA BIJNIOKCHUHTE3YIOYA CUCTEMA

CyuacHa epa y po3yMiHHI KIITHHHUX Ta MOJICKYJSIPHUX MEXaHi3MIiB TPAHCIISIIIT
novaracs 3 gociikens [1.3ameunika (P.Zamecnik) Ta #oro kouer, siki BAKOPUCTAIH
C!*-MiveHi aMiHOKHCIIOTH JIJISI 3’ ICY BAHHS BHY TPILIIHBOKITITAHHOT JIOKaJTi3a11ii O17IKOBOTO
cunTtesy. byso nokaszano, mo cunte3 pagioaktuBHuX (C'*) OLIKIB B MediHIII eKCIIEpH-
MEHTAIILHUX IIYPiB BiIOYBAETHCS BMIKpOCOMANbHIl (hpakyii, a came — B pudOcoMax.
BrtroyeHHs aMiHOKHMCIIOT Y OIS TH/HI JIAHITFOTH in Vitro BUMarajo HassBHOCTI Mar-
puanux (indopmamniiinnx) PHK — MPHK (iPHK) ta rpanciopranx (TPHK) six epe-
HOCHHWKIB aMIHOKHCIIOT Y AUISTHKH OltkoBoro cuHTe3y (P.Zamecnik, F.Lipmann, 1960).

KomnionenTH 0i/IoKCHHTE3Y1040i cucTeMu pudocoM

KomMrioneHTaMu O1IOKCHHTE3YI0U01 CHCTEMH,
110 peaTi3yroTh MPOIIEC TPAHCIIALIT B IPOKAPIOTHY-
HUX Ta CyKapiOTUYHUX KITITHHAX, €:

pubocomu — prubOOHYKIICOTIPOTEITHI CTPYKTYpH
3 KOHCcTaHTamu ceruMenTartii 70s ta 80s y mpokapio-
TiB Ta eyKapioTiB (BiINOBIHO), IO B3a€MOIIIOTH
y TpoIeci TPaHCHALIT 3 iHIIMMH KOMIIOHEHTAMH
cUcTeMH OLITKOBOTO CHHTE3Y; TpUBUMipHa OymoBa
(BUETL 3 HOTHDEOX GOKIB), pubocom Mae BUIIAL, HQHaHHUﬁ Ha puUc. 21;2; .
Tpusumipne  s06paxcenns MPHK (iPHK), abo iHmmii MaTpUYHHE MO
Manoi eyoouruyi putocomy ~PAOOHYKICOTHI, IO TPOrpaMye MOCIIIOBHICTb
NOPIGHIOIOMb 3 me}zed)om-/o}o BKJIFOUEHHA aMIHOKHCJIOT Y HOMIEITUAHUN JIAaHIIOT
mpybKoio, senuKkoi— 3 Kkosuiem.  3T1THO 3 TH(OPMAIIIETO, IKa MICTUTHCS B TEHETHY-
uiit THK;

Puc. 21.2. Mopnean 6ynosu 70s-pudocomu

o-L-aminokucnomu B

5 -xinemp KIJIBKOCTI, 10 BiAIIOBigae

AMIHOKHCIIOTHOMY CKJIaJTy

s TMOBHOIIHHUX (PYHKIIIOHAb-

3'-xinew» HUX OILNKIB (3BHYAHHO,
Omm3bKo 20 aMiHOKHUCIIOT);

TPHK, 110 BUKOHYIOTb

(dyHKIIIIO aJ1anTopiB y Mpo-

LieCi TPAHCIISIIIT, B3aEMOJTiO0-

g 3 kogonamu MPHK Ta

TIEBHIMH aMiHOKHCIIOTaMH

AHTHKOTIOH — Omu3bKo 20 THTIIB Pi3HHUX

3 -kiHenn

5'-kiHeln

AHTUKOOH TPHK, BiI[HOBiILHO o KUIb-
(a) (©) KOCT1 aMiHOKHCJIOT, 1110 BOHH

Puc. 21.3. Bropunna (a) Ta TpeTnHHA (6) CTPYKTYpa ajdaHiHOBOI aKIENITYIOTh (puc. 21.3);
TPHK apixnxis (DHU — ouziopoypuoun; mG, ml — aminoayun-tPHK-
Memunbo8ami 2yano3un ma iHO3uM). cunmemaszu ( ‘APC-a3 u) _

(hepMeHTH, 1110 AKTUBYIOTH aMIHOKHCIIOTH Ta CIIONYYar0Th aMiHOKHCIIOTHI 3aJIHIIKH 3
3'-kxinmgmu aknentopaux ritok TPHK. APC-a3u € pepmerTamu 3 BUCOKorO crierudid-
HICTIO SIK BITHOCHO IIEBHOI aMiHOKKCIIOTH, Tak 1 TPHK, 1o 1t Bigmosigae;
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pezynamopHi dinku — OUTKoB1 Gaxropu iniyiayii (IF), enoneayii (EF) Ta mepmi-
Hayit, ado punizune-paxmopu (RF); O1IKOBI pakTopu eyKapioTiB MArOTh TTO3HAYEHHS
elF, eEF ta eRF, BiamosigHo;

kopepmenmu — I'TD, ATD.

Pubdocomu eyxkapiomis
VY KIiTHHAX SJACPHUX OPTaHi3MiB PUOOCOMHU MAKOTh JICIHIO CKJIJIHIIIL, HIXK Yy
MIPOKapioTiB, O10XIMIYHUI CKIIJ Ta MOJIEKYJISIpHY opraHizartito (puc. 3.10).
Pubocomu 31aTHI 10 3BOPOTHOT JKCOITiallii Ha J{BI CyOOIUHMIIL:
80s ==—== 60s +40s

B ymoBax in vitro aucoriariist pudocom 3a CyOOIuHHMIII BiZIOYBaETHCS 32 YMOB 3MEH-
IICHHSI KOHIIEHTpallii i0HiB Mg?". V KIIITHHI iCHY€ TMHAMIYHA PiBHOBAra Mix cy0ou-
HUISIMU Ta [UJTUMA PUOOCOMAaMHU: OCTaHHI yTBOPIOIOTHCS MIEPEBAKHO Ha IIEPioj TPaHC-
nsiii. B mepion TpaHCALii eBHa KUIbKICTh pruOOCOM (Bl OMMHUIIB JIO JEKIITBKOX
JIECSITKIB) MOXYTh B3aEMOIISITH 3 ofHi€t0 Mosekynoro MPHK, yTBoprotouu nonipubo-
comu, a00 nonicomu.

B eykapioTnyHuX KITiITHHAX pEOOCOMU MOXKYTh (DYHKITIOHYBaTH Y BUIIISI/II pHOOCOM,
3B’sI3aHUX 3 MEMOpaHaMU €HJIOIIa3MaTHYHOTO PETUKYJIyMa (“IIIOPCTKOrO eHI0ILIA3-
MarngHOTOo petukynyma” — LIIEP) abo BinbHUX, He 3B’ s13aHnX 3 MeMOpaHamu [IIEP,
pubocom. CriBBiTHOIIEHHS MiX BITBHIMH Ta MEMOpaHO3B’sS3aHUMHU pUOOCOMaMHU
3MIHIOETBCS TIPH PI3HUX (Pi310JIOTTUHUX CTaHAX; B YMOBaX MaroJOTil KIITHH CyTTEBO
30LTBIIYETHCS KUTBKICTh prO0OCOM, He 3B’ s3aHuX 3 MeMOpanamu (FO.L.I'yOcpknit, 1989).

Tpauncnoprai PHK Ta akTuBauis aminokuciaor

3aranpHi pucu Oynosu pizaux TPHK Oynu neransHo po3misnyTi Buie (rasa 3,
1. 3.4). Jlnst xoxxHOi 3 20 O-L-aMiHOKHCIIOT iCHY€ IOHAMEHTIIIe OUH CTIeITU(iIHII
quist Hei tun TPHK. Pazom 3 Tim, pizHi Monekynn TPHK BigzHauaroTbest cxoxicTio y
BTOPWHHIN Ta TPETUHHIN CTPYKTYpi, IO MOSCHIOETHCS 3arajbHUM XapaKTepoM
OioxiMiyHOT QyHKII. BaxknmmBoro crpykrypHoto ocodmusictio TPHK € HasBHICTD y
CKJIaJll aHTUKOJIOHOBOI METII CHEeU(IYHOTO TPUILIETY HYKIICOTUIIB — GHMUKOOOH),
SKAWA € KoMIuieMeHTapHuM xo0oHy MPHK i 3abesmeuye cromydenns mixk TPHK Ta
MPHK (K0/10H-aHTHKOJIOHOBY B3a€MOJIIF0) ITijl YaC YTBOPEHHS iHiYil0I04020 KOMNILEKC) .
Came mi aBi Oioximiudi BiractuBocTi TPHK — 3maTHICT 10 B3aeMOmIii 3 MIEBHOO
aMIHOKHCJIOTORO, ITO-TIePIIIE, 1 3/[aTHICTh JI0 B3aeMoyIii i3 crierudiuaumM kogonom MPHK,
HO-JpyTe, € MOJIEKYJSIPHOIO 0CHOBOTO aganTopuoi pynkuii TPHK, To6To MoskimBocTi
CTONy4aTH J1Ba iH(OpMaIliiiHi MOTOKH — “HYKJICOTHIHUI Ta “‘aMiHOKHCIOTHHN B
npoteci PeHOTHITIYHOT eKcrpecii TeHeTHYHOT 1H(opMaIii.

Bsaemomis mixxk TPHK Ta BiamoBigHOKO i1 aMiHOKHCIOTOK) BUMAra€ B3a€MHOTO
posniznasans (pexoeHiyii) X MOJIEKYII, IO 311 HCHIOETHCS JIUIIIE 32 YMOB HastBHOCTI
crieniabHUX O1NIKiB, K1 MaroTh crernudivHi calitu aig pexorHimii sk TPHK, tax i
o-L-aminokucnoru. Lei mpouec po3mi3HaBaHHS Ta HACTYITHOIO IIPUETHAHHS JIBOX
010MOJIEKyYI Pi3HHX KIIAciB BiIOYBAa€ThCS B JIBa €TAIM 1 KATalli3yeTbCS aMiHoayui-
mPHK-cunmemasamu.
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Cxema e3aemo0ii mPHK 3 aminokuciomamu
1. AxTHBarisi aMiHOKHCIIOTH 32 y4acTio AT® 3 yTBOpEeHHIM amiHoayuradeHiiamy:

0] 0]
R1—$H— COOH + HO—|I|’|—0—|I|’|—O—|I|’|—O—Az[eH03HH —
NH, OH OH OH
0}
— R— (|?H— CO— O—lfll— O— Anenosun + HyP,0,
NH, OH

AMiHOALMIIaIeHIJIaT

2. Bzaemonist amiHoarmmaeHiary 3 3'-OH-rpymoro KiHIeBOro aIeHO3MITEHOTO 3aJTHIIIKY
Ha aknenrtopHii rimmi TPHK; yrBopeHHs B pesynbrari peaxtii avinoayunr-mPHK:

I o A
i
2z OH Rl_clH_CO_O—IT—O—AIIeHOm/IH
o ][ ® 3 OH NH, OH
- 2 g D (o) AMiHoaLuIaaeHiIaT

TPHK i
HO—P—(O— AneHo3uH
|

U OH
2—OH AM®
T ¥ 0—co
&5 el HC— NI,

Awminoanuia-TPHK R,

21.3. ETAIIU TA MEXAHI3MHM TPAHCJIALII

MornexyssipHi MeXaHi3MH PHOOCOMAIBHOI TPAHCIALII Y POKapioTiB Ta eyKapioTiB
MArOTh TOMIOHI PHUCH 1 TOAUISIOTECS, SIK 1 TIPH CHHTE31 iHIMX OiomoniMepiB, Ha eTaru
iHiyiayii, enonzayii Ta mepminayii.

IIpouec Tpancaswii B KIiTHHAX eyKapioTiB

1. Iniyiayia mpancasyii.

[NepemyMoBOIO 151 TIOUaTKy (QYHKIIOHYBAaHHSI PHOOCOMAIIBHOT O1JTOKCHHTE3YHOUOT
CUCTEMH € YTBOPEHHS iHIYi10104020 KOMNIEKCY, 10 CKIIa/ly SIKOTO BXOIATH:

— cyoomunwii 40s Ta 60s, criomyueHi Mk co0oro y 80s-prbocomy; 1iTicHa prOocoMa
Ma€ JIBi CTPYKTYpHI JUISTHKA JUTA 3B’sI3yBaHHSA B Tiporieci TpaHcmsii Moiekyn TPHK,
HABaHTAKEHUX aMiHOAIMIIBHUMH 3aJIAIIKAMIL aMiHoayuwibHy (A-) oinsauky (A-caiim) Ta
nenmuowivhy (I1-) oinanky (I1-caiim), iepia 3 sIKUX B XOJIi TPAHCIIALIL € CIIOIYyYEHOIO 3
aminoamn-TPHK, a apyra — 3 nenruaun-TPHK;
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— MPHK, 1m0 mae 000B’s13k0BO 7-MeTHIITYaHO3WHOBUH “‘kern’” Ha 5'-kiHili; MPHK
3B’SI3Y€THCS 3 pUOOCOMOIO TaKMM YHHOM, IO HAMPOTH il M-AUISIHKA PO3MILY€EThCS
iniyiroroyuti kooon — AUG, sikuil BiATIOBi1a€, 32 TAOIHIIEI0 TEHETUYHOTO KOy, aMiHO-
KHCIIOTI MemioniHy— iniyitorouiti aminokuciomi(Ta B3aeMOJi€ 3 aHTHKoIoHoM MeT-TPHK ),

— meT-TPHKi — oco6nusuii Tun TPHK, 1o aknentye ta nocraeisie B pubocoMmy
(cmouatky — Ha [1-caiiT) nepury, iniyiorouy, aminoxkuciomy — memionin (BKIIIOUEHHS
METIOHIHY B CepeluHy MENTHIHOTO JIAHIIora BUMarae npucyTHocTi inmoi TPHK —
cremianbroi TPHK ); 38’ 13yBanus meT-TPHKi 3 40s-cy6omunmutieto pubocom Bumarae
yuacrti Qakropa inimiamnii elF-2.

TakuM 4rHOM, METIOHIH cTa€ N-KiHIIEBOIO aMiHOKHCIIOTOIO JJisi OUIBIIOCTI eyKa-
pioTrdHUX OiKiB, HoT0 BimIeruieHHs 3 N-KiHIII MOKITFBE Ha CTalii OCTTPAHCIIAIIIHHOT
Monudikarii mentumy. Y TMpOKapioTiB MEPINOk0, iHiYito40, aMiHOKUCIOTOI €
Mo (iKOBaHUH METIOHIH — hopminmemionin, 1110 HAAXOOUTH y puOOCOMY Y BUTIISAI
gopminmemionin-mPHK;

— OinkoBi QakTopu
imimamii (elF-1, elF-2,
elF-3 Tor0 — Bckoro Ha
JaHUKA 4Jac BIZOMO IO
necatr BakTopiB iHiria-
11i1); 30KpeMa, yTBOPEHHS
uiticHoi 80s-pudocomu 3
cyOomuHUIIb Ta i cTa0wi-
3al1isi BAMAraroTh IIPUCY T-
HOCTI (haKTOpiB iHiriamii

— 3" (A),

A-caiit

elF-3,elF-4CTaelF-6;  pyc 214 IHiui00YNil KOMILTIEKC, 0 CKJIAAECTHCS 3 IBOX CYyOOTMHUID

— xopepmentu ['TD pu6ocomu, M-PHK, mer-TPHK,, GinkoBux (hakTopis inimianii.
ta AT®, mo 3abe3meqy- G"TP — 7-memuneyanosunmpugpocpam (xen); (4), —
IOTh EHEPTI€r0 Pi3Hi eTa- noniadeninammuii xeicm mPHK.

4 1HIgari.

Cxemy OyZ10BH iHIITIFOIOUOTO KOMITIEKCY TIO/IaHO Ha puc. 21.4.

2. Enoneayis noninenmuono2o aanyioea.

CyTo enoHeayia monsrac B YTBOPEHHI METITHIHMX 3B’S3KIB MK aMiHOKHCIIOTHUMH
3aJIMIIIKaMy, 1110 3B’s13aHi yepe3 Bimnoiaai TPHK 3 A- ta [-niisiHkaMu TpaHCITHOHOYOT
pubocomu. Etanu enoHranii cxemarnuno nogaHo Ha puc. 21.5.

[epenymoBoOIO MOYATKy €NOHTaLil € 3B’A3yBaHHs 3 A-caiiTOM puOOCOMH (KU Ha
JTAHOMY eTarli € BUIbHUM) 2-1 (B 3arasisHOMY BUNIaAKy — (n + 1)-1, paxyroun 3 N-KiHIIs
MENTUTY, [0 CHHTE3Y€EThCs) aMiHOKUCII0TH, criofydeHoi 3 TPHK (puc. 21.5a). Ls
(n + 1)-ma aMiHOKHKCIIOTa Bi/MOBiAE (32 TEHETHYHUM KojioM) kKoziony MPHK, sikuit
MTOCITIIOBHO He 3a iHimitoroguM (To6To AUG) KOIOHOM.

HenTtummarpancdepasna peakiis

YTBOpEHHsI MENTUIHOTO 3B’SI3Ky MK 1-10 (iHILIIOIOUOI0 — METIOHIHOM) Ta 2-10
AMIHOKHCIIOTOIO, 1110 3B”s13aHi uepe3 cBoi TPHK 3 [1- Ta A-caiitamu prubocomu, BiAMIOBIAHO)
KarajizyeThest pepMeHTOM nenmudunmpancgepaszoro. lentuaunrpancdepasHa akTHBHICTh
110B’s13aHa 3 50s-Cy0OoIMHUIICHO TIPOKAPIoTiB Ta 60S-CYOOIMHUIICIO SyKapiOTiB.
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G"TP -5

34,

Puc. 21.5. [Ipouec enoHrauii nenTUIHOIO JAHIIOTA.

3. Tepminayis mpancaayii.

s x nentuauntpancdepasHa
peaxItist pealizye 1 MomabIl eTanu
enonraii, ko 3 I1- Ta A-calitamu
prbocOoMH CIOJTyYEHi, BiJIOBIIHO,
nentut-TPHK (Mictuts “n” amino-
KHCJIOTHUX 3aJUIIKiB) Ta TEBHA
HactymHa (“n + 17’) amiHOKHMCTIOTA.

Y xoai nentuauirpascpepasHol
peakuii Bi10yBa€eThcs epeHoc nen-
THAHOTO (pparMeHTYy (1110 3B ’SI3aHUI
yepe3 BianoBiany TPHK 3 Il-caii-
TOM) HA aMiHOKHUCJIOTY (1110 3B’s13a-
Ha yepe3 TPHK 3 A-caiitom) Takum
YHHOM, L0 B pe3yJIbTATI peakuii HO-
BUI nenTH/, IKUi yTBOPUBCSl, CTA€
3B’f13aHUM 3 A-caiiToM puéocoMm.
TPHK, 110 0y;1a nepBUHHO CHOJTY-
yena 3 [1-caiiToM, BUBUJIbHSIETHCS
(puc. 21.56).

Peaxuia mpancnokauii

IMicnst yTBOpeHHST MeNTHIHOTO
3B’SI3KY BiI0OYBa€TbCA nepeMileH-
Hsl TIO/IOB:KEHOT0 MeNTHIy, CIOIy-
yeroro 3 TPHK (menmmumui-TPHK),
3 A-caiity B Il-caiitr — mpouec
TPaHCJI0KAIIII.

BomHouac BiiOyBa€eThCs repemi-
LICHHST pUOOCOMU BIPOJIOBXK JIaH-
wora MPHK 6npaso. Y pesynerari
IILOTO HABIPOTH A-caiita prOOCOMHU
PPO3MIIITY€TECST HOBHIHA (N + 2)-i1 KOIOH
MPHK, sxmii BignmoBizae HacTyTI-
Hill — (n + 2)-i1 aMiHOKHCIIOTI, 110 Y
purnani TPHK-xomminekcy moxe
3aliMary BIATIOBIIHE MicIle Ha pHOO-
comi (puc. 21.58).

VY TpaHncnokarii 6epe ydacTs
OimkoBHit (akTop enmonrarii eEF-2.
Enepretnuni motpeOu TpaHCIOKaLi
3abe3neuyrotees [ Td-azHoO0 peax-
iero posiervieHss [ T mo [J1D.

TepmiHattis TpaHCIAIIT BiOYBa€ThCS, KOIH TPAHCIIOIOUA pHOOCOMa Y CBOEMY TIepe-
MirieHHi BrpoioBx jaHirora MPHK nocsirae ognoro 3 mepminyrouux kooonie — UAA,

UAG abo UGA.
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[NosiBa B A-caiiTi TepMiHYIOYOTO KOJIOHY PO3Mi3HAETHCS OLIKOBUMH PHIII3UHT-(aK-
TOpaMu, SIKi CIIPUYHHSIOTH TIAPOIMi3 3B 3Ky MK TmenTuaoM Ta Mornekysoro TPHK, mo
3aiimae [1-caiiT pubocomu. Y pe3ysisrari IbOro MPOLIECY BilOYBa€ETHCsl BUBLILHEHHS MCTITH]TY,
110 CHHTE3YBaBcs, Ta Aucoriaris 80s-pudocomu Ha 40s- Ta 60s-CyOOIHMIIL.

Hoctrpanciasiniiina moaugikauisa nenTUIHUX JAHIIOTIB

[ominenTrTHu JIAHITIOT, IO € TIPOTYKTOM pHO0COMAaJIBEHOI TPAHCISIIIT, Ha0yBa€e CBOIX
010JIOTTYHMX BJIACTHBOCTEH IMiCIIsl yTBOPEHHS MPUTAMAHHOT HOMY YHIKaJIbHOI TPOCTOPOBOI
koH(popMaIlii OITKOBOI MOJEKYJIH, YOMY B 0araTrbOX BHMANKax Iepemye Horo nocm-
mpancaayitina moougixayis (npoyecune).

Peakuii nocrrpancisiifinol Momudikaiii nenTuis:

a) momudikamis N-ta C-KiHIIIB — BUpaneHHs N-KiHIEBUX (OPMITIMETIOHIHY (Y
NPOKApiOTiB) Ta METIOHIHY (Y eyKapioTi); aneTrmoBaHHs N- Ta C-KiHIIiB;

0) MomudiKaIlis TiIPOKCHIIHHIX, aMIHHMX Ta KapOOKCWIIBHUX TPYM y OlYHHUX pajiu-
KajaX MeNnTUIiB UUIIXOM iX (ocdoprimtoBaHHs, KapOOKCHIIIOBaHHS, METHITIOBAHHS,
ALETUIIOBAHHS TOILO;

B) TIPHETHAHHS JI0 TIENTHIIB IPOCTETUYHHX TPYIT — BYIJIEBOMIB (TITIKO3FITFOBAHHS),
remy, KoepMeHTiB ((pr1aBiHOBUX HYKJICOTH/IIB, O10THHY, TOP(IpHHIB TOIIO);

T) XiMigHa MOIM(iKaIlisi KOBaJIEHTHOT OCHOBH aMiHOKHCIIOTHHX 3aJIUIIIKIB; TPUKIIAJIOM
Moxke OyTH IepeTBOpEHHs! y CKIaIi hakTopa iHimianii eykapioTiB eEF-2 3anuiky rictuanHy
B 3aJIMIIIOK HE3BMYAHHOI aMiHOKUCIIOTH Ougpmanamioy.

21.4. PELYJSAILIA TPAHCJSIII. AHTUBIOTUKH —
IHI'IBITOPU TPAHCJSLIIT

CTaHOBJISTYM KIHIICBHH eTart 0aratocTyrieHe- Tem

BOTO IPOLIECY T'€HHOT eKCITPECil, puOOCOMAITbHHI o

CHHTE3 TIOMIMENTHIHOTO JIAHIIIOra € 00’ €KTOM

KOHTPOJTIO 3 OOKY PEryJIITOPHUX CUCTEM KITITHHU CR, + AAM® —F—= C, R, ~nAM®,

Ta BIUTMBY Pi3HUX (i3i0IOTTYHO AKTUBHHX CITONYK. AT® o AL
MO.]'[CI?’JIHPH] MeXaHi3MH KOHTPOIIO .o .~ \ 4 eIF2 xinasa

A . (wa) @
MexaHi3MOM KOHTPOJIO TIPOLECIB TPaHC-

TAIIT B KITIITHHAX €YKapioTiB € KOBaJeHTHA

moaudikanis OinkoBoro (akropa iHimiamii @

tpancsii elF-2, skuii moxke 6yt B nepocdo- ATD AJlD

prIbOBaHiK (akTHBHIM) Ta GochHopuTbOBaHIH \_/

(HeakTUBHIiT) opmax. eI(l;2 e(IE/'aZ)_@
[111s1x0M 3BOPOTHOTO (hOCHOPHITIOBAHHS —

nehocdoprmoBans (pakropa iHimiarii elF-2 3a

yuacTio TAM®-3a51eKHOr0 peryisTopHOro

KacKajty BiJIOyBa€ThCsl KOHTPOJIb CHHTE3Y B PH- Initsianis Tpancsii

00ocoMax peTHKYIOIHTIB OLTKOBOI YaCTHHU 1m106iHy

reMOnI00IHy — 2100iHY, 3aJIE)KHO Bl aIeKBaT- Py, 21.6, HAM®-3a/1e;KHA KACKATHA CHCTEMA

HOT'O [IOCTa4aHHs IPOCTETUYHOI TPYITH —2em). peryJisiii TpaHcsiii 1o6iny (a—ax-
Perymnsist 3MiiiCHIOETHCS 32 TAKOFO CXEMOFO musni, B/a — Heaxmueni hopmu 6iono-

(puc. 21.6): 6iOHUX OLTKIB).




308 Pozmin IV. Moaexyaapni wmexanidmu cnadxosocmi

(1) B inimiamii cuaTe3y TOOiIHY Oepe yuyacTh ¢axrop iHimiamii elF-2, skuii Moxe
Oyt B nehocopunboBanii (akTrBHIN) Ta PpochoprboBaHill (HeakTUBHIN) popMax;

(2) bochopumoBanns O-cyoonuHmLl (axTopa iHimiamii cuHTe3y 106iny elF-2
cnermdiunor0 e/F-2-npomeinkinazoro THAKTUBYE (HaKTOp 1 THM CaMUM OJIOKYE ITPOIIEeC
iHIIaMii TpaHCIIsIIiT;

(3) axrtuBHicTh elF-2-kinazu, mo dochopumroe daxrop elF-2, KoHTpomOeTHCS
(Takox nIsIxoM (ochoprroBaHH-IePOCHOPHITFOBAHHS) HIIIOIO MPOTETHKIHA30F0, KA
€ TAM®-3aJIeIKHOIO;

(4) y cBOtO "epry, KaTamiTH4Ha akTUBHICTh TAM®-3anexH0i MPOTeTHKIHA3H HeTa-
THBHO KOHTPOITFOETHCSI TEMOM, SIKUH € IHT101TOpOM 1€l KiHa3H, 0 OJIOKY€ BUBLTbHEHHS
i KaTamTHYHOI CyOOIMHHUIIL.

MexaHizMm, 1110 pO3IISTHYTHH, 3a0e31euye B3aeMHY KOOPMHALIIO KIJIBKOCTI TeMy Ta
I00iHY: B yMOBaX BUCOKOT KOHIIEHTpaIlii reMy akKTHBHICTh IPOTETHKIHA3M, siKa Pocdo-
puttoe axrop elF-2, GiokyeThes, 110 MPU3BOAUTH 10 HAKOTMYeHHS 1e(ochopuiibo-
BaHOI, TOOTO aKTHUBHOI MOJIEKYJIsIpHOI (hopmu pakTopa iHimiamii i, BiAMOBiAHO, —
CTUMYJISIIT CHHTE3y TJI00iHYy; BUYEpPIABIIN BHYTPIIIHEOKIITHHHANA pe3epB TeMy,
prbocoMaibHa cUCTeMa CHHTE3Y TII00IHY IEPEXOANTD Y HEAKTHBHUI CTaH, 1 yTBOPEHHS
reMoTIIO0iHy TaJbMY€EThCS.

BriiuB ¢i3iosioriyHo aKTHBHMX CIOTYK HA MPoLecH TPAHCISIIT

[Iponiecn pubocomManbHOI TPAHCIAIIT, O CKIAAA0Th KiHIIEBHIA eTar Oararo-
CTYIICHEBOI'O IPOIIECY eKCIpecii reHeTHYHOT iH(OopMallii, € MILIICHHEO 15 J1ii 0ararbox
(hi3107TOTIYHO aKTUBHUX CIIONTYK, 30KpeMa JIIKapChKHUX 3ac00iB 1 TOKCHHIB.

1. ¥V kiIiHIYHIA TpaKTUIl, a TAKOXK B EKCICPUMEHTAJIbHIN O10JI0TiT 1 MEIUINHI,
3HAUTILTN IAPOKE 3aCTOCYBAHHSA aHmMUOiomuKuU, Mo € iHridiTopamu 6i0CHHTERY OiyKa
y MPOKApiOTHYHUX Ta €yKapIOTHYHUX OPTaHi3MiB Ha Pi3HUX eTarax TPaHCIALIl:

(1) iuriGiTopu THIMIALIT: cmpenmomiyuH, aypuHmpuKapOOKCUiO8a KUCIOMA;

(2) iHTi0ITOPY ENOHTAIII: amiyemuH, X10pampeHiKon, epumpoMiyut, YUKI02eKCU-
MiO0, nypomiyun, mempayuriiiu;

(3) inribiTOpH TepMiHAMIl: aHizoMiyuH, X10paAMEeEHiKoN, epumpoMiyuH, TiHKOYUH,
CMpenmomMiyun.

BB peskux HalOLIBII TOIMPEHUK aHTHO10THKIB Ha TIPOLIEC TPAHCIIATIIT TOAaHIHA
B Ta0mummi 21.2:

AHTHO10THKH, 10 € THri0ITOpaMH MPOLECIB TPAHCIIALIIT Y TPOKAPiOTiB, 3aCTOCOBY-
FOThCS SIK aHTHOAKTEepiajIbHi JTiKapchKi 3ac00H B Teparii iH(eKIIIHNX XBOpoO Ta IHIIHNX
3aXBOPIOBAHb, 110 CIIPHYMHEHI MIKPOOHHM (PaKTOPOM.

AHTHO10THKWY, 5IKi IHT101pYIOTH TPAHCIAIIIO B €yKapiOTUYHHX KIIITHHAX BHIIHX Opra-
HI3MIB, 30KpeMa CCaBI[iB, 3aCTOCOBYIOThCSI SIK MPOTHITYXJIMHHI 3ac0o0u. ["anbMyroun
OlocuHTe3 Olka B KJIITUHAX 3JI0SKICHUX MyXJIMH, 11l aHTUOIOTUKY CHIPUYHHSIOThH Pe-
TPECito pOCTY Iy XJIHHH.

2. IlnsixoM BIUTMBY Ha MPOIEC iHIIAII] TPAHCIAIIl B €yKapiOTHUHUX KIIITHHAX
peari3yroThCsl 3aXUCHI ePEeKTH iHmepghepoHie— OLIKIB, IO CHHTE3YIOTHCS B OpraHi3Mi
JIFOJTUHM 1 TBapuH (B JIMQOIIHIN Ta IHIIMX TKAHUHAX) 1 MAFOTh BIACTHBOCTI TPOTHBI-
PYCHUX aHTHO10THKIB Ta IPUPOTHUX MPOTUITYXIMHHNAX (DaKTOPIB.

MexaHi3M aHTHBIpYCHOI Aii iHTEp(hEpOHiB 3MIHCHIOETHCS 32 PaXyHOK (hocoprITro-
BaHHA KIITUHHUX (akTopiB iHimianii elF-2, mo, sik 3a3Ha4eHO BUILE, MOXKYTh OyTH B
nedochoprboaniii (akTrBHIi) Ta GpochoprIboBaHiil (HeaKTHBHIHN) (hopMax.
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Ta6nums2l.2. BracruBocTi anTnéioTnkiB — iHriéiTopiB Tpancasmii

Anmubiomuk Yymauei opzanizmu Mexanizmu 0ii
Crpenrominus Ipoxapiotn Iuribipye inimjamiro 3a paxyHOK HpOTHIIl 3B'I3y-
BaHHIO 3 pudocomoro popmin-metioHiT-TPHK; kpim
TOTrO, CIPUYUHSE MNpPaBWIbHE 3YUTYBAaHHS KOJOHIB

MPHK

TerpanukmiHu IIpokapioTn 3B's3ytoThest 3 30s-cy0OAMHMIEI0 Ta TalbMYIOTh
3B's3yBaHHs 3 HElO pisHuX amiHoanmi-TPHK

Xnopampenikon |IIpokapiotu [Hribipye mentuaunTpanchepasHy akTUBHICTB 50s-
cyboauHuIl pubOCOMHU

Huxmorexcumin  |Eykapiotu [aribipye mentuaunaTpancgepasHy akTHBHICTH 60s-
cyOoauHUII pUOOCOME

Eputpominux [poxkapiotn 3B'3yeTbes 3 50s-cyboauHuIE0 Ta OJIOKye mporec
TPaHCJIOKAIl{

ITypomiuua Ipokapiory, eykapiotu |CrpuumHsie nepeayacHy TepMiHALII0 HE3PIIOro men-

THUIHOTO JIAHIIOTa 332 PaXyHOK CTPYKTYpPHOI Mmoji0-
HocTi 70 aminoauua-TPHK

Cunte3 iHTep(hepOHIB CTUMYIFOETBCS BIpyCaMH, 110 MPOHUKAIOTH Y KIITHHH OPraHi3My
mronrHA. B cBOO Yepry, iHTephepoHH 1HIyKYOTh CHHTE3 IIPOTEiHKIHA3, sIKi (DOCHOPIITIOITH
(haxropw iHimiarii TpaHcii elF-2, 1o, 32 po3MIsSHY TOFO BHIIIE CXEMOFO, TATTEMY€ Oi0CHHTE3
SIK BIpYCHFIX OLTKIB, TaK 1 BCIX OUTKIB KIITHHH, B SIKY ITOTPANyB Bipyc. Y pe3ysIbTari 3a3Ha49eHOT0
CIIPUYUHSETHCS 3aru0eNb KIITHHU MaKpOOPTaHi3My, i THM CaMHM 3aro0ira€ThCs
PO3MHOKEHHST YaCTOYOK BipiOHIB.

Kpim anTHBipYycHOI fii, neski iHTepdepoHH TaJbMYIOTh PO3MHOKEHHS KITITHH 3J10-
SKICHUX TyXJIMH, y 3B’S3KY 3 UMM Il CIIOJYKH PO3IVISIAIOTHCS SIK TIEPCHEKTHBHI aHTH-
My XJIMHHI 3aCO0H.

3. IoTyXHUM IHTIOITOPOM TPAHCIISALIT B €yKapIOTIB € Ougmepitinuil MOKCUH, 10
BUpoOIsieThest kinitnHamu Corinebacterium diphteriae i cipuumHsie HeOe3NeUHy XBOPOOy
JUTEH Ta JIOPOCIHX, SKa JI0 BBEJICHHS Criei(ivuHOT iMyHI3allii MPU3BOIIIIA IO BUCOKOT
CMEPTHOCTI XBOPHX.

TokcuH — 11e OUIOK 3 MOJIEKYJISIPHOKO Macoro 61 k], sikuii micJisi POHUKHEHHSI B
OpraHi3M JIFOAMHA PO3MICTUTIOETHCS TPOTEOITHYHNM HIIIXOM Ha JBa MOMNIMENTH IHI
TIAHITFOTH: akTUBHANA A-(pparmenT (M.M. 21 /1) Ta HeakTuBHMIA B-pparment (M. 40 k/1).

MonexyssipHHi MeXaHi3M TOKCHYHOI [Tii A TepiHHOTO TOKCHHY TIOJATAE B KATATI THYHIH
aKTUBHOCTI A-(parmenrty, skuii € dhepmenToM A1 D-pudosurmparcgepaszoro, Mo
niepeHocuTh A/[D-pubosy 3 monexymmt HA /| va daxrop enonrarrii eEF-2:

HAJ1+ eEF-2 ——— ¢eEF-2 - AJI®-pubo3a + HIKOTHHAMIT

3ammmiok AJlD-prbo3u CriomyyaeThest 3 aMiHOKHUCIIOTHAM 3aJTHIIKOM Ougmanamioom
B Mouiekyni ¢aktopa enonramii eEF-2, o mpu3BoAnTE 10 BTpaTH OCTaHHIM HOTO
BJIACTUBOCTI 3IHCHIOBATH IIPOIIEC TPAHCIIOKAII] IENTHIHOTO MUKy 3 A- Ha [1-caift
pudocomu (yiuB. 11. 21.3). Takum UMHOM, TIPOLIEC €IIOHT ALl TPAHCIISIIT B KITITUHI OJIOKYEThCS,
IO MPU3BOAUTS JI0 3araJIbHOTO MIPUITUHEHHS OLIKOBOTO CHHTE3Y.

A-(pparMeHT U TepiitHOr0 TOKCHUHY € 0100 YHUM TOKCHHOM 3 Ha/I3BHYaiHO BUCOKOIO
JICTAJTLHOIO JIIEF0: OJTHIET MOJIEKYJTH IIHOTO MENTHTY JOCTATHBO JTs1 3aru0eTi 1101 KT THHH-
MillIeHi, B SIKY BiH IOTPAIIUB.
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I'JIABA 22. PEI'YJSLIA EKCIHPECII T'EHIB.
TEHETUYHI PEKOMBIHAILII

Perynsittist excripecii reHiB € OJHUM i3 PyHIaMEHTAILHUX MEXaHI3MIB aJIaNTallii >KUBUX
OpraHi3MiB JJO YMOB HaBKOJMIIHBOTO CEPEIOBHINA, 1[0 3MiHIOIOTHCS. BpaxoByroun
MIPUHIIATIOBO Pi3HWH CTYMiHB CKJIAJHOCTI Ta MOJEKYISIPHOI OpraHi3allii TeHOMy y
0e3’siIepHIX npoKapiomie Ta BUIIKX SIEPHUX OPTaHi3MIB — eyKapiomie, MEeXaHI3MH
eKcrpecii reHiB y HUX 3Ha4HO BiIMiHHI.

22.1. PET'VJIALIA EKCHPECII TEHIB Y
ITPOKAPIOTIB

[portec perymstii excripecii TeHIB Y npokapiomie oS-
raey cergiuHii B3aeMoii MeBHUX OLTKOBHX PErYISITOPIB
3 pizanmu gistHKamu JIHK, 1110 po3mimieHi mopsiz i3 caiftamMu
iHimiarii Tparckpumi. Taki B3aeMoIiil CyTpOBOKYIOTHCS
MO3UTUBHUM (IHAYKYIOYHM, aKTUBYFOUUM) 200 HETATHBHUM
(ranpMyOUMM, PETIPECUBHIM ) BIULTMBOM Ha PIBEHb TPAHCKPHII-
11ii, 1110, 3PEIITOFO, BIUIMBAE HA IIBHIKICTH CHHTE3Y BiJIIOBII-
HUX (DEPMEHTHHX Ta CTPYKTYPHHX OUIKIB.

CydJacHa Teopist peryJIAIlii eKcrpecii reHiB y MpoKapioTiB
Oyra 3anporioHoBaHa B 1961 p. (hpaHITy36KIMHE TOCIT THUKAMH
@.XKakobom Ta K.Momno (F.Jacob, J.Monod) Ha mincrasi
BHBUYEHHS MEXaHI3MIB PETYILAIII MPOIeCciB TPAHCKPHITIT Y
E.Coli — ymro6eHoro 00’ €KTa MONEKYIISPHOI TEHETHKH.

@ .JKakobom Ta JK.MoHO BHBYAIHCST MOJIEKYIISIPHO-TEHE-
THYHI MeXaHi3MH KoHTpomo B kimitnHax E.Coli 6iocunaTesy
B-eanaxmosudaszu— depmeHTy, sIKuii pO3IIEILTFOE TUCAXAPH/T
JIAaKTO3y Ha TOKMBHI MOHOCAXapHW ITIOKO3Y Ta TallakTo3y,
o 1l (TIepeBaYKHO TITFOKO32) BHKOPHUCTOBYIOTHCS OaKTe-
PIsIMH SIK JPKEpEesIo BYIJIEIF0 Ta MeTa0oIiaHOT eHeprii:

Puc. 22.1. 7Kako6 (Jakob) ®pan-
cya (Hapoxn.1920 p.),
(paHILy3bpKUil MIiKpO-
6loIoT Ta FeHETHK, IPO-
(ecop kadenpu rene-
THKH KITITHHH B Konex
1ne @panc. HobemiBebka
nipemist (1965).

Pali— I 3

-

-
% L‘

Puc. 22.2. Mono (Monod)

JIAKTO3a — > [UIFOKO3a + rajakrosa

[Ipn nocraTHROMY MoOCTa4aHHi OakTepiadbHUX KIITHH
DIIFOKO30K0 CHHTE3 B-raylakTo3uiasy pakTHYHO He BiOyBa-
€ThCSL, 1 B KIIITUHI MICTUTBCS BCHOTO JICKIJIbKA MOJICKYIT (hep-
MEHTY; TTICI1s BUYEPITaHH INTFOKO3H SIK CHEPTeTHYHOrO CyOCTpary

Kax (1910-1976),
(dpanny3skui Gio-
XIMIK Ta MiKpo0io-
1ior, ipodecop Ila-
pusbKoro yH-Ty, Ko-
nex ne @pane. Ho-
OeniBchbKa Mpemis
(1965).

JIONIaBaHHS B KyJIETypaJIbHE CEPEIOBHIIIE JTAKTO3U CIIPHINHSE
(inoyxye) piskuii crianax cuuresy P-earaxmosudazu Ta e
JBOX (pepMEHTIB, 10 OepyTh y4acTh Y METa0O0i3Mi JIaKTO3H:
B-eanaxmosuonepveasu ta B-earakmosuompancayemunasu.

Jlnst TosicCHEHHST MEXaH13MiB KOHTPOJIO (PYHKIIT TeHIB Y
E.Coli, sixi BifIItoBi1ar0Th 32 META0O0ITI3M B KJIITHHAX CHEpre-
THYHOTO CyOCTpary qucaxapuy jJakto3u, @.Kako6 ta JK.Mono
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BHCYHYITH TEOPI0 0nepoHa (Operon — Ipartroro, —Tnayxrop
JIiFO; Jar.), sika HaOysa 3arabHOOI0NIOTYHOTO :
\

3HAYCHHS SIK MOJIETIb, 1[0 PO3KPHBAE MOJICKY-
TISIpHI MEXaHI3MH IH/TYKIIi1 Ta perpecii O IKOBOro
CHHTE3Y Ha eTarli TPaHCKPHUIIILIL.

Onepon — KOMITIEKC TCHeTUYHUX eJIeMEH-
TIB, 0 BIJIMOBI/Ia€ 3a KOOPJAMHOBAHUI CHHTE3
rpynu QyHKIIOHAIBHO 3B’ I3aHUX (hepPMEHTHHX
ounkiB. Tak, 30kpema, y pasi Lac-oniepona E.Coli 1 . .
e — (epmeHTH Meraborismy akrosu: B-ea- 0 30 60 90
nakmosuoasa, B-eanakmosuonepmeasa ta B-ea- BaxTepiamshii Gi1ok (MKr)
nakmoszuompancayemunasa; His-onepoH  Puc.22.3. Inaykuist cunresy B-raaxrosunasu
MICTHTh T€HH, 110 KOHTPOIIOIOTh €KCIPECIFo y E.Coli B ymoBax BHeceHHsI B iHKY-
JeB’ AT (EepMEHTIB, SIKi KaTali3yloTh CHHTE3 Oauiiine cepenouIIe IAKTO3H. Kon-
HEOOXiTHOT Tst GaKTepiabHOT KIITHHN aMiHO- yenmpayis baxmepiansnozo binka

. (8icb abcyuc) sidobpadicye akmue-
KHCIIOTH NCTHHHY TOIIO. Hicmb NOOLTY KIImuH ) KyIbmypi.

o cknany onepona BXonats (puc. 22.4):

(1) cmpyxkmypni cenu Oneparop (o)
(Z,Y,A), 110 MicTsTh 1H)Op-
Mallito BITHOCHO ITEPBUHHOT
CTPYKTYpH TOJINENTHIIB,
SIKI TPAHCKPUOYIOTHCSI 3 J1a-
HOTo oriepona; B Lac-ornepo-
Hi E.Coli — e renu 3a3Ha-
YEeHHX BHIIE TPhOX (hepMeH- IIpomorop (p)
TiB MeTa0O0ITi3My JIAKTO3H; = N

(2) kowmponwHi caiimu, Lac-onepon .

. Puc. 22.4. Cxemarnuna oynosa Lac-onepony E.Coli.

JI0 STIKMX HAJICKATh!

a) npomomop (p) — ninsaka JIHK, 1o nepeunHO B3aemorie 3 PHK-nonmimepasoro;
B npomotopax E.Coli micTUTbCSl Takoxk 0coONMBa JUISHKA, 3 SIKOIO B3AEMOJE 0i10K-
axmusamop kamabonimuux enie (CAP-6inox — catabolite gene activator protein, anri.),
110 KOHTpoJTroe 3B’ s13yBanHs PHK-moniMepasu 3 mpomotopowm;

6) onepamop (0) — ninsiaka JIHK, 3 sikoro Moxke crierudivHo 3B’ s3yBaTucs OLI0K-
perpecop. Orieparop Oe3rmocepe/THLO MPHUIIATAE 10 CTPYKTYPHUX I'€HIB, 1 OT0 3B’ 513y BaHHS
3 perpecopoM rpotuzie 3uantyBanHio PHK-nomimepasoro indopmaltii i3 CTpyKTypHHX TeHIB.

Pezynamopnuii 2en (1), excripecist sIKOTO TPU3BOAXTH JI0 MPOAYKYBaHHA OLTKOBHX
peryasTopiB (penpecopis), O ONOKYIOTh 34MTyBaHHS 1H(OPMALIIT i3 CTPYKTYpPHUX TeHIB

OIIEPOHY, HE PO3IISIAETHCS SIK IHTErpalibHA CKJIAJIOBA OCTAHHBOIO, OCKLJIBKU BIH MOXKE
OyTH JIOKaJIi30BaHMI Ha TIEBHIH BiJCTaHI BiJ] ONIepOHY, (DYHKLIIO SIKOTO BiH KOHTPOJTIOE.

N
I

[\

= + [HaykTop

B-Tanakrosumasa (MKr)

Ten I Ten Z IenY T'en A

77z E=\\

Cxema aisiibHOCTI Lac-onepony

AxTtuBHicTB Lac-orepoHa € 00’ €KToM TOJBIHHOT — HETaTHBHOI Ta TO3UTHBHOI PETYIISILII.

A. Penpecia Lac-onepony.

V 1upoMy cradi cuHTe3 B-ranakro3uaasu Ta iHmmx (GepMeHTiB METaboMi3MYy JIAKTO3H
MPaKTHYHO He BiI0yBaeThCsl — BIITIOBI/IHI TeHu peripecoBai. Lleit cran mae Miciie ByMoBax




312 Poznin IV. Moaexyaapui mexanidmu cnadxosocmi

TIPUCYTHOCTI JTOCTaTHROI KUTBKOCTI TJTFOKO3H; OCKLUTBKH TIIFOKO3a € Kamaooimom JaKTO3H,
CTaH TaJbMyBaHHS CHHTE3y (DepMEHTIB MeTaloIi3My JIAKTO3H B TIPHCYTHOCTI TITFOKO3H
OTpHMaB Ha3By CHIaHY KamaboimHoi penpecii, X0da HaCTIpaB/Ii IITFOK03a He € Oe3rmocepeTHIM
pernpecopoM, a BIUTMBAE Ha CHHTE3 3a3HaYCHUX (DePMEHTIB 1HITIM, OLITBII CKIT/THAM IIISIXOM
(MB. HIDKYE).

Oreparop brokyBanHs

Ien I Mp OMOTOPI, 1 IenZ lenY Ien A (perpeci) .CprK_

= — f | {= TYPHUXTCHIB Lac-
R @ OIIePOHY 31iiic-
W— PHK- N HIOETBCS 38 Paxy-
Hosi- HOK IIPOIYKyBaH-

I Mepasa HSl PeryJSITOPHUM

R o " TEHOM Crierliab-
HOTO OiJTKOBOTO

Puc. 22.5. Mexawni3m penpecii Lac-onepony. penpecopa, SIKHH,

3B’ A3YI0YHCh 13 OIIepaTopoM (IIEBHOIO rociinoBHicTio Hykieotuais JJHK) Grnokye tpaHc-
Kpuriro ctpykryphux renis PHK-nomimepasoro (puc. 22.5).

3B’s3yBaHHs penpecopa (R) 3 oneparopom npotuie mpocyBanaio PHK-nonmimepasn
BIIPOZIOBXK OTIEPOHY 1 TPAHCKPHUIIIIIT ICTAIBHO PO3TAIIOBAHUX CTPYKTYPHUX TeHiB Z,Y,A.

Lac-penpecop — 1ie 610k TeTpamepHoi OyoBu 3 M.M. 38 k]1; crionyvatourcs 3 JITHK
OIIEPATOPHOTO JIOKYCY, SIKHH JIOKATTI30BaHHH Mi>K IPOMOTOPOM (3 SIKUM IEPBUHHO 3B SI3YE€ThCS
PHK-monimMepaza) Ta modaTtkoM CTPYKTYpPHHX T€HIB, perpecop MPOTHJIIE 3YUTYBAaHHIO
iH(popMartii 3 TeHiB Z,Y,A.

3a pO3MIAHY THM MEXaHI3MOM 3IHCHIOETCS HeeamueHa pe2yisayis GyHKii Lac-ornepony
E.Coli.

b. Inoykuia Lac-onepony.

Lle cran akTMBHOTO CHHTE3Y (PepMEHTIB META00ITI3MY JIAKTO3H, 1110 CIIOCTEPIracThCs 3a
YMOB BHYEPIIaHHS ITIOKO3U SIK CHEPreTUYHOTO CyOCTpary Ta BHECCHHS B KYJIBTYPaIbHE
cepenoBHIIIe JJakTo3u (puc. 22.3).

1. OnHuM i3 MeXaHi3MiB aKTUBOBAHOTO CHHTE3y (PEPMEHTIB METaOOoMi3My JIaKTO3U B
YMOBAX, 110 PO3IISIAIOTECS, € OS3MI0CePETHS B3aEMOIs iHOykmopa (JIaKTo3u abo ASSIKUX il
CTPYKTYPHHUX aHAJIOTIB) 3 penpecopom (SIK BUIbHUAM, ITUTOILIA3MATHYHUM, TaK 1 3B’ I3aHUM
3 OTIEPaTOPHUM JIOKYCOM).

3B’s3yBaHHs iHIyKTOpa 3 Lac-penpecopoM cripiimasie KoHPOpMAaIIiiHi 3MiHHA B MOJIEKYJTi
OCTaHHBOTO 1 BTPaTy HUM BJIaCTHBOCTI B3aeMomisTH 3 nitstaioro JIHK omeparoproro mokycy,
10 PO3TraJIbMOBY€E TPAHCKPHIILIIO 13 CTPYKTYpPHHX TeHIB — pHC. 22.6.

Haii6inpi aktuBHEM Qi3ionorivauM iHgykTopoM Lac-onepony € anonakmosa —
JMcaxapul, U0 YTBOPIOEThCS BHYTPIMIHBOKIITUHHO 3 JIAKTO3M B PeaKLil TPaHCIIIIKO-
3WIIOBAHHS, CHHTCTHYHUM 1HIYKTOPOM € CIIOTyKa I301pOniimioeanakmo3uo.

2. KpiM 3aJ1e:KHOCTI BiJT 3HATTS iHAYKTOPOM PEIIPECOPHOTO OJI0Ka, CHHTE3 (PEPMEHTIB
Lac-omnepoHy KOHTPOJTIOETHCSI TAKOXK OCOOTMBHM OLTKOM, III0 Ma€ Ha3BY OLTKa-aKTHBATOPa
karabomitaux reriB (CAP). BeranosneHo, 1110 38’ s3yBanHs: PHK-monimepasu 3 mpoMotopom
11HILa11is TPAHCKPHUIILIT MOYKJIMBI JIMILIIE 32 YMOB YTBOpeHHs1 Komiuiekcy CAP 3 ukmiuyanm
aneHo3uHMoHO(ocharoM (3',5-HAM®D, cAMP) Ta crionmydeHHs 1IbOTr0 KOMILIEKCY 3 IEBHOO
nimsakoro JIHK mpomotopa (puc. 22.6).
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Puc. 22. 6. Mexani3m inaykuii Lac-onepony. /Ipucymmnicmo indykmopa inakmugye penpecop, sikutl 6mpavae
30ammicme 00 GIOKY8aHHS 2eHa-onepamopa; 8 pasi inakmusayii penpecopa (a maxkoic 3a ymos
cnonyuenns npomomopy 3 komnaekcom CAP-cAMP) PHK-nonivepasza nouurae mpanckpubysamu

CIMPYKMYPHI 2eHU.

dizionoriyHe 3Ha4eHHS 1HOTO (PEeHOMEHA TONIATAE€ B MOMKIIMBOCTI TTO3UTHBHOTO
KOHTPOJTIO 34MTYBaHHA iH(popMartii i3 cTpyKTypHHUX TeHiB Lac-omepony miy BrumBom 3',5'-
TAM®, KoHIIEHTpaIlisl SKOTO B KIIITHHI, B CBOIO YEpTy, BU3HAYAETHCA aKTUBHICTIO
MeTa0oIi3My [IFOKO3U. AKTHBAIlis aJICHUIATIIMKIIA3H, 10 IPU3BOUTH JI0 reHepaitii 3',5'-
HAM®, BiIOyBaeThCSI B yMOBaX 3MEHIIICHHS B KYJbTYPaJIbHOMY CEPEIOBHII JPKEPEs
ByIICLIFO (IJTFOKO3H a00 TIIeporty), 10 uepe3 yrBopeHHs komiuiekcy CAP-cAMP crumyiioe
riouatok TpaHckpumii PHK-momimepasoro reniB Z,Y,A.

Takum gmHOM, TIpH 11ii Komriekcy CAP-cAMP peaizyeTbest MexaHI3M 1no3umugHoi
peeynayil excripecii reHiB Lac-onepomy.

22.2. OCOBJMBOCTI MOJEKYJIAPHOI OPTAHI3AIIII TA
EKCIIPECII TEHOMY B EYKAPIOTIB

SIK cBiquaTh AaHi cy4acHoi 010XiMil i MONEKYIISIpHOI O10OTiT, CKJIa/ Ta CyOKITITHHHA
ApXITEeKTypa eyKapiOTHYHOT KIIITHHH CYTTEBO BiIPi3HSIOTHCS BiJl POKAPIOTIB: TaK, KUTBKICTh
IHIMBIAyaTbHHUX OLNKIB B oprafizmi moanHu niepesurrye 50 000, mopiBHIHO 3 MPUOIM3HO
3000 pizuux 6inkiB y E.Coli. BinmosigHo, i reHOM simepHuX opraHi3MiB € OLTBIII CKITATHOFO
CHCTEMOIO 32 CBOEIO CTPYKTYPOIO Ta MOJIECKYIAPHOIO opraHizali€ro, MOPIiBHSIHO 3
HpOKaploTaMH 30KpeMa 3Ha4Ha PI3HHILI iICHYE B KUTbKICHUX TIOKA3HUKAX 1 CTPYKTYpHIl
opranizarii JIHK.

BiamosiiHO 10 0cOOMMBOCTEN CTPYKTYPHOI OpraHizariii TeHOMY, KOHTPOJIb €KCIIpecii
TEHIB Y eyKapiomie TAKOK 3HAYHO CKiIaaHImmi. OKpiM MexaHi3MiB, ONTM3BKHX J0 iICHYFOUMX
y TIPOKapioTiB, B KOHTPOII T€HHOI eKCTIpecii B eyKapiOTHYHMX KIITHHAX OepyTh Y4acTh
TaKi crierhivHI MOJNEKYISIPHI ITPOLIECH, IIT0 PEAITi3yIOTh PEryIISITOPHY JIiF0 Ha PI3HHUX PIBHIX
TeHHOI eKCIIPeCii:

(1) na piBHi cTpYKTYpHOI OpraHizawii reHOMY — PEeryJisiLis 3ACHIOETHCS 32 PaXyHOK
HasIBHOCTI crieU(IYHIX MOCIIIOBHOCTEN HYKIICOTH]IIB, TeHHUX MepeOy10B (pekoMOiHarii
reHiB), amrutidikarii reHis;

(2) na piBHi TpaHcKpUnuii — PETYIATOPHUMH MEXaHI3MaMH € BIUIMB CHTHAIIB
TIOCUJICHHSI Ta TTOCTAa0IeHH TPAHCKPUIII] (€HXaHCEepiB Ta aTeHI0ATOpPiB, BiIIOBIIHO),
nocTpaHcKpwIiiina Mogudikamist MPHK;
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(3) Ha piBHi TpaHCIANIl — OCHOBHIUM MEXaHI3MOM PEryIIillii € KoBaJIeHTHA MOIH(i-
Karisi OUTKOBHX (paKTOPIB TPAHCIISIII MIISXOM IX 3BOPOTHOTO (hOChOPHIFOBAHHSI —
nedocdoprroBaHHS.

Mouiexyisipna opranizanisi JJIHK eykapioris

larutoinHmil TeHOM KOXKHOT KITITHHU opraHizMy Homo sapiens
mictuthb 3,5-10° map a30THCTUX OCHOB i CKJIaJa€Thes 3 23 map
xpomMocoM (puc. 22.7), 0 € JOCTaTHIM ISl YTBOPEHHS OIM3BKO
1,5 M. map reHiB. Pazom 3 TUM, peasibHO B OpraHi3mi JIOIWHH CHH-
Tesyethest He Outbiiie 100 000 pi3HUX OUIKIB, TOOTO GLIBIIIA YACTHHA
sinepHoi JJHK, 10 cki1agae reHoM JIl0IMHM, He TPAHCIIOETHCS B
aMIiHOKHCJIOTHY MOCTiI0OBHICTH Ol TKOBIX MOJIEKYJI.

HasiBHicTb (KpiM peryiITOPHUX i CHTHAIBHUX HYKICOTHUTHUX
MTOCITIIOBHOCTEH, TPUCYTHIX TAKOXK y MPOKapioTiB) 3HAYHOL
KUIBKOCTI JIUISIHOK, IO HE TPAHCKPUOYIOTHCS, € CHeu(iuHO0
OCOOJIMBICTIO CTPYKTYPU T€HOMY €YKapiOTHUHHMX KIITHH. Taki
Prc.22.7.Byosa 12-4xpo-  “‘yopyasni” (parMeHTH TeHOMy OTPUMANN Ha3By iHMpOHis, Ha

MOCOMM KAPIO=  pinMiHy BiJI ex30Hi6 — JIISIHOK T€HOMY, SIKi TPAHCKPHOYHOTLCS 3
(T: ;;’8;;;&"“" YTBOpEHHAM MPHK, o HeCyTh iHopMaLito ISl CUHTE3Y
crieruivHAX KIITHHHUX OLIKIB.
3rijiHo 3 cyyacHuMH olliHkamy, TUIbkA 2 % JIHK wiaitun
ccaBUiB MicTATH iH(opmaniro 1Jis1 KonyBaHHs OiiikiB opranizmy (L.Stryer, 1995).

Ilocnioosnocmi /[HK, uio noemopioromucs

Busuenns nykneornaaux nocmigoBHocTel JIHK Bummx opraHi3miB BUSBHIIO, KpPIM
VHIKabHUX 33 HYKIIEOTHTHAM CKJIAJIOM TMOCITiIOBHOCTEH, PO3ITOBCIOKEHICTE (PParMeHTiB,
110 prcyTHI, 30kpema B JTIHK ccaBitiB, y BUIIsii 6aratsox koriii — Bi 2 10 107 moBropis
Ha KiThHY. B reHoMmi JirorrHY noBTopu ckiiaaroTh 20-30 % Bij OT0 3arajibHOT JIOBKUHH.

3anekKHO BiJ| KUTBKOCTI HYKJICOTHIIB 1 KPaTHOCTI iX TIOBTOPEHHS MOCII008HOCI
HYKI1eomuoie, o nosmoporomsCs, THIPO3IIAIOTECS Ha TaKi KIIACH:

(a) sucokonosmopmi nociidosHocmi, K1 € NUITHKaMH 3 JIOBKHUHOIO Bi 5 10 500 map
HYKJICOTHJIIB, PO3TAIlIOBAHUMHU OJUH 3a OJHUM (“TaHaeMHO”). Taki MOCIIOBHOCTI
YTBOPIOIOTH KITACTEPH, IO MIiCTATH Bt 1 710 10 MITH. KOITiH 1 CKITa1atoTh (PPaKIIifo “‘caresiTHOl
JIHK”. Li BUCOKOITOBTOPHI ITOCITIIOBHOCTI TPAHCKPHITIIIIHO HEAaKTUBHI, 11X (DYHKITIOHATEHY
POJIb OCTATOYHO HE 3’ SICOBAHO;

(6) nomiprnonosmopni nocnioosnocmi, siki MaroTh He Oinbire Hixk 10° kormiii 1 He
YTBOPIOIOTh TAHJEMHHX KJIACTEPIB, & YEPryIOThCS 3 YHIKATHHUMHU HYKJICOTHIHUMHU
rocmiToBHOCTAMH (“‘EicieproBani oBTopy”). Lli mocimiToBHOCTI MatoTh Pi3HY AOBKUHY 1
MOXXYTb OyTH SIK KOPOTKHMH, TaK 1 IOBI'MMH (B 5-7 THC. TTap HYKJICOTHIB).

Kopomxi oucnepeosani nosmopu — 1ie dparmentu [ITHK 10BKHHOIO BiJ OMHUIL
(mexiTpKOX Tap) M0 ACKIIBKOX COTeHb Map HyKIeoTHiB. [lo 1poro kiacy Hajexarb
TTOIIHPEHi B KJITHHAX OpTaHi3My JIFOAWHHU TIOBTOPH civeticmea Alu, siKi MatoTh TOBKUHY
300 map HyKJICOTHIIB 1 TOBTOPIOKOTHCS B KUTbKOCTI Oyi3bko 500 000 komil, CKiiaiaro4u B
oMy 3-6 % BiJ 3araJIbHOIO PO3MIpPY TeHOMY TaruioinHol KiiTuHH. L{i moBTOpH MOXYThH
TpaHCKpuOyBarucsa y Bursiai komnoneHTiB TPHK Ta iHnuBinqyanmsHUX KIITHHHAX
PHK —4,5s-17s-PHK.
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3a CBO€I0 HYKJICOTHTHOIO CTPYKTYPOFO IOBTOPY Alu OTM3BKI 10 KIHIIEBUX TIOCITI/IOB-
Hocteit perpoipyciB LTR i, iMOBIpHO, MalOTh 3 HUMU T€HETHYHUIT 3B’S30K. BBaxatoTh,
110 111 TIOCTIZIOBHOCTI € MOOUTFHUMH elleMEHTaMH TeHOMY, 1110 3IaTHI JI0 mpaHcno3uyil,
TOOTO BUPI3yBaHHsI 1 BOYIOBH B Pi3Hi AUITHKA TCHOMY.

SnepHuii XxpoMaTHH eykapioTis

SIK yrke 3a3Ha9a0Cs, CTPYKTYPHORO 0cOOMMBICTHO TipocTopoBoi Oymosu JIHK eykapioTiB
€ il KOMIaKTH3allist y BUIISI Ccynepcrtipaiieil, siki, B KOMIUIEKC] 3 TICTOHaMU Ta Heric-
toHOBUMH Oinmkamu — HI'B (70 1X ckiamy BXOASTH perymsiTOpHi, CTPYKTYPHI OLIKH,
(bepMeHTH peruTiKallii TOII0) YTBOPIOKOTH SICPHUN XpoMamiuH, IO Ha eTarli MiTO3y opra-
HI3y€ThCS y BUTIISIII XPOMATHHOBHUX TiJIEIIh — XPOMOCOM.

Y winiTHHaX TBapuH Ta JirorauHuy pervtikartis JJHK BinOy-
BAa€THCS TUTBKHM B TIEBHUHN TEPioJ] KITITHHHOTO MAKITY —
S-dagy, sika BimokpemiieHa Bix wmimosy (M) npecunTe-
tuHoI0 (G, ) Ta nocteunreTruHoro (G,) dasamu; pasu S,
G, Ta G, cK1afiaroTh “iHTEpPMITOTHYHUH TIepion” — inmep-
¢aszy, G,— nepion penpodykmusro2o cnokoto (puc. 22.8).
KoHTponbHi MexaHi3MH, 1110 PETYITIOI0Th IEPEXiJ1 KIITHHI
3G, 10 S-(ha3u 3aMIIAKOTHCS HEOCTATHEBO 3’ ICOBAHMMM.
Pazom 3 THM, TTyCKOBI peaxiiii, Siki BU3HA4YaI0Th TOYaTOK  Puc. 22.8. ®a3u KIIITHHHOTO LMKy,
MITO3Y, 1 TTOJIATAalOTh B 3BOPOTHOMY (hOChOPHITIOBAHHI
TICBHUX SICPHUX Ta [IUTOIIA3MATUYHUX OUIKIB, TPOTSATOM OCTAHHIX POKIB B JJOCTAaTHII
Mipi po3mudpoBaHi (IMB. HIKYE).

HykneocomHa opranizarisi siIepHOTO XpOMaTuHy Ta O10XIMi4HI XapaKTepUCTUKH
TiCTOHIB OyJH pO3IIISHYTI B T1aBi 3. B iHTepdazHoMy siapi XpoMaTrH T epeHIIFOETECS Ha
mpanckpunyiino axmushuil xpomamur (TAX), abo “eyxpomamun” ta mpancKkpunyitino
HeakmuseHuti, penpecosaruii xpomamur (PX), abo “cemepoxpomamun’. 11i nBa Tumm
XPOMATHHY PO3PI3HSIOTH 32 010XIMIYHUMH Ta MOP(HOIOTTYHUMH (EJIEKTPOHHO-MIKpO-
CKOITIYHUMH) XapakTepucTUkamu: TAX MEHII IiTbHO KOMITAaKTH30BaHuH, Hix PX, Hioro
HYKJICOCOMHA CTPYKTypa 3MIHCHA, @ B TPAHCKPUIIIIMHO HAHOUIHII aKTMBHHUX PErioHax
B3arasi BiJICyTHSI.

Koeanenmna mooudbixauin zicmonie ma HI'b

INicronn ta HI'B, 1110 BXOZITE 10 CKJ1a Ty HYKJIEOCOM XPOMATHHY, ITiUTSTAI0Th IPoLiecaM
MOCTTPAHCIALIIHOT KOBAJICHTHOT MOMTM(DIKALTIT, SIKa 3MIHFOE TX XIMi4HI BIACTHBOCTI, 30KpeMa
3[aTHICTH 10 B3aemofii 3 meBHuMH JitstakaMu JTHK, 1 Moke OyTi omHAM 3 GloXiMITHIX
MEXaHi3MiB KOHTPOIIIO CTYTICHSI KCIIpecii IIeBHUX TeHIB.

Jo peaxiii koBajeHTHOT Monudikaii OUIKIB SIEPHOTO XPOMaTHHY HAJIEKaTh iX
ayemunio8ants, (hochopuniosants, Memunt08ants, anikozunoganis, AAd-pubosu-
smosarHs. HeTicTOHOBI OUTKHM MMiIIATal0Th TIOCTCHHTETUYHIM MOIU]IKAIsSAM B 3HAYHO
OLIBIIIOMY CTYTICHI, HDXK TiCTOHH. BigmoBimHi pamukanu (aneTwibHi, GpochopuibHi,
METHIIbHI, TTiKO3WIbHI, AJ[D-prO03MIbHI) CHOTYyJal0ThCs 3 OOKOBHMH JIAHITFOTaMHU
aMIHOKHUCJIOTHHX 3QJIMIIKIB B MOIINENTHAHUX JIaHrorax ricrodis ta HI'B.

Crnin BU3HATH, 10 PETY/IATOPHE 3HAYCHHS B pealli3allii KOHKPETHUX MOJICKYJISPHO-
TeHEeTUYHHX TPOIIECiB TOYHO HE BCTAHOBIEHE Hi IS OIHOTO i3 3a3HAYEHMX IILIIXIB
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KoBaJieHTHOI Moauikartii simepHuX OinkiB. [IeBHI (yHKITIOHATBHI KOPEJISIii 3 aKTHB-
HICTIO TEHOMY BUSIBIICHI JIUIIIE JIJIs peaKIliii aleTHiIroBaHHA Ta (pochoprmoBaHHs.
Ayemuntosanns 2icmomie— POIIEC, 10 TIOYNHAETHCS BKE B IUTOILIa3MI (aIleTHITIO-
BaHHs1 N-KIHILIEBOTO cepuHy rictony H4) i 3aBepiryeTbest B spi, € aleTHITIOIOTHCS
MepeBaKHO OOKOBI paIMKaIH JTI3MHOBUX 3JTUINIKIB, 110 IPU3BOIUTH J0 3MEHIIICHHS
MO3UTUBHOTO 3apsiLy TiCTOHIB 1 po3pHxJIeHHs KoMIuiekciB ricton-/IHK y cknani Hykieo-
COM. ATICTIITIOBaHHS ITepe/Ty€ aKTHBAIil TeHOMY 1 3pOCTaHHIO IIBUAKOCTI TPAHCKPHIIIILT.
Dochopunosantsi - deghocopuntosartis OIIKIB XpoMaTuHy (TIPOKCUIBHUX TPYI
3aJIUIIKIB CEPUHY Ta TPEOHIHY) — KJIAC PEaKIliii, 110 BiJOYBaIOThCS K Y IIUTOILIa3Mi
(Ge3mocepeHbO MmicHs X TpaHCALIi), TakK i B sApi. BcTaHOBIIEHO, 110 TPOTATOM Pi3HUX
(a3 KIIITHHHOTO IUKJITY 3BOPOTHO ocopummoroThes sk ricronu (H1, H3), Tak 1 okpemi
HI'B, npote ans iHaMBIMyaTbHUX OLIKIB Il 3aKOHOMIPHOCTI MOXYTh OyTH PiI3HUMH.

I'enernyHi pexomOiHawii

BaxxnmBe wmicrie B opraHizariii TeHOMY pi3HHAX KIITHH TIOCIIal0Th TeHHI 1mepeOyaoBr
(peapamKyBaHHs — rearrangements, aHIIL), a00 eenemuuni pekombinayii (pexombinayii
2eHig), TIiJl SIKUMU po3yMitoTb 0OMiH (pparmentamu JIHK mix pisHuM# reHamm abo
00’€IHaHHA TEHIB 3 Pi3HUX OIONOTTYHHUX JPKEPEN 3 YTBOPEHHSIM HOBHUX XPOMOCOMHHX
CTPYKTYP, 30aTHUX JI0 PEIUTIKaIlii i TeHeTUYHOT eKcTpecii (TPaHCKPHIIIIT Ta TPaHCIISAIIIT ).

lenetnuHi pexoMOiHaIli MarOTh Micile B OIOJIOTIYHUX CHCTEMaxX Pi3HOTO CTYIICHS
CKJIQJIHOCTI — BiJ BipyciB 1 OakrepiodariB O BUIIUX €yKapiOTUYHHX OPraHi3MiB.
[epeOynoBy CTPYKTYpH I'€HIB € PYILIHHOIO CHIIOK MIHJIMBOCTI 1 MAOTh BEJTMKE 3HAYCHHSI SIK
y (¢opmyBaHHI 0i0XiMIYHOI iHAMBITyaTbHOCTI Ha PiBHI OKPEMHX OCOOWH B MeXax
010JI0TIYHOTO BUITY, TaK 1 B yTBOPEHHI BUIIB Y ITPOLIECI €BOIIOITII.

MorekysspHi MeXaHi3MH TeHETHYHUX PEKOMOIHAIIIH CKIIa/IHI i CyTTEBO BiPI3HSIIOTHCS
Y PI3HHX OpraHi3MiB Ta IPH Pi3HUX TUTIAX peKOMOiHaIlil. BoHn BKITFOYaroTh y cebe pepmeH-
TaTUBHI MpotiecH “po3pizanHs’ Monekyn perunienTHrx JJHK (3a yuactro cnerpdivunmx
JAHK-a3) Ta BirouenHst B Monekyity JJHK €y»xopigHux nomiHyKIeoTHIHNX (parMeHTiB 3
THITIOT XPOMOCOMH, 200 3 1HIIIOTO JIO-

Jloxyc BOynoBI o

TPaHCIIO30HY KYCy TI€1 K XpOMOCOMU — TAK 3Ba-
: HUX TPAHCIIO30HIB (transpose —
y nepeMilaTi, aHri.). 3AaTHiCTh
. mpancno30Hie OyTH BOYIOBAHUMHI

Penumnientna THK | H:H:H:H | .
B Mosiekyiu 1Hmx JIHK 3anexurs
IS + IS BiJI MPUCYTHOCTI Ha KIiHIISIX TPaHC-

V |/ .

Tpancroson % % II030HIB OCOOIMBUX HYKJICOTHAHHUX

(bparMeHTiB — TaK 3BaHUX iHCEp-
. yitinux nocnioosnocmetl (insert —
PexombinanTa
JTHK ecmasnamu, @KIOYamu, aHrl.);
HACTyIIHC 3LHIMBAaHHA aFMeHTiB
Puc. 22.9. BoynoBa tpancnosony B peuunientny JHK. Ha 4 d)p

000X KIHYSAX MPAHCNO30HY PO3MIUjeHi iHcepyitii JAHK-nirazamu 3aBepily€ Ipouec
nocnidosHocmi (IS-enemenmu). nepeHeceHHs reua (puc. 22.9).
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Pexombinauii' y npoxapiomie

PexomOiHartii € mommpeHnM MpoIecoM y IPOKapioTUIHUX OPTaHi3MiB, 3aBIISIKH STKOMY
KJIITHHN OCTaHHIX BKITIOYAIOTh JI0 CKJIamay cBoro reHomy (parmentn JIHK (reHermyHi
€JIEMEHTH) 3 HIINX KITHH. J{0 FeHeTHYHNX PeKoMOIHAIIIH Y MPOKapioTiB HAJIEKATh:

a) mpancghopmayiss — TPOIIEC BKITFOYSHHS B TEHOM PEIUITIEHTHOTO MIKpOOPTaHi3My
JIHK 3 noHOpHOT 3aru6mnoi KITTHHY TOTO K BHLY;

6) mparncoyxyis — neperoc Oakrepiodarom ¢pparmenta JJHK iH¢ikoBaHOT KIIITHHY B
CKJIa]l TEHOMY 1HITIOTO PEIUITIEHTHOTO MIKPOOPTaHi3My;

8) KOH toeayiss — TIPOLIEC CTATEBOTO PO3MHOXKEHHS, III0 Ma€ MICIle Y JIEeSIKUX BHIIIB
OakTepili 1 nomsirae B nepenecenti ¢pparmenra JJHK 3 nonopnoi (F") no peuumienTHOq
(F) xmituan.

Pexomoinauii ¢ eyxapiomie

VY BUIMX OpraHi3MiB T'€HETHYHI PEKOMOIHAIT € Ba)KJIMBUM €JIEMEHTOM YTBOPEHHS
TaIUIOiHUX SUIEKITITHH Ta CIIEPMaTo30i/IiB B Tpotieci metiosy. [lepen BCTymoM KITiTnH
JI0 PEeIyKI[IHOTO IOy TOMOJOTIYHI XpOMOCOMH OOMiHIOIOThCs nimstHkaMu JIHK
(kpocuneosep), MO € MONEKYIIPHO-TCHETUYHUM MEXaHi3MOM HaaOaHHs HallaaKaMH
BJIACTHBOCTEH 000X OaTbKIBCHKUX OCOOUH.

Pexombinauii 2enie imynoznooyninie

Y 3piinx 0coOuH MpoLiecy nepeMillieHHs (mpanciokayii, mpancno3uyii) OKPeMUX
TeHiB a0o TPYII TeHIB B iHIIE MicIle TeHOMY (B MeXaxX Ti€i K XpOMOCOMH ado B iHIITY
XpOMOCOMY) MaroTh Miclie B TeHax B-miMQonHuTiB, 110 KOAYIOTh YTBOPEHHS iMYHO210-
oyninie. 111 TeHeTHYHI peKOMOIHAIIIT € MEXaHi3MOM, 3aBJISIKU SIKOMY B OpraHi3Mi JIto-
JIMHH Ta TBapWH 3a0e3MeuyeThCcs CHHTE3 MUTBHOHIB PI3HUX aHTHTIN y BiIIOBiAh HA
MIPOHMKHEHHS B OPTaHi3M 4y:KOpiqHUX aHTUTeHiB (TaBa 30).

IMyHODIO0YIiHY € OijIKaMU TETpaMepHOi OYIOBH, 10 CKJIAIAI0THCS 3 YOTHPHOX MOJTi-
TTENTHIHNX JIAHITIOTIB: ABOX H- (“BakKKMX ) TaHITFOTIB Ta ABOX L- (“Ierkux’’) JIaHITIOTB,
SIK1 € TIOMApHO OIHAKOBUMHU. Po3pi3Hsa0Th 1’ s1Th THUNB H-1anmtoriB (00 — anbda, Yy —
ramma, )L — M0, & — JIeIbTa, € — ENCHIIOH) Ta JBa TUIH L-naHioris (K — Kara ta
A —1aM6/1a). 3a5Ie)kKHO BiJl TUITY JIETKOTO Ta Ba)KKOTO JAHIIIOTIB, PO3PI3HAIOTH I’ ATh
kiaciB imyrormoOymiHiB (IgG, IgA, IgM, IgD ta IgE), y ckimaai Ko)XHOTO 3 SIKMX TIEBHUI
Tun H-naH1rora criony4yaeTbest 3 OHUM 13 JBOX TUMIB L-1aHIora.

VY cBoto uepry, B KookHOMY 3 H- Ta L-naHIroriB MoseKy:r iMyHOII00yITiHIB MOJKHA
BUJIUTUTH OKpEMi CTPYKTYpHI JOMeHH: KOHCTaHTHi (C-) TUITHKH, 110 PO3MILIYIOTECS 3
C-kigmiB H- Ta L-nanroris 1
XapaKTepU3yloThCs CTAMICTIO V. TC > sT=5 T VN
aMIHOKHCIIOTHOTO CKJIaTy B T Y . { :r—i——ls e =3

=

S
S 8S—3§

PI3HHUX KJIaciB iIMyHOIIOOYJTiHIB s—s  s—s s fc2| | |2l s

TaBapiaGenbhi (V-) mimmmxm,mo - N[ Ve [ G | 4% S N
po3minryrorhes 3 N-kiniiB H- 3 |s S_-CH3

Ta L-naHuroris, i xapakrepusy- s s

I0ThCsl MIHJIMBICTIO aMiHOKHC-
JIOTHOTO CKJIaNy, YTBOPIOKOUHU

KoH(popMaILii, KOMIUIEMEHTApHI c C

JIeTepMiHAaHTHUM TpyIIaM aHTH- Puc. 22.10. Cxema OynoBu MoJIeKy/Id iMyHOLII00YTiHY.
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TeHiB, TOOTO 3a0e31edyrou iX 3B’ I3yBaHHs 3 AaHTHTLIAMH.

Came 3aB/sIKM HAsIBHOCTI Ha KiHIAX L- Ta H-naniroris iMyHor100y miHiB BapiaOeTbHIX
TUJISTHOK 3a0e3MeYyeThCsl MOXKIIMBICTh CHHTE3Y HaJI3BHYAaHO BEIHKOI KiTBKOCTI
IHMBIAyaTbHAX IMYHOIIOOYITIHIB (aHTUTLI) BiAIOBITHO 70 HAJIXOLKEHHS Ty>KOPITHIX
OUIKOBUX MOJICKYJL. Y CBOKO YEpry, CHHTE3 TaKOl 3HAYHOI KUIBKOCTI MOJICKYJI 3 Pi3HOO
MIEPBUHHOIO CTPYKTYPOIO BU3HAYAETHCSI MHOKHHHUMH PEKOMOTHALTISIMH TeHIB, 1110 KOITYIOTh
OKpEeMi 9aCTHHH MOJIEKYIT IMyHOIJIOOYITiHIB.

PozmstHeMO OCHOBHI 3aKOHOMIPHOCTI TEHETHYHUX PEKOMOIHAIIH, IO iCHYIOTh TIpH
(hopmyBaHHI B 3piiaux JTiM(OIUTAaX TEHIB, KI KOAYIOTh cuHTe3 L- Ta H-naHioris
IMyHOIJIOOYJTiHiB.

L-nanyroey — CUHTE3 JIETKUX JIAHITIOTIB BiOyBaEThCs 3a PAXYHOK EKCIIpecii TPhoX
CIMEHCTB IeHiB, 0 YTBOPIOKOTH Bapiabenbuuit (V,), 3’€HyBanbHui (J, ) Ta KOHCTaHTHUM
(C,) cermenTy; 10 TOTO %, 3a3Ha4€H1 TPU CIMEHCTBA, 1110 KOIYFOTh CHHTE3 JIETKHX JIAHLIFOTB
THITY Kanna, IOKaTi30BaHi B 2-if XpOMOCOMI, JIAHIIFOT1B THITY 1IMO0a— B 22-1 XPOMOCOMI.

V ramoingHoMy XpoMOCOMHOMY Hab0pi MiCTHTBCst Orm3bKo 500 renis cimelictsa V., 5-
6 renis Tury J, Ta 10-20 renis tury C, . i reHHi ciMelcTBa JIOKaTi30BaHi Ha BIICTaHi OIHE
BiJI O/IHOTO B Pi3HUX JIJITHKAaX XPOMOCOM (2-1 Ta 22-i, BIATIOBIZHO) 1 30MIKYIOTBCST MiXK
co00I0 B Iepioj1 yTBOpEeHHs 3pisioro B-niMdomnmra 3a paxyHok riepeOy1oBH (rearrangement)
JAHK i Tpanciokaii rena Tty V, 3 IMCTaIbHOL AUTHKK XpOMOCOMH Ommrokye 110 J, - Ta
C, -cermenris. 3a PpaxyHOK TaKoi mepeOyJOBH YTBOPIOETCS €TMHUIA TeHHHUH JIOKYC, 10
Mae OyJIoBy VL@)JL(‘)CL@) 1 TPAHCKPUOY€ETHCS Y BUIVISAL €IMHOT moii- nuctponHol MPHK-
TONEPE/IHIKA (TIepBUHHOTO TPAHCKPUIITY ), IKUH ITiCIIS1 BIIIOBITHOTO MPOIECUHTY YTBOPIOE
3pimy MPHK 11t ierkoro sanirora iMyHOIIOOYITiHIB.

H-nanyroeu — cvHTe3 BOKKYX JIAHITIOTIB IMYHOTJIO0YITiHIB KOy ETHCS TeHAMH YOTHPHOX

V-segment genes (~ 250) D-segment genes (~ 15) J-segment genes (4)

111 110

Puc. 22.11. I'enHi cimeiicTBa, o yreopowTh H-1anmoru imynornnooyutinis (Stryer L., 1995).

CIMEHCTB, 10 yTBOPIOKOTE V -, D-, J - Ta C,,-cermenTn y ckiami 14-i xpomocomu:
I'eHeTHYHMIA JTIOKYC, IO KOY€E BapiaOelibHY JUISTHKY BaXKKOTO JIAHIIOTa, (DOPMYETHCS
3a PaXyHOK 30IMKEHHs IeHiB i3 civercts V, (250-350 renis), D (15-20 renis) Ta J,, (4
reHn). [ eHHa ieTepMiHallis CHHTE3Y I[LTICHOTO BYKKOT'0 JIAHITFOTa BiI0YBA€THCSI 32 PAXYHOK
B3aEMOJIi1 JIOKyCy OyZ10BH VioPodue (0 Komye BapiaOiTbHY JISHKY) 3 OTHUM 3 BOCBMHU
renis cimeiictea C,; (1o

I'enu BapiaGenpHIX I'enu KOHCTAHTHUX
. ) KOAYIOTh KOHCTAHTHY
JUITHOK JUTAHOK .
JITSTHKY ).
v,v,v..v.,DD,D,..D, J J JJ C C C C, C .
4 o Ty T T e Cunres nimdormramu
IMYHOIIOOYITiHIB TIEBHHX
\ / acis (G, A,M, D, E), mo
PO3PIZHSIOTHCS 32 THIIOM
V, D, ] \ OyI0BH BayKKOT'O JIAHITIOT A,
HOBHI/II/I reH

3a0e3MevyeThesl 3a paxy-

HOK (DYHKITIOHYBaHHSI Me-
Hopnwii ren H-nargora XaHI3My “TIepeKIIFOYEHHs

BapiabenpHOT V D JC
JIUITHKA ! !
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KJIaciB BOYKKMX IMyHOIIIOOYITiHIB”, SIKHH 3MIMCHIOETHCS IUISIXOM (hiKcallii B CTPYKTYpi TeHOMY
EBHOTO 3 00panux V, -reniB 3 neHuM C, -reHom. Taki renni nepeOyioBH 1 J1eXkarb B
OCHOBI CHHTE3y BaXKKHX JIAHIIOTIiB iIMyHOTTIOOYJiHIB Tijx dac nudepeHIiroBaHHsS
emMOpioHanbHuX JiMporuTiB (A.S. Hukomaes, 1998).

Taxum 9MHOM, 3aBISIKH MOYKJIMBOCTSIM YTBOPEHHS Pi3HUX CIOTy4YeHb TPHOX I'eHiB Ci-
meicetB V, J; Ta C, mpu CMHTE31 JIETKKX JIAHIIFOTIB Ta YOTUPBOX IeHiB civericts V,, D, J
Ta C, IpY CUHTE31 BOKKKX JIAHLFOTIB, B IMYHHIA CUCTEMI (JOPMYIOTHCS KIIOHH JIIM(OLUTIB
3 PI3HOMaHITHOFO O10JTIOTEKOIO T'eHiB, SIKi 3a0€3MeUYIOTh KCIIPECII0 BENMUYE3HOT KTKOCTI
iMyHOIOOYiHIB (710 107-10%) 3 pi3HOO aHTUTCHHOKO CIICIM(IYHICTIO Ta PYHKIIOHATEHUMH
BJIACTHBOCTSIMH.

Amnutigikanist reniB

Awmnnighixayis eerie — mporiec 301b- -
LICHHST KUTHKOCTI KOMIH BiZITTOBI/THVIX TCHIB. (L L

MorekyJsipHOI0 OCHOBOIO aMILTi(i- "N e
Karlii € 6araropasosa (“BHOyXoHoi6Ha") e e

imimiaris cuatesy JHK (perutikarii) B
TOMY K CAMOMY DEIUTIKAIlifHOMY CalTi
(puc. 22.12).

[puknamamu amrutihikarii reHiB BUILIMX OPraHi3MiB €:

(1) amrmmidikartist reHiB Memanomioneiny — OiKa, 10 3B’ A3y€ TOKCHYHI ISl OpTraHi3MiB
CCaBIIiB I0HM B)KKMX METAIIB, 30KpeMa PTYTi, MiJli, TUHKY Ta Kajmito. [ Ipr HamxomkeHHi
B OpraHi3M 3a3HaueHUX 10HIB BigOyBaeThCs 301BIICHHS YAaCTOTH TPAHCKPHUITIIT
METaJIOTIOHETHOBOI'O TeHA B JICCSITKH Pa3iB, 10 € ()i3107I0MYHAM MEXaHI3MOM JISTOKCHUKALIT
BaKKHX METAJIIB;

(2) ammumidikamis rera oueiopogponampedykmasu — (HEepMeHTy, 0 TIEPETBOPIOE
¢omieBy kucioty 10 i KopepMeHTHUX (HOpM — AUTiapodonaTiB, siKi € KOpepMEeHTaMH B
CHHTE31 ITyPUHIB Ta THMIHY.

Awmrmridikartist reHa aurinpodonarpeyKrasu i 30UThIIEHHS B COTHI Pa3iB PiBHS CHHTE3Y
(hepMeHTY cIlOCTEpIraloThCsi B yMOBaX BBEICHHS B OPraHi3M OHKOJIOTTYHUX XBOPHX
npernapary memompexcamy. B 0CHOBI aHTHITYXJIMHHOT JTil METOTPEKCaTy JISKHUTh 1HTI0Ipy-
BaHHS aKTUBHOCTI AWTiApodonarpenykTasu, Mo NpU3BOAUTD 0 MOPYIICHHS CHHTE3Y
HYKJIETHOBHX KHCIIOT Y KIIITHHAX 3JIOSIKICHHX ITyXJIMH. Pe3ynbraToM Takoro akTMBOBAHOTO
cuHTe3y (hepMeHTy BHACIHIIOK aMIDTi(hiKaIli reHa € BTpara 4y TIMBOCTI KIIITHH-MilIeHei
JI0 TIPOTHITYXJIMHHOTO JIIKaPCHKOr0 3ac00y.

Puc. 22.12. Cxema npouecy ammutigikauii rexis.

Jlanuytozoea nonimepaszna peakuyis

SBuiie amrutidikartii reHiB HaOyI10 BayKJIMBOTO MMPAKTUYHOIO 3aCTOCYBaHHS! B METOII1 IAHLH020801 NOIMEPAZHOT pearyii
(VIITP), mo OyB 3anporioHoBaHuit B 1983 p. ameprkancskim goctigarkom K.Mromticom (K.Mullis), i 1icTaB nommpeHHs
B CyJacHHX O10MEJMYHUX JIOCIIDKEHHSIX.

Meron JIITP 103BoISsIE OTpHMATH B YHCTOMY BUIBIII 1 B 3HAYHIN KUIBKOCTI (XOCTaTHIN JUISI IPOBENCHHS JIOCIIDKCHB)
nieBHi (parmenTH (ociinoBHocti) JIHK ckiaHOrO reHoMy JIFOAMHH Ta ieHTH(IKYBaTH IX 32 HyKICOTHIHIM CKJIAIOM.
IMpunrmn Metoxy noisirae B 3acrocyBanni PHK-npaiivepis, crenmdiunmx 1o nesrux aisHok JJHK, mo ananizyerses,
Ta nofabIIoMy BukoprcranHi JIHK-momimepasy, sika 31aTHa perutiKyBaTi HyKJISOTHIHI OCIIIOBHOCTI B 000X KOMIUIEMEH-
TapHUX JIAHIIIOTaX, yTBOPIOIOYH 3HAYHY KUTbKICTB KO caMe JI0CITi[KyBaHOT O MOMIHYKJISOTHIHOTO (hparMenTa. AMrnrici-
xoBaHi ¢parmenTy JIHK BUIUIIOTE 3 peakiiiHOro CepeIoBHIIA i JOCIIPKYIOTB 3 IOHOMOTOO ICHYFOUNX O10XIMIYHIX METOZIB.

3a noromororo JITIP 3xificHroeThes Tak 3BaHa “/IHK-miarHocTHKA”, TOOTO aHaui3 neBHuX nocrinorocteid JIHK B kitnHax
JIIOJVHY, IO Ma€ NEePIIOPsIIHE 3HAYCHHSI B {IarHOCTHILII CIIaIKOBHIX XBOPOO, BUSIBIICHHI IIPHCYTHOCTI B OpTaHi3Mi JIFOXHHI
neBHUX BipyciB (B Tomy uncii BIT), inentudikanii ocoducrocti. Tak, 30kpema, came 3a 1M METoIoM OyB 3IiHCHEeHMIT
CyZOBO-MEINYHHIT aHANI3 3aJIMIIKIB [apchKoi ¢iM’i Ta ineHTr(ikoBaHi 3aJIMIIKHU Tita pociiicekoro naps Muxomu 11
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Perynsinisi ekcripecii reHiB eykapioTiB Ha piBHI TpaHCKpPHIILl

I'eHy BUIIMX OpraHi3MiB MalOTh PO3BUHEHY CUCTEMY CHTHAIIIB PETYIISIIii TPaHCKPHITLL,
SIKi He JIMILIE BKa3yroTh HaMicuenouarky cunte3y PHK, a i perymorors Horo ak THBHiCTh.
Jo ckiamy cucTeMy TPaHCKPUTILIIMHUX CUTHAITIB Y €YKapioTiB BXOISATH:

(1) mpomotopw, crietwgiuni st pisanx PHK-nonimepas, arne Taki, 1o MatoTh CIITbHY
HYKJICOTHIHY TIocTinoBHIcTb (TATA...), sika romonoriyna 0oy [ IprnOHoBa y pokapioTis,;
3 IIUM HyKJIeoTUTHIM Os10K0M B3aemonie PHK-nonimepasa I1;

(2) cnemmdiuni nocmnoBHocti Marpuunoi JJHK, siki migcnimoroTs ado TocnadmorTh
PIBEHB EKCIPECii CTPYKTYPHUX TeHIB, BIUTMBAIOYH HAa AKTUBHICTH TPAHCKPHIILIT, TOOTO Ha
KibKicTh MosieKys1 MPHK, 1110 CHHTE3YIOThCSI, Ta IBHUJIKICTh TX YTBOPEHHS — “€HXAHCEPHI”
(mincumoBaibHI), “ammentoamopui” (MOCTa0MIOBAIIBHI), “‘cailieHcepri’” (3anTyIIyBalibHI),
“adanmopni”’ eNeMEHTH TCHOMY.

Enxancepu

Haii6inpin BUBYEHNMH HA JAHWH 4Yac € aKTUBYIOYl €IEMEHTH CHUCTEMH PeryJisiiii
TPAHCKPUIIILIIT — TIO3UTHBHI PEryJsITopy eHxarncepu (enhancers — TOCUITIOBAY, aHIIL).
Enxancepu — ue aisaku JIHK, siki MOXXyTh CKJIaaTHCs 3 HYKJICOTHUIHHX TOCIITOB-
HOCTEH (JJOBKUHOIO B JICKUTbKa JICCATKIB Map a30TUCTHX OCHOB — ‘“‘Mopmyreii”, abo
”MOTHBIB” — motifs, aHIL.), 0 TaHEMHO TIOBTOPIOKOTHCSL.

Enxancepu 3011bIIYIOTh €)EKTUBHICTD TPAHCKPHIILIIT TeHIB, Ha SIKI BOHW BILTHBAIOTH,
B JICCSITKY 1 COTHI pa3iB. BcTaHOBIEHI HyKIICOTH/THI TOCITIOBHOCTI €HXAHCEPIB [Tt 6ararsox
(hepMeHTHHX OLJIKiB (XIMOTPHUIICHHY, AJIKOTOJIBIETIIPOreHasH TOLIO), TOPMOHIB (1HCYJTiHY,
TUIALIEHTaPHOTO JIAKTOTEHY JIFOJIMHH ), IMyHOTTIOOYITiHiB.

Enxancepn 31maTHi BIUTMBAaTH Ha aKTUBHICTH BiJMOBIIHUX T'€HIB HaBITh 32 YMOB BiJl-
JIAJICHOCTI BiJ| X TIPOMOTOPIB HA JIEKiTbKA THCSY a30TUCTUX OCHOB. AKTHBYIOYA JTist
CHXaHCEPIB OMOCEPEIKOBaHa PETYIITOPHUMU OLUTKaMHU (JIMB. HUKUE), 1110 B3AEMOJIIFOTH 3
HUMH 1 MOXKYTb BIUTMBATH HA TPACKpUIILIiO Bimanennx AustHok JJHK. Pazom 3 Tum, pu
B3a€MOIi1 3 TEBHUMH OLTKOBUMH (PaKTOpaMH JAesiKi eHXaHCEPU MOJKYTh OTPUMYBATH SIKOCTI
HETaTHBHUX PETYISTOPIB — cailieHcepie (3aenyuiyéayie — aHIIL), 0 TaIbMYIOTh
EKCTIPECIIO BiIITOBITHIX TEHIB.

(3) umncieHHi perymasTOpHi OUTKH, 10 € KOMIIOHEHTAaMH CHCTEMH TPaHCKPUTIIIITHIX
CHTHAJTIB, KOHTPOJTIOIOYHM aKTHBHICTH crHTe3y MPHK pizaunx knacis. Ha nanwii wac Butineni
OUTKH, 110 3/1aTHI 70 cnenuivHol il 3 MeBHUME eHxaHcepamu. L{i OUTKH MOXYTb
B3aEMOJIISITH 3 peryistopHumu nociigoBHocTssmu JIHK, mio po3raiioBani Ha BificTaHi B
JIEKiTbKa THCSY a30TUCTHX OCHOB BiJ caifTiB B3aemoii 3 PHK-nomimepazoro Ta iHimiarii
TpaHCKPHIILii. BBaKaroTh, 1110 TAKMii ICTAaHTHUIA BIUTUB PETYIIITOPHIX OLIKIB pealti3yeThest
3a paxXyHOK 3MiH y TipocTopoBiii korhopMarii marioriB JIHK i yrBopeHHS BHYTpiIHIX
TIETETb, 110 300IMKAIOTh PETYIISITOPHI €NIEMEHTH TEHOMY 3 JIUISTHKAMHU, sIKi TPAHCKPHOYFOTHCS.

B amanrariii opraniamy BUIIMX TBAPUH JI0 YMOB CEPEIOBHIIIA, 10 3MIHIOKOThCS, BKIIUBY
y4acTb OepyTh CTEPOIHI TOPMOHM KOPY HAJIHMPHUKOBUX 3aj103. BcTaHOBIEHO, 110 JTist
nuxX (i3i0JOTIYHO aKTHBHHUX CHOJYK OMOCepenKkoBaHa creru(pigHuME OiTkaMu —
perenTopamy, sKi B KOMIUIEKCI 3 TOPMOHAMHU B3a€MOJIIOTh 3 TIEBHIMH CHXAHCEPHUMH
TISTHKAMU TeHOMY, akTuByrour TpaHckpumiro JIHK 3 nmeBHux reHis.
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Perynsinis ekcripecii reniB eykapioTiB Ha piBHI TpaHcJIsIIil

MexanizMoM peryiisiiii OiocuHTe3y Oljika Ha PiBHI TPAHCIIAIT € KOBAJICHTHA MOJIU-
¢ikamist 611KOBUX (HAKTOPIB TPaHCIAIT IUISIXOM 3BOPOTHOTO (hochopriIroBaHHS —
nedochoprumoBaHHS 32 ydacTro TAM®-3a51e:KHOTO PETryISTOPHOTO KaCKaTy KITITHHH.

Konrpors Tpancsmii nsxoM ¢ochoprmroanss (iHaKTHBALL ) Ta AehochoprITroBaHHS
(axtuBarii) dpakropa inimiawii Tpancisii elF-2 (Ha npukai peryisiii CHHTe3y TeMOIIIo-
0iHy) OyB pO3IISIHYTHH B T1aBi 21.

KoHnTpous BeTyny KJIITHH 10 MiTO3Y

Perurikanist IHK y eykapiori BinOyBaeThcst MpOTATroM S-(hazu KIITHHHOTO LUKITY, &
MITO03, TOOTO PO3IIO/ILT TOIBOEHOTO XPOMOCOMHOTO Marepiany MK JOYipHIMHA KITI THHAMH,
TIOYHUHAETBCS TUIBKK Ticns miarotouoi G,-¢pasu. Berymy B M-asy nepenye cknanna
niepe0y10Ba KJIITHHHOT apXiTEKTYPH, 110 IOJIATAE B KOHCHCAIIIT XpOMATHHY, PO3LICTUICHHI
siepHol MeMOpaHH, peopraHizaiii HUTockeneTa 3 GopMyBaHHSIM MITOTUYHOTO BEpeTeHA
TOLLIO.

KurouoBor nogiero B nepexoni kiitunu 10 M-¢a3u € akruBauis cneuudgiyHoi
nporeinkinasu (cdc2-0inka), sska, micjist B3aemMojii 3 0iIKoM IUKJIIHOM YTBOPIOE KaTa-
JITHYHO AKTHBHMI KOMILJIeKe, 110 (hocopuiTioe YucIeHHI KIIITHUHHI Oi/TKH, HeoOXiTHi
JUIs1 peaJiizalii MITOTUYHOIO npoecy.

[NocmigoBHICTH GIOXIMIYHMX PEaKIliid BKITFOYEHHS MITO3y € TaKOO:

1. YTBOpeHHS KOMILIEKCY KiHa3u cdc2 3 yurainom.

Cdc2-xinaza— epmeHT 3 M.M. 34 K/]; Ha3Ba IOXOMTH BiJ] FeHa, 1110 KOy Lek OLTOK —
cell-division-cycle gene (een knimunnoeo nodity — aHriL).

Huxstia — 6imok 3 MM. 45 k/I, KOHIIEHTpaITis SIKOTO TOCTYIIOBO 3POCTAE TPOTATOM
iHTepdasu 1 pi3Ko Majiae B KiHII MIiTO3Y.

2. ®ochopunroBanHs cdc2-KiHa3M, M0 3HAXOIUTHCS B KOMIUICKCI 3 IIMKJIIHOM;
(hochopumroBanHs BiOyBaeThest 3a 3anuiikamu Tyr-15 ta Thr-161 depmenty. JIBiui
(hochoprroBaHa KiHa3a € HEaKTHBHOIO, aJie TOTOBOIO JI0 BKITFOUCHHS CBOET KAaTaiTHIHOI
AKTUBHOCTI.

3. HedocdopumoBanns B Monekyi cdc2-kiHa3u 3amumky Tyr-15 3 yTBopeHHSIM
MOJIEKYJISIpHOT (hopmu (hepMeHTY, 1110 (hochopriiboBaHa TUibkH 32 Thr-161 1 € karaiiTiaHO
AKTHBHOIO.

e nedochoprmoBaHHs CIPHIUHSIETHCS CHEIMITHOI0 npomeitgochamaszoro (6inkom
cdc25) 1 € nyckoeoro pearyiero y BCboMy Kackajii 0i0XIMIYHMX PEaKIiiii, 110 peasi3ytoTh
riepexi KiiTuau 10 M-dazu. Axtuartis cdc25-(ocdarazu OUMHAETHCS TTICIs 3aBEPIICHHS
cuaTe3y JIHK i BimOyBaeThes MpOTATOM YCHOTO Yacy MirOTOBKU KITITHHH JI0 MITO3Y.

4. Karamitnaao aktuBHA cdc2-KiHaza cripuauHsie (ochOoprIroBaHHS KIITHHHAX
OLIKIB, sIKi OEPYTh yUacTh Y 3aIyCKy MITOTUYHOI (ha3u: 1amininie inepHol MeMOpaHH,
IO MPU3BOJUTH J10 ii PO3ILIETICHHS; OLIKIB MiIKpPOTPYOOUOK, IO JOPMYIOTH MITOTHYHE
BepererHo; H1-rictonis, (pochoprumroBaHHs IKUX BeIe 10 KOHICHCAITIT SIIePHOTO XPOMATHHY.

Buxnmkae 3naunmii inTepec, mo cdc2-kinasa BKirtodae (hepMEHTATHBHIA MEXaHI3M,
SIKUH TIPU3BOIUTH 10 OOMEXKEHHS i1 BIACHOT KATAITHYHOT aKTUBHOCTI 1, SIK HACITIJIOK,
BUKITIOUEHHSI MITO3Y.

OOMexeHHs1 akTUBHOCTI cdc2-KiHa3M JOCSTA€EThCS 32 PAXYHOK PO3ILICTUICHHS 3B S
32HOTO 3 HEIO IUKIIHY. MOJIEKY SIpHUI KOMILICKC “IIUKIIIH — MOHO(OCHOpHILOBaHA
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(3a Thr-161) cdc2-xinaza” € cyocrpa-
m 2AT® TOM JUIsl B3a€MOJIi 3 y6iKeimunom
- (ubiquitin — aHII.) — HU3BKOMOJTE-
OH OH 2ANT  KymsipHEM (8,5 /1) mpoteirom, 1o €
YHIBEPCAIILHUM JIITAHIOM IS ““MiYeH-
n Hs1”” OLITKIB, SIKI IMiAJISTAF0Th TOJAITBIII
v JecTpyKiii mija giero npoteas. Crio-
OH \ OH Jy4eHHs YOIKBITUHY 3 KOMILIEKCOM
“rmktiH-cdc2-KiHa3a” IPU3BOAUTH JI0
0OMEKEHOTO MPOTEOoNi3y HUKIIHY 1
TIPUIMHEHHS KIITUHHUX PeaKIlii, 1o

m P, PpeatizyroTh IPOIIEC MITO3Y.
Peaxkiii GioxXiMiTHOTO TIHKITY, KU
KOHTPOJTFOE BCTYT €yKapiOTHIHOI KITi-
* THHH y (a3zy MiTo3y, TIO/laHi Ha CXeMi

(puc. 22.13).

©
©

P

i

OH

Puc. 22.13. Cxema akTuBauii 6inkiB ininiamnii MiTo3y kommn-
sexcoM cde-2-kinasu (E) 3 mukainom (C).

22.3. MOJIEKYJISIPHI MEXAHI3MM MY TAIIIN. PEITAPAIIIS THK

MyTanii — 3MiHH CITaIKOBUX BIACTUBOCTEH BHACIIJIOK KUTHKICHUX Ta SIKICHUX 3MiH y
reHoturi opranizmy. B mporeci pernrikamii JIHK MyTarii nepenarotsest Bii KIIITHHA 10
KJIITUHY 1 BIJI HOKOJIIHHS 10 ITOKOJIIHHS.

Pa3om 3 reHeTHYHUMH pEeKOMOIHAITISIMU (JIMB. BHIIE), MYyTallii CKJIJal0Th OCHOBY
CI1aTKOBOi MiHJIMBOCTI JKFBMX OpraHi3MiB. MyTartii MOXXyTh OyTH CIIPUIHHEHUMH TTEBHIMH
MIPUPOIHUMU — CHOHMAHHI Mymayii 800 TITYIHUMU (PaKTOpaMu — iHOYKOBAHT Mymayii.

3a XapaKTepoM 3MiH y CTPYKTYpi TeHETHYIHOTO arapary OpraHi3My MyTarlii HOAUTIOTh Ha:

(1) 2enommi mymauyii — Taxi, 110 TOJSTAIOTH Y 3MiHaX KiJIbKOCTi TOBHOTO HAbopy
XpOMOCOM 200 OKPEMHX XPOMOCOM Y IMTUIOITHOMY HaOOpi; Taki MyTallii CHpUYHHSIOTh
HaWOUIBII MOIIMPEH] Ta BAXKKi (POPMHU XPOMOCOMHHX XBOPOO JIFOINHH;

(2) xpomocommi mymauyii — myTatiii, 0 OB’ s13aHi 13 CTPYKTYPHAMH 3MiHAMH IEBHUX
XPOMOCOM (Xpomocomni abepayii) BHACTIOK TIEpeMIllleHHs, BTpaTd ado TyTuTiKarii
okpeMux (pparmenTiB xpomocomHoi JIHK. Po3pizHSIOTE Taki THII XpOMOCOMHHX MY TaITii:

mparcnozuyii — nieperecenHs pparmenta JIHK B iHITY AUTIHKY Ti€l % XpOMOCOMI;

MparHcioKayii — TIEPEHECEHHS! TUITHKU OJTHIET XPOMOCOMH Ha 1HIITY, HETOMOJIOTTUHY i,
XpPOMOCOMY;

iHgepcii— 3MiHa B TIEBHIN JIITSTHITI XpPOMOCOMH TTOCITiIOBHOCTI TeHIB (a30THCTUX OCHOB)
Ha 1HIITY, 3BOPOTHY MOCITIIOBHICTb;

Oejeyil — BUTIAJIIHAA TIEBHUX IUTTHOK XpoMocomu ((hparmentiB THK);

Oynitikayii — TIOJIBOEHHSI TICBHUX JIUITHOK XPOMOCOM.

(3) 2enni (moukoei) mymauii— 3MiHU B CTPYKTYPi TEHOMY, IIIO ITOJISTAIOTH B TIOPY-
HICHHAX MOCHIOBHOCTI @30THCTHX OCHOB (HYKIJICOTHJIB), SIKi CKJIaJat0Th MEPBUHHY
crpykrypy JHK. I'enni MyTariii noAuIsStoTh Ha TaKi THITU:
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a) 3amiHU HyK1eomudie — HaOUIBII TTOIAPEeH]i TeHH] MyTallil, 10 SKUX HaIeKarh Taki
cyOTHnm, sIK:

mpan3uyii — 3aMiHa OJIHI€T TTyPHHOBOI OCHOBH Ha ITyPHUHOBY a00 TPHMiTHHOBOI Ha
TPUMITHHOBY;

mparceep3ii — 3aMiHa OJJHOTO THITy a30TUCTHX OCHOB Ha IHINHH, TOOTO IMypHUHY Ha
MpUMiIMH 200 HABITAKHY;

0) sunaodinus (Oeneyii) B nanrory JIHK omHiel abo nekiapKkoX a30TUCTHUX OCHOB (i
BI/INTOBITHAX HYKJICOTH/IIB);

8) scmasku (60y0osysarnts) B manior JIHK nonaTkoBux a30TucTiX OCHOB (0/1HI€T 200
OLTBIIOI KUTHKOCTI).

I'enni myTartii, AKI10 BOHM HE penapoBaHi CreliaTbHIMHU ()ePMEHTHUMHE CHCTEMaMHU
KITITUHY, TIPU3BOIATH JI0 ITPUTIMHEHHS CHHTE3Y O1ITKa, 1110 KOy €ThCS BIAITOBITHAM T'€HOM,
a0 710 yTBOpeHHs OLIKa 13 3MIHEHOI0, “HETPaBUIIBHOO” TIEPBUHHOIO CTPYKTYPOIO.

ATeHTH, 10 CIPUYMHSIOTH MyTalii (MyTareHm)

Myrarii (Haifgacrinie TeHHI MyTallii) BAHUKAIOTh BHACIIIOK TTOIIKO/HKEHb, CIIPH-
YUHEHMX HECTIPHSATIMBOIO JTI€I0 HA TCHOM XIMIYHMX, i3UYHUX Ta O10JI0TiYHNIX (QaKTopiB
HABKOJIMIITHBOTO CEpeNIoBHIIIA, 00 TOXnOoK y dhyHkionyBanni JJHK-monimepas Ha erarmi
perurikarii JIHK.

Hali6inbin nommpeHuMI MyTareHaMH €

(1) ananoeu azomucmux 0cHo8— CTIONYKH, IO 3aMIIITyFOTh HOPMaJIbHi a30THCTi OCHOBH
B [1OJT1JIC30KCUPUOOHYKJICOTHTHOMY JIaHITFOTY. HaliO1bI1 MOIMpeHME PEYOBUHAMH IHOTO
KJIacy € S-opomypayun Ta 2-amiHONnYpuH;

(2) ximiyni mymaeery — CTIONYKH, IO TIPA3BOATH JI0 3MiH KOBAJICHTHOI CTPYKTYPH
HOpMaJIbHHUX a30THCTUX OCHOB; /IO HAUMOMIMPEHIINX XIMIYHUX MyTareHiB HaJIeXaTh:

a) oesaminyroui azermu — azoructa kuciora (HNO,) Ta peqosunn, mo B npomeci
MeTaboNi3My MOXYTh TEPETBOPIOBATUCS Ha HITPHUTH, 30KpeMa OpraHiuHi CIIONYKH —
Himposaminu. T1in niero a30TUCTOT KUCIIOTH BiOYBA€THCS Je3aMiHyBaHHS ITUTO3UHY (3
YTBOPEHHSIM ypalHily), aJeHiHy 1 TyaHiHy (3 yTBOPEHHSIM TiOKCAHTHHY Ta KCAHTHHY,
BI/INOBITHO). 3amiHa oftHOrO HykJeotuay B JaHiory JJHK cynpoBomkyeThbest 3MIHORO
3MIiCTy TIEBHOTO KOJIOHY (MiceHc-Mymayis) Ta CHHTe3y OLTKa 13 3MIHEHOIO aMiHOKHCIIOTHOIO
MOCITIIOBHICTIO. BBa)KaroTh, 110 32 paxyHOK MyTailil TAKOTrO THITy BUHUKIA aHOMAJIbHI
(opMu TeMOIIIO0IHIB i3 3MIHEHOIO IEPBUHHOIO CTPYKTYPOIO B [3-J1aHIorax;

0) anximoroui aeenmuy — CTIONYKH, IO TPU3BOASATH 10 METUITIOBAHHSI (B 3arajJbHOMY
BUTAJIKy — AJIKLTIOBaHHS) 3BUMAHIX a30TUCTUX OCHOB. J[0 aNKiTFOIOYNX areHTiB Halle-
JKaTh: ANKUICYITH(OHATH (IUMETHIICYIIL(OHAT, €THIMETaHCYITH(OHAT TOIIIO), a30TUCTI Ta
cipyanucti Gic-(B-xyopeTwn)aming (inpuniu), ANKUTHITPO3aMIHM TOIIO; 6araro 3 KX CHOIYK
MArOTh MPOTHUITYXJIMHHY (QaHTHOIACTOMHY) aKTUBHICTB 1 32aCTOCOBYIOTHCS B KIIIHIYHIHN Ta
CKCIICPUMEHTAJIbHINA OHKOJIOTIT;

(3) ynompadhionemose (¥Y®-) ma ionizyroue onpominenrs — piznani haxropu, BUCOKaA
MYyTareHHa aKTUBHICTB SIKUX TIOSICHIOETHCSI BUTBHO-PaIMKAITLHOIO JCCTPYKIIIER A30TUCTHX
ocHoB JIHK 3 yTBOpeHHsIM iX aHAJIOTIB i3 3MiHEHOO XIMIYHOIO Oy/IOBOIO.
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0 0] [NommpeHoro MyTarli€ro, IO CIIOCTEPIracThes
lé /CH3 CH,4 g mpu 11ii YO-BUIIPOMIHEHHS € YTBOPEHHS KOBa-
7 /N . . ..
N SC——— NH JICHTHHX 3B’ SI3KiB MK CyCITHIMH (pO3TaIlIOBaHIMA
I | | | i i
B OJHOMY JIQHIIIOTY) 3aJUIIKaMu TAMiHy. Taxki
o=C_ ,(——C_ C=0 JIHOMY JAHIOrY) Y

N /N THUMIHOBI JAMEPH MPOTHIIFOTh HOPMaJIFHOMY TIPO-
o H Ho cyBanHto JIHK-momimepas B xomi perntikartii i cua-
.. —Ilenrtoza — (@) —INeTHo3a — . . . Te3 JJHK nmpumiHseThes.
Juvep taminy B paxmory JJTHK.

Mexanizmu penapauii JTHK

VYei skuBi opraHi3Mu Ha 3eMITi MiJJISraroTh MOCTIHHIN MiT (I3MYHUX MyTareHHHX
(haxTopiB, 30KpeMa orpomiHeHHIO YD-mpomensimu (3 goBxkuHOr0 XBuiti 200-400 HM), 1110
CKJIQJIAfOTh 3HAYHY YaCTHHY COHSYHOTO CIEKTpa, Ta 10HI3YIOUOI0 Pa/Iialli€to, HKEePEsioM
SIKOT € KOCMIYHE BUITPOMIHEHHS Ta PaJli0aKTHBHI 130TOIH! PaJIito, TUTYTOHIFO, BYTIIEIIIO TOIIIO,
110 MICTATHCSI B HEOPraHIUHUX 00’€KTaX HABKOJIMIIHBOTO CEPEIOBUINA. 32 OLIHKAMHU
(axiBLiB, BIIMB Y- Ta 10HI3yI0H0r0 OMPOMIHEHHS € BiIOBIAATBHIM 3a Tiprubnmsso 10 %
ycix nomkomkens JIHK, mo cnprunnsrorsest HeGiomorivauMy akropamu. Hactymanm
BaKJIMBUM KOMITOHEHTOM MYTare¢HHOTO BILUTHBY HaBKOJMIIHBOTO CEPEJOBHUIIA HA TEHOM
JKMBUX OPraHi3MiB € Jlis YHCJICHHUX XIMIYHUX CIOJIYK, 30KpeMa PEYOBUH HyXKOPITHOTO
TIOXOPKEHHS — KCeHOOIomUKig, SIKi TOCTIHO BILTMBAIOTH Ha siiepHy renetrnany JJHK. Sk
1 B pasi [il po3nIAHYTHX (PI3MYHNX YWHHUKIB, MEXaHI3M YIIKOMKYIOUOI /il XIMITHHX
MyTareHiB 3HA9HOIO MiPOFO 3aJIXKUTh BiJl yTBOPEHHS B KITITHHI BUILHUX PA/INKAJIiB KHCHIO
Ta BOJM, IO CIIPUYMHSAIOTH 3MIHM B KOBAJICHTHIH CTPYKTypi azoructux ocHoB JHK
(FO.LT'y6ckuit, 1993).

BrumB Ha TeHOM KHMBUX OpraHi3MiB pO3NISHYTHX (DI3MYHMX Ta XIMIYHUX YAHHHKIB
CYIpOBO/KY€eThCs HecTaOlmpHicTIO JIHK, 1110 3a3Ha€ MOCTIHHMX TOYKOBUX MYTAIliH,
HaHYaCTIIIMMHU 3 SIKUX € BiIICTUICHHS [TyPUHOBHX OCHOB (Oenypunizayis J{HK), nezami-
HYBaHHsI IATO3WHY Ta JCMIPUMIIMHIZAIS. Y 3B’S3KY 13 3a3HAYCHUM, B €BOJIIOLIIT YKUBHX
OpTaHi3MiB BHHHKJIH CIIEIiaIbHI MOJIEKYIISIPHI MEXaHi3MH, 0 MPOTH/IOTh MOCTIHHAM
ymkopkeHHsM Mosiekyit JIHK ta perapyrots 3minn B MonekyrsipHii Oymnosi JIHK, o Bxe
BiOysMCs.

1. Penapauia nowkooceny, cnpuuunenux YD-onpomineHHAM.

[ommxomkenns JJHK, cipramaeni YO-ripoMeHsIME, HAHOLTBIIT 9aCTO CIIOCTEPIratoThCs
B OaKTepiabHUX KITITUHAX Ta B HE3aXHITICHIHM Bif COHSYHOTO OIPOMIHESHHS IIIKIp1 JIFOIWHH.
BinHoBnennst HopmanbHOi cTpykrypr JJHK, mopyrieHoi yTBOpeHHSIM JUMeEpiB THMIHY,
peaizyeThCs MUISIXOM JTii MeXaHi3MiB, TIO3HadeHnX Ha puc. 22.14 (erarmu [-1V):

L. Posmerienns (“pospizanss’) manigora JJHK “3miBa” (B HanpsiMky —5') Bif mumvepa
1 BiJIBeJICHHSI BOIK BUIbHOTO KIHIIS, 1[0 MICTUTh TAMIHOBHH JAUMED; PEaKIIis KaTasIi3y€eThCsl
oco0mBUM (epMeHTOM — YD-cneyugiunoio eHooHyK1easoio.

1. ®opmyBaHHS 110111 1€30KCUPHUOOHYKIICOTH THOT “natku’” Ha (pparment mistHkn JJHK,
10 MICTUTH AUMep; peakiis karami3yerbes: JIHK-nomimepasoro (y mpokapiorie — /JHK-
nonimepaszoio 1) 1 Tonsirae B MpUEIHAHHI MOHOHYKJICOTUIIB JI0 BUILHOTO 3'-KIHIIS
“pospizanoro” naniora JJHK B Hanpsimky 5'—3'.
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I11. BimmmieruieH s TOMKOLKEHOT (TaKoi, IO MICTUTh 3 5

tamiHOBHH rvep) nistake JIHK (y mpokapioriB — 3a LL“‘LU‘I\,_D;LU—LU-}L

paxyHOK 5'—3' ek30HyKJea3Hol akTuBHOCTI JHK- |

nonivepasu ).

IV. “3umBanHs” 3'-KiHIIsl HOBOCHHTE30BAHOT “TIaTKi” 15_LLLI_[_LI _._DVLLLLL%LL
3 5'-kiHIIeM po3pizaHoro ocHoBHOrO jaHirora JIHK. I

[opyrreHHst pepMeHTaTHBHOTO TIPOLIECY perapartii
YO-innykoBaanx nomkomkensb JJHK mpusBomuts y %LU—U-U-M- 'g,-UJJJ—%’I
JIFOIMHU JI0 BAKKOTO CIIAJIKOBOTO 3aXBOPIOBAHHS —

niemenmmoi kcepooepmu (puc. 22.15) m

IlirMenTHA KCepoziepMa yCIIaIKOBY€ThCS K aBTO-
coMallbHa peliecHBHA XBOp00a; MpH Ll marosorii LI, TITTITTT

IIKipa MaIi€HTiB € HA3BUYAIHO Yy TIIUBOIO JIO MTOIIKO- 3 M -
JOKYHOUOT JTii COHSYHOTO CBITJIA, SIKE MOXKE CIPUYH- v S

HSITH PO3BUTOK paky mikipu. HaiiOinbimn nommupena

(hopmMa MIrMeHTHOT KCepOJePMH 3yMOBIICHA CITa KO- ISI*I (LU T |3|~i

BUM HOPYILLIECHHAM CUHTE3y YD-criermivHOi eHIOHYK- Pric. 22.14. Cxema penapanii (par-
Jieasu, 10 MPU3BOUTS JI0 TIOPYIICHHS BCHOTO MeXa- mesrra TTHK 3 THMinoBEM
Hismy pemapanii JJHK. JMepoM.

2. Penapauisa 0e3aMiHy6anHa YUMO3UHY.

Je3aminyBaHHs IUTO3HHY (2-0KCH-4-aMiHOTIPH-
MiIMHY) TPU3BOIUTH 10 YTBOPEHHs ypaumiy (2,4-
JOKCUTIPUMIINHY ) — PEeaKIIis, IO CIIOHTaHHO ITPO-
XOJIUTh Y BOTHHUX PO3YMHAX IMTO3UHY. B pesynbrari
uporo nporecy (3amiau C Ha U) B KOMIUIEMEHTapHO-
my naHiory JIHK mpu perntikartii Takox BifOyBa€eThCst
3aMiHa BIAMOBITHOT ITypUHOBOT OCHOBH (3aMiCTh I'ya-
HiHY BKJIIOYAETHCS aJIeHiH). Y KiHIIEBOMY MiJICYMKY
nouipHs aponaHirorosa JJHK B Tomy nonoxenHi, ne
noBruHHa Oyia 6 Oytu napa G-C Oyae MicTuTH napy ma — cybreranbie

. . CNATKOBE 3aXBOPIOBAH-
A-T, To0T0 B11OyneTbCs MyTallisd TUILY 3aminu. Pemna- nst mkipu (A. Muntzing,
partist Takoi MyTaIlii BKITto4ae B cebe: 1967).

a) BujaneHHs 3 janiora JJHK “HenpaBuibHOT” OCHOBHM 3a PaxyHOK BiIICTIIICHHS
ypauuiy ypayur-{HK-enixozudazor. ®EpMEHT TIPOIITHYHUM IILISIXOM pO3pUBa€e N-
DJTiIKO3HTHHH 3B’ 130K Mi)K a30TUCTOIO OCHOBOIO (YPAIIIIOM) Ta Ie30KCUPHUO03010, YTBO-
PIOIOUH TIEHTO30-(hochaTHU JIaHIFOT Oe3 a30TUCTOT OCHOBH. 33 aHAJIOTTYHUM MEXaHi3-
MoM Jiroth 1 i JTHK-riko3naasy, mo hopMye anipruMiIMHOBI Ta alypHHOBI AUTSTHKH
B momkokeHii monekyri JJHK;

0) po3tieruieHHs eHIoHYKIea30t0 3',5"-hocdomiedipHoro 38’ 513Ky “35iBa’ Bij Aeri-
PHUMIIMHI30BaHOTO MEHTO30(hOCHATHOTO 3aIHUIIKY;

B) BOyZ0Ba “IpaBUIJIbHOI” @30THCTOI OCHOBH (B JaHOMY BHIIaJKy — LIMTO3MHY) Ha
Miciie BHasieHol 0CHOBH 3a paxyHOK il JIHK-monimepasu;

I') 3MMBaHHs po3puBy B naniory JIHK-mirazoro.

Puc. 22.15. TlirmenTna Kcepoaep-
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22.4. TEHHA THXXEHEPISI. PEKOMBIHAHTHI JTHK

PexomOiHartii rexiB, mo Oyl pO3MIAHYTI BUIIE, € IPUPOIHUM TPOIECOM, SKHMA
peamizyeTbes in Vivo i € OI0NOTIYHIM MeXaHi3MOM, CIPSIMOBAHUM Ha 301NTbIIICHHS
PI3HOMaHITHOCTI FTEeHETHYHOTO MaTepiajly B KIITHHAX PI3HUX OpraHi3MiB.

I'enna in:kenepisi, abo mexuonozis pexomoinanmmuux J{HK — HayKOBO-TIPaKTHIHUH
HaNpsSMOK CydacHOi 010MeIMYHOI HayKH, OCHOBOIO METOJOJIOTI] SIKOTO € BHILICHHS 3
kiitvH inauBiayaneHoi JIHK Ta cnipsimoBane MaHiImymoBaHHS 3 i MOJIEKyIIamMu, 30KpeMa
OTPUMAHHS MOJIEKYISAPHUX XUMeD, TOOTO MOJIEKYJI, chopMoBanux i3 hparmentiB JJTHK
pi3HUX O10JIOTIYHUX BH/IIB.

Biomennyne 3HaYeHHsI MeTOIiB FreHHOI iH:KeHepil

BiorexHoMoriuHi METOaM reHHO1 IHKEHepii MalOTh HA METi:

1) oTprMaHHS HOBHX T€HOTHITIB (Ta (PEHOTHUIIIB) OPTaHi3MiB IIIISIXOM TPaHCILUIaHTa-
1ii reHa OAHOTO OpraHi3My B FeHOTHUII iHIIOr0. KOHKpETHUMM TOCSTHEHHSIMH 1IbOTO
010TEXHOJIOTTYHOTO HAIPSMKY € CTBOPEHHSI XUMEPHUX (OPM MIKpPOOPraHi3MiB, 110
MICTSITh B cO01 FeHH, SIKi CIIPOMOXKHI CHPSIMOBYBAaTH CHHTE3 KOPUCHUX JJIS JIIOMUHH
OiTKOBHX TMPOAYKTIB, 30KpeMa JiKapchKUX 3aco0iB (iHTepdepoHiB, TOPMOHIB
(iHCYyIMiHY TOIIIO), PepPMEHTIB, IMyHOO10IOT1YHHX TpeTaparis (30KpeMa, BaKITUHA IPOTH
Bipycy remnaruty B) Tomio;

2) 3acToCyBaHHS “TEHHHX TPAHCIUIAHTALI~ JUIsl JIKyBaHHS CIAJKOBHUX XBOPOO
JIIONWHHU Ta TBAPUH — 2enHa mepanis. L1eit HarpsMOK 010TEXHOIOTIYHUX IO CITIIKCHD
3HAXOMUTHCS HA TIOYATKY CBOTO PO3BHUTKY 1 00iIIsi€ B MaHOyTHEOMY CTBOPUTH IPUHIIH-
MOBO HOBI MEJJMYHI TEXHOJIOTIi Teparil MpakTHYHO HEBIIIKOBHHUX B HAII Yac CIIaJKO-
BUX XBOPOO Ta 3HAYHOI KiJIbKOCTI HAHOLIBII MOIIMPEHUX XBOPOO, Y ATOreHe31 KX
TIeBHE Miclle 3aiiMaloTh CTIaAKOB1 (haKTOPH (aTepOoCKIepO3, IyKPOBHUH TiabeT, HEPBOBO-
MICUXi49HI XBOpoOu To110). Takuii minxin OyB yxe peanizoBaHHUN y Teparii CriaJKOBOTO
riMOroHa u3My y MUILICH, B 3aIUTiIHEHY SIMLICKIITHHY SIKMX OyB IMIJIAHTOBAaHUH T€H
rOHAJI0J1I0epHHY.

TexHout0Tis1 TPaHCIIJIAHTALT I'eHiB:

1) oTprmMaHHA B UCTOMY BUIVIAAAI, TOOTO y hopmi i3ompoBaHOTO (pparmenta JJHK, rena
3 MEBHUMH BIIACTUBOCTSIMHU (TOOTO TaKOTO, IO KOAYE CHHTE3 HEOOXiIMHOTO (hepMeHTy,
TOPMOHY TOIIIO);

2) KOHCTpPYIOBaHHS peKoMOiHaHTHOI (Ti0puaHoi, XuMepHoi) monekyiu JIHK;

3) BBenenns pexoMbiHanTHOI J{HK BcepemmHy permtieHTHOI OakTepiabHOl KITITHHH
(ToOTO TaKoi, B SIKii Oyie 3MIMCHIOBATHCS PETUTIKALILS, KIOHY6aHHs HEOOX1THOTO TeHa);

4) xnonyBaHHs pexobiHantHoi JTHK.

1. Ompumannsa neodxionozo 2ena.

Otpumannst reHa (monekynu JIHK), o Oyne miisraru perntikaiiii (KIIOHYBaHHIO) 3
BHXOJIOM 3HAYHOI KUTBKOCTI PETUTIK, MOYKe OyTH 3MIHCHEHO TAKUMH METOIAMI:

— XIMIYHAM CHHTE30M IeHa (MOYKITMBO TLTBKHU TS KOPOTKUX TeHIB, IO CKIIATAFOTHCS 3
JICKLTBKOX JICCATKIB a30THCTHUX OCHOB);

— BUAUIEHHSIM HeoOxifgHoro rena (¢pparmenrta JIHK) 3 mimicHoro renomy KiniTuHA
(pobrieMa yTpyaHEHA Y 3B’SI3KY 13 3HAYHOIO CKJIATHICTIO TEHOMIB €yKapioTiB, y CKJIai
SIKAX 3HA9YHA KUTBKICTh IHTPOHIB Ta IIOBTOPIB, SIKi HE TPAHCKPHOYIOTHCS — JIMB. BUIIIE);
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— xoHcTpyroBaHHsAM Ha MPHK (1o xomye cuHTe3 Oinka, sikuii 6axxaHO OTpUMAaTH B
pe3yrbTari 010TeXHOIOTYHOI potiexypr) KomruiemeHTapHoi BizHocHO Hel JIHK (kTHK).
Leit meron morpedye 3acTOCYBaHHS 360pomHOI mpanckpunmasu — (HEPMEHTY, 110
npucyTHii B nesknx PHK-BmicHux Bipycax i 3a6e3neuye cunarte3 JIHK wa PHK marpwri
3TIJTHO 3 PIBHSHHSM PEaKIIiT:

PHK-marpurs
n (aHT®) ——= JHK +n (D)

MeTo IMPOKO BUKOPHUCTOBYEThCs [y1st oTprManHs KJIHK 1 Bkirouae B cebe BUILICHHS
3 TotanbHOi MPHK Trannan MPHK, 1110 komye TpaHcsmito neBHOro Oifika (Harpukia,
iHTepepoHy, IHCYIiHY) 3 TOAATBIINM cHHTe30M Ha 11iii MPHK sik Ha Marpuiii HeoOXiqHOT
k/IHK 3a momomororo 3B0pOTHOI TPAHCKPHUIITA3H.

2. Koncmpyrosannsa pexomoinanmnoi /JHK.

I'en, mo OyB oTpuMaHMii 32 IOMOMOTOI0 BUIIEPO3IIsiHYTOI Tpouenypu (kIHK),
HEOOXiTHO BBECTH B OaKTepiaibHy KIITHHY TAKUM YHHOM, II00 BiH iHTETPYBaBCA B 1i T€HOM.
Just mporo opmytots pexomOiHanTHY /[HK, mo ckiamaetbes 3 kKJJHK ta ocobmiBoi
mortexymu JIHK, sika mipaBuTh 3a MPOBIAHUK, a00 8exmop, 3MATHUI 10 IPOHUKHEHHS B
PELUITIEHTHY KITITHHY.

VY pomi BekropiB st kJIHK 3actocoBytots Bipycu abo miazviou. Ilnazmimm — e
HeBeNMyKi KinbiieBi Mostekym JIHK, siki po3ramroBani okpemo BiJl HyKJ1eoiny OakTepiaibHOT
wiitTnan (30kpema, E.Coli), MIicTATh y CBOEMY CKNIaJli JAEKiIbKa BOKIMBUX UL (QYHKIHI
BCi€l KITITUHY TeHIB (HAIPUKJIIA ], TeHH CTIMKOCTI JI0 aHTHOI0THKIB) 1 MOXKYTh PEILTIKYBaTHCS
He3anekHO Big ocHoBHOro reHomy (JAHK) kiniTnau. BionorivHo BaKITMBUMY 1 TPAaKTUYHO
KOPUCHUMH JUJIsl TeHHOT 1HXKEHEPIi BJIACTUBOCTSMU ITIa3MiJI € TX 3IaTHICTB JI0 TIEPEXOMy 3
OJHI€T KIIITHHM B 1HINY 3a MeXaHi3MoM TpaHcdopmarii abo KoH toraiii, a Takox
CIIPOMOYKHICTH BKJTFOUATHCSI B OaKTepiallbHy XPOMOCOMY Ta PEIUTIKYBaTHCS Pa3oM 3 HEHO.

[t koHcTpyroBanHst pekomOinanTHOT JIHK sik kinbreBy JIHK rna3minu, Tak i tiHidHy
kIHK po3merniorors 3a JOIOMOIOK BUCOKOCTICHM(DIYHUX A0 NEBHUX HYKICOTUIHHX
IIOCJTiIOBHOCTEH €HIIOHYKJIea3 — TaK 3BaHUX PeCHpuKkmas.

Pecmpuxmasu (pecmpuryitini endonykneasu) — GepMEHTH, TPUCYTHICTD SIKHX B OaKTepiaibHii KitiTHHI “00Mexye”
(restriction — OOMEKEHHSI, aHIVI.) MOKIIMBICTh PO3MHOXKCHHS B HHX IIEBHHX OakTepio(hari 3a paxyHOK PO3IICIUICHHS
pecrpuxrazamu parosux JJHK. Has-

BH PECTPHUKTA3 TPYHTYIOTHCS HA Ha3- EcoRI
Bax IITaMiB OaKTepiid, 3 SIKUX iX BUTi-
JAI0Th: HANPHKIIAJA, PECTPUKTA3H

Eco RIta Eco RII moxomsts 3 R-nrra- ..AACT G'E} AATT 5 GTTA ...
my E.Coli, pecrpuxrasa Bam HI — ..TTGACCTTAAGCAAT ...
3 H-mrramy mikpoopranizmy Bacillus E—"—
amiloliquefaciens. T
Pectpukrasu (SKux Ha JaHui Maningpom, 1o
yac Bijiomo Oubiie 200 THITB) po3- pO3MizHAECThCA EcoRI
LIETUTIoTh ABosaHIoropy JTHK PECTPHKTA3010
JIMIIE B AULIHKAX MEBHUX HYKIEO-
TH/IHHX TTOCJTIOBHOCTEH (3BHYAliHO,
JIOBKUHOIO B 4-7 a30THCTHX OCHOB,
SIKi MAIOTD CTPYKTYPY nanindpoyic), A ACTGG + AATTCGTTA
110 A03BOJISIE BUKOPUCTOBYBATHU Lli oL T T G A C C T TA A G C A AT

SHJOHYKJICa3H UL “‘po3pi3aHHS
mortekyit JIHK B cyBOpo BH3HAYEHHX ®parment JTHK 3 “nunkumu * KiHISIMA.
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caiirax. Hanpuxian, pectpukrasa
Eco RI rigpomisye 3B’s3ku Mk G
Ta A B TaKHX MOCITIZIOBHOCTSIX:
.GAATTC...
..CTTAAG...
PosmieruieHHst pecTpuKTasoro
G-A - 3B’S13KIB y 3a3HaYCHUX CaliTax
JnBosaniorosoi JIHK, six BujtHO i3
HaBEJCHOI HIDKYE CXEMH, CyIpO-
BOJDKYETBCSI yTBOPEHHSIM B MOJIE-
KyJti “KIHIIB, 10 CTHpYaTh”.
OHOJIAHIIOTOBI KiHIII MOJIe-
kyau JIHK, “mo crupyars”, Ha3u-
BaTh TAKOXK “JIUNKUMH” KIHIISIMH,
OCKIJIbKM BOHH € JUISTHKaMH He-
CMapeHnX HYKJICOTUIIB, [0 MOXYTh
JIETKO CIIOJYYaTHCS 3 KOMIIJIEMEH-
TapHUMH M MO HYKJICOTHAHHUMH
JIAHIIOTaMH:

Posmennenns JJHK
miazmimu Ta K IHK (rena)
crien(iYHIMHI PECTPHK-
Ta3aMH TPU3BOANUTH 10
YTBOpPEHHS PO3pi3aHuX B
MIEBHUX CaUTaxX MOJEKYJ
JHK 3 “nunkumu’ KiH-

v, [ Tpw B3aemopii in vitro “po3pizaHix’’ mia3Mi e Ta reHa X MOoNHYKIICOTH/IHI JTaHITFOTH,
110 CKJTaJIA0Th “JIUTIKI” KiHITi, B3a€EMOJIIFOTh 13 YTBOPEHHSIM BOTHEBHX 3B’ S3KiB MiXK KOMIT-
JIeMEHTapHUMH OCHOBaMH, SIK 11e 300paxxeHo Buie. 3actocyBanHs JIHK-mirasm, ska
yTBOproe 3'-5'-pocdoniedipHi 3B’SI3KM MK KIHIIEBUMU HYKJICOTHIAMH, TTPU3BOIHUTH 10
“3mMBaHHS’ TUIa3MifIM Ta reHa i 3aBepiirye yrBopeHHs pekombinanTHoi JIHK (puc. 22.16):

T
A
Pectpukraza A
Eco RI T

Kirbuesa JlinifiHa MOJIeKyJ1a TIa3MiTHOT
1a3MigHa JIHK 3 iunkuMu KiHIsgmMu
JIHK

YTBOpEeHHS! peKOMOIHAHTHOT
monexym JJHK

1
&:‘HHH
\\-

eCTpUKTa3a
1 Eco RI

TTAA

Oparment [AHK moquan

Puc. 22.16. Cxema yrBopenns pexom0OinanTHoi THK 3 miasmiau ta ¢pparmenta JHK smroqunu.
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3. Beeoenns pexomobinanmnoi /ITHK ecepedouny peyunicnmnoi kiimunu ma Kno-
HYBAHHA HEO0XIOH020 2eHa.

PexombinanTai JIHK, o cxmamatotees 3 mrasminnoi JIHK ta JIHK rena, o tpanc-
IUTAaHTYETHCS (HAIIPUKJIAT, TeHA, SKUH KOJy€ CHHTE3 IIEBHOTO O1JIKa OpraHi3My JIFOIUHH)
TIpY B3aEMO/Ii1 3 OaKTepiaTbHUMH KIIITHHAMU (110 € HOPMaJIbHUMH Xa3siHaMU IS TAaHOT
TI1a3MiJTH ), MOXKYTh IPOHHUKATH BCEPEMHY OCTaHHIX.

YcepenuHi KITiTHHE Xa3s11Ha BiI0yBa€ThCS peTuTiKallist (KIOHyBaHHS ) peKOMOIHAHT-
voi JIHK 3 yTBOpeHHsIM Oararpox THCSd Komiid. Y momanbmiomy i kroHoBaHi JTHK
BHUXOJISITH 3 OaKTepiabHOI KIIITHHH, 1 3 HUX MOXKJIMBO (3HOBY K TakH 3a JOTIOMOTOIO
PECTpUKTa3) BUIUIMTH BETHKY KTBKICTh KOTIiH ITyKaHOTO reHa.

VY Ham gac Uit KJIOHYBaHHS T€HIB, KpIM OakTepii, BHKOPUCTOBYIOTh KIIITHHU
JPDKKIB, TPHUOIB, POCITMH 1 HABITH BUIIUX TBAPHH. 3a TEXHOJIOTI€I0, [0 PO3MISAHYTA,
3MIHCHEHO TeHHO-IH)KeHEPHUH CUHTE3 iHTephEepOoHy JTIOMUHH, JTIOICHKUX 1HCYIIHY,
TOPMOHY POCTY, COMaTOCTATHHY, aKTUBATOpa MIIa3MiHOTeHY, O1TKOBUX IpeTIapariB s
miarnoctukn CHI/ly Tomo.
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Posain V. TOPMOHM B CUCTEMI MIKKJITUHHOI
IHTETPALIII ®YHKII OPTAHI3MY

[''TABA 23. TOPMOHAJIBHA PEI'YJIALIA
METABOJII3MY TA BIOJIOITYHUX ®YHKIIN KJIITUHHA

I. BIOXIMIYHI CUCTEMHUW BHYTPIIIHbOKJITUHHOI
TPAHCAYKIII TOPMOHAJIbHUX CHUTHAJIIB

BuzHavanbHO0 0COOMUBICTIO OAraTOKIIITHHHNX OPTaHi3MiB € ArdepeHItiartis KITiTHH
3 YTBOPEHHSM TKaHWHHHX CTPYKTYP Ta OPTaHiB, [0 BUKOHYIOTH CTIelliani3oBaHi ¢i3io-
noriuHi (yHKIIiT, sKi 32a0e3MeuyrTh BIXKUBAHHS HITICHOT ocoOounu. KoopauHaitis Kiti-
TUHHUX Ta TKAHUHHUX PeaKiiii Ha 3MiHA YMOB BHYTPIIIHBOTO Ta 30BHIIHBOTO Cepe-
JIOBHIIA 320e3MeYyeThC MeXaHi3MaMI MDKKITITHHHIX KOMYHIKaIlii. Y mporieci eBoImo-
1i{ BUIIINX TBapUHHMX OPraHizMiB Oyso copMoBaHO 1Bi (hiziororo-0ioxXimMidHi cuCTEMH,
110 320€3Mevyr0Th 3B 30K Ta KOOPAMHALIIO MK OKPEMUMH KIIITHHHUMH yTpyTOBaH-
HSMH: Hepeosa cucmemd, MO (QYHKIIOHYE MUIIXOM €JIeKTPOXIMIYHOTO MPOBEACHHS
CUTHAIIIB, Ta eHOOKPUHHA, JTisl SKOI peai3yeThcs 3a PaxyHOK CEKpellil i TpaHcIop-
TYBaHHS CTIEIU(PIIHUX TYMOPAIBHIX (PaKTOPIB AUCTAHTHOI il — 20pMOHi8.

23.1. TOPMOHMH TA BIOPET'VJIAATOPH:
BU3HAYEHHSA, KIACU®PIKALIA

T'opmonu — ¢izionoriyno akruBHi cnonyku (DAC),
Ol0peryIsaTopH, IO MPOXYKYIOTHCS 3aJ03aMH BHYTPIIITHBOT
cekpellii (eHIOKPUHHIMH 3a103aMH ) 200 1HIIIMMH CTIeIiai30-
BaHMMH KJIITHUHAMH 1 JIIOTH SIK PETYISTOPH METabOoNIIuHUX
rporieciB Ta izionorivHnX QyHKIIH B oprani3mi. biomoridsi
e(heKTH TOPMOHIB 3IHCHIOIOTHCS B HAJA3BUYANHO HU3BKUX
koutenTparigx — 10-10° mons/m.

Puc. 23.1. Crapaniar (Star- Brepue tepmin copvor (hormao — 36y/Kyr0, CTUMYIION, 2peybk.) OyB
ling) Epnecr I'. 3anpononoBanuil y 1905 p. E.Crapmninrom ajs mo3HaueHHs cexpemuny —
(1866-1927), TyMopamsHoro (IJEK'I“Opa., 1O TIPOJYKYEThCS IBAHA/IIATHIIAION0. KHIIKOIO § 30ymKye

’ eK30KPHMHHY CEKPELLiIO HiILTYHKOBOI 351031, B nofasbuiomy tepmi OyB Hompenuii

. R CTOCOBHO (Di3i0JIOTIYHO aKTUBHHX CIIONYK, SKi BUPOOJISAIOTHCS B CIELiali30BaHUX

3ionor, 6i0XiMIK.  sanosax BHYTPIIIHBOT CEKPEIIil.

Ipodecop ¢izio-

norii JIonnoHCh-

KOro yH-Ty. OiH i3 T'opMOHH, IO CHHTE3YIOTECS B €HIOKPUHHHX 3aJ103aX

3aCHOBHUKIB BueH-  (“‘CIIpaBKHi’’, ICTHHHI TOPMOHH), CEKPETYIOTHCS B KPOB’STHE pyC-
Hsl PO TOPMOHML.  j10 | [MiCJISl TIGPEHECEHHS CIIeIiali30BaHMHU TPAHCTIOPTHUMU

aHDIIHCBEKUH Pi-

Kuiacu ropmoHiB Ta iHmux diopery/sitopis
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OinkaMu 3AIHCHIOIOTH CBOT 0i0JIOT14HI epeKTH, SIK PaBUIIO, Ha BiJICTaHi, TOOTO HIFOThH Ha
BiJIaJIeHUH 1y TJIMBHI OpraH abo OpraHu.

Jo “cripaBkHiX”’ TOPMOHIB HaJI)KaTh:

— FOPMOHH Tinotanamyca ta rinodisa;

— FOPMOHH LIMTOBUIHOI 3aJ103H;

— TOPMOHHU NapalIUTOBUIHOI 3aJI03H;

— TOPMOHH €HJIOKPUHHUX KJIITHH ITiIIILTYHKOBOI 3aJI03H;

— FOPMOHH KOPKOBOI YaCTHHH HATHUPHUKOBHUX 3J103;

— FOPMOHH YOJIOBIYHMX Ta KIHOUHMX CTaTEBHX 3aJ103;

— TOpMOHH emiiza.

Brnu3bki 3a GlosoriyHMME (YHKIISIMA IO TOPMOHIB (Hi310JI0TTYHO aKTHBHI CIOJYKH,
LI0 € TYMOPaJIbHUMHU PETYIATOPHUMH (haKTOpaMH HECeHAOKPHHHOTO MoxomxeHHs. Li
OioperyisTopu BUPOOJISIFOTECS HE B CHIOKPHHHKX 3aJ103aX, a B CIICIIa1i30BaHNX KITITHHAX,
SIKi MICTSTBCS B HIIINX TKAHUHHMX €IEMEHTaX, 30KpeMa, B JIIM(OIIHIN CHCTEMI, JISHKOIHUTAX,
CTIONTYYHIl TKaHWHI, IIDTYHKY, KHIIIEYHUKY, HEPBOBIl cCHCTeMi, HUPKAX, MiOKap/i TOIIIO, i
MakOTh Ha3BY 2OPMOHONOOIOHUX CROTYK (20pMOHOIOIB), a00 MKAHUHHUX 20PMOHIE (2icmoeop-
MoHig). Ha BimmiHy Bif “‘CripaBKHIX”” TOPMOHIB, IO XapaKTEePU3YIOThCS OUCINAHMHICTIIO
Oii, TICTOTOPMOHM MOXKYTb CHPABIISITH CBill PEryroBajbHHI BIUIMB Ha YyT/IMBI 0 HUX
KJIITHHU-MIIIIEH] Ha MiCIIi CBOTO YTBOpeHH! (“‘I30KpHHHA’, MiCIIeBa Jis).

3araJibHOO PUCOIO Y Oiope2)isimopie PI3HOTO TIOXOIPKEHHS € iX iH(opMariiiiHa QyHKIis,
CIPSIMOBAHA HA KOHTPOJIb, PETYJISILIFO, MOTYJISLIIF0 META0OMIYHUX 1 (DI310MI0TTYHMX (PYHKITIH
Yy TIMBHX 010CTPYKTYp (iHghopmonu, ingpopmogpepur).

Haii0i1p111 BUBUCHUMY HA JaHHH Yac € TaKi KJIacH O10peryJisiTopis:

— eopmonu (“cnpagicHi”’ 20pMoHL);

— Hetipomediamopu ma onioioHi nenmuou,

— @izionociuno akmueHi elKo3aHoiou,;

— 2OPMOHU Ma Mediamopu IMYHHOT cucmemu,

— nenmuodHi ghaxmopu pocmy (Yumomeouru, iHmepmeouHu),

— 2acmMpOIHMEeCMUHAIbHI 20PMOHUL,

— nenmuou KiHiHo80I cucmemu,

— Hampitlypemuuni nenmuou cepyst ma Mo3Ky.

XiMiYyHA CTPYKTYpa rTOPMOHIB

3a XiMIiYHOIO GYI0BOFO BCi TOPMOHH TMOMUISIOTH Ha TaKi KIIacH:

(1) b6inkoso-nenmuoni copmonu (IPOCTi OUTKK; ITIKOMPOTETHH; ENTHIN): TIOTaIaMO-
rirmodizapHi TOPMOHM; TOPMOHH TTAPAITUTOBUIHOT 321031, TOPMOHH OCTPIBKOBOI YaCTHHH
I IUTYHKOBOIT 3871031 TACTPOIHTECTHHAIBHI TOPMOHH; HEHPOTIETITHIH; YNCIICHH] TKAHUHHI
010peryIATOPH ENTHTHOT IPHPOIH

(2) eopmonu — noxioni aminoxuciom: TOPMOHH TIIUTOBUIAHOI 3371031, TOPMOHOIIH
MO3KOBOI YaCTHHM HAJHUPHUKOBUX 3aJI03 (KAaTEXOJIAMiHM); 1HII HEHpoMeiaropu 3
BJIACTUBOCTSIMH TiCTOTOPMOHIB (CEpOTOHIH, JodaMiH, TiCTaMiH); TOPMOH emidiza —
MEJIaTOHIH;

(3) eopmonu cmepoionoi npupoou: TIFOKOKOPTHUKOIMN Ta MIHEPATIOKOPTUKOIIN KOPH
HaJJHUPHUKOBHX 3aJ103; YOJIOBIi Ta )KIHOYI CTaTeBi TOPMOHM; TIOX1/IHI BiTaMiHy D;

(4) biopezynssmopu —noxiowi apaxioonoeoi kuciomu (€AKO3aHOIN ): IPOCTATTIAHIUHY,
TIPOCTAITIKIIIHN, TPOMOOKCAHH, JICHKOTPIEHH.
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CuHTe3 TOPMOHIB 3/IHCHIOETHCA B CTIEIiaTi30BaHMX KITITHHAX (“‘CrpaBXHiX” TOPMO-
HIB — Yy 3aJ103aX BHYTPIITHBO1 ceKpelrii). bararo ropMoHiB MPOIyKyIOTHCS MIEPBICHO Y
BUTJISIII O10JTOTIYHUX TIOTIEPETHHUKIB — MpenpocopMOHiE Ta NPO2OPMOHIE, SIKi TIOCTY-
IOBO TPAHC(HOPMYIOThCS B O10JIOTTYHO aKTUBHHI TOPMOH. Y pa3i OUTKOBO-TICITUIHUX
TOPMOHIB TaKa aKTUBAIlisl 3IHCHIOETHCS NUISIXOM MOCTTPAHCIISALIAHOT MOTUdiKarii
(npoyecuney) 3a MexaHI3MOM OOMEKEHOI'O TIPOTEOII3y IIEPBUHHUX MPOAYKTIB puOO-
COMAJTbHOI TPAHCIIALII.

MineHi ropMoHaJIbHOL il
Peanizaris ¢izionorigyaoro edexry TopMoHiB Ta
IHIIAX OlOPeTyIATOPIB 3MIHCHIOETHCS B KITITHHAX-

AR (TKaHMHAX-, OPTaHaX-)-MilleHsX.
A . . 3
K ' Miweni (kNITUHYW, TKAHUHU, OPraHu), ado cop-
Il \\
4 A}

MOHOKOMNEmenmHui cmpykmypu — 4yTIUBi 10
O e FoPMoRy 6iOCTp§_/KTypI/I, AKi BHOIPKOBO B_iz[nosiaz}-
1 2 3 I0Th Ha B3a€MOJIIIO 3 TOPMOHOM crieninigHOr0 ¢i-
Puc. 23.2. Tunn peaxuiii knitnn na gito 3107I0TTYHOIO T O10XIMIYHOKO PEAKLIIELO; BIAIOBIHO
ropmonis (B.B.Posen, 1984): J0 CTYIICHs BIUIMBY TOPMOHY Ha iX GiosioriuHi Biac-
I— zopmonosanexcni knimu- TABOCT1, BUIUISIIOTb 2OPMOHO3ANEMNCHI TA 20pMO-
Hu-Miweni; 2 — 20pMonouym- - yoyymausi KITARA (puc. 23.2).
ausl knimunu-viweni; 3 —  TppxianaMu TOPMOHO3ATIEKHUX CTPYKTYP € TKa-
ICHTUHUHEMIULENL. HuHU nepudepiiHIX eHTOKPUHHUX 3103 (IHUTO-
BHIHO1, KOPY HATHUPHUKOBHUX 3J103) BIMHOCHO Iii TponmHMX ropmoHiB rinodiza (TTI Ta
AKTT, BimmoBimHo) a0 KITITHHA YOJIOBIYOI Ta JKIHOUOI CTaTeBOl Chepr CTOCOBHO TIPH-
CYTHOCTI Ta e)eKTiB BiANOBIAHMX CTaTeBUX FOPMOHIB. [ OpPMOHOUYTIIMBUMH € KITITHHH
OpraHiB, 110 PearyroTh Ha JII10 IHCYITiHY, SIKMH KOHTPOJTFOE B HUX OOMIH IJIFOKO3H, JIIITIJIIB Ta
AMIHOKHUCIIOT (KIIITHHH M’sI31B, )KUPOBOI TKAHUHH, JIIM(OITHOT CHCTEMH).
3narHiCTh KIIITHH-(TKaHWH- )-MiueHet cieliu(ivHIM YMHOM pearyBaTy Ha TIEBHHUH
TOPMOH BH3HAYA€ThCSl HASIBHICTIO PELENTOPHUX MOJIEKYJI, 1110 CIIOJTyYat0ThCSI 3 TOPMO-
HOM a00 XiMi9HO OJIM3EKUMHU JI0 HHOTO CIIOIYKaMH. 3 IHIIOTO OOKY, B3a€EMOJIs 3 perier-
TOPOM BiJIOyBa€THCS 3a PaxXyHOK IEBHOTO JOMEHY MOJIEKYJIM TOPMOHY — “aKTHBHOTO
LEHTPY”, 10 32 MOJCKYJISPHOI OyJ0BOI, KOH(POPMAIIIEH € KOMILUIEMEHTapHUM
BIJIIIOBITHOMY CalTy perenTopa.

23.2. MOJIEKYJISIPHO-KJIITUHHI MEXAHI3MHU [1i
HEINITUIHUX T'OPMOHIB TA BIOT'EHHUX AMIHIB

TopMoHH 37iHiCHIOIOTH CBOT €(heKTH BiIHOCHO KOHTPOJIIO META0OMIYHHIX TPOLIECIB Y
KIIITHHAX-MIMIEHIX TUITXOM KOMIUIEKCYBaHHS 13 crienuigHuMA peyenmopamu —
OLJIKOBUMH MOJIEKYJIaMH, SIKI B3a€EMOIIOTH 3 010pEeryIsITOpOM 3 YTBOPEHHSIM JIiraH/I-
PELeNTOPHNX KOMIDIEKCIB 1 3IIHCHIOIOTH TPaHC(HOPMAIIiF0 XIMITHOTO TOPMOHAIBHOTO
CHTHAJIy Y BiIOBiZHY, TEHETUYHO 3alpOrpaMOBaHy JUIsl IJAaHOTO THITY KJITHH, PEaKIIio
e()EKTOPHUX CHUCTEM.

3ae)xHo Bijl KIIITHHHOI JIOKAMI3aIlii perienTopa, Xapakrepy Horo B3aeMoflii 3 TOPMOHOM
Ta MEXaHi3MaMH peaizallii TOpMOHATLHOTO CUTHAITY, BC1 TOPMOHH MOAIUISIIOTH Ha JIB1 BEJUKI
TpymH:
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1. T'opMmoHH, 1110 HE TPOHHUKAIOTH BCEPEANHY KIITHH 1 B3a€EMOJIIIOTH 31 CBOIMH peTiel-
TOpaMH, JIOKJTI30BaHIMH B IUIA3MAaTHYHIX MEMOpaHaX KITITHHI; 10 i€l TPYTTH HATISKUTh
OLIBIITICTH TOPMOHIB OUTKOBO-TIENTHAHOT IPUPOAX Ta TIOX1THI aMIHOKHCIIOT.

2. T'opmoHH, sIKi U151 peaizarii cBoeT crieriaHO1 [Tii MPOHUKAIOTH BCEPeIHY KITITHH,
JIC BOHU B3a€MOJIIFOTh 3 BHY TPIIITHEOKTITHHHUMHU ITUTO-
30JIbHUMH (B ISSIKUX BUIMAAKAX — SAECPHUMHM) peliern- TopmoH
TOpaMHU; JI0 ITi€1 TPYIH HaJIeXkKATh JIMO(UTBHI CTepOiny, (Gioperymstop)

a TaKOXX THPEOiHI TOPMOHH.
Topmonu nepuroi rpynu 3iiiCHIOIOT TpaHchopMa-
I} PEryJISITOPHOTO CHTHAITY B CrieludiuHy (yHKIIIO- Penenrropu
HaIlbHY aKTUBHICTh KITITHHHA-MIIIICH] 32 PaXyHOK TaKHUX
MOJIEKYJISIpHUX TIofIiH (puc. 23.3):

(1) B3aemorii TOpMOHY Ha TIOBEpXHi TIa3MATHIHOI
MeMOpaHH 3 OLTKOBUM peyenmopom;

(2) mepenadi XiMI4YHOTO CHTHAJy 3 peLernTopa, Curnanbri cucremi
MonU(iKOBAHOTO 3a PaXyHOK B3a€MOJIi 3 JIraHaom [IITHHI (BTOPHHEL
(ropmMoHOM, 1HIIUM OioperyiasiTopoM), dYepes Mecer fiepi)
TpaHnchopmytroul Oitku-mparcoykmopu (G-6inku) Ha Tporeinkinasn
BHYTPIIIHBOKJIITHHHI CUTHAJIBHI CHCTEMH;

(3) yrBOpeHHs (a00 BUBLIHHEHHS) BHYTPIIIHBOKITI-
THHHUX CUTHATBHUX MOJIEKYIl — 6IMOPUHHUX NOCEPeO-
Huxie (IUKITYHKX HyKIeoTH B TAM®, il M®, docdo-
iHO3uTH B, ioHIB Ca?");

(4) B3aeMoii BTOPHHHMX TTOCEPETHUKIB 3 PepMEHT-

Tpancnykropu

EdexropHi 6ioxiMiuHi
CUCTEMH KJTITHHH
Puc. 23.3. IlociinoBHicTs Tpancgop-
Mallii ropMOHAILHOIO (Oio-
PeryJsiTopHOro) CUrHAJTY B

HMMHM OLTKaMM KJITUHH 3 BKJIFOYEHHSM (SIK TPaBUIIO, PeaKTIiio eheKTOpHAX cric-
Yepe3 aKTHBAIIIIO CTIe(DiTHNX npomeitKinas) epexmop- TeM KITHHH 4epe3 BHYT-
HUX cucmeM KimuHu, TOOTO TIOCTIZIOBHHX CTa Tiid pO3BHT- PILIHBOKIHTHHHI CHTHATBHI
Ky KJITHHHOI 010XiMiYHOI peaxuii Ha TOpMOHAIBHUI cucremu.

CTHMYJL

Penenropu 0iikoBO-nenTUAHUX FOPMOHIB Ta HelipoMeniaTopiB

Penenrropu a5t (hi310J10TIYHO aKTHBHUX CIIOTYK — FOPMOHIB Ta iHIIHAX Oi0peryIs-
TOpIB — MOJUISAIOTh Ha JBa KJIAaCH, IO PO3PI3HIIOTHCS 332 CBOEK MOJICKY/ISPHOIO
OpraHizaili€ro Ta MOCIIAOBHICTIO OIOXIMIYHUX PEAKI[id, SKi BKIFOYAKTHCS MICIIs
B3aemoii PAC i3 crierudigHUME PEeNTOPHUMHE OLTKaMu:

1) peyenmopu I knacy — ionomponni peyenmopu — Taxi, O B pe3yJIbTaTi B3aEMO-
nii 3 ®DAC crnpuunHSIIOTH BIIKPUTTA 1IOHHUX KaHANIB Ha IJIa3MaTU4YHIM MemOpaHi i
TeHEPYIOTh PO3BUTOK HA3BUYAITHO IIBUIKUX (MUTICEKYHIHHX ) I0HHUX cTpyMiB (Ca*’,
Na*, K*, CI"). dizionoriyHuMU JIiraHaaMH [T i0HOTPOITHUX PETISNTOPIB € HeHpOoTpaHC-
MITTepH (aIeTHIIXOIMiH, aJJpeHalliH, Me/liaTOpHi aMiHOKHCIIOTH TOIIO), IO JIOKaIi30BaH1
B CHHAICaxX HEHPOHIB 1 B HEPBOBO-M’SI30BUX IJTACTHHKAX.

2) peyenmopu Il knacy — memadomponHti peyenmopu — Taxi, 1o miciisi B3aeEMOJIil
3 ®AC npu3BOIATH 10 aKTUBAIii 0i0XIMIYHHX €(EeKTOPHUX CHUCTEM KIIITHHU Yepe3
TpaHcAyKytouuii G-0inok. Peaxiiist eekTopHHX crcTeM KITITHHU Ha IO CIIONYK, 110
B32EMOJIIIOThH 3 METa0OTPOITHIUMHU PELIENTOPAMHU, € OLIBII TOBIIBHOIO 1 PO3BUBAETHCS
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IIPOTATOM JICKUTBKOX CeKyH 1. Di310/I0rYHUMH JTiraHIaMu METaOOTPOITHUX PELIEITOPIB
€ TOPMOHH U iHIIII OioperyssiTopu O1IKOBO-NIENTHIHOT TPUPOAN Ta O10TeHHI aMiHU —
TTOX1/THI aMiHOKHCIIOT (aIpeHaTiH, Jo(aMiH, CEpOTOHIH, TICTaMiH); 10 METa0OTPOITHUX
HaJIeKaTh TAKOXK M-X01iHOpeyenmopuy HeHpoMeIiaTopa aeTHIIXOMiHYy.

L X L

e

1I xnac
perienTopis

| I xnac
| peuenTopis
I | —

N | oo B \/

;
m (et

E

—_—
—_—

l I'T®
Puc. 23.4. lonorpomnHi (I kiac) Ta meradorponsi (II) penentopu ®PAC. [losnauenns: L— nieano (biopezy-
namop); X — ion; R — peyenmop; G — 6inok-mpancoykmop; E — egpexmopna monexyna
(B.b.donro-Caypos Ta iH., 1989).
Monekyaapna opzanizauyisa
MemadomponHux peuenmopis
MeTaboTpoIHi perenTopH /sl TOPMOHIB € OiJ-
KOBUMH MOJICKYJIaMH (B JISSIKMX BUTIAJIKaX — [JTIKO-
MpoTeiHAMM ), TTONIMENTHIHAN JIAHITIOT KAX TIPO-
HU3Y€ TOBILLY MEMOPAHHU 3 yTBOPEHHSIM, SIK IPABHIIO,
ceMH TPaHCMeMOpPaHHUX CHiPaJILHUX CErMEeHTIiB
(metesb); N-KiHelb pelieNTOPHOTO TMOMINENTHIY
PO3TaIOBaHMIA B €eHKCTPATISITIONIIPHOMY TIPOCTOPI
i Moxe OyTH TiKo3miIboBaHuM, C-KiHEeIh — 3a-
HYPEHUH Y IIUTO30JIb.

=0

(@]

Binku-TpaHcayKTopH Ta BTOPHHHI MECeH/KePH
Cucrema TpaHCAYKINil XIMIYHOTO CUTHAIY, 110
Woro cnpuiiMae KJIITHHA BijJ OioperyisTopa,
BKJTFOYA€ B3aEMOJII0 MOIHU(IKOBAHOTO TOPMOH-
PELIETITOPHOTO KOMIUTEKCY 3 O1IKaMH-TPaHCIyKTO-
L7 pamu, sIKi 3[IHCHIOITH TpaHcopMalio Ta 1o-
Puc.23.5. CrpykTypa MeTaboTponHoro  naspiry rnepeaady perysiITOpHOrO CHIHAITY.
peuenTopa biopery.1sTopis (ra npuxnadi FBinku-mpancoykmopu — G-6inku (ab6o N-
M-XOLINOPEYENMOpPa AYemUTXONiNY). 0i1KM) — BHYTpIIIHbOMEMOpaHHI OINKH, sKi
CIPUIMAIOTh XIMIYHUH CUTHAI BiJ] peIenTopa, MOAN(IKOBAaHOTO 32 paXyHOK B3a€MOJI1
3 TOPMOHOM 200 MeZiaTOpoM, Ta CIPUYHHSIOTH 3MiHHA (PYHKI[IOHAIBHOI aKTUBHOCTI
e(EeKTOPHUX CUCTEM KIITHHH. 32 MOJICKYIISIpHOIO OynoBoto G-OIKHM € TpUMepamH,
110 CKJIAJIAIOTHCS 3 TPHOX cybomuuuipb (O, B, ¥); a-cybomuuums mae ['Td-a3Hy ak-
TUBHICTh — akTuBalis G-Ouka mpu B3aeMomii 3 MOAU(DIKOBAHUM PEIETITOPOM Ta
nepeiada peryasTOpHOTO CUTHAITY Ha KaTalliTHYHY CyOoAnHUIII0 (DepMEHTY aJieHiar-
LUKJIa3H CYTPOBOKYy€eThes rigpomizom ['TO mo [/1D Ta (DH.
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Icaye nexinbka ThtiB G-OUIKiB:

G_-0iky (CTUMYJTIOKOY1) — TaKi, 110 aKTUBYIOTh aICHUIATIMKIA3y — (EPMEHT, 10
YTBOPIOE T'OJIOBHUI BTOPUHHUH MTocepeIHUK — HAM®;

G -Olxu (iHriGipyrodi) — TaKi, Mo iHriGipyrOTh a/IEHITATIMKIIA3Y

G, - 01l — TaKi, Mo akTUBYIOTH Qocdomninazy C — dhepMeHT, SKuii CIpUIHHSIE
aKTHBaio GochOiHOZUTHIHOTO HUKITY — (PEPMEHTHOT CHCTEMH, SIKa TIPU3BOIUTH JI0
30UIbIIIeHHS KOHIIeHTpaIii Ca?’ B UTO30111 32 paxXyHOK HOTO BUBUILHEHHS 3 BHYTPIIII-
HBOKJIITHHHMX JIETIO.

Bmopunni mecenoircepu

CurHal Ha noJlajibllie BKIJIFOYCHHS KacKaJly O10XiMIYHUX peakiliii MmepeaaeTbes
BMOPUHHUMU NOCEPEOHUKaMU, a00 Mecerddicepamu (messenger — TIOCTaHEIb, BiCHUK,
auen.) — OIOMOJIEKYJIaMH, 10 TIepeIatoTh iH(OPMAIIiI0 BiJI TOPMOHY (nepuHHO20
Mecerddicepy) Ha e(heKTOpHI CHCTEMH KITITHHH.

Ho emopunnux mecendoicepic Hajlekarh: NUKIIYHI HYKJICOTUIN — IMKJITIYHUHA
ageHosuaMoHodocdar (3',5'-AMD; nAM®) i nukIi9HAA TyaHO3UHMOHO(OC)AT
(3,5'-TM®, nll M®), pochoinozurnmm ta ionn Ca**.

3pocTaHHs BHY TPIITHEOKII THHHO] (IIATO30JIHHOI ) KOHIIGHTpAITii 323Ha9eHIX BTOPUHHIX
MIOCEPE/IHUKIB 3/IHCHIOETHCS IILISIXOM:

(1) axTuBanii aderninamyuxinasu, WO YTBOPIOE MUKITIUYHINE AM®;

(2) akTuBarlii eyaninamyukiasu, Mo yTBOproe nukivaui ' M®;

(3) axruBarii ¢ocghoninazu C, 0 PU3BOAUTE J0 BKIFOUCHHS (hoChOiHOZUMUOHO20
Kackady — MexaHi3My MoOiTi3aiii BHY TpIlIHOKTITHHHOrO Ca?*;

(4) namxomxenns Ca*" 3 eKCTPALENMIONSPHOTO MPOCTOPY 33 PAXyHOK BIJKPUTTS
KaJIbLIEBUX KaHATIB Ha TUIA3MaTH4YHIM MeMOpaHi (MexaHi3M, OUIbII MpUTaMaHHHUN
IOHOMPONHUM peyenmopam).

IIporeinkinazu Ta epeKTOPHI cucTeMU KIITHHU

OCHOBHUMU mipueepamis, IO BKITIOUAIOTh €PEKTOPHI CUCTEMH KITITUHH Y BiATIOBIIb Ha
IO TOPMOHIB, € ePMEHTH npomeiHKiHa3u, ist TKUX TIPH3BOINTH JI0 3MiHM KaTaJII THIHOT
AKTHBHOCTI MIEBHUX PETYISITOPHUX (DEPMEHTIB IIUTSIXOM 1X KoBaJieHTHOI Momuhikarii (ATD-
3a11eKHOTO0 (POCQOPIITFOBAHHS ) — JIUB. TVIaBY 7.

Takum YHHOM, eghexmopHuMU MeXaHizMamu, sIKI Peati3yroTh TpaHC(HOPMAIIIF TOpMO-
HAJILHOTO (PETYJISITOPHOTO CUTHAITY ) 4Yepe3 CHCTEMY BTOPHHHHX ITOCEPEITHNKIB Y TIOCIII0B-
HICTb CIeIU(IYHIK OI0XIMIYHMX PEaKIii KIIITHHH, €:

(1) ntAM®-3anexue dhochoprmoBanas GepMEHTHHUX OUIKIB (3IMIIICHIOEThCS Yepes3
YAM®D-3anedsicni npomeinkinasu);

(2) ul' M®-3anexne dochoprroBanHst GepMEHTHUX OLTKIB (3IIMCHIOETHCS Yepes3
yl ' Md-3anedicni npomeinxinasu),

(3) Ca?/kanpMonystiHzanexHe GochoprioBaHHs HEPMEHTHHUX OLTKIB (3MIHCHIOETHCS
Ca/kanoMoOyiH-3aNeHCHUMU NPOMETHKIHA3aMUL),

(4) Ca**/dpochomimigzanexue hochoprmoBaHHs HepMEHTHHX OLTKIB (3TIHCHIOETHCS
Ca/ghocgponiniosanexcHumu npomeiHKiHazamu);

(5) pochopunroBanHs PepMEHTHHX OLIKIB UePE3 MuUpOIUH3ALENHCH] KiHa3U; Ha BITMIHY
BiJI BHIIIE3a3HAYCHUX MPOTEIHKIHA3, 110 (HOCHOPHITIOIOTH Yy (DEPMEHTHHX OLIKAX 3aTHILIKH
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cepury abo mpeoHiHy; 1Iell 0coOmMBHi Kilac KiHa3z (ochOpHITIOe 3aTMIIKA MUPOIUH).
Janwii T akTrBariii (hepMeHTHHX OLTKIB (pealti3y€eThest PH il Ha KITITHHU iHC)TIHY, enioep-
MAbHO20, MPoMOOYUMApHO2O Ta THINX axkmopié pocmy) He NOTpeOye HAsIBHOCTI BTO-
PHHHHX MOCEPEIHUKIB 1 3/IHCHIOEThCS OS3MOCEPEIHBO B Pe3yJIbTari B3aeMoIii Oiope-
TYJIATOpa 3 MEMOPaHHHUM PELICTITOPOM.

PosmisiHeMo neTanbHile OCHOBHI 3 €PEKTOPHUX MEXaHI3MiB, sIKi PeaizyloThCsl IPH
Ui Ha KIITHHU 20PMOHI8 nepuiol 2pynul.

UAM®D ma adeninamuuxnaza
7 B Hukniunuii adenoszunmonopocam (3',5'-AMD;
UAM®) OyB BiIKpUTHH aMEPUKAHCHKUAM JIOCIITHUKOM
E.Caseprieniom npu BUBUCHHI 010XIMIYHMX MEXaHI3MIB
DJTIKOTEHOITI3Y B TIEYiHII Ta M 33X, IO CTHUMYIIOEThCS
aJpeHAIHOM 1 DTroKaroHoM. [lomasbii J10CTiKeHHS
BCTaHOBWIH YHiBepcaabHicTh HAM® sik BTOPpUHHOIO
nocepeIHUKa B nmepenayvi curtasais ¢izionoriuno ak-
THBHUX CMOJYK HA KIITHHY.

YrBoperus TAM® 3 AT® BinOyBaeThes pu 1ii MeMo-

paHHOI adeHinamyuxiasu:
Puc. 23.6.Cazepiena (Sutherland) .
EpnV.(1915-1974), ame- AT® 3,5-AM® + (I)d)ﬂ,

PUKAHChKHIi O10XiMiK, HOT0 PO3IIEIVIEHHS 3 yTBOPEHHIM HEAKTUBHOIO IIPO-

(apvaxornor. BCTaHOBMB vty — HEMUKJIIYHOTO aleHO3UH-5'-MoHO(oCchaTy —

OynoBy Ta posb TAM®D . . .
; npH il :
y TiepeaF TopNORA- pu 1ii hocpodiecmepazu yurniunux Hykieomuoie

Horo cursany. Hobe- 3'5-AM®D —>= AM®D.

JniBcbKa mpemist (1971).

Bsaemoztis TAM® 3 TAM®- NH,
3aJIe)KHOFO MTPOTETHKIHA3010 — N7 N
KiHazoro A 3 mogansmmM (oc- k\ | />
(GopHITIOBAHHSAM KIIOYOBHX N~ N
(epMEHTHHX Ta CTPYKTYPHHUX O0—CH
OLIIKIB € BHY TPILTHBOKITITHHHOIO 2 -0
MOJIEKYJIIPHOIO TOMAIEI0, 11O
JI03BOJISIE 1ILOMY MECECHIKEPY H
BUKOHYBATH (DYHKIIIFO YHIKaIb-
HOTO MOCEPEIHUKA B TOPMO- (|)H
HaJIbHOMY KOHTPOJI KJTITHHHUX A
yHKIii. CrpykrypHa @opMyga (4) 1 monexynspua Mozens (b)

o ropMoOHiB, IO BUKOPH- LuieiHoro 3.5-AM®.
cToBYI0Th TAM®D K BTOpWHHHIA MMOCEPEIHHK, HANICKATh: dOPEeHAliH, 8a30NPeCuH,
2NI0Ka20H, 20HA00MPonin xopioniunuil, dogamin (ipu B3aemoii 3 D -penenropamn),
KanbyUmoHiH, KOpMUKOMpOniH, NiNOMponiH, THOMEIHI3YI0uUl 20pMOH, MeIaHOYumo-
cmuMyniolouuil 20pMoH, Hopaopenanin (ipu B3aemofii 3 B-perenropamu), mupompon-
HUTl 20pMOH, (PONIKYIOCIUMYTIONOYUTI 20PMOH.




TiaBa 23. Bioximiuni cucmemu HYMPIULHbOKAIMUNKOL mpancOykuii —— 337

[Topsia 3 ropMOHAMH Ta MeJIiaTopamu, 110
aKTHBYIOTH AJICHUTATIMKIIA3HY KaCKaIHY CHC-
TeMy (HiOTh 4epe3 Tpancaykrop G ), icHye
TIeBHA TpyTia O10perynsTopis, M0 TaTbMYIOTh
aJICHINIATIMKIIA3Y 1 3MEHITYIOTh BHY TPIllIHBO-
KIiTHHHUE piBeHb TAM® (nitoTh 4epe3 G-
6inok). [lo GioperysTopis, O iHT10IpyIOTH
aJICHLIATIUKIIA3Y, HAJICKATh: aHeiomeH3uH 11,
ayemuixonix (TIPY B3aEMOJIIT 3 M-XOJTIHOpETIeTI-
Topamu), dogamin (npu B3aemorii 3 D,-pe-
LIETITOpaMH), HopaopeHaix (TIPA B3aEMOJIT 3
(xz—az[peHopeuer[TopaMH), OnioioHI nenmuou,
COMAmoCmamuH. .

3arajipHy cxeMy Tepeiadi TOpMOHAIBHHX
CHTHAJTIB Ha aJICHLTATIINKIIa3Hy CHCTEMY Yepe3
Tpanykropu G ta G, moxaHo Ha puc. 23.7.

. . . Kinaza
Ca?** aK HympiuHbOKAIMUHHUT Me-
cenovicep ma cucmema ocghoinozumuoie Binku
[oHH KanblIil0 — EBOMOLINHO MPAJIaBHi  Pyc. 23.7. Cxema TOPMOHAJILHOT PEryJIsIii KJti-
BHYTPIIIHbOKIIITUHHI MECCH/KCPH Ta PETYJIA- THHHHX (yHKIiA 4epe3 axeninar-
TOpH Oararb0X epMEHTHHX crcTeM i (hiziono- UMKSI3HY cucremy. [osnavenns: H—
riYHUX QYHKIIH KITITHH, 30KpeMa KIIITHHHOTO 2opmor; R — peyenmop; G — mparic-

POCTY, MOJIiTy KIITHH, CKOPOYCHHS M’ S30BHX oykmop.

Ta HIINX CKOPOTIMBUX OUIKIB, 3rOpTaHHs KPOBi, CEKpeLlii TOPMOHIB Ta HEMpOMEIiaTopis,
Triepeziadi HepBOBOTO IMITYJIBCY TOIIIO.

Peryasitopua ¢ynkuisi Ca** (mepenaBaHHst CUTHATY BijI TOPMOHY, MEJiaTopa Ta aKTH-
Ballist eeKTOPHHXK O10XIMIYHIX CUCTEM) 3MilCHIOETHCS IIJIIXOM 3POCTAHHS BHY TPILIHBO-
KJIITHHHOI (IUTO30/IbHOT) KOHIEHTpaii ioHa (3Bryaiino, Bin 103-10° 1o 10° M). Lle
3HaYHE 3POCTaHHS KOHIeHTpalii BinbHOro Ca’’ 3MiiCHIOEThCS IJISIXOM BKJTFOYCHHS
30BHIITHBOKIIITHHHAM O10pETYIIsITOPOM OIHOTO 3 TAKMX MEXaHi3MiB:

— BIIKPUTTS KaJIbLII€BUX KaHATIB (peyenmopuymausux Kaumanig) Ha TUla3MaTUIHIN
MeMOpaHi 1 BXOy B KIITHHY eKkcTpariemosipaoro Ca?* (MexaHi3M, 110 peati3yeThes 3/e-
OLITBIIIOTO MPH B3aEMOIIT HEHPOMENIaTopiB 3 I0HOTPOITHUMH PELICTITOPAMHN );

— BHXOJy i0HIB KaJIbIIIFO B IIUTO30JIb 3 OTO BHYTPIIITHIX JENO — MITOXOH/IPIii Ta
IUCTEePH (KaHAJIBIIB) SH/IOIUIA3MAaTHYHOTO (CapKOIIa3MaTHYHOTO) PETUKYITyMa (MoDi-
Ji3ayis KAITBITIIO 3 BHYTPIIIHIX JIETO0); BKITFOYEHHS IIhOTO MEXaHi3My ITOTpe0y€e CTUMYITSAILT
TOPMOHOM YH THITIUM OI0PEryJIITOPOM (oChoiHO3UmMUOHOI cucmemu, THTEPMETIaTH SIKOT 1
CTIIPUYMHSIOTH BHXiJ] KAJIBIIIIO 3 OPraHed.

[epexin kIiTHHM 13 CTaHy aKTHBALi 10 (YHKIIOHAILHOTO CIIOKOIO BiZIOyBAa€ThCS B
pe3yabTaTi 3MEHIICHHS IIUTO30JIbHOT KOHIICHTpAIlll KaJbIiF0 JI0 BUXIJIHOI, 1110
3a0e3meuyeThest “BUKauyBaHHAM Ca’*" 3 1IMTO30Ji B EKCTPALCTIONSAPHHUI MPOCTIp Ta
“3aKadyBaHHsIM”’ 10Ha y BHYTPIIIHBOKIITHHHI jemno. [lell mporiec € eHeprozanexHum
TPAHCIIOPTOM IPOTH IPaIiEHTa KOHIIEHTPALLii 1 J0CATaeThCs 32 PAXYHOK (PYHKIIIOHYBaHHS
Ca*-AT®a3 mia3MariIHIX MeMOpaH Ta MEMOPaH BHY TPIITHBOKTI THHHAX OPraHe].
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Kanomooynin

YHiBEpCaIbHUM aKLENTOPOM
XIMIYHOTO PETyIATOPHOTO CHUT-
Hauty Bin ioHiB Ca?* € kanbMooynin
(K'M) — 6i10K 3 MOJNIEKYIISIPHOIO
Macoro Omm3bko 17 /I, skmi
MOXe€ 3B’SI3yBaTH YOTHPHU 10HU
KaJIBIIIO:

Crnenudiyne 3B’ s3yBaHHS
Ca*" 3 monekynoro KM mpu3go-
JTITH 710 3MiH KOH(pOopMarIii Oika,
KUl HaOyBa€e BIIACTHBOCTI B3a-
EMOMIATH 3 UyTIuBUMH 10 KM
OinkaMu, B TOMY YHCII IPOTETH-
kinazamu (Ca/KM-3anesxcnumu
ByoBa KalbMOJIyJTiHy 3 FOIOBHOTO MO3KY. I-[V — caiitn npomeinkinasam), iK1 peryio-

38’ s13yBanms Ca™", 10Th (PYHKIIIT 6araThoX BOYKIIMBIX
(hepMeHTIB, 301TBITYFOUH iX KaTa-
JTHYHY aKTUBHICTH (Tadm. 23.1).

Tabnuns 23.1. ®epmMenTH, 10 peryT0l0Thest Kommaekcom Ca/KM

Hazea ¢epmenmy
AneHinaTuukiaasa Kinaza ¢pocdopunazu b
I'yaninarnukiasa [lipyBaTkapOokcunasa
®ochoniecTepaza DUKIIYHAX HYKICOTHIIB IlipyBaTnerinporenasa
Ca®* Mg*"-ATdaza IipyBarkinasa
I'mikorencunrasa docdoninaza A,
[nminiepon-3-hocthar-geriaporeHasa

Dochoinozumuona cucmema ma mooinizayis Ca**

BcranoBienns OionorigHoi poni Aeskux (HocPoiHOZUTHAIB SK areHTiB, IO
CIPUYHMHSIOTH BUX1J 10HIB Ca*" 3 BHYTPINTHBOKIITHHHUX PE3epBYapiB, BIIKPHIIO
JIOTaTKOBY CHUTHAJIBHY CHCTEMY, IO TIOB’S3y€ TOPMOHOPEIETITOPHY B3aEMOIII0 Ha
IJIa3MaTHIHI A MeMOpaHi i3 CTUMYIISIIEr0 010X IMIYHUX €(hEeKTOPHUX CHCTEM KITITHHU.

T'onmoBHOTO TIOAI€TO Y BKITFOUEHHI (POCPOIHOZUTHIHOTO IIUKITY (KACKay, CHCTEMH )
€ aktuBailis ¢pepmenty docdomninazu C, sika BiIOyBa€ThCS B Pe3yJIbTaTi B3aEMOJIIl
JESIKUX €K30TeHHUX Oi0peryisiTopiB 3 MeMOpaHHUMHE PELENTOpaMy Ta MOAalbIIol
nepeayi XiMivHOTO CUTHAITY Yepe3 TPAHCTyKTOPHUIMA Gq-6in01<. Cy0cTparom pocdo-
ninasu C € MemOpannuit Gpocdominin pocharnaui-inosuron-4,5-nudocdar (OID,),
10 B LIl peaKiii po3MENIoeTbes 10 iHo3uToN-1,4,5-Tpudocdary (ID,) ta 1,2-xi-
arputnninepoiy (JAT).

Hopmaneuii MeTabonivni nepersopenns IO, ta JIAT npuszBoasats 10 pecuHTesy
pocamuoun-inosumon-4,5-oupocpamy (PIP,), 10610 3amMmuKanHs GocdoinozuTUI-
HOTO UKy (puc. 23.8).
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®ocdomnimaza C 1 Q 4
H,O 0
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'on Ho* < “0—P=0
1D, |
o
kR
O=C|3 (|?:O
0 ¢
H,C—C—CH,0H
H
JIAT

[poxyxTn peaxiii, sika KaTai-
3Y€THCSI TOPMOHOTY TIIMBOIO oc-
¢oninasoro C — 1, ta JIAT, €
BHYTPIITHbOKIIITHHHUMA MECEH-
JUKEpaMH:

— I®, cnpuuunse Buxin y
1MTo30/56 ioHiB Ca’', nenoHoBa-
HHX B €HJI0IUIa3MaTHIHOMY PETH-
KylyMi, 1 301TbIIIEHAS] KOHIICHT-
parii ioHa B 1IMTO30i. BUBiIE-
HeHHs Ca**3 eHI01a3MaTHYIHOTO
(abo, B mmajieHbKUX M’s3aX, —
CapKOIUIa3MaTHYHOTO PETUKYITY-
Ma) 3yMOBIIEHE BIIKPUTTSM TIPU
it [(OX MeMOpaHHUX KaHAJIB JUIst
KaJbIil0, MO JIOKalli30BaHI B
3a3HauCHHUX YJIBTPACTPYKTYPHUX
YTBOPEHHSIX, 1 € BXKJIMBUM MeXa-
Hi3MOM TOHKOI (izionoriunoi
peryJsiuii piBHsI ioHi30BaHOrO
IHMTO30/IbHOTO KAJIBLIIO.

— JIAT e axrtuBatopom Ca/
gocghoniniosanesxicHoi npomein-
Kinasu (npomeinkinazu C) —
(dbepMeHTy, KaTaliTHYHa aKTHB-
HICTB SIKOTO TIPOSIBIIIETHCS 32 YMOB

Jianmi-

C rminepon
l P ® Cl)H
AT®
AT<D>T s l(AZICD

g dochatraHa
KHCII0Ta

‘ IM®
Q 1HO3UTH/T ‘
4 4

Puc. 23.8. ®ocdoino3uTHAHMNA UK.
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B3aemoii 3 ionamu Ca?* ta ocdomimigom gocpamuouncepunom. Ipomeinxinaza C
€ (hepMEeHTOM, ITI0 BUSBICHUH MPAKTUYHO Y BCIX KITITHHAX OPTaHi3MiB BUIIUX TBAPYH,
3a BUKITFOYCHHSM 3pLTHX 0€3’aIepHUX epUTPOIINTIB; HAOLIbIIA KITBKICTh (PePMEHTY
3HAXOIUTHCS B TOJIOBHOMY MO3KY, CEJIC3iHIl, KIIITHHAX JICHKO3IB JIFOAUHU. 3TiHO 3
CYYaCHUMH YSBICHHAMH, npomeinkinaza C akTUBYe (IUISIXOM (hochOPUITIOBAHHS 3a
3aJIMIIKAMH CEPHHY Ta TPEOHIHY ) KIIITHHHI O1TKH, 110 BU3HAYAIOTH IIBUIKICTh MTPOIIECIB
KIITUHHOT npomidepaliii, HOpMaTbHOTO Ta MyXJIWHHOTO TKAHUHHOTO POCTY, PEaKIiio
KIIITHH Ha POCTOCTUMYITIOF0Y1 (Pi310JIOTIYHO aKTHBHI CIIOIYKH Ta OHKOTCH.

bioximiuHe 3HaUeHHS MIallMITITIIEpOITy TIOJISITae TAKOXK y HassBHOCTI B HOro 2-My
(B-) nonoxenwi samuixy apaxioonosoi kuciomu (C, ,); rinponis JJAT i3 BuBinbHeHHAM
apaxiZioHaTy TIOCTaBIIsIe€ CyOCTpar st 610CHHTE3y BaXKITUBOTO KI1acy Oi0perysTopiB —
etikoszanoioie (TmaBa 25).

Di31070T14HO AKTUBHI CIIONYKH, IKi CIIPUYHHSIIOTH 3aIyCK IUKITY Gocdoino3nTuin
yepes gocgoninasy C:

sazonpecut, ayemunxonix (TIpx B3aEMO/Ii1 3 M-XOIITHOPELENTOPAMH ), HOPAOPEHAIIH
(pu B32aeMOfIii 3 O -aIpeHOPELENITOPaMHu), cepomonin (py B3aemoii 3 5-HT -penen-
TOpaMu), cnoiyka P, muponioepuH.

| PeuenTop [

r )

DID

2

4 N

/\@ ®

Ca/KM-kinaza Ca/(DJ'[ -KiHa3a
@ DepmeHTH “CDOCCI)OPI/IHLOBaHi €JIEMEHTH

T ®izionoriyHa peaxIist KITiTHHI

\\6im<n i /

Puc. 23.9. ®ocdoinozuTuazanexna peryasuis KITHHANX GyHkmii. [losnavenns: OI®, — gocga-
muoun-inosumon-4,5-ougpocpam; 1®, — inosumon-1,4,5-mpudpocpamy; JTAT —
diayuneniyepon; KOb — kinaza gocpopunasu b; Ca/KM-kinaza — Calkanbmooynin-Kinasa;
Ca/®Jl-kinaza — Ca/pocghoninio-xinaza, EP — enoonnasmamuunuii pemuxynym;, MX —
MIMOXOHOPII.
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[pukmamamy KITITHHANX (DYHKIIIH, 3a5e)XHNX Bi QyHKITIOHyBaHHS (hochoinozuTu -
HOTO KacKa/1y, €: TIIIKOTeHOJI3 B TEMATOIUTaX; CKOPOUESHHS M’ SI31B; arperaitisi TpOMOOIUTIB
Ta BUBUTGHEHHS] HUMH CEPOTOHIHY; CEKpeTIisl IHCYITiHY OCTPIBKOBIMH KITiTHHAMH T TILTYH-
KOBOI 3aJI031; CEKpellisl ajpeHalliny XpoMa(iHHUMA KIIITHHAMA HaJTHIPHUKOBHUX 3aJ103,

CeKpellist TicTaMiHy MaCTOIIUTaAMHU.

CxeMy TOpMOHATBHOT perTysiiii OloXiMiYHIX Ta (Hi3ioNOrTYHIX (PYHKITIH KIITHHU 32
y4actio (ocdoino3utu i Ta ioHiB Ca* momano Ha puc. 23.9.

23.3. MOJIEKYJIAPHO-KJIITUHHI MEXAHI3MU JIIH
CTEPOIJHUX TA TUPEOITHUX TOPMOHIB

T'opmonu apyroi rpynu — crepoinu (kop-
TUKOCTEPOild, TOPMOHH CTAaTEBUX 3aJI03,
moxizHi BiTaMiHiB Tpynu D), tTupeoinai
TOPMOHH.

[Toni6HO 710 TOPMOHIB OUTKOBO-TIENTHIIHOT
rpynu Ta OIOTEHHHWX aMiHIB — MOXiTHUX
aMiHOKHCIIOT, HEOOXIHOI0 YMOBOIO 3JIiiiC-
HEHHSI 010JI0TTYHHX eeKTiB TOPMOHAMH ITi€i
TPYIHN TaKOX € iX 3B’A3yBaHHS B TKAHUHAX-
MIMIeHAX 13 crenn(iyHIMA PerenTOPHUMHA
MoJsekynaMu. CrpaBeJInBIiCTh BUCIIOBIIIO-
BaHHS 3aCHOBHUKA BUCHHS NPO KIITHHHI
peuentopu [layns Epmixa (P.Ehrlich) —
“Corpora non agun nisi fixata” (‘“PeyoBunu
HE JIiI0Th, SKIIO He (iKCYIOThCS — Tiep. 3
JIaT.) ICKPaBO LITIOCTPYIOTh EKCIIEPUMEHTANTb-
Hi pe3yJbTary, nojani Ha puc. 23.10.

4000

Imm/xB T

Yac, rox

Puc. 23.10. Iunamika po3noxixy H-ecrpamio-
JIy B TKAHUHAX LIypa-camMui (6ico
abcyuc— cmynins 38 13y68aHH: 20p-
MOHY 8 MKAHUHI, IMN./X62 MKAHUHU,
8iCb OPOUHAM — YAC NICTISL 66e0CHHS
20pMOHY, 200) 1 — mamka; 2 — vagi-
na; 3—neuinka, 4—Kkpoe, 5 —m ’a3u.

@_C@+/ P

Aute Ha BiZIMiHY BiJl TOPMOHIB — TIEIITHIIB L Topmono-
. i . P peLenTopHuit
Ta ?lOFeHHI/IX AMiHiB, PELIENTOPH /U1 TOPMOHIB ( = oo
1i€1 TPy JIOKANIi30BaH1 6HYMPiUHbOKIIMUH- e j g
v Apo

HO — B IIUTO30i, 3B1JIKH TOPMOHOPEIETITOPH1
KOMIUJICKCH TPAHCJIOKYIOTBCS B PO, 1 1
B3aEMOJIIFOTh 3 uyTimBuMU caiitamu JIHK simep-
HOTO XPOMATHHY, CIIPUYHHSIOYN aKTHUBAIIiIO

4
5)

/-____- .
[_r:/‘_"\)l( OMAaTHH ‘:\\_
INTEANARN

e e

T, -

~

. . . o MPHK

TeHIB JUT BiMOBITHUX (pepMEHTHUX OLJIKIB. TopmoHo-

Toi sik TOPMOHH TIEPIIIO] TPYITH CIPUUHUHSIOTH e L

AKTHUBAIIiIO BXKE ICHYIOUNX (DepMEHTHHUX MOJie- MOTHDIKO- ﬁHK

KYJL, JIist Ha KITITHHU-MIIIIeH] CTePOi/TiB Ta THPEO- BaHuil

{IHUX TOPMOHIB MPHU3BOIUTH O CTUMYJISLIT K J
DepmeHTH

OiocuHTEe3y HOBUX (DEpMEHTHHX MOJICKYIT 3a
PpaxyHOK aKTHBAIIi1 TPOIECIB TPAHCKPHITILIT iX
MPHK (puc. 23.11).

Puc. 23.11. Cxema OioxiMiuHUX MexaHi3MiB il
CTepPOiIHUX TAa THPEOIAHHUX Iop-

MOHIB.
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3riHO 13 3a3HAYEHNM, OLJTKOBO-TISTITH/THI TOPMOHHM Ta OI0T€HHI aMiHM KOHTPOJIOIOTH
TIPOIIECH ITIBUJIKOT a/TalTaIli] OpraHi3my, siKi TOTpeOyrOTh TEPMIHOBOTO BKITFOYSHHS TIEBHOTO
OioxiMigHOTO TIporiecy abo ¢izionoriuHol (yHKMIT (IITIKOreHOMi3Y, JIMoMi3y, M’ S30BOTO
CKOPOYEHHS), TOJI SIK 0i0JI0TiYHA JTisi TOPMOHIB APYTOl TPYTH MOBLIBHIITA (TTOTpedye It
CBOTO TIPOSIBJICHHS JICKUILKOX TOJIMH), BOHU BIJITIOBIIAI0TH 32 TIPOIECH JIOBIOTPUBAIIOL
ajianTarnii oprasiamy.

Byoosa cmepoionux ma mupeoionux peuenmopie

HerpancdopmoBaHi B3aEMOJII€I0 3 TOPMOHOM PELIETITOPH € AMMEPHUMH OLTKaMH 3
MOJICKYJISIPHOKO MAacoro, 110 KoymBaeThest Bizt S0 10 190 /1, 1 KOHCTaHTaMK ceTMMEHTAIIiT
Bix 3,5 10 4,5 s (Tadm. 23.2).

Tabnunsa 23.2. Disukoe-XiMivHi BJIACTHBOCTI HUTO30JbHUX PELIENTOPIB CTEPOITHUX FOPMOHIB

(B.b.Po3sen, 1984)

Peuenmopu zopmonis M. m., k] Koncmanma ceoumenmauii, s
EcrporeHiB 80— 120 40-4,5
AHJIpOTeHIB 80— 100 3,5-40
[IporecrareHiB 50 — 100 3,6-40
[ FOKOKOPTHKOITIB 70 - 190 3,5-40
AJpII0CTEpOHY 60— 150 40-4,5

Monexynapui mexanizmu 0it

[ocnioBHICTE KIITHHHMX Ta O10XIMIYHHX PEaKIliif, 3a PaxyHOK SKOi CTEpOimHi Ta
THPEOiHI TOPMOHH PEaTi3yroTh CBOI 01010T1UHI e(heKTH, Ma€ BUTIISI

NPOHUKHEHHS 20PMOHY 6CEPEOUHY KIMUHU ——3= CHOJIYYEHHS 20PMOHY 3 YUmo-
30/IbHUM peyenmopom —3 yMoougikayis (akmusayis) peyenmopay ckiadi 20pMoHO-
PeyenmopHo20 KOMIIEKCY ——3= MPAaHcIoKayisi MOOUPIKOBAHO20 20pMOHOpeYenmop-
HO20 KOMNJIEKCY 8 SI0P0 ——3= G3AEMO0ist KoMNnaeKcy 3i cneyugiunoio oinsinkoio JJHK
XpomamuHy ——m=— akmusayis cneyudiunux eeHie—»= mpanckpunyis MPHK——
— cuHmes (epmeHmuux OiIKi8, w0 peanizyroms 0ioN02iuHI ehekmu 2OpMOH).
B3zaemoptist perienTopiB CTepoOiHIX
a6 L Ta TUPEOITHUX TOPMOHIB i3 CBOIMH

- o !
crieryd)iYHIMI JTiraH1aMH 3yMOBJICHA
[ W npoeecmepony iX MOJIEKYJISIPHOFO OyZJ0BOIO, IO CKJIa-

s A€ETHCS 3 OKPEMHUX C HO- HK-
T M coopmuivie ST SOpeMIX TpyKIyprO-dy
O1OHAJIbHUX JOMCHIB, AKI Bl,[[pl3H5{—

simaminy D, 0ThCSL IEPBUHHOKO CTPYKTYPOKO Ta

E.:-] PEeMuUHOE80I Kuciomu KOH(i)OpMaI_Iiefo (pHC. 23'12):

Peuentopn

— OOMEHY, WO CNoNYYAEMbC 3
eopmorom (cknaoaemvest 3 240 amiro-
Puc. 23.12. JlomeHHa oprauizaiisi GiIKOBHX penentopis  KUCTOMHUX 3QTUUIKIG);

TOPMOHIB: a — dover, wjo 36 s13ye pe2ynsmopu — QOMEHY, WO CROTYUAEMbCS 3 NeG-
mpanckpunyit, 6 —oomer, wo esacvodie sAHKS 4w nocridosrocmsmu JJHK (cxnaoa-
6 — OOMEH, 1O 38 SI3Y€ 20PMOH. . L\

€mbest 3 66 AMIHOKUCTOMHUX 3ATUUIKIB),

— QOMeHY, WO 38 A3VEMbCsL 3 000amKosuMU pe2ynamopamu mpanckpunyii (N-mep-
MIHABHUL OOMER).

MUPOKCUHY
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Bzaemonist 6inkoBuX peuen-
TOPIB TOPMOHIB — aKTHUBATOPIB
tpanckpumiii 3 JJHK BinOyBaeTh-
Cs1 B IEBHUX MICISIX BPOMOMOPHUX
OLNAHOK TEHOMY, IO 3HAXOMSTHCS
“3miBa’ Bijl CAWTIB iHiyiayii mparc-
Kpunyii (MpUOIN3HO, B PETioHi “-  Peuenrop-crepoinuuii
250 HyKICOTHIB”) 1 PETYIIOIOTh KOMTITTEKC
eKCHpeCiIO PO3TALIOBAHKX HA Bif- Puc. 23.13. JlinsiHKH HPOMOTOPY, 3 IKMMH B32€MO/IIOTh CTe-
poin-peuentopHi komiiekeu (cait -250) Ta inui
OlIKM-aKTUBATOPU TPAHCKpUNUIl (cmpecopHi
OIIKY, AKMUBAMOPU CUHME3Y MEMATOMIOHEIHY).

craHi reiB (“cripaBa’ BiJi POMO-
Topa Ta caiiTa iHimiamii TpaHc-
kpurii “+17) (puc. 23.13).

31aTHICTH JIOMEHA TOPMOHAILHOTO PEIIENITOPA B3aEMOIISITH 3 TICBHUMHU JIUITHKAMH
JHK Bu3HauaeTbcsi 0COONMBOCTSAMU CTPYKTYPH SIK PEIENITOPa, TaK i BAMOBIIHUX
caiiris JIHK. Ili penentopuyt- 5 -NAGAACANNNTGTTCTN -3
muBi pinsaky JIHK maroTs cTpyk-

TYPY RATIHOPOMI6 | CKTATAITHCS 3-NTCTTGTNNNACAAGAN -5

13 crrenupivHUX (I KOXKHOTO Hocninosnicts [JHK, 1m0 38’3y€ penenTopu
petienTopa) HyKJIeOTHTHUX MOCITi- TJIIOKOKOPTHKOTIB
JIOBHOCTEM 3 CHMETPHYHUX 6 Iap 55-NAGGTCANNNTGACCTN -3

HYKJICOTHUIIB, PO3TAIIOBAHUX
37iBa Ta CIpaBa Bif MPOMIKHOI
3-HYKJICOTHIHOT TIOCIIiJOBHOCTI
(-NNN-) — “cmeiicepa”:

V B3aemofil aKTHBOBaHHX TOPMOHAMH CTEPOIJHUX Ta TUPEOITHHUX PELENTOPIB 31
cnenupivanmu ginsakamu JJHK 6epyTh ydacTs Takok NeBHI DUISTHKH PEIETITOPHAX
OLUIKIB, 1[0 MaIOTh OYIOBY YUHKOBGUX NANbYIE TA 2NOOVIAPHUX ZN-6MICHUX OOMEHI8
(puc. 23.14) — yHiKaTbHUX TPOCTOPOBHUX YTBOPEHb, SKi BIACTHUBI BCIM PI3HOBHIAM

3’ -NTCCAGTNNNACTGGAN -5

[ocninosnicte AHK, 110 3B’ s13y€ penentopu
€CTPOTrCHiB.

HuukoBuii manenp HuukoBuii maneup

]
Cys /’@ y Cys

443

| ]

Cys ‘ : Cys
460 ‘. -a 457

TTominenTruHUN JTAHIIOT

Puc. 23.14. YTBOpeHHSs yunkogux naavuie y 6ijikax (a) Ta 6ynoBa Zn-BMiCHOT0 J0MeHY IIIOKO-
KOPTHUKOIHOI0 peLenTopa, o po3nisHae cnenuivyHy najiHApoOMHY IOCTiI0BHICTh
y moaekyai JJHK (0).
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O1NKiB, 110 BUCTYMAIOTh SIK PETYISTOPH TPAHCKPHIII] (TOPMOHAIIBHAM PEIEeNTOpaM,
OiIKaM — aKTUBATOPaM CHHTE3y METaJIOTIOHETHY TOIIIO).

MonekyssipHa MOJieNb 3B’s13yBaHHsI Zn-BMICHUX JIOMEHIB AUMEPHOTO perenTopa
[JTFOKOKOPTHUKOIIB 3 TIAiHApoMHUMHE JiisiHkamu Mojiekyii JIHK mogana va puc. 23.15.

Peuenrop

Puc. 23.15. B3aemoaisa aumepHoro 6iika — penentopa INIIOKOKOPTUKOIAIB i3 cnenudgivnumu
caiitamu JTHK.
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['NTABA 24. TOPMOHAJIBHA PET'YJISALIA
METABOJII3MY TA BIOJOTITYHUX ®YHKIIA KJIITUHU

II. TOPMOHHMN — ITOXIJAHI IENTUIIB TA
AMIHOKHUCJIOT

BinkoBo-mienTraHI TOPMOHM — YHCIIeHHA TpyTa (i3ioNoriyHo0 aKTHBHHUX CIIONYK 13
TOPMOHAJILHUMH Ta HEWpOMEIiaTOPHUMH BJIaCTHBOCTSIMH, 110 POIYKYIOTHCS B Pi3HHX
opraHax i TKaHMHAaX Ta 33 CBOEIO XIMIUYHOIO MPHPOJOIO € MOMINeNTHAaMH (TIPOCTHMH
OinkaMu, DIKONPOTeTHAMH, HU3bKOMOJICKYJSIDHUMH TIITHIAMH).

OcHoBHi KJIacu 0iTKOBO-TIENTHAHNX TOPMOHIB, 1110 CHHTE3YIOTHCS B €HJOKPUHHIN
CHICTEMI: TOpMOHH Tirogi3a, TirmoranaMyca, i ILTyHKOBOI 3am03u. binspkiMu 3a Mexa-
Hi3MaMH Jiii 10 OLIKOBO-TICTITUAHUX FOPMOHIB € 0i0peryJIsiTOpH — NMOXiTHI aMiHOKHCJIOT
(GioreHHi aMiHN) — KaTexoJlaMiHU, CEPOTOHIH, TICTaMiH, MEJIATOHIH.

[IpocTrMu nienTrIaMU € TaKoXkK OI0PETYJISITOPH, III0 HAJICKATH JI0 2iCIMOCOPMOHIE:

— OMIOI/THI IETITH/IV TOJIOBHOTO MO3KY;

— IENTH/IM TaCTPOIHTECTHHAIBHOI CHCTEMU;

— KOMITOHEHTH KiHIHOBOI Ta peHiH-aHT10TEeH3HHOBOI CHCTEM;

— TOPMOHH Ta MEIIaTOPH IMYHHOT CHCTEMH 1 yHKITIOHAILHO OJTM3bKI JI0 HUX METITHHI
(hakTOpU POCTY, IUTOME/INHY;

— HaTpidypeTUYHi IENTHIIA CEPIIsl, MO3KY TOILIO.

24.1. TIIIOTAJTIAMO-TTIIO®I3APHA CUCTEMA

LleHTpanbHOIO SHIOKPUHHOIO 3aJI03010 OpraHi3My JIIOAWHM Ta BUIIMX TBAPHH €
2inoghiz — opras, 0 KOHTPOITIOE EHOKPUHHY JiSUTBHICTD OLTBIIIOCTI T ITOPSIKOBAHUX
it (meprdepiitHIx) 3a5103 BHYTPIITHBOI cekpettii. B cBoro uepry, pyHKITioHATbHA aKTHBHICTH
rinodiza perymroeThcss HeHpOSHIOKPHHHNMU KITITHHAMH CTICTATBHUX SIEP 2in0maiamyca.
T'opmonn Ta/abo HeiipomeniaTopy (41 MOIYISITOPHI HEMPOTISTITH/) TIMOTAIAMIYHHAX Ta
THIITNX TiKIPKOBHX SI/IEP TOJIOBHOTO MO3KY KOHTPOJIOIOTH CEKPEIIiTO (2 B JISSIKIX BHTIA/I-
Kax — 0locHHTe3, TPOTyKyBaHHSI) Tirmo(i3apHUX TOPMOHIB.

A. T'opmoHu rinorajiamyca

lNnoranamyc € 30HOK TOJOBHOTO MO3KY, SIKa PEryJI0€ aKTUBHICTH Timodisa i
niepu)epiiHUX SHIOKPUHHUX 3aJ103 IUISIXOM MPORYKILT B HEUPOCEKPEMOPHUX KATMUHAX
crienrivYHMX TiMoTalIaMIYHUX, TiMO(I30TPOIHIX TOPMOHIB Ta J1il HeHpoTpaHCMITepiB, 110
KOHTPOJTFOIOTH (PYHKIIIT MiAOPSIIKOBAHMX 347103 BHY TPILITHBOT CEKpeLlii uepe3 CUMIIaTHIHY
Ta MapackuMIIaTYHy HEPBOBY CHCTEMY.

3rijHo 3 pekoMeH Iartismu Komicii 3 610XiMigHOT HOMEHKIaTypr MiXkKHapOIHOTo 010Xi-
MigHOro cotozy (1974), ropMoHH rinoranamyca, o CIpHsIOTH BUBUILHEHHIO (release —
aH/1.) TIGBHUX TOPMOHIB Tino(di3a, Mo3HAYA0Th SIK “ibepuru’” (punizuHe-eopmon), a 6io-
PETYISTOPH, SIKi TANbMYIOTh BUBUTBHEHHS rinogizapHUX TOPMOHIB — “cmamutu”
(ineibipyroui eopmonu).
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Ha nanwii gac BcTaHOBIIEHI yTBOPEHHS Ta CEKPEIIis B TIMOTaIaMycCi TaKUX TIENTHTHIX
Tino(hi30TPOITHIX TOPMOHIB:

Comamonibepun (comamomponin-punizune-2opvot, CTI -PI") — min BrmaBom CTT -
PI" crumyrmroeThest IPOMYKITist 1 BUBLTLHEHHS B Tirtoi3i copmony pocniy.

Comamocmamun (CC; 2opmon, wjo ineidvipye 8uoineHHs 20pvMoHy pocmy) — TOPMOH,
i1 BIUIMBOM SIKOTO TAJbMYIOThCSl TIPOAYKIIiSl 1 BUBUIBHEHHSI 2OPMOHY pOChiy; KpiM
rinorazaMmyca, COMaTOCTaTHH CHHTE3YEThCS TAKOXK B OCTPIBKaxX Mi/IILTYHKOBOT 321031 Ta
IHIINX KJITHHHUX YTBOPEHHSX IUTYHKOBO-KHIIIKOBOI'O TPAKTY, JIe BUKOHYE Criel(iuHi
¢iziomnorivyHi QyHKII.

Ilponakmocmamun (nponaxmun-in2ioipyrouuti 2opmo, 11N — nenTuj, o rajibMye
TIPOAYKIIIIO MPONAKMUHY Ta Mae TOHAONIOEPUHOBY aKTHBHICTb.

Tuponivepun (mupomponin-punizure-ecopmor;; TPI") — TOPMOH, TIiJT BIUTUBOM SIKOTO
CTUMYITIOETHCS TIPOIYKIiS 1 BUBLIBHEHHSI MUpeOmponHo20 20pmMoH) Tinodiza.

Tonaoonipepun (conadomponin-punizure-eopvion; I P, nronibepur) — TiJ| BILTABOM
I'aPI” ctumymroeTsest crHTE3 1 BUBLTBHEHHST 2oHadompontux 2opviorie OCIL Ta JII.

Kopmuxkonipepun (kopmuxomponin-punisune-20pMoH) — TOPMOH, 10 CTUMYJIIO€
BUBLIbHEHHS KOPMUKOMPONIHY .

3a XiMIYHOO MPUPOAOIO JTIOSPUHN Ta CTATHHH € TOJIMENTHAAMH, IO CEKPETYIOThCS
MEBHUMH HEWPOHAMH TiloTalamyca, Ta, HAJAXOASYH Pa3oM i3 OIOreHHHMH aMiHaMH
(mocaminOM, CEpOTOHIHOM, HOpaAPEHATIHOM ) 1 IHIIMMH HEHPOME[iaToOpaMH Yepe3 CUCTEMY
MOPTAIBLHOTO KPOBOOOIry ab0 HEHpOHAIBHI aKCOHU B aJICHOTIMO(Mi3, PEryIrol0Th HOro
crienndiyni ropMoHanbHi QyHKHT. [Tpomykuist rinoranaMidyHiX TOPMOHIB € 00’€KTOM
CKJIAJTHOI peryIisiii 3 00Ky IIeHTpaIbHOI HEPBOBOI CHCTEMH, HEHpOMeTiaTopH SKoi (OioreHHi
aMiHW, HeUPOTIETITHN, MEIaTOPHI aMiHOKHCIIOTH) 3iHCHIOIOTH MOTYITIOIOUHIA BIUTUB Ha
(hyHKIIIOHATIFHY aKTHBHICTB SIIEp TirmoTanaMyca.

b. I'opmonu nepeanboi yacTky rinogiza

[epenust yacTka rinodiza (adenoeinogiz) NPOIyKye 3HAUHY KiTbKICTh TOPMOHIB, SIKi
CTUMYJITFOIOTH (i310710T14HI Ta 010XiMIYHI MPOIECH B PI3HUX TKaHWHAX-MILICHSX, B TOMY
YHCII aKTUBYIOTH [0 IHIIMX SHIOKPHHHHX 3aJ03 (mponHa ¢yHkyis TinodizapHuX
TOPMOHIB). BEX071s141 3 0cOOIMBOCTEH MOJEKYIPHOI TeHETHKH, OI0CHHTE3Y Ta CTPYKTYPHO-
(hyHKIIIOHATIPHUX BIIACTHBOCTEH, TOPMOHH aIeHOTImo(]iza yTBOPIOIOTh TPX TPYTIH:

[ rpyma — “TopMoH poCTy-TPOSIAKTHH-XOPIOHIYHUH COMaTOMaMOTPOIIIH;

I rpymna — mikonpoTeinn — “TpOIHi TOPMOHU Tinodiza”;

I rpyna — moxiaHi “IpoorTioMeTaHOKOPTHHY .

L I'pyna zopmony pocmy — € 610XiMIYHUM yrpynoBaHH:M (“‘CiMeHicTBOM ) OLITKOBUX
TOPMOHIB, SIKi MarOTh 3HAYHY TOMOJIOTIIO TIEPBHUHHOI CTPYKTYpH (aMiHOKHUCIOTHHUX
TIOCITIIOBHOCTEH ) Ta OIM3BKICTh (PyHKITIOHATEHO-010XiMiYHMX edekTiB. Lle ropmonm, 1o
CKJTAJIAOThCS Y OLTBIIOCTI TBAPUHHKX BUIB 13 190-199 aMiHOKMCITOTHIX 3aJTHITIKIB i MAFOTh
POCTOCTHMYITFOIOUY Ta JIAKTOTCHHY aKTUBHOCTI.

1. I'opmon pocmy (comamomponin, comamomponuuti 2opmot, CTI") — mpocTHid
OLITOK, ITI0 CKJTAJTAETRCS 3 OJJHOTO TIOJITETTTHAHOTO JIaHITFoTa (191 aMiHOKHCITOTHIIA 3aJTHIIIOK;
M.M. — 21,5 xJI) 1 Mae 1Ba BHYTPIITHHOMOJEKYISIPHI AUCYIb(imHI 3B s13ku. [opMoH
CUHTE3YEThCSI B COMAMOMPOPHUX KIimuHax, Mo CKIaarTh 0mu3bko 50 % KIiTHH




TnaBa 24. T'opmonu — moxioHi nenmudie ma AMIHOKUCAOM 347

anerorinogiza. I'en, sxwii korTporoe ekcnpecito CTI, 3Haxomutees B 17-i xpomocomi
kapiorumy ;omuHA. CTI cHHTE3Y€eThCS Y BUIISI ACKUTHKOX #PO2OPMOHI6, TIO BIIIITOBIIAIOTH
32 HAsIBHICTh MEBHOT MOJIEKYJISIPHOT T€TEPOreHHOCTi TOPMOHY POCTY.

bionociuni eénacmueocmi CTI'

Tonosna ¢yskiist CTI' — cTUMYIISALIiS TOCTHATAIBHOTO POCTY OPraHi3My; Iisl CKJIaIHa
OiororiuHa (pyHKITiST peaizyeThCs 32 paXyHOK PI3HOMAHITHOTO CTIEKTpPa BILUTHBY TOPMOHY
Ha OiocuHTE3 O1TKa, BYTJIEBOTHUH Ta JIITLIHINA METabomi3M:

a) enaue Ha biocunmes OIIKa — XapaKTePU3YEThCsl aHa00IYHOO cripsivoBaHicTio: CTI
CTUMYITIOE TPAHCTIOPT aMIHOKHUCIIOT y KITITUHHU Ta MPOLECH TPAHCKPHIILIT 1 TpaHCIISLIT B
TOPMOH-YYTJIMBHX TKaHWHAX (TIEPEBAKHO B M 133X, XPAIIAX, KICTKAX, IEYiHII, CITOTyYHIi
TKaHWUHI TO110); B 1iitomMy BB CTI" Ha opraHi3M MPU3BOIUTS 10 HOSUMUEHO20 A30MIUC-
moeo banaucy, TOOTO TIepeBaYKaHHS TPOLIECIB CUHTE3y Haj KaTaboji3MoM OUIKIB Ta
aMIHOKHCJIOT;

0) eniug Ha obOMiH 8y2r1eso0ie ma 1inidie — BU3HAYAETHCS “‘KOHTPAIHCYISIPHUMHA
edexramu” ropmoHy: BBeieHHST CTI" cympoBOmKY€eThCS 2inepenikemiero (einepeniokose-
Mi€r0), sIKa € Pe3yNbTaToM K 3MEHIICHHS! yTHITi3allil [IIOKO3M KIITHHAMHU (TalbMyBaHHS
TPaHCIIOPTY TIIFOKO3H 3 EKCTPALEITIONISIPHOTO MPOCTOPY Ta IHT10ipyBaHHs ii ITIKOTITUYIHOTO
OKWCIICHHST), TaK 1 akTHBaIlii 1 MPOIyKIIii B X0OJ1i NIFOKOHEOTEHE3Y; B aIIUTIOIATAX KUPOBOT
TkaauHU CT1 akTHBY€E peaxiiii o3y, o MpU3BOIUTH 10 cTiMyIisii Buxoxy HEXK ta
DILEpOITy B IIa3My KpOBi.

Jlaxtorenni BactuBocTi CTI 10B’s13aHi 3 HOTO 31aTHICTIO 10 B3a€EMO/IIi 3 JIAKTOTCHHUMH
perenTopaMu MOJIOYHOI 3aJ103H; B 310poBoMy opraHi3mi mi epektrn CTI He MaroTh
CYTTEBOTO 3HAYEHHSI 1 IPOSIBIISIIOTH ce0e B YMOBaX IMaTolIorii rirnodisa.

Comamomeounu

Ocobmusictro Giomoriunoi mii CTT € ii ormocepenKoBaHiCTh Yepe3 CHHTE3 Y ITeUiHII Ta
Oiororiuni eheKTH JBOX MOMMENTHIHUX (aKTopiB pocTy (comamomedunie) — IDP-1 Ta
IDP-2 (“incyninomnoaioHNxX (akTopiB pocty 1 Ta 2” — menTuiB, mo ckiagaoThes 3 70 Ta
67 aMIHOKHCJIOTHHUX 3aJIUIITKIB, BIIIOBIIHO).

[NepBuHHA CTPYKTYpa COMATOME/IHHIB HAra ye Oy/I0BY MOJIEKYIIH npoincyiny. [ eH, o
xonye cunte3 IDP-1, nokamisyerscs B 12-i xpomocomi Jiroauuu, reH [OP-2 — B 11-i
XpOMOCOMI, B Oe3mocepeaHili OiM3bKOCTI 10 TeHa, SIKUi Komye iHcyiH. Oounsa daxropu
pocty criuMyiroroTh perntikaiiiro JIHK, 1o mposisisiersest nincunennsm BmoueHHs B JJTHK
THMIJIHY, TPAHCKPHIILIIIO T TPAHCISLIIO B TKaHnHAX-MimneHsx CTT.

CrumyJisiiiisi pocTy TKaHWH IIiJ] BIUIMBOM COMaTOMeNUHIB BupaxkeHa B 50-100 pasis
CHJIBHIILIE, TIOPIBHSIHO 3 1HCYJIIHOM, IPU bOMY pocTocTiMydotoui BiactuBocti CTI B
HAOUTBIIIN Mipi KOpemoroTh 3 edekramu IDP-1: ocobnuau 3 medirmToM MHOro comMaro-
MeJIMHY 11030aBIIeHi 37aTHOCTI 10 HopMasibHOTO pocty. Edextn IDP peamizyrorscs uepes
peLenTOPH, JIOKaJTi30BaHi Ha THIa3MaTHIHUX MEMOpaHaX KIITHH-MIIIICHEH — PEleITOpH
1-To THITY, IO MAIOTh THPO3MH-KIHA3HY aKTUBHICTh Ta PEIENTOPH 2-TO THITY, aKTHBALLis
SIKAX TIPU3BOMIUTD JI0 BKITFOUCHHS €PEKTOPHUX CHCTEM KITITHHHU depe3 G-OiTku.

Pezynauin cexpeuii CTI'

[Ipomyxriist Ta cexpertisi TOpMOHY POCTY 3HAXOISATHCS I1i/T TO3UTHBHNM Ta HETaTUBHAM
HeliporymopaisHiM KoHTposieM: BuaiteHHst CTI 3 rimodiza crumyroeTsest couamonioe-
PUHOM Ta TAIIBMYETLCS coMamocmamunom. KpiM Toro, akTHBYIOYHI BIUTUB Ha BUILJICHHS
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CTT rinoghizom cpaBIstoTh Taki (pizioNoriyHO aKTHBHI CTIOTYKH, K T0(haMiH, CEpOTOHIH,
BAa30MPECHH, €CTPOTCHH, arOHICTH O-aApPEHEPriYHUX PELENTOpiB Ta Y-aMiHOMACIITHOL
KHCJIOTH.

Busineaennst CTI (1oaiOHO /10 iHIIMX TOPMOHIB TiMOTanaMo-TinogizapHoi CHCTEMH)
BiIOYBaETHCS B MYJIBCYIOUOMY PEKUMI — MaKCHMYM CHHTE3y TOPMOHY CIIOCTEPIraeThCst
gepe3 60-90 XB BiJ] oYaTKy CHY (paHHi cTaii (pa3u IIMOOKOTO, “TIOBUTFHOXBUIIEBOTO” CHY );
TIPOLIEC CHY BBAXKAETHCA (i310JIOTIYHIM CTUMYIISITOPOM CeKpettii comarorporiny (““/litin
pOCTyTh i1 9ac cHy ’!).

Ilamonocia, noe’a3zana 3 20pMoHOM pocmy:

axkpomezanis — 3aXBOPIOBAHHS, PO3BUTOK SKOTO CIIPUYHHSETHCS 301IBIIEHOIO
MPOAYKIIIEI0 TOPMOHY POCTY Y JIOPOCINX OCi0; 3aXBOPIOBAHHSI XapaKTePU3yEThCs MaTo-
JIOTIYHO AWCIIPOIIOPIIHIM 301TbIIEHHSM KICTOK CKeleTa (OCOOIMBO KiHIIIBOK, IHETIeN Ta
IHITIX KOMITOHEHTIB Yepera), M’ SIKHX TKAaHWH, BHYTPIIIHIX OPraHiB; y ®KiHOK MOJIOZIOTO BIKy
3aXBOPIOBAHHSI MPOSIBITSIE ceOe eastakmopecio, o CIPUYMHEHA 301TBIIEHO0 PO/ TYKIIIEIO
nposlakTHHY abo BiacHoIo JakToreHHoro aktuBHicTI0O CTI. ETionoris 3axBoproBaHHS
OB’ s13aHa 3 HAsIBHICTIO My XJIMHU — aJICHOMU Tinogiza (comamomponinomu);

2leanmuzv — NPOSIB HAAMIPHOI CEKpellii TOpMOHY POCTY B IUTSTMOMY Ta iJTTITKOBOMY
Billi, 10 IPU3BOIUTH JI0 301IBIICHOTO POCTY JIFONMHH (YMOBHO — BHIIe 190 cM); mposioH-
T'YBaHHS B JIOPOCIIOMY Billi aHOMaTbHO BUCOKOI IpoyKitii CTI pr3BOMHTE y TAKKIX MAITIEHTIB
JIO PO3BUTKY axkpomezail,

Kapnukosicmb (Hawizm, 08apghizv) — 3aTpuMKa pocTy (y donoBikiB — Himkde 130 cm,
y ’KIHOK — Hik4e 120 M), sika CIPUYUHSIETHCS TeTePOreHHUMH (DaKTOpaMH, TIOB I3aHIMH
sK 13 3MeHIeHHsM cuatesy CTI ta, BimnosiagHo, IOP-1 (“kapnuku 3 nedinurom CTI™),
TaK 13 OPYIIEHHAMHU PEaKTUBHOCTI TKAHUH Ha JIiF0 TOPMOHY: “‘Kapiiku JIapoHa” — 0coOMHH
3BiacyTHiCTIO perienrropiB CTI B mediHIii Ta rmirMet, y IKix Ma€e Mictie MOJIEKYIIIpHA TTaToJIOTist
B [TOCTPELENTOPHIH TpaHCIyKIIii TOpMOHAIIBHOTO CUTHAIY.

2. Ilponakmun (1axmoeeHHUti 2OpMOH, MAMOMPONIH, TIOMEOMPONHUL 20PMOH) —
TIPOCTHH OLITOK , TIIO CKITAAAETHCS 3 OTHOTO MOITIITenTHHOTO JiaHIrora (M.m. 23 k/1). [opmon
MPOJYKYEThCS B alMIOQUIBHUX KIIITUHAX aJieHoTinodiza — 1akmompogdax, KUIbKICTb 1
PO3MIPH SIKUX 30UIBIITYTHCS ITiJT Yac BariTHOCTI.

INpomnakTuH Gepe y4acTb B IHILALT Ta CTHMYJISII TaKTallii y >KIHOK, IPUYOMY J1isi TOPMOHY
TIPOSIBIISIETHCS JIMITIE Ha TITi CEHCHOLTI3AITi{ KITiTHH MOJIOYHO] 3aJI031 KIHOYMMH CTATEBIMHU
TOPMOHAMH.

[TyxmmHy, 10 CKIIAIAI0THCS 3 IPOJIAKTUHCUHTE3YFOUHX KIIITHH Tirodiza, pH3BOIATE Y
KIHOK JI0 ameHopel Ta eanakmopei, y Y0IOBIKIiB — JI0 JESSIKUX BHIIB O€3ITiIHOCTI.

CuHTE3 Ta CeKpelis MPOJIaKTHHY TalbMYIOThCS AodaMiHOM Ta crenuiyHuM
IHTI0IpYIOUMM HEHPONENTHIOM TiMOTAIAMYCa — MPOIAKMOCHAMUHOM, 10 Mae TaKOXK
BJIACTHBOCTI TOHAIONIOEPHHY (coHadonivepunacoyitiosanuti nenmuo, 1AI).

3. Xopioniunuit conamomamomponin (XC; nrayenmapHuii 1akmozer) — TOPMOH,
L0 NPOSIBJISIE JIAKTOT€HHY Ta JIFOTEOTPOITHY aKTUBHOCTI, a 32 METa0O0IIYHUMHU e(eKTaMu
Onmm3pKHi 10 comaroTporiHy. IctiuaHa (izionorivaa poms XC B opraHi3mi JIFOMVHN HE
3’51COBaHa.
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1. I'pyna mponnux 20pmonie 2inoghiza — BKIIOUAE B NH,
cebe CIIOYKH IITIKOMPOTETHOBOT MPUPOIH: TUPEOTPOIIHUN Ta NH, .
TOHAIOTPOITHNI TOPMOHH Tirodi3a i rareHTH ((oiKyI0CTH- o
MYITIOBaJIBHIN TOPMOH, JIFOTETHI3yFOUMi1 TOPMOH, XOPiOHIIHHUIHA 1___
TOHA/IOTPOIIIH).

KoskeH i3 ropMOHIB TpyIIH, 10 PO3IISIAETHCSA, € IUMEpOM 1 o, | | B

CKIIAJIA€ThCA 3 IBOX CYOOAMHMIL — O Ta B, SKi crionydeni - - = -
Mik COOOI0 HEKOBAJICHTHUMH 3B’ si3kamMu. MoJIeKyJisipHa Maca
UX rOpMOHiB — Oin3bk0 30 k1, ByrieBoaHi (ommirocaxapuiHi)
rpymu ckiaaaroTh 15-30 % Macu MONeKyIu; 10 CKIIa Ty OJIiro-
CaxapuIHUX PaJIKaJIiB BXOISTH 3ATUIIKHY TAJIAKTO3H, MAHO3H,
(hyko3m, TaliaKTo3aMiHy, TIIFOKO3aMiHY, CiaJIOBUX KHCIIOT.

VY BCIX 4OTHPHOX DIIIKONPOTEIHOBUX I'OPMOHIB Ol-CYy0-

OJIMHMUILI OTHAKOBI, a B-cy6onunmi pi3Hi i BU3HAYArOTH 6io- COOH

JIOTiYHy crienr(iyHiCTh TopMOHY. Ol-CyOoquHuLI € KOpoT- COOH
LAMH (MICTATB Y €001 89-96 3aIMIIKIB AMIHOKUCIIOT) 1 €TI0~ Cxema GynoH rikonpoTei-
JIyHCHi 32 BYIJICBOAHUMMU paIluKajIiaMu, a B-Cy6OILI/IHI/IHi —  HOBUX FOPMOHIB (dtcupHumu
JIOBII 1 BapiaOebHi 3a ckiafoM (MicTsTh 113-119 amiHOKKC-  moukamu nosnaueni gyane-
JIOTHUX 3aJTUIIIKIB 1 JICKUTbKA BYJICBOJHUX PaIUKAIIIB): 6OOHI 3aNUUKI).

TeHw, 10 KOIYIOTh O i B-CyOGOMMHUI ITIKOIPOTETHOBUX TOPMOHIB, PO3MIIILYFOTHCSI
Ha Pi3HUX XpOMOCcOMax — 6-if Ta 1-i, BIAMOBIIHO.

Tupeomponnuii zopwon (TTI", mupomponin) —1nomiOHO 10 IHIIAX TKOMPOTETHOBIX
ropmoHiB rinodiza € qumepom tumy o (M.M. Giuseko 30 k/T). [OpMOH CHHTE3Y€EThCS
0230 IbHUMH KJIITHHAMH HEPEIHBOI YaCTKU — mupompogamu, K1 ckiagaots 3-5 %
KJIITHHHOT'O CKJIaTy aJicHorinogisa.

OcnogHa 6iomoriuda (ynxist TTT — migrpuMka (hyHKITIOHATEHOT aKTHBHOCTI (CHHTE3Y
THPEOITHIX TOPMOHIB) Ta CTPYKTYpH IIMTOBUIHOT 3a51031. Epexrut TTT mono mupeoyumis
peatizyroThCsl 32 MEMOpPaHHUM MEXaHi3MOM: B3a€MOJisi TOPMOHY 3 MEMOpaHHUMHU
perenTopamMu gepe3 MOCEPETHHUIITBO PisHUX G-OLTKIB TIPH3BOIWTE IO aKTUBAIT T adeninam-
yurnasuta gocghoninazu C. Takum urHOM, aktrBaliist TTI ropMOHONMPOMYKY 0401 (DyHKIHi
ITUTOBUIHOI 3aJT03M IOCATAETHCS Yepe3 NMEKiTbKa BTOPHHHUX MECEHIDKEpIiB: yAMD,
inosumon-1,4,5-mpughocghamy Ta diayuneniyeporny.

Buginbaenns rinodizom TTT mo3uTHBHO MOIYITIOETHCS CIEM(IYHUM TiloTanaMiy-
HUM TOPMOHOM muporidepurom. 3 THIIOTO OOKY, TOPMOHH IITUTOBHUIHOI 3271031 TH-
POKCHH Ta TPUHOATHPOHIH rajibMyIOTh THPEOTPOITHY (PYHKLIO rinodiza HUIIXOM rajib-
MyBaHHS CEKpellii rinoTajaMmycoM THPOIiOeprHa.

[aronorist npoayxuii TTT MoskirBa 32 yMOB BUHMKHEHHS a/IeHOM Tinodi3a, 1o cexpe-
TYIOTh TUPETPOITiH, 1 IPOSBIAETHCS CUMITOMAMH MUPEOMOKCUKO3)Y (JTVB. HIDKUE).

Tonaoomponni copmonu

loHagoTpomiHu € ropMOHaMH, 110 3a0e3MeYyI0Th HOPMaJbHUI raMeTOreHe3 Ta
MIPOAYKIIIFO BiJITIOBIAHAX CTATEBUX TOPMOHIB Y YOJIOBIYOMY Ta KIHOYOMY OpTaHizMax.
Lle mrikompoTeinu, siKi 38 MOJIEKYJIPHOIO OY/I0BOKO € TakoXk auMepamu Ty of. Cunre3
TOHAJIOTPOIIHIB BiIOyBa€eThesl B 0a30QUILHUX KIIITHHAX Tinodiza — conadompoghax,
siki ckianaroth 10-15 % Bij 3araabHOT KUTBKOCTI KITIITHH ajieHorinodiza. B nepion Barit-
HOCTI BiIOYBa€ThCsI (Pi310JI0TIUHA rinepruiazis roHaI0TPodiB.
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1. @onikynocmumynrorouuii 2opmon (PCI'; ghonimponin) — 6inok 3 mm. 33 /.
Mimensvu st OCI € omikymsapHi KITITHHE S€YHAKIB Ta KITHHA CepTodi CiM’ sTHUKIB.
[epenaya ximigroro curHaiy ripu fii @CI 3iiCHIOEThCS 32 paXyHOK aKTHBAIIii adeHinam-
YUKnasu.

2. Jlromeinizyrouuit zopwon (J1I'; 1romponin; 20pMoH, Wo cmumymioe iHmepcmuyi-
anvi knimunu Jletiouea— I'CIK) — 6inok 3 m.m. 29 x/J1. Peienrropm st JIT mokastizoBaHi
Ha IU1a3MaTHYHIX MeMOpaHax KITITHH SI€YHHKIB (Y )KIHOUOMY OpraHi3mi) Ta KiniTiH Jlerura
ciM’siHUKIB (Y YonoBidomy opraHizmi). Sk i B pasi @CI, BropunHnM MeceHmxepoM B il JIT
Ha e()eKTOPHI CUCTeMH KITITUH € TAMD.

3. Xopioniunuit 2zonadomponin (XI') — 6inok 3 Mm.M.0mm3bko 37 kJI; cuHTE3y€eThCS
Tpoo61aCTOM ILIALIEHTH.

bBionoziuna ponv 2onadomponinie — noJsirae B peryiisiii (GyHKIH crareBoi chepu
JIFOITMHHY SIK B IPEITyOepTaTHOMY, ITyOepTaTHOMY Nepiofiax, TaK 1y IOPOCIMX OCOOMH, IPOIIECIB
SIK TAaMETOTEHE3Y, TaK 1 MPOAYKIi CTaTeBUX TOPMOHIB.

'V xkinogomy opranizmi — OCI ta JII" KOHTPOITHOOTH (hYHKITIOHYBaHHSI MCHCTPYaIbHOTO
LUKITY (JIUB. TIaBy 25), CTHMYJIFOFOYH PICT (POJIKYITIB, CHHTE3 Y HUX €CTPOTeHIB (TIepeBaXKHa
nis OCT'), oByrmsito Ta yrBopeHHs sxoBroro Tina (mist @CI Ha 11 pucytHOCTi JIT),
TIEPCUCTEHITIFO KOBTOTO TiJia 1 MpoyKIito mporecrepony (mist JII' Ta/abo XI"— B ymoBax
BariTHOCTI).

YV gonoivomy opranizmi — @®CI" cripusie akTHBaIlii TIPOIIECiB CIIEpMaTOTeHE3Y:
ciprumHsie nporidepartito kmituH Ceproi Ta CIIepMaToreHHOTO eMITeNifo, TiIBUIIYE
uyTmBicTh KinitiH Jletaury mo mii JII' (3a paxyHok 30utbIneHHs B HUX KitbkocTi JII'-
gyyTBHUX perentopiB). Mimennto myst aii JII (I'CIK) e inteperuiianbhi kinituam Jleviura,
B SIKUX TOPMOH CTUMYJTFOE O10CHHTE3 13 XOJIECTEPUHY TECTOCTEPOHY — OCHOBHOI'O CTATEBOIO
TOPMOHY YOJIOBIYOI'O OpTraHi3My.

Perynsiist cexpeltii roHaI0TPOITHUX TOPMOHIB 3TIHCHIOETHCS TIOTaIaMyCOM 32 PAXyHOK
BUJIJICHHST 2OHAOO0NIOEpUHY, O CTUMYJIFOE CHHTE3 Ta CEKPEIIil0 aJICHOTINo(i3oM sk
@OCT, tax i JIT. BracTuBoCTI TOHA10110EPHHY M€ TAKOXK MPOJIAKTOCTATHH (TOHA 10Ti0e-
puHacomifioBanuii nentu, ['AIT). [ToniOHO 10 IHITNX TPOITHUX TOPMOHIB afeHoTinodi3a,
rponykitist @CI ta JII" KOHTPOTIOETHCS 32 IIPUHITUIIOM HETaTUBHOTO 3BOPOTHOTO 3B’ 13Ky
KOHIICHTpAIIISIMH CTATeBUX TOPMOHIB: 30UIBIIICHHS PIBHIB €CTPOTEHIB Ta aHAPOTEeHIB Y
kpoBi ranemye ButeHHs JII, Tomi sk cekperiss @CI” IpUTHIYYETHCS IPOTECTEPOHOM.
3MeHIIeHHs (PYHKITIOHATBHOI aKTUBHOCTI CTaTeBUX 3aJ103 (MEHOIIay3a, XipypriuHa abo
IIPOMEHEBA KaCTpallisl) CyIPOBOKY€EThHCS CTUMYJISIIIEFO CEKPEITii TOHAI0TPOTIiHIB.

[Nopymenns cunTe3y, cekpeltii Ta/ado pererniiii rOHaI0TPOITIHIB CIIOCTEPIrakoThCs IIPH
YHCTICHHUX CIIaJKOBHX 1 HAOYTHX 3aXBOPIOBAHHSIX, 1110 MOXKYTh MPH3BOAUTH JI0 Pi3HHUX
KJTIHIYHUX (POPM ypasKeHHsI perPOTyKTUBHOI (hyHKLIT OpraHi3My JIFOIMHH.

111. I'pyna npooniomenanoxopmuny — rOpMOHH, IO BXOJISTH JI0 i€l TpyTiH (CiMeiicTBa)
€ TIPOYKTaMH TIOCTTPAHCIIAIIIHOTO TIPOIIECHHTY 0i0JIOT 1YHOTO TIOTIePETHAKA — IPOTOPMOHY
npooniomenanoxopmuny (IIOMK).

ITOMK cunTesyeThes B 6a30inpHUX KITiTHHAX rinogisa; e DIKOMpOoTeiH, U0 CKIaa-
€ThCs 3 239 aMiHOKUCIIOTHHX 3aTMIIKIB (M.M. Oim3bko 30 k/1) 1 € momnepeaHukoM Oara-
ThOX (hi310JIOTTYHO AKTHBHHX MENTH/IB TOPMOHAILHOI Ta HEHpoMeaiaTopHOI Mii, sIKi
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YTBOPIOIOTHECI 3 IIOMK (1-239)
ITOMK 3a paxy- C ¢ ¢ <
HOK 0OMekEeHOro | [IRA ¢ <

fpoTeomsy - Ta AKTT (1-39) ‘ B-JTIT (42-134)
peaKHII/I KOBa- | | | |

JICHTHOI MOJH-
(hixartit (CTKO3UITFO- ,)\ ,)\

BaHHs, allEeTUIIIO- | | | | | | | |

BAaHH ).
) o-MCI"  KIIAr Y-JIIT (42-101) B-Ennopdin

IIpomecunr (13 (1839 ¢ (104-134)
ITOMK BiIL6YBa- | | | |
€ThCsI B IEPEHII Ta B-MCT Y-Enzopdin
MIPOMDKHIM 4acTKax (84-101) (104-118)
rinodiza (mpomikHa
qacTKa AaKTHBHa
nume B eMOpio- I:I

o . o-Exnopdin

HaJIbHUU TIEP10I TA Y (104-117)
JKIHOK Ha ITI3HIX CTa- YTBOpeHHS (i310JI0TTYHO AKTHBHUX MENTH/IIB 13 POOMiOMETaHOKOPTHHY.

JUSX BariTHOCTI) i
JesKHUX TiepuepiiHIX TKAaHUHAX: TUIALCHTI, KUIICYHUKY, YOJIOBIYOMY CTaTeBOMY TPAKTi.
OCHOBHHMMH ITPO/TyKTAMH [IOTO TIPOLIECHHTY €:

— aopenoxopmurxomponuil eopmor (AKTI), 0 B CBOIO Yepry € MOMEPEIHUKOM
menanoyumocmumymo4o2o copmory (0-MCI') Ta KOPTUKOTPOIIHOMNOAIOHOTO NENTHLY
nipoMixkHOT wacTk rinodiza (KIITID);

— B-ninomponnuir 2opmon (B-JIII), 1o € nonepeaHukoM Y-rinomponiny (Y-JIIT),
B-MCI" ta enoopginie (B, Y, o).

1. Aopenoxopmurxomponnuii zopwon (AKTI, kopmuxompo-
nir) — OIHOJIAHIIIOTOBHI TIENTH/, IO CKIIAMAEThes 3 39 aMiHO-
KHCJTOTHUX 3THIIKIB (M.M. 4,5 k/1).

TonoBanmu mirersimu AKTT € kimiTriHI Kopr HAIHUPHUKOBHX
3aJ103, BIIHOCHO SIKMX TOPMOH IPOSIBIISIE 1BA THIM O10JOTTYHOT
AKTHBHOCTI: CTUMYJBALIIO CTEPOINOreHe3y Ta MATPUMAHHS Macu
HaTHUPHUKOBHX 3aJ103.

(1) Brmue AKTI na GiocuHTe3 HaJHUPHUKOBUX TOPMOHIB
3yMOBJICHHH akTuBauiero TAM®D-3anexxHux npomeinkinas, mo
KaTaJi3yloTh KIIFOUOBI peakiii IepeTBOPEHHS XOIECTEPHHY Ha
MPECHEHOTIOHN — IMoTIepeTHUK CZI—CTepo’l’z{iB
kopmuxocmepoioie. OcHoBHUM edekxrom Takoi nii AKTI €
CTUMYJISIIST CHHTE3Y 21H0KOKOpMuUKoidie (TOIIOBHUM UHUHOM,
Kopmu3071y), IpOTE B yMOBAX TPUBAJIOT CTUMYJISILIT KOPY HAJHUPHUKOBHX 3aJ103 KOPTHKO-
TponiHoM (xBopoba Irenko-Kymmara, BBeneHns hapmaxosoriganx mpemnaparis AKTI)
Bi/IOyBa€TbCS TAKOXK AKTHBALliS CUHTE3Y MIHepaloKOpmMuUKoioie Ta aHOpO2eHIs.

(2) 36inbIICHHST MACK KOpY HATHUPHHUKOBHX 3a1103T1pH 11il AKTI (epeBaxHo ciTyac-
TOi Ta MyYKOBOI 30H) 3IIMCHIOETHCS TAKOXK uYepe3 cTUMYIsLi0 HAM®-3anexHux

IlepBunHa cTpyKTYypa
AKTT nmroguuu.
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npomeinKina3, IKi akKTUBYIOTh IIIJTSIXOM (ocOpHITFOBAaHHS MTEBHI prOOCOMaITbHI O17TKH
ta ctumymorots cuaTe3 JIHK Ta PHK, HeoOXimHMX 17151 yTBOPEHHS HOBUX KITITHH.

[ozanaganparkoBo3anosHi edextrn AKTI monsraroTs y CTUMYIALIT JTITOMI3y B
JKMPOBill TKaHWMHI, aKTUBALlil TIONIMHAHHS aMiHOKUCIIOT Ta Ttoko3u M’ sizamu. AKTT
Ma€ TaKOXK MIEBHY MEIAHOIUTOCTUMYITIOIOUY JIif0 (301TbIICHHS IrMEHTAIIT LIKIpH), sSiKa
3yMOBJIEHA HASIBHICTIO B HOTO MEPBUHHIH CTPYKTYPI TETPAIIENTHIHOTO YTPYTIOBAaHHS,
3aranpHOro 3 MCI' (nuB. HIDKYE).

Businsaenns rinogizom AKTI € 06’ ekToM CKI1aTHOTO HEHPOTYMOPAIEHOTO KOHT-
ponto, B sikoMy OepyTh Y4acTb SIK MPsIMi, TaK i 3BOPOTHI PETYISTOPHI 3B’ I3KH: MO3HU-
TUBHUMH PETYISATOPAMH € TOPMOH TiloTajamyca KOpmukoniibepuH, a TaKOXK
Ba30IPECHH, aJ[peHaIiH, aHT10TeH3HH II; HeraTHBHUM perynsTopoM — DTFOKOKOPTHKOI
KOPTH30I.

2. Jlinomponnui zopmon (JIIII'; ninomponin) — Tpymna MENTHIB, O MalOTh
BJIACTUBOCTI aKTUBYBATH JIITOJI3 B aJIUIIOIUTAX YKUPOBOT TKAHMHU 1 MOOLITI3AIIiF0 YKUPHUX
KHCJIOT.

V rinodisi smoanau 3HakaeH] B- Ta Y-HMOTPOiHK; OCKIIBKH CrieI(idHa IO THY -
Ha aKTUBHICTb LIUX ITENTH/IIB HE3HAYHA Y IOPIBHSIHHI 3 JII€}0 HIIIMX TOPMOHIB Ta Oiope-
TYIISITOPIB, ICHY€ TyMKa, IO iX (pi3iooridHe 3HaYeHHS TIOJIATaE B yTBOPEHHI eHOOpQiHia.

3. Enoopginu — mipencTaBHUKA TPYIH onioionux Hetiponenmudis (o, B-, y- ta 8-
€HOOphinY), 0 BUKOHYIOTh (DYHKINT HEHpOMEIiaTopiB, CHIOTCHHNUX 3HEOOIFOBAIBHIX
(hakTOpIB Ta MOITYJIATOPIB MIEBHIX BAYKIMBUX IICHXO(]i310JIOTTIHIX TIPOIIECIB Y IENTHAEPTTIHIX
CTPYKTypax TOJIOBHOTO MO3KY (Iv1aBa 33).

4. Menanoyumocmumymorouuit 20pwon (MCI') — rpyna nerrruis (0, B-, y-MCT),
SIKi TIPOTYKYFOTHCS B TIPOMDKHIH 9acTIli Tirmoghi3a i CTHMYJTIOIOT (PYHKITIOHAITBHY aKTUBHICTh
MEJaHOLMTIB ILKIpH, 30LTBIITYF0uH il irMeHTarjro. bioximiuni Mexanizmu Aii MCI monsrarors
y TiJBUIIEHHI aKTUBHOCTI muposuHasu — (QEepMeHTy, 1o Oepe y4acThb y MepeTBOPEHHI
THPO3UHY Ha MrMeHTH Mmenaninu. s cnenudiuna Gionoriuaa akTuBHICTh pizHnx MCIT
3YMOBJIEHA HAsBHICTIO B TIEPBUHHIIN CTPYKTYpi TOPMOHY XapaKTEepHOTO TETPATIeTITHIY —
His—Phe—Arg—Trp—, mo npucyTHii Takox y mosekymi AKTI.

V rinodizax ccasiB npucyTHi pizHi T MCT; dhizionoriuna (yHKIis ropMOHY B JIFOIMHH
HEJIOCTATHRO 3’ICOBaHA Y 3B SI3KY 3 PEAYKIIIEI0 IPOMDKHOI YacTKH Tinodiza y Aopociol
moHr —O-MCI BUSIBISIETRCS Y JIFOTMHM JIHITIE B TiT0(hi3ax 110713, MPH My XJIMHAX Tinodiza
Ta 1HOJIi B IIepioJT BariTHOCTI.

B. Topmonn 3aaHb0i yacTkH rinodiza

l'opmonamu 3aHBOT YacTKy rimodiza € sazonpecun Ta okcumoyu. e Heliporimodi-
3apHi TOPMOHH, OCKLIIbKH 3aTHSI YaCTKa riroQiza € JIMIIIe MiCIIeM X HAKOITMYEHHS, 8 010CHHTE3
BiIOYBaETHCS B CYMPAOTITUYHOMY Ta IapaBEeHTPHUKYISIPHOMY SIpaXx rirnoranamyca. [ opMoHw,

1110 CHHTE30BaHi B TIOTaIAMIYHHUX HEHPOCEeKpe-

Tup TOPHUX KJIITUHAX, TPAHCIIOPTYIOTHCS B 3aTHIO
o PR YacTKy rinodiza 1o akcoHax HeHporinodizapHoro

CH 3 1 nuc . .
| = | TPaKTy; TPAHCTIOPTHOIO (POPMOIO TOPMOHIB € iX

7 8 9 . . o .

Tmi 4 Iue—Tlpo—Apr—Tni NH,  TPAHYIH B KOMIUTEKCi 3 OLTKOM Heupoc])puHOM.
NGO Baszonpecun Ta okcumoyuH € TAKITTYHAMH
Ach MENTHUAAMH, [0 CKIAJA0ThCI 3 9 aMiHOKHC-

Basonpecun JIOTHUX 3QJIUIIKIB (HOHAIICTITUIN); TICPBHHHA
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CTPYKTYpa IBOX TOPMOHIB PO3PI3HSIETHCS JIUIIIS Tup

3aJIMLIKAMU aMiHOKHCJIOT, SIKi MiCTATHCS B 3-My RN

Ta 8-My MOJOKEHHSIX. bie 2o HTC
(I) Basonpecun Ima 4 6 an—l{po—ﬂzﬁ—F?Ii—NHz
Bionoriuni pyHKIii6azonpecuny (anmuoiy- A

pemuunoeo 2opmory, A/{I) TTOB’si3aHi 3 peryis- AcH

I[I€F0 OCMOJIIPHOCTI Ta OCMOTHYHOTO THUCKY Pi- Oxcurouun

JIMH OpPTaHI3MY.

Bioximiuna ocHoBa (izionoriyHnx eeKTiB 6azonpecuty TONSATAE B CTUMYJISILIT pead-
copOii BOM B IUCTANTBHUX KaHAIIBIISIX HUPOK. KpiM TOro, ropMOH clpHsie MiATPUMAaHHIO
apTepiaIbHOIO THCKY 3a PaXyHOK IPSIMOTO BIUIMBY Ha CYJIMHHY CTIHKY, [T ICUJTFOE TIIKOT€HOJTI3
y TIeUiHIl Ta M’si3aX, CIPUYHHSE arperamiro TPOMOOIMTIB Ta BUIIUICHHSI HUMHU (aKkTOpiB

MornekymsipHi MEXaHi3MH i Ba30TPEeCHHy TPYHTYIOThCS Ha HasBHOCTI IBOX THITIB
PELEnTOpiB IBOTO aKTUBHOTO MENTH/LY:

V -penienTopis (JIokali3oBaHi Ha MEMOpaHaX TeNaToLMUTIB, IaJICHbKUX M S31B CyIIUH,
TPOMOOIUTIB), 110 crpsbkeHi 3 (ocdominazoro C, akTuBaLis sKoi BKiodae (hocgoiHo-
SUTHIHUH UK (YTBOPEHHS /! D, JIAT) Ta 301bIIy€e KOHIIEHTpAIIIO B KIIITHHAX i0HIB Ca®’;

V,-penentopu (JIokasti3oBaHi Ha MEMOpaHax ermTesTialbHUX KITITHH TPyOO4OK Ta IeTeb
I'enne HehpoHIB), 110 CTIPSHKEHI 3 aKTHBAITIEIO a/ICHITATIIMKIIA3H Ta YTBOPEeHHIM TAM®;
MOCITIIOBHA J1isl IBOTO OGIOXIMIYHOTO KacKay MPU3BOIUTH [0 30UIBIICHHS IPOHUKHOCTI
MEeMOpaH KITITUH-MIIIICHEH JJIST BOJIH.

[opy1eHns cuHTE3Y, TPaHCHIOPTYBAaHHS Ta BUBLILHEHHSI B TIOTAIAMYCi 200 3HWKEHHS
YyTIMBOCTI perenTopiB He(pOHIB /10 Ba3OMPECHHY NPH3BOIATH IO PO3BUTKY BasKKOTO
3aXBOPIOBAHHSI — HEYYKPOBO2O diabemy, KINIHIYHNMU MPOSIBAMU SKOTO € BUALTCHHS 3HAYHOT
KUTBKOCTI cedi (EKLTKOX JITPiB Ha 100Y) 3 HU3BKOIO MIUTBHICTIO Ta TMOCTIHHE BIAIYTTS
CIIpary.

(2) Oxcumouun

diziororiyHa Mt oKcumoyuHy TIOJSTAE B aKTHBAIIIl CKOPOUECHHS M sI31B MaTKH (CTH-
MYJISIIT TIOJIOTOBOI [TISTBHOCTI) Ta CKOPOUSHHSI MiOCTITeNaTbHUX KIITHH, IO OTOYYIOTh
AITFBEOJTM MOJIOUHOI 3211031 (3a0e3MeueHH] HaIXO/PKeHHsI MOJIOKA 3 ajbBEeON Y BHBIMHI
MPOTOKH Tif yac jakranii). EQextr ropMoHy Ha 4y TIMBI KIITHHH peati3yloThesl Yepes
aJICHITATIMKIIA3HY CHCTEMY 3a 000B’I3KOBOIO yuacTio ioHiB Ca?*,

24.2. TOPMOHHU MIJILIYHKOBOI 3AJIO3U TA
HJIYHKOBO-KMIIKOBOI'O TPAKTY

A. TopMoHHU MiIIITYHKOBOI 3271031

[TignoTyHKOBa 3a71032 — OpraH MIITaHOI CeKpellii, allnHapHa YacTHHA SIKOi BUKOHYE
EK30KpUHHY (PYHKIIIFO0, CEKPETYIOUH B IBAHA IS THITATY KUIIIKY TPaBHi (pepMeHTH Ta 10HH,
a eHnokpruHHA (ocmpisyi Jlaneepearica) — TPONYKYeE NIEKiIbKa TOPMOHAITBHIX (haKTOpPIB
nienTrHOT prposr. CHHTE3 Ta CeKpellist ENTHIHNX TOPMOHIB 3a0€31edy0Th Pi3Hi THITH
KJTITHH OCTPIBKOTO arapary:

A (O)-KITITHHU — 2/H0KA2OH;,

B (B)-xnitunm — incynin;
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D (8)-xnituau — comamocmamu;,
F-xnituan — naunkpeamuunuii noninenmuo.

1. Incynin — noninenTraHUNA TOPMOH (M.M. 5,7 /1), MOJeKyIa sIKOro CKIIaaeThes 3
JIBOX JIaHILIFOTiB — A Ta B, 1110 MaroTh, BijnoBiaHo, 21 Ta 30 aMiHOKACIOTHUX 3aJIMILIKIB.
[lenTvHI TAHITFOTH CITOTyYeH] MK COOO0F0 TUCYITH()i THUMH 3B’ I3KaMHU, 1110 3’ € THYIOTH 3a-
JMIIOK A 13 3a7MIIKoM B, Ta 3ok A i3 3a/mIkom B, s kpiv Toro, TpeTii ey b (i mmii
MICTOK 3B’s13y€ MiXK CO0OFO 3amIky 6 Ta 11 A-naniora.

S
Gly—Ile—Val—Glu—Gin—Cys—?ys— Thr-Ser-Ile-Cys-Ser-Leu-Tyr-GIn-Leu-Glu-Asn-Tyr-Cys-Asn

1 2 34 5 6 89101112131415161718195/ 21
S

| {

A-nasior S

B-nanutor

S
Phe-Val-Asn-Gln-His-Leu-&ys-Gly-Ser—His-Leu-Val-Glu-A1a-Leu-Tyr-Leu—Val-({ys—Gly—G1u-Arg-Gly—Phe-Phe-Tyr—Thr—Pro-Lys—Thr
1 23 45 6 7

8 9 10 11 12 13 14 15 16 17 18 19 20 21 22 23 24 25 26 27 28 29 30
INepBuHHA CTPYKTYpa MOJIEKYIIH IHCYJTiHY.

IHcymnin OyB mepiiM OLITKOM, JJTsT SIKOTO OyIia BCTaHOBIIE-
Ha [TOBHA aMiHOKUCJIOTHA TTIOCTi0BHICT (D.Cenrep, 1955).
BpaxoByroun BaKIIHBE MeIMKO-01070TYHE 3HAYESHHSI TOPMOHY
JUTSLTIKY BAHHSI ITyKPOBOTO JTIa0eTy, IHCYITiH OYB TAKOXK MEPIITM
OLITKOM, OTPUMAHHM /TSI

(hapMarieBTUYHMX 1IiIei
010TEXHOJIOTTYHUM Me-
TOLOM 3
BUKOPHCTAHHSM PEKOM-
Puc. 24.1. Cenrep (Sanger) ®pe- Ginantaux JIHK. B,
nepik (sapon.1918 p.), BuBuenHs TpeTMHHOL
Bnaaryuﬁ .aHFJIII\/'ICL- CTPYKTYpH iHchIiHy
kuit Gioximik. [Ipode- b
cop KemOpimkcrroro AO3BOIAITIO CHOPMYBATH
yH-Ty. Bunaiiimos ve-  YABJICHHs 1IPO Oy10BY
TOJ BU3HAYCHHA IIeP-  HOI0 aKTUBHOIO IGHTPY,  Puc. 24.2. TpocTopose po3milennsi

BHHHOI CTPYKTYpH O1J1-

A- Ta B-n1anuoriB y Mmo-
KiB, po31m(pyBaB rep-

Jgexkyai incyniny. IIynx-

SIKUA BU3HAYAE B3a€EMO-

BUHHY CTPYKTYpY iH-
cyminy. JIBiui naypear
HoGeniBebkoi mpemii
(1958, 1980).

Jiro Olka 3 MeMmOpaH-
HHM PEIETITOPOM Ta pe-
aITi3aI[if0 TOPMOHAITBHOT
aKTUBHOCTI (pHc. 24.2).

TMUPOM NO3HAUEHULI OOMEH,
wo e3acmooic 3 peyen-
mopom.

biocunmes ma cexpeuia incyniny

[HCytiH cHHTE3YEThCS B pubocoMax B- (B-) KITHH 1M IIuTyHKOBOI 3J1031 Y BUIIISII
MIPeporopMoHy — Ourka 3 M.M. 11,5 k]I, sxwii y pesynbrari 0OMeXeHOTo MIPpOTeoizy
TIOCITIJIOBHO TTEPETBOPIOETHCS B €HIOTUIA3MAaTHYHOMY PETHKYITyMi Ta arapari [ onmbpki Ha
poropMoH (M.M. 9 k/I) Ta 3pinmii iHCYITiH.

MorteKyiH iHCYITiHY CIAKOBYFOTBCS B CEKPETOPHI IPAHYIIH, /I BOHH YTBOPIOIOTH KOMIT-
JieKcH 3 ioHaMU TIMHKY. CeKpeltist IHCYITiHY 3 KIIITHHH BiIOyBa€ThCS IIIIXOM eMioyuniosy,
SIKAH TIOJISITae B MITpartii TpaHys1 A0 Ta3MaTHIHOT MEMOpaHH, 3ITUTTi TPaHyIl 3 MeMOPaHO0,
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PO34YMHEHHI MeMOpaHH Ta “€KCTPY3ii” — BHKHTY BMICTY MEMOPaHH B €KCTPAIICITFOIISPHIN
ripocTip. Cekpertist iHCYIiHY € eHepro3aieKHUM MPOIIECOM, TOIIOBHUM (Di3i0IOTHHIIM CTH-
MYJIOM CeKpeliii € 301TbIIeHHsI KOHIIEHTPAIli] ITIOKO3H B KPOBI IIOHA/T piBeHb (i3i00TigHOT
HOpM™MH (3,3-5,5 MMOJTB/IT).

Xapaxkmepucmuxa 20pMOHANbLHOT AKMUGHOCHI

[HCYyNmiH MO3HA4alOTh SK “TOPMOH 3aCBO€HHS Ta JEMOHYBaHHS BYTJIEBOIIB”
(B.B.Po3en, 1984). BinmoginHo, yykposuii diabem (XxBOpoOa, 110 TIOB’s3aHa 3 IOPYIICH-
HSIMH B CHHTE31, CeKpellii 1HCYIiHy Ta/ab0 peakTHBHOCTI 1HCYIIIHOBUX PEIeNTOPiB —
m1aBa 12) XxapaKkTepu3yeThest CTIHKOIO 2inepeioko3emicto, TOPYILICHHSIMH ByTJIEBOTHOTO
00MiHy Ta MeTabOJIuHO 3B’ 13aHUX 3 OOMIHOM TITIOKO3HU MEPETBOPEHb JIMiIIB 1 aMiHO-
KHCIOT. L[ ropMoHabHa [Tist IHCYITiHY 3yMOBIJIEHA TAKMMH 010XIMIYHUMH MEXaHI3MaMU:

(1) BruB Ha 0Omin gyenesolis:

(1.1.) cTUMYITALIIE0 TPAHCHIOPTY IVIIOKO3H 3 EKCTPALIEITIOIPHOTO TIPOCTOPY Yepe3
IUIa3MaTHYHI MEMOpPaH! BCEPEeIHY KITITHH — e(EKT CIOCTEpIraeThesl 3e0LIBIIOro B
KJTITHHAX M’SI31B, QJIUIOIUTAX KUPOBOT TKAHUHU, JTIM(OIUTAX 1 € OCHOBHOIO IPUYNHOIO
IITBUJTKOTO (TIPOTSTOM JIEKLTEKOX CEKYHT) 3HVKEHHS PIBHS 2170K03eM I TICIIS 1H €KTTiT THCYITiHY.
Pa3zom 3 M, IHCYJIH HE BIUIMBAE HA MEMOpAaHHHI TPAaHCIIOPT TIFOKO3H B IeMaToluTax,
KJIITHHAX TOJIOBHOTO MO3KY, HUPOK; CTUMYJISILLS TOTTIMHAHHS TTIOKO3W [IMMH TKAHUHAMU TIPH
i 1HCYNIHY CIIPUYHMHSIETHCS aKTHBAI[IEF0 TOPMOHOM HIBHJIKOCTI BHYTPIITHBOKIIITHHHOL
YTHTI3aLi TTFOKO3H (JIMB. HIDKYE);

(1.2.) cripustHHESIM ymunizayii TIFOKO3W B M’s13aX, TICHiHIIL, )KHPOBIH TKAaHWHI TOIIIO
HUIIXaMi [IiKkoisy, neHTo3o¢ocharnoro nuisixy (IIPII) ta cuHTe3y Imikoreny:

(1.2.1.) cTUMYITATIIS TITIKOMTI3Y B TEMIATOIIMTAX BiI0yBA€THCS 32 PaXyHOK aKTHBAITii
THCYJTIHOM CUHTE3y (IHIYKIIT) 2moKokiHasu — (EPMEHTY, IO MEPETBOPIOE TIIFOKO3y Ha
DITFIOK030-6-ocdar, a Takok pochodpykmokinasu Ta nipysamxinasu;

(1.2.2.) crumysstiist [TOL 0OMiHy TTFOKO31 BiIOYBA€THCS 3a paXyHOK aKTHUBAITIT
DITFOK030-0-(hocdar-JeriporeHasHoi peaxiiil (et eheKT IHCYiHY 0COOIUBO BAXITUBHUI JIS
YKHPOBOT TKAaHWHHM Ta TIEYiHKH, OCKLTBKM CTBOPIOE METa0OIIuHI YMOBH, CIIPUSATIINBI IS
JHIOTEHE3Y);

(1.2.3.) iHCyniH3aNe)KHA CTUMYJIAIIS TIIIKOTEHE3Y 3yMOBIIOETHCS TAaKUMHU
(hepMEHTaTUBHUMHU MEXaHI3MaMHU:

(a) 30UTBIICHHSM 217OKOKIHA3HOI aKTHBHOCTI, TIIO TIPU3BOIUTH JI0 TOAATKOBOTO
YTBOPEHHS TITFOK030-0-(hocary, sikuit Moyke TIepeTBOPIOBATHCS Ha TITFOK030- 1-(hocar —
Oe3nocepe/IHiii cyocTpar DIiKOreHesy;

(0) axTuBari€to enikoceHcuHmasy: THCYIH CTPUsE Tiepexony (hepMeHTy B
nedochopriiboBaHy — akTHBHY QopMy (e(heKT 3yMOBICHHI 3HHKEHHSIM i/l BILIUBOM
incyniny piBus HTAM® BHaciIOK akTuBalil ¢ocgodiecmepasu TAKITOHYKICOTHIIB 1,
BIJITIOBI/THO, 3MEHILICHHSIM aKTUBHOCTI npomeitkinasu, o GochOpUITIOE 21ikoeeHCUHmasy ),

(B) 3MEHILIEHHSIM aKTHUBHOCTI 2ikozeHghocgopunazu (10 TAKOK 3yMOBIICHO
TaTiHHAM KoHTIeHTpaIlil TAM® i akTHBHOCTI BiIOBIAHOT npomeinKinazu); CyKyITHICTh
mux (0, B) MeTaOONMIYHUX eeKTiB IHCYIIIHY CIIpSIMOBaHa Ha 3allacaHHs IIIIKOTEHY B
TKaHWHAX (aHaOOoMiIYHA [Tisl TOPMOHY);
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(1.3.) raneMyBaHHSM TIPOIIECIB IVIIOKOHEOTeHe3y B IeUiHIli;

THCYJTiH PU3BOUTH 10 iHT101pyBaHHs CHHTE3Y TIIIOKOHEOTeHHUX epMeHTiB DET]-
kinazu, ®p-1,6-ougpocchamasu, I'-6-@-azu — el nporec € OUIBII MOBUIBHUM
(TIOPIBHSTHO 3 BIUIMBOM 1HCYIiHY Ha TPAHCTIOPT TIIFOKO3H, IJTIKOJIi3 Ta ITIKOTeHe3) 1 BUMarae
JUTSL CBOTO TIPOSIBY JIEKITBKOX TOMH.

(2) BrutuB Ha 0OMmin 1inidis.

XapakrepusyeThbCsi CTUMYJISILIIER0 aHA0OTIYHMX MIISIXIB JIITITHOTO OOMiHY 13011bI1Ie-
HUM JICTIOHYBaHH;IM HEUTPATILHUX )KUPIB B KIIITHHAX, 1110 MPOSIBISETHCS 3A€01TBIIOTO B
JKUPOBIM TKaHWHI Ta B mediHIi. JlinoreHHi eexTw iHCYIiHY 3yMOBIEHI TaKUMHU
010XIMIYHMMH MEXaHI3MaMH:

(2.1.) axTUBaLi€0 CMHTE3Y BHIIMX KUPHUX KUCIOT 32 PAXyHOK 301IbIICHHS
NPUTOKY BiAmoBigqHuX cyocTpartis: anetmin-KoA ta HAJI®H, mo yTBOpIOIOTECS IpH
MeTaboJTi3MI TITFOKO3H (JIUB. BHUIIIE);

(2.2.) akTHBAaIli€I0 CHATE3Y TPUAIMIITIIEPOIIIB 13 JKUPHUX KUCIIOT Ta Iepoi-3-
docdary, sKuii TAaKOXK MOCTAYAETHCS Y 30UIBIICHIH KUTBKOCTI MPU TIIKOTITUYHOMY
PO3IICIJICHHI IIIOKO3U (YTBOPIOEThCS 3 JiokciaieToHdocdary B miinepoi-3-doc-
(hatnerinporenasHiii peakiiii);

(2.3.) ranpMyBaHHSM IOy B aJHIONHTAX, IO 3YMOBIEHO 3MEHIIICHHSIM
koHIeHTpatii TAM®, HeoOXiHOTO /I akTuBallii 7/ -rinasu Ta MPOTHIIIEO JIMOTi-
TUYHOMY BIUTUBY KaTeXOJaMiHiB Ta IIIFOKAroHy.

3rifgHo 13 3a3HaYEHNM, YYKposull diabem XapaKTepu3yeThcs akTuBaiiero T1-
Jimasy KUPOBOi TKAaHWUHHM 13 30uUnbiIeHM HaaxomkenHsM HEXK y mmasmy kposi,
CTUMYJISILIIEIO 1X MIEPETBOPEHHS B KETOHOBI Tijla (KETOTCHE30M) Ta BUHUKHEHHSIM TIPH
HEKOMIICHCOBaHi Tedil 3aXBOPIOBaHHs kemoayu0o3zy. KpiM Toro, OCKiTBKH 1HCYITiH 3MEH-
IITy€ yTBOPEHHS B ITEYiHIlI OCHOBHUX TPAHCIIOPTEPIB TPHAMITIIIIEPOITIB Ta XOIECTEPHUHY
— JIIAHL Ta JITHIL — aTeporeHHuX JimonpoTeiHiB”, mykposuii miabder Il tumy
(rnaBa 16) XapakTepu3y€eThcs JOAATKOBUM PO3BHTKOM aT€POCKIIEPO3Y Ta OKUPIHHS.

(3) BB Ha 00Mmin aminokuciom ma OiLIKis.

Jist iHCyniHy Ha aMiHOKHCIIOTHU Ta OLTKOBHUI OOMiH HalO1IbIIT BUPaYKEHA B M 5I3aX,
TNICUiHIIl, HUPKaX, CIIOJIYYHIN TKAaHWHI, Ma€ aHA0OJIUHMIA XapaKTep 1 XapaKTePU3y€eThCsL:

(3.1.) cTUMYJIALIERO TPAHCTIOPTY HEUTPATBHUX aMIHOKHUCIIOT Yepe3 IIa3MaTuyHi
MeMOpan# (eeKT, HalOIIbII BUpaKEHUH Y M’ s3aX);

(3.2.) akTuBari€ero porieciB proocoManbHOI TpaHcatii, cuaTe3y pPHK Ta neskix
MPHK (y M’si3ax, neviHIi, HUpKax, CrioTy4Hii TKaHWHI).

(4) BB Ha npoyecu xnimunHo2o pocmy ma npoiighepayit.

Incynin mae BupakeHi pocTocTUMYJTI0I04i e eKTH, 110 OB’ sI3aHi SIK 13 CTUMYJIS-
LI€I0 HAJXO/PKCHHS B KJIITHHU €HEPreTHYHHX Ta IUIACTHYHUX CyOCTpaTiB sl pOCTY
(TIFOKO3H, KUPHUX KHCIIOT, aMIHOKHCIIOT), TaK 1 3 0e3M0CcepeIHiM aKTHBYFOYUM BILTU-
BOM Ha OiocunTe3 (perutikaiito) JIHK, mpuckopeHHsM niepexony KITHH y S-dazy. [Hcyiin
3/IHCHIOE TO3UTHBHHH BIUTHB Ha IPOITi(epartito TBApUHHUX KIIITHH Y KYJBTYPi, TIOIi0HMI
10 [Tii MeNTHIIHUX (hakmopie pocny — dpakmopa pocmy enioepmicy (PPE), haxmopa
pocmy ¢iopooracmis (PP®D), mpomboyumaprnoco paxkmopa pocmy (TDP),
0i0M0T1YHI e(DEKTHU STKUX TAKOXK IMTiICHITIOIOTHCS IHCYIITHOM.
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MoviekyJisipHi MexaHi3Mu Jii iHCyJIiHY

HesBaxaroun Ha 4uciIeHHI OaraTopivyHi JOCIIHKEHH KPaIlliX HayKOBHX IIEHTPIB CBITY,
MOJIEKYIISIPHI OCHOBH O10XIMIYHMX Ta (Di310IOTTIHIX €EKTIiB IHCYITIHY, 30KpeMa MeXaH13MHI
TpaHchopmariii oro perenTop-TiraHaHol B3aeMoIii B crierudivHi peaxii eheKTOpHIX
CHCTEM KITITHHH, 3ITUIIAI0THCS He TIOBHICTIO PO3IIM(POBAHIMHU.

Peuenmopni mupozun-kinazu
Penteniropu jutst iHCYITiHY, 1110 JIOKaTi30BaHi B MEMOpaHaX TOPMOHOYYTIIMBHX KITITHH,
CYTTEBO BUIPI3HSIOTHCS BiJ] PO3IITHY THX BHUIIE PELICTITOPIB JUTs OLTKOBO-TICTITH/THIX TOPMOHIB
SIK 38 CTPYKTYPHOIO opraHisauiqm, TaK N
1 32 ME€XaHI3MaMH TPaHCHYKIIl rop- Jliran-38’ 13y roumit
MOHaBHOTO curHaiy. Li iHCyiHOBI K, / JIOMEH
PELIENTOPH MAOTh CHLIBHI PUHIMIY ~ MeMOpanHuii

0ioximMi4HOT opraHizaii Ta (yHKIio- AOMER

HyBaHHSI 3 PELENTOPAMH METTHITHIX K

¢akropis pocty (DPE, ®PD, TDP) i S Plasma membrane
OTPUMAJIN HA3BY peyenmopHux

muposun-kinas. Kinac perenropis, Karanituamuii
0 PO3IIIIAETHCS, MTOETHYE B cO01 AOMEH
(hyHKi1 1K BiacHe peyenniopa (To0To oy

MOJIEKYJISIPHOI CTPYKTYPH, 1110 CIELH- Caiitn 'b, C

(hiuHO criomydaeThCst 3 GIOpEryIsATOo- ayrodocdoprmosarts g

POM), TaK 1 mpancOykmopa, a TakoXK  Puc. 24.3. Moness TpancMemMopanHoi opranizarii pemen-
¢hepmermy, TOOTO 1HILIIATOPHOTO KOM- TOPHOI THPO3HH-KiHA3H.

TIOHEHTA egheKmopHoi cucmemu, SIKa peaizye
0i0JIOTYHY peaKIito KIIITHHU Ha JIiF0 TOPMOHY.
XapaKkTepucTHKa Oy/I0BU Ta MEXaHI3MIB (DyHK- — N
LIOHYBAHHSI peyenmopHux Mupo3uH-KiHasz:
1) peuenTtopu — iHTErpasbHi OLTKH, 11O MPo- ol |o
HU3YIOTH IU1a3MaTH4IHI MeMOpaHu; BOHH CKJIaJa-
FOThCSI 13 30BHINIHBOTO (€KCTPALIEITIOIISIPHOTO) JI0-
MeHY, SIKUH TTOCITyTOBYE TS B3aEMOIIi 3 JITraHI0M
(ropMOHOM, (paKTOPOM POCTY), BHYTPIIITHHOMEMO-
PpaHHOT YaCTHHH Ta LIATO30JILHOTO KOMITOHEHTA, 1110
BUKOHY€E KaTaJTiTUUHI QYHKIIT mupo3uH-Kinasu B ?
(puc. 24.3);
2) 3a CBOEIO MOJIEKYJIAPHOIO OPTaHi3alIlielo pe- l
LIENTOPH 1HCY/IIHY € TeTepOJIMMEPaMU, IOCKIIaa-  , 6
F0ThCS 13 CyOOIMHHIIB ABOX THITIB, CIIOTYYCHHX JIH-
Cysb(hiTHIMI MiCTKAMH 3 YTBOPEHHSIM OJIITOMEPIB
o, B,; 06w cyGommHMLi TTiKo3MIEOBaHI. O-Cy6- C C C

omuHHI (M.M. 135 k1) posTanioBana 330BHI KIli-  pyc 244 Cxema monekyaspuoi oprai-

THUHH | MICTUTB IHCYIIIH-3B I3y 1041 JUISHKH; B-Cy0- 3auii penenTopis (peyenmopux
omuang (M.M. 95 k) — TpaHcMeMOpaHHUIA muposun-Kinaz) Aist incystiny (a)
OLIOK, TIUTO30JIFHUH JIOMEH SIKOTO Ma€ THPO3WH- Ta emizepManbHOro gaxkropa

KiHa3Hy aKTUBHICTb (puc. 24.4); pocry (0).
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3) 3B’s13yBaHHsI JiraHa-010perysTopa 3 eKCTPaIeTIOIPHIM JOMEHOM IPH3BOIUTh
IO aKTHBalii npomeinKiHa3Hoi aKTUBHOCTI IIUTO30JIBHOTO JIOMEHY peyenmopHol
MuposuH-Kinazu, IKAi oanHae (GpochopriIroBaTH BiIacHi THPO3UHOBI 3ammiki (R—OH),
po3ramoBaHi 6mu3pko C-KiHII MONEKYNH (TIPOIIEC aymogochopunto8anHsy):

R-OH + AT® —s= R-O-@+ AJID

B cBoto uepry, ayrohocopriiboBaHi calTh B3aEMOJIFOTH 3 IEBHUMH ()ePMEHTHUMH
oinkamu-mimensimu (E-OH) 1 3piiicHioroTs iX ¢ocdoprmoBanss (Ta Moandikaiito
KaTaJIITUYHOI aKTUBHOCTI), TOOTO MOJAJIbIIE MEPEIaBaHHs XIMIYHOTO PEryJISTOPHOTO
CUTHANY:

R-O-@+ E-OH —> R-OH + E-O-@®)

BaxxmBium pepmerToM, 110 (hocqOpHITIOETECS B TAKOMY TIpoIiec, € ghocgoninaza C —
KITFOYOBHH (pepMeHT cTIMYIIAIT (POC(HOIHOZUTHIHOTO MUKITY, IO CIPHYHHSIE aKTHBAIIIO
npomeinkinasu C Ta MoOimi3arito ioHiB iHTpanemomspHoro Ca*'. TIpore, po3misHyTa
TIOCITiTOBHICTB PEAKIIii € 0OCTATOYHO BCTAHOBJICHOO JIUTIIE JJISI IENTHTHNX (haKTOPiB POCTY
(3okpema ®DPE), a nuTanHs Tpo BTOPUHHI MECCHIKEPH JUIS IHCYIIHY 1 TOJAITBIIY
TIOCTiZIOBHICTh (DEPMEHTATBHUX PEAKIIiiA, 1110 PeaTi3yF0Th MHOYKUHHI KITITHHHI €()eKTH [IHOTO
TOPMOHY, OCTaTOYHO HE 3’SICOBAHO.

Daxkmopu pocmy ma OHKOOIIKU

3HauHMi OiOMETUYHMI 1HTEpeC CTaHOBUTH Ta OOCTAaBWHA, 110 TUPO3MH-KIHA3ZHY
AKTUBHICTB MAIOTB JICSIKI OHKOOLIKY — TIPOAYKTH €KCIIPECii B KIITHHAX CCABIIB OHKO2EHIS.
Taxk, 30kpema, mupo3uH-KiHazamu € OHKOOLTKA — TIPOIYKTH TeHiB src, erbB, abl Tormro,
0 CIIPUYHMHSFOTH PO3BUTOK PI3HUX BB 3IOSKICHIX Ty XJTHH.

binbe Toro, meBHI OHKOOLTKH OJTU3BKI 32 Oy/10BOIO (MArOTh TOMOJIOTI9HI aMiHOKHC-
JIOTHI ITOCITITOBHOCTI) 3 THPO3MH-KIHA3HIMH PETIETITOPaMH 010peTyIATOpiB: OHKOTeH erbB
(110 CIIPUYMHSIE ePUTPOOIIACTO3 Y MITAXIB) KOJIYE OHKOOLIOK, SIKUE Ma€ BJIaCTUBOCTI PELICTI-
Topa EDP, oHKoreH sis (CIpUUYMHSE CapkoMy Y MaBIT) CTPYKTYpHO ToaioHuit 10 TOP tormo.
3a NMMH JTaHUMHU MOXKHA TPUITYCTUTH, IO OHKOTEHH T'eHOMY JIFOMMHU (1 BiAMIOBiIHI
OHKOOLJIKH ) TAKOXK MOJKYTh YTBOPIOBATHCS B Pe3yJIbTaTi MyTalliid F'eHiB, sIKi BiIIOBi1a-
I0Th 32 EKCIIPECito OUTKOBHUX (TUPO3MH-KIHA3HUX) PELENTOPIB Isi O10perymsiTopis (B
TOMY YHCII 1HCYIIiHY), 1[0 KOHTPOJIIOIOTH PICT 1 Mpotidepaltito HOpMANEHUX KIITHH
(FO.1L.I'y6cpkmit, 1999).

: B Vompy Py 2. I'nlokazon — OMHOJIAHIIOTOBUN
@ Ser(Gin (GIyXThe Phe @@ Asp Tr_r/‘fé.uh - 15 it ! 29
i i romirrerTTiy (M.M. 3,5 k1), 1110 CKyTaiaeThes 3
AMIHOKHCJIOTHHX 3JTMILKIB. OCHOBHMM MiCLIEM
CHHTE3y TOPMOHY € A (OL)-KJTITHHU OCTPIBKOBOL
YACTUHH I IIUTYHKOBOT 3aJ103H, [POTE 3HAYHA
~fpe KUTBKICTB TIFOKArOHy MOXKE YTBOPIOBATHCS 1
; —~ AapfGInAIs A~ : - -
(YA edfCeafTrafGinfvar(Pnef2s?) B IHIINX KIITHHHKX eJIeMEHTax udy3HOI eH-
29 JIOKPMHHOI CHCTEMH ILTYHKOBO-KHIIKOBOIO
TlepBHria CTPYKTypa IOKATOHY. TpakTy. [TIFOKaroH CHHTE3YyeThCsl Y BUTIISII
MIPOTOPMOHY (MPO2TIOKA2OHY), SIKAI TIEPETBOPIOETHCS Ha MOJIEKYJIH 3PLIOTr0 ITIOKAroHy.

Arg
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Bionoriuni QyHKIII TTFOKAaroHy MOMSATal0Th y PEryJIAIlii ByIJIEBOIHOTO Ta JIITHOTO OOMiHY;
3a CIIPSIMOBAHICTFO CBO€ET META0OITIYHOT /Tii ITIOKATOH € KOHMPIHCYIAPHUM TOPMOHOM, TOOTO
1ioro eeKTH Ha OOMiH BYTJIEBOIIB Ta JKHPIB 37€0LTHIIOr0 MPOTHIICKHI ePEeKTaM iHCYITiHY.
OCHOBHOFO MIITIEHHIO TOPMOHAJTHHOI JTii TITFOKArOHY € TeTaTOINTH MEYiHKH.

(1) Bnmue entokazony Ha oOMiH 8y2ne800ie XapaKTepU3YEThC:

) CTUMYJISILIIEFO TJIKOTeHOJTI3Y (O€3 BIUTMBY Ha BiIMOBIAHMI ITPOLIEC Y M 532X ) 32 PaXyHOK
aKTHBAIlll 2rikoeeH-gocghopunaszu; MOJIESKYIIPHUNA MEXaHi3M il TOPMOHY IOJISITAE B
aKTHBALlil MeMOPaHHOT adeHinamyuxiasu 3 OAAIbIINM BKIFOUeHHIM TAM®D-3a51exH0ro0
(hochoponitiuHoro kackay (rasa 13);

0) rajlbMyBaHHSM IJTIKOT€HE3Y LIJITXOM 1HT101pyBaHHS aKTHBHOCTI 27iKO2eHCUHIMA31 32
paxyHoK il HTAM®-3a51e:xkH0r0 (hocHOpUITIOBAHHS;

B) CTUMYJTAIIIEFO CHHTE3Y IITFOKO3H 3 aMiHOKHUCIIOT; aKTHBYIOUH chHTE3 (pepmenTy DFE]I[-
KiHazu (depe3 TiIBUIIEHHS MIBUAKOCTI TPaHCKPHIIi reHa PEII-kiHaszu), TIIOKATOH
BHCTYNA€ SIK HAWOLIbII MOTY)KHHII AKTUBATOP IVIIOKOHEOTeHe3y B ITEUiHIIi.

Cyma 3a3HadeHnx e)eKTiB (, 0, B) POSIBISIETHCS TIEPIITFOKO3EMIYHOKO TIEFO TIIFOKArOHY.

(2) Bnnue enioxacony Ha obOMiH 1inidie XapaKTEPH3YEThCS JIMOTITHYHOK JIi€0
DITFOKAroHy. 3a paxXyHOK 301UTbIIIeHHS KOHIEHTpartii TAM® B aIUIOINMTaX [TFOKArOH aKTUBYE
TT -ninasy >KMpoBOi TKAHWHHM, 11O CYMpPOBOLKYeThesl BuxogoM HEXKK B mmasmy kposi;
BUIbHI YKUPHI KMCJIOTH BUCTYIAIOTH SIK €HEPreTUYHi CyOCTpary B X0 B-OKHCIeHHs Ta
YaCTKOBO ITEPETBOPIOIOTHCS HA KETOHOBI TijIa. 32 YMOB iHCYJIIHOBOI HEIOCTATHOCTI TITFOKA-
TOH-3aJICKHE YTBOPECHHS alleToaleTaTy POOUTh CyTTEBUI BHECOK B PO3BUTOK KETOHEMIl,
110 CIIOCTEPIraeThCs MPHU IyKPOBOMY JT1a0eTi.

b. I'opMOHU HIIJIYHKOBO-KHIIIKOBOTO TPAKTY

KitituHHa opraHizallisi ILTYHKOBO-KHUIIIKOBOTO TPAKTY XapaKTEPU3y€EThCsl HASBHICTIO
Jwiy3HOI eHIOKPUHHOI CHCTEMH, III0 HAPAXOBYE /10 16 THITIB TOPMOHOIPOTYKYOIMX KITITHH.
Ha nanmif yac BuIiIeHO Ta oXapakTepr30BaHo Oibitie 20 O10perysSITOPpHUX EeNTHIIB, SKi
CHHTE3YIOThCS [IMMU KIIITHHAMH.

3a XiMIYHOO OY/IOBOKO raCTPOIHTECTUHAJIBHI TOPMOHU (€HMEPO2OPMOHU) € KOPOTKO-
JIAHLIFOT'OBMMH IETITHIAMH Ta ITOJIIENTHIAMH, 1110 CKJIAAAF0TLCS 3 IEKLIBKOX 200 JEKUIBLKOX
JIECSITKIB aMIHOKHCIIOTHHX 3AJTHIIKIB. BUTBIITICT CIOTYK TOPMOHATLHOT Ta ME/TIaTOPHOT 1111,
SIKi HaJIe)KaTh JI0 FaCTPOIHTECTHHAIBHUX MENTU/IIB, CAHTE3YIOThCS TAKOXK Y LIEHTPaJIbHIN
HEPBOBI CHCTEMI, TIMOTaIAMYCI, HIINX 3aJ103aX BHYTPIIITHBOI CEKPEIii.

BioximivHO i1eHTH(IKOBAHIMHI TOPMOHAMH IITYHKOBO-KHIIIKOBOTO TPAKTY €: 2ACHIPUH,
XONeyUCmoKIHIiH, CeKxpemuH, WIYHKO8Ull iHeioimopHull nenmuo, 68az0aKmueHull
iHmecmuHanHull nenmuod, MOMUIIH, COMAMOCMAMUH, NAHKPEAMUYHUL NOTINenmuo,
EeHMEPO2IOKA2OH, eHKeaninu, cnonryka P, 6ombesun (eacmpun-punizune-nenmuo).

Tacmpun — eHTepOrOpMOH, IO CUHTE3YEThCs G-KINITHHAME aHTPATbHOI YaCTHHU
[IUTYHKA, & TAKOXK KJIITHHAMH CITM30BO1 000JIOHKH TBAHA A TATIATO! KUIITKH.

BnactuBocti eacmpurny npuTaMaHHI JIEKUTBKOM CIIOJyKaM, [0 MAarOTh OTHAKOBI
YOTUPHAALATH C-KIHIIEBUX aMiHOKHCIIOT, aJIe PO3PI3HSIOTHCS JIOBKUHOKO MO THIHOTO
maHItrora (MicTiITh 14; 17 a60 34 aMiHOKHCITOTHI 3aTHIKH ). KoskHa 3 MOJIEKYIIPHUX (hopM
TacTpUHY MOXKE iCHYBaTH B CYIb(aTOBaHOMY 200 HECYIH(ATOBAHOMY BHITISII.

®izionoriyHo HaHOLBII AKTUBHUM € TIENTHA aHTpaIbHUX G-KIiTHH — eacmpun 17,
Liel TOPMOH CTUMYJTHOE (DYHKITIOHATTBHY aKTHBHICTH OOKJIAIMHHUX Ta TOJIOBHIX KITITHH CIT30BOT
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00OJIOHKH IILTYHKA, BUCTYIAOYHU TOIOBHUM CTUMYJISITOPOM CEKpelil IUTYHKOM COJISTHOT
KHUCJIOTH Ta NIETICHHY.

T'opMOHaNbHO aKTHBHI Ty XJIMHH HITYHKA — 2ACHPUHOMY TIPA3BOASATH 0 aHOMAJIBHO
301IBIICHOT CeKpELil COMIHOT KUCIOTH Ta CYNPOBOKYIOTHCSI BAHUKHEHHSIM BUPA30K
LIUTYHKA, 1[0 € PE3UCTEHTHUMH JI0 3BHUYAHOT aHTaIiIHOT (hapMaKoTeparii.

Xoneuucmokinin — TOPMOH, 110 TIPOYKY€EThCS [-KITITUHAMY CITU30BOT 000JIOHKH
JBAHAILSITUNAIO! KUIIKY Ta IPOKCUMAJIBHOTO BTy HOPOKHBOT KUIIIKH.

Xoneyucmokinin € CIIOIYKOIO 3 HaA3BUYaWHOI MOJICKY/ISIPHOIO T€TEPOTCHHICTIO:
BJIACTHUBOCTI XOJIEIIMCTOKIHIHY MArOTh, IPHHANMHI, T’ ITh TIETITH/IIB, 110 CKJIaJAF0THCS 3
4,8,12,33 ta 39 aMiHOKHUCIOTHUX 3aJIMIIKIB!

®izionoriyHa aKTUBHICTH IIHOTO HTEPOTOPMOHY TIOJISTAE B CTUMYJISIII CKOPOYESHb
YKOBYHOTO MiXypa Ta CEeKpellii TaHKpeaTHIHNX (PepMEHTIB; CEKpEIlis XOICINUCTOKIHIHY
CTUMYJTIOETHCSI IPH HAJTXOIDKEHHI B KUILICYHUK MTETTH/IIB, aMiHOKHCIIOT, JOBIOJIAHIFOTO-
BUX JKUPHUX KHUCJIOT, KAJIbIIIF0, KUCIMX CKBIBAJICHTIB. HallOUIbIII aKTHBHUM € XOneyuc-
moxinin 8; el NMenTH] BUSBICHUH TaKOX Yy TOJIOBHOMY MO3KY, HOTO yHiKalbHa
LEHTpaIbHA JIisl OJATAE B PO3BUTKY MOYYTTSI CUTOCTI.

Cexpemun — rOpMOH, SIKUI CEKPETYEThCS S-KITITHHAMU JIBAHAIISITUIIANION KUIIIKK Ta
MPOKCUMAIBHOTO BiUIUTY OPOKHBOI KUILIKH. € MENTHIOM, 10 CKIaaeThest 3 27 aMiHo-
KHUCJIOTHUX 3QJTMLIKIB.

CeKkpeTHH CTHMYITIOE CEKpelito O0ikapOOHATy Ta BOAM MMiANUTYHKOBOIO 3aJI030I0 Y
BI/INOBI/Th HA HAJTXO/PKEHHS B KUITIEYHUK KHCITMX TPOAYKTIB IIUTYHKA.

I I I 24.3. TUPEOIJHI TOPMOHHU

TupeoiHi TOPMOHH € ICTHHHAME TOPMOHAMH, ITI0
CHHTE3YIOThCS B CIICIIAII30BAHUX CITITETIaIbHUX
KJTITHHAX (DOITIKYITIB IIATOBU/THOI 3JI031 —MUpPEO-
I I 1 1 yumax. Jlo i€l Tpyny HalekaTh MOXIJIHI aMiHO-
kuciaotu L-tuposuny — 3,5,3',5'-mempaiioo-
muponin (mupokcun) Ta 3,5,3'-mputioomuponin:

BiocuHTe3 THpEoiTHUX TOPMOHIB MOTpedye Ha-

CH, CH, e .
I [ SIBHOCTI HOZTUIIB, TIIO BUOIPKOBO HAKOITMIYIOTHCS B
HC—NH, HC—NH,  pmroBuaHiii 3a7103i, sika momtHHAE iX i3 KpOBI; i3
COOH COOH 3aranmpHAX 20-30 Mr HOmy, MO MICTATBhCSA B Tili
moruad, 10-15 Mr akyMyITFOETBCS B KOJIOi/T (OTIKYITiB

TI/I})OE(CI/IH TpPIfIO,E[’fPIpOHiH IIUTOBHIHOT 3aJI03H.
(315’3 > “rerpa- 53’5’3 TP BiocuHTe3 THPEOITHIX TOPMOHIB CKITIA€THCS 3

HOATHPOHIH) HOATHPOHIH)

TaKuX eTariB (puc. 24.5):
1) akyMyJSIist IIUTOBUIHOIO 321103010 HOmuIiB KpoBi (I7) 32 1OMoMOroro “HofuIHoro
HAcoCy” Ta X OKUCIICHHS t/00UONepOKCUOA30i0 10 MOJICKYJIIPHOTO HOy:
—2e
2 —>1,;
2) cuHTe3 crerudiyHOro OiIKa KOJIOIMY IIMTOBUIHOL 3aJI03U Mupeo2nodyiHy Ta
HOMyBaHHS OTO THPO3WHOBUX 3AJIMIIKIB 3 YTBOPEHHSIM MoHotoomuposunie (MIT) ta
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outioomuposunie (JIT). Tupeoeno-
Oynin — rikonpoteid 3 M.M. 660 k/1,
110 Ma€ OJIIrOMEPHY CTPYKTYpY (CKJIa-
JTAETHCS 3 JIBOX CyOOAMHHIID); Y CKITa-
i Oinka — 115 3anuImKiB THPO3HHY,
15-20 % SIKuX 1 1T ar0Th HOTyBaHHIO;

3) miepeTBOpEHHS HOZIOBaHHX THPO-
3WITOBHX 3JTMIIIKIB HA HOIOBaHI1 mupo-
Hiny (y CKJIaji MONEKYIH Mupeo2no-
oyniny);

4) cexpertiist HOIOBAaHOTO MUpeO-
2100yniHy B IOPOXHUHY (HOIIKYIa, J1e
LieH BUCOKOMOJIEKYJISIPHUIM ITOTIEPETHUK
THPEOITHAX TOPMOHIB 30epiracTbest y
CKJIa[Ti KOJIOITy;

5) mormiHaHHS (32 YMOB (iziono-
FYHUX TIOTPEO Ta CTUMYJISILIT mupeo-
mponiHom) HOI0BaHOTO OLIKa TUPEO-
[IITaMH, BKJTFOYEHH: HOTO B (harosmizo-
COMM, PO3LLETIIEHHS MOJIEKYJIM HOJ0-
BaHOTO mupeo2nobyniny (J130co-
MaJIbHUMH  MUpeoKamencuHamil) 3
YTBOPEHHSIM BUTBHHX MOJIEKYI mipui-
uoomuponiny (T,) Ta mempaiioo-
muporiny (T,) i Buxin ix 4yepe3 6a-
3aJIbHI MeMOPaHH KITITHH Y KPOB.

I3 nBOX f0OBaHMX THPOHIHIB
OUIBII aKTUBHUAM € T3, crierdivaa
rOpMOHaJIbHA aKTUBHICTH SIKOTO TIe-
PEBHILLYE Bi/IOBIIHY aKTUBHICTb T, y
4-5 paziB; y nepuepiiiHIX TKaHWHAX
Outbia yactuHa T, IEPETBOPIOETBCS
Ha T,, i cymapHa Gionoriyua Jist Tu-
pEOiHIX TOPMOHIB B OpraHi3mi Ha
90-95 % 3abesneuyernes came T,.
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T, BinbHuit

Puc. 24.5. Cxema GiocHHTe3y THPEOIIHHX FOPMOHIB.

bionoziuni pynkuii mupeoionux 2opmonie — TONATAIOTH Y KOHTPOJI TPOIIECIB
SHEPreTUYHOro 00MiHY, OlocHHTE3Y Oijika Ta MOpQOreHe3y:

1. Crumynsiiist 6i0eHepreTHYHMX MPOLIECIB Y TKAHWHAX TP Aii TOPMOHIB IIUTOBUI-
HOT3aJI03H ITO3HAYAETHCS 301IBIIICHHSM IIIBUIKOCTI TKAHUHHOTO AUXaHHS (TIOTTMHAHHS
O,), aKTMBHOCTI MITOXOHJPIaNTbHUX (DEPMEHTIB ENETPOHOTPAHCIIOPTHOTO JIAHIIFOTA,
MIIBUIIICHHSAM PiBHS KaTaOoJi3My BYIJICBOIB, JIIIJIIB, aMiIHOKUCIIOT. PazoM 3 Tuwm,
30UIbIICHHS MOTIMHAHHS TKAHWHAMHU KHUCHIO B YMOBAaX Jii TUPEOiHUX TOPMOHIB HE
CYTIPOBOKYETHCS aJIeKBaTHUM 3pocTaHHsIM (ochopumoBanas A/ no ATD, B
pe3yBTaTi 4oro KoedinieHT okucHoro pochopumosanns (P/O) smeniyeTses, T00TO
BiJIOYyBAETHCS P03’ €THAHHS JUXAHHS Ta OKUCHOTO (hOChOpUITIOBAaHHS.
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2. TupeoinHi TOPMOHH € TIOTY)KHUMH CTUMYJISITOpaMH TIpoLieciB MopdoreHesy, Heo-
HATAITHLHOT'0 3aKJIa/ICHHS, (POPMYBaHHSI | PO3BUTKY TKAHUHHHX CTPYKTY Ta OpTaHiB; YPOIDKe-
HHI TIOTHPEO03 Y JIFOANHH CYTIPOBOKY€ETHCS BXKKOIO 3aTPUMKOIO TICUXIYHOTO PO3BUTKY
HOBOHAPOJDKEHHX JIiTel. B 0CHOBI O3NTHUBHOTO BIUTMBY FTOPMOHIB I TOBH/THOT 3aJ1031 HA
MopdoreHe3 Ta pO3BUTOK TKAHHH JISKHUTb iX CrielU(iuHNIA aKTUBYIOUHH BILIAB HA TIPOLIECH
TPAHCKPHIIILII1 TeHIB, 1110 KOHTPOJIFOIOTH 3a3HaYCHI IIPOIICCH.

Monexynapui mexanizmu Oii

Penierrropr THpeoiHIX TOPMOHIB JIOKaJTi30BaHi B sipax KINTHH-MIIIEHeH. Y B3aeMoii 3
rOpMOHaMu GepyTh yuacth crierdivni pererntopu -1 ta B-1, sixi € Giikamu 3 m.m. 47 i
52 x/1, BimmnosigHo. CriopiaHeHicTs X penenTopis 10 T, 3Hauno Oinbma, ik 10 T,

MoreKysu TUPEOTHKX PELICTITOPIB MAOTh TPH CTPYKTYPHHUX JOMEHH: N-TepMiHAILHUI
nomeH; rieHTpanbHnit JIHK-38"s13yroumit qomeH 3 Boma yunkosumu namvysmu;, C-tepMi-
HaJIBHUH JIOMEH, 110 CIIOTyYa€eThCs 3 TOPMOHOM (I71aBa 23). Y TBOPEHHS KOMITIEKCY 2OPMOH-
peyenmop TIPU3BOIUTH JT0 KOH(POPMAITIHIX 3MiH y MOJIEKYJTi perienTopa; mpu iboMy JJHK-
3B’SI3yOUMIA JIOMEH PELICTITOPA CTA€ CIPOMOYKHHUM JI0 B3a€EMOJIIi 13 CIICIM(pIYHUMU caiiTaMu
Ha POMOTOPAX TEHIB, sIKi KOHTPOMIOIOTh TpaHckpumiito MPHK Ta cuHTe3 GijKiB, 110
BiJIMOBIAIOTH 32 MPOSIBY 0107I0TTYHHX e(heKTiB THPEOITHUX TOPMOHIB.

Ilamonocia wiumosuonoi 3anozu

YucneHHi KiHIYHI (HOPMH IATOIOTTYHHX MPOLIECIB, L0 CTOCYFOTHCS IIMTOBUITHOT 3aJI03H,
MPU3BOJATH Y KIHIIEBOMY ITIICYMKY JI0 3MEHIIEHHS a00 30LIbIIeHHS 1i (yHKIIOHATEHOT
aKTUBHOCTI (einomupeos abo einepmupeos, BiIIIOBIIHO).

a) [inomupeo3 — TATONOTIYHUIA CTaH, SIKMH PO3BUBAETHCS BHACIIZOK Je(ilUTy B
opranismi BitbHux T, Ta T, a00 HeaieKBaTHOT peaKilii TKAHWH-MIIIEHEH Ha /1110 TOPMOHIB.
Taxa cutyarist Moyke OyTH CIIPUYMHEHOIO JieheKTaMi CHHTE3y THPEOITHUX TOPMOHIB Ha
PI3HUX HOTO CTaIisX BHACIIOK:

— TIOPYIICHHS aKyMYIISIl HOMUIIB 337103010 (BHACIHIAOK HOAHOTO nedinmuTy abo
HECIIPOMO)KHOCTI 3aJI031 HAKOITIIYBATH MIKPOEIIEMEHT);

— MOpyHIeHb Y (PePMEHTHHUX CHCTEMAX, 110 BAKOPUCTOBYIOTh HOIMM JUISl yTBOPCHHS
TOPMOHAJILHO aKTUBHUX MOJIeKy T, ta T,

— TIOpYIIEHb Y PEENTOPHUX Ta TPAHCIYKYIOUMX CHUCTEMaX, SKi TPaHC(HOPMYIOTh
TOPMOHAJIEHH CHTHAJ B criel(hiuHi e(heKTH TUPEOiTHIX TOPMOHIB.

[ommpeHoro GOpMOIO TIMOTHPEO3Y € eHoeMiyHuii 306 — XBOpoOa, sKa YacTo
3YCTPIYa€ThCS B MICIIEBOCTSIX, JIe HATBHUHN €K30TeHHUH AepinuT Holy B MMTHIN BOIH
Ta MPOAYKTAX XapuyBaHHs. 3aXBOPIOBAHHS XapaKTePHU3Y€EThHCs 301TbIICHHSIM PO3Mipy
3a51031 — “3000M”, CIIPUYMHEHUM KOMIICHCATOPHO akTuBailiero BuauieHHs TTT;
crierpiYHIMH MPOSBAME XBOPOOH € Mikcedema (CAU3UCTHI HaOPSK), 3arallbMOBaHICTh
HEHpO-TICHXIYHUX MPOIIECiB, PyXOBa MIISIBICTh, aITATHYHICTH, Y Pa3i MPOsIBY IaTOJIOTI] B
PaHHBOMY TUTSYOMY Billi — 3HAYHA 3aTPHUMKA PO3yMOBOTO Ta (Pi3MIHOTO PO3BHUTKY.

0) [ inepmupeo3 — NaToONOTIYHUIA CTaH, 10 TIOB’ I3aHUH 13 HAJITUIIIKOBUM yTBOPEH-
HSIM 3aJ103010 TUPEOiTHUX TOPMOHiB. Pi3Hi 32 MexaHi3MaMH MOXOKEHHS KITiHIYHI (hopMH
einepmupeosy (6azenoBa xBopoba, xBopoba ['peliBca TOMIO) CYNPOBOIKYIOTHCS
mupeomoxcurxozom (“TOKCHYHUI 300”), XapaKTepHUMH MPOSIBAMH SKOT'O € 3011bLICHHS
OCHOBHOTO OOMiHY (TTOTYIMHAHHS OPTraHi3MOM KHCHIO B CTaHi CITOKOIO), ITiJBHUIICHA
30yTHBiCTh HEPBOBOT CHCTEMH, TICHXI9HA IPATIBIUBICTb, TAXiKap/Iisl, CXy/THEHHS XBO-
pYX BHACTIIOK ITepeBasKaHHs KaTaOOTIIHUX MTPOIIECIB.
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24.4. KATEXOJIAMIHH TA IHIII BIOTEHHI AMIHU

Ha BigMiHy Bil THpEOiZHMX TOPMOHIB, 3HAYHA TPYyMNa MOXITHUX aMIHOKHCIOT —
0ioperyaaTopiB i3 BIACTUBOCTAMH TOPMOHIB Ta HEWPOMEIIaTopiB — peai3yroTh CBOIO
PETYAATOpHY [Iif0 Ha KIIITHHM Yepe3 MeMOpaHHI PerenTopH, CIpsbKeHi 3 BHYTPIITHBO-
KITITHHHAME CUTHAJIFHUMH crcTeMaMu. [10 1Iboro Kiacy Oi0peryisiTopiB Haslexkarh OloreHHi

AMIHH:

— noximHi L-Tuposuny xamexonaminu: aopenanin, HOpaopeHanit, 0opamin;
— noxigHi L-tpunrodany iHooraminu: cepomoHin Ta MenamoHin;
— noxigne L-rictuauny (ivioazonamin) eicmamin.

1. Kamexonaminu

Karexonamian adpenanin (eni-
Hegpur) Ta Hopadpenanin (HOp-
eninegpuH) CHHTE3yIOTHCS B XPO-
MaiHHIX KITITHHAX MO3KOBOTO I11a-
DY HaJJHUPHUKOBHX 341103, TAHIIIISIX
CHUMIIATUYHOI HEPBOBOI CHCTEMH Ta
aJIPEHEPriYHUX CTPYKTYpax IIeHT-
PpaJIBHOI HEPBOBOI CHUCTEMH.

OOuzBa KarexoaaMiHU MalOTh
BJIACTHBOCTI SIK TOPMOHIB, TaK 1 Heii-
pOMeiaTopiB, IPOTE B d0peHAiHy
MepeBaXae “TopMOHAIbHA™ JIisl, 3 B
HOopadpenanivy — ‘‘memiaTopHa’.
3riTHO 3 TAKMMH (DYHKITIOHATBHUME
BIIMIHHOCTSIMH, OCHOBHHM MiCI[EM
CHHTE3Y Ta JIOKai3aIlii B Opraizmi
aopeHaniny € MO3KOBHU IIap HAM-
HUPHUKOBHX 3aJ103 (Ha HOTO YacTKy
npumnagae omaspko 80 % ycix Ka-
TEXOJIAMIHIB 11i€T CTPYKTYpH), TOAI
SIK HOpaopeHaniH MICTUTBCS Tiepe-
Ba)KHO B HEMPOHAX, HOro KOHLEHT-
palisi B TOJIOBHOMY MO3KY JIFOJTMHH
MIEpEeBUILY€ BiAMOBITHUI PIBEHb
aopeHaniHy B IECSTKU pasiB.

[lomepemarkamu B OiocHHTE3I
KaTeXoJIaMiHiB € UKIIIYHI aMiHO-
KWIOTH (peHITaJIaHiH Ta THPO3UH;
(epMeHTaTHBHI peaklii CHHTE3y
BKJIIOYAIOTh MPOLECH TiAPOKCH-
JIFOBAaHHS B spi Ta O1YHOMY JIaH-
11031, IeKapOOKCIITIOBAHHS 3 yTBO-
PEHHSM aMiHy Ta METHIIIO-BaHHS
HOpPaJIpEHAJIIHY JI0 aJ[peHaJiHy
(puc. 24.6).
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Puc. 24.6. Cxema GiocHHTe3y KaTexoJIaMiHiB.
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Aopenanin

Edextn aopenaniny mom’si3aHi 3 Oro B3a€MOMIE€I0 3 PI3HUMH KJIacaMH
aopenopeyenmopis (0, ), 10 JOKaNi30BaHi AK B LEHTPalbHiil HEPBOBIN cUCTEMI
(rnaBa 33), Tak i B UUCICHHUX e(DEKTOPHHUX CHCTEMAaX OpraHizmy.

®dizionorivHi IposiBY i afpeHalliHy XapaKTepU3yIOThCS TOHI3YIOYHM BIUTHBOM Ha
MioKap/I (30UTBIIICHHS CHJIHM Ta 9aCTOTH CEPIIEBUX CKOPOYEHb ), 3arallbHe CYIMHHE PyCII0
(rinepreH3mWBHA [isT), IIaZCHBKI M 513U CYJIMH PI3HUX BHYTPILIHIX OpraHiB, 30Kpema
LIUTYHKOBO-KHIIKOBOTO TPAKTY, HUPOK, OPOHXiB, MaTKH, OKa TOILIO.

bioximiuHi ehexTH ampeHaniny MposBISIFOTECS, B OCHOBHOMY, B KaTaOoJiuHil il
TOPMOHY Ha BYTJIEBOIHUH Ta JIiTTiTHUI (KUPOBHi1) 0OMiH, OITOCEPEKOBAHMI MeMOpaH-
HUMH PEIENTOpaMH, CIONYYEeHUMH 3 adeniramyuriasnumy (HEepMEHTHUMH
KacKaJlaMmHu.

1. BrutuB appenaniny Ha oomin gyenesodis (TinaBa 13) MpOSBISETHCS aKTUBAIIIEIO
anikoeenochopunaszu, TOOTO TIKOTEHONITUYIHOO €0 (TIEpeBayKHO B M 513aX 1 4acT-
KOBO — B IEUiHIII Ta 1HIIMX OpraHax), 0 MPU3BOAUTH /10 aKTUBALlil IIIIKOTCHOMI3Y B
M’s13ax 13a0€3MeUeHH] CHEPTi€r0 M SI30BOT0 CKOPOUCHHSI; TIIEPIITIOKO3EMisl, III0 PO3BH-
Ba€ThCS B yMOBaX 301IBIIIEHOTO BHIUICHHS aIpeHATIHY (3BHYAITHO, pa30M 13 CTUMYIISI-
IIEFO CeKpeTlii ITTFOKaroHy), Mae 3Ha9eHHS 151 3a0e31eUeHHS METa0OTITHOI0 EHEPTIEr0
IHIINX TKAHUH (OCOOJIMBO TOJIOBHOTO MO3KY).

2. BB azpenaniny Ha oOwin ainidie (rmasa 14) xapakTepu3yeThes JMOJITHYHAM
e(eKToM, CIIPHYMHEHHM CTHMYITIOBAJIBLHOIO TIi€0 TOPMOHY Ha aKTHBHICTH 17 -ninasu
AIATIONMUTIB KUPOBOI TKAHWHHU. BHXi/Ty KpOB’stHE Py CII0 BUTBHHX YKUPHUX KUCIIOT (MOOLTI-
3artiss HEXKK, B sikiii Oepe ydacTh TaKoK IJIFOKAroH) € TaKoK OIOXIMIYHUM MEXaHi3MOM
3a0e3MeUYCHHS 1HIINX TKAaHUH (30KpeMa, MioKapja) JI0JaTKOBUMH CHEPreTHYHUMHU
cyOcTparamu.

Takum YMHOM, CyMapHHiA JICYMOK (i310JI0TT4HUX Ta 010XIMIYHUX EKTiB KaTexo-
JaMiHiB (adpenaniny Ta HOpaopeHnaniny) Mae Ha METI MiJrOTOBKY OpraHi3my Ji0
MaKCHMAaJIbHOTO BUKOPHUCTAHHS €HEPreTHYHUX PEeCcypciB Ta X peaizamito B yMOBax
CTPECOBUX peaKIliii — CUTYyalisx THITYy “00poTh0a abo BTiKaHHS’, CIPIMOBAHUX Ha
¢izuuHe BIDKMBaHH OCOOWHN. BUBINbHEHHS afipeHalliHy 3 XpoMa(iHHUX KIITHH Ta
HOpPaJIPCHANTIHY 13 3aKIHUCHb CUMIIATUYHUX HEHPOHIB € OI0XIMIYHUM yOCOOJICHHSIM
TEPMIHOBOI aKTUBAIlii cumnamuxoaoperanosoi cucmemu (Y.KeHHOH) y BiAMIOBib Ha
BIUTHB cTpecoBux (haktopiB. [Iporecu moBrocTpokoBoi agamnTamii opraniaMy 1o il
TMOIIKOIDKYBATLHUX areHTIB PeaTi3y0ThCs TFOKOKOPTHKOIIAMH KOPH HAIHUPHUKOBHUX 327103
(rmaBa 25).

Posmieriennst afapenHasiHy Ta HOpaJpeHAIHY KaTalli3yeTbCsl MOHOAMIHOOKCUOA3aMU
MITOXOH/IPiH 3 YTBOPEHHSIM TOPMOHAJIFHO HEAKTHUBHUX AJTBJIETI/IB Ta BAHUTUIMUTIAIBHOT
KHCIIOTH.

Jlogpamin— GioreHHnit aMiH, 1110 € IHTEPMEIIIaTOM Y CHHTE31 KaTeXONaMiHiB a/IpeHaiHy
Ta HOpajpeHainy. CHHTE3 [[bOTO aMiHy Ta YyTIUBI JI0 HHOTO PELENTOPHI CTPYKTYpH
JIOKAJTI3YFOTHCSI TIEPEBKHO B TITOTAIAMYCl, ME30KOPTHKAJIBHIMH, JTIMOIUHII, eKCTpartipamiaHii
CHCTEMaX TOJIOBHOTO MO3Ky. OKpiM HeHpoMeniaTopHUX BIACTHBOCTEH Y LEHTPAIbHIN
HEPBOBIM cucTeMi, 0damMiH Mae OJIM3bKI JI0 1HIIMX KaTeXOJaMiHIB CHMIIAaTOMIMETHUYHI
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BrnacTuBoCTi. Pazom 3 Tum, nodamin CH-—CH—COOH © OH
3ICHIOE CrienMpiaHniA came Jist | 2 \
HBOTO BIIMB Ha (DYHKITiFO CEPIICBO- N NH;

CYIMHHOI CHCTEMH, CIIPHYUHSIE
JJIATAIIi0 CY/IUH HAPOK, 30LIBIITy€E co
Jiype3 Ta Harpiiypes, CTUMYIIIOE — | CHZ_CEH_COOH 2
EK30KPHHHY (DYHKIIIFO M IILTyHKOBO N NH,

3aJ103U.

Tpunropan

S-T'igpokcurpunrodan

2. Inoonaminu HO
. . = CH,—CH,—NH,
Cepomonin (5-rizpoxcurpur- — |
TaMiH) — O10reHHUIA aMiH, MoTIe- X N
H

PEITHUKOM SIKOTO € TiAPOKCHIIBO-
BaHUI Tpunrodan (5-riagpokcu-
Tpunrtodan), Mo MiIIATaE ITeKapOOKCHIOBaHHIO 3a ydacTio [TAJID-3anexHol
Odexapbokcunazy 3 yTBOPEHHSIM 010JI0T19HO aKTUBHOTO aMiHY:

Biomoriuni GyHKIIT cepoTOHIHY B OpraHi3Mi JIFOAWHU pisHOMaHITHI. Kpim Helipo-
MeiaTopHOT Iii B crietialibHUX (cepomoninepeiunux) TUITHKaxX IEHTPaIbHOI HEPBOBOT
CHICTEMH Ta y4acTi B peaizallii CKJIaJJHAX IHTerPAaTUBHUX IICUXIYHAX (DYHKITIH, CEpOTOHIH
3IIHCHIOE PErYIIATOPHI e(hEeKTH MI0/0 AISUTLHOCTI TIAJCHBKUX M SI31B Ta, BIIMOBIIHO,
(hyHKIIiH ceprieBO-CyIMHHOI CHCTEMH, IUTYHKOBO-KUIIIKOBOTO TPAKTY, OPOHXIB, MOTYITIOE
PO3BHTOK 3amlajbHUX Ta ANCPriYHUX PEaKiliid, MPOLECIB 3ropTaHHs KPOBi. Xapak-
TEPUCTHKY CEPOTOHIHEPTiYHUX METa0OTPOIHUX PEIENTOPiB HEPBOBOI CHCTEMH Ta
MOJICKYJISIPHUX MEXaHi3MiB JIii CEpOTOHIHY MTOIaHO B T1aBi 33.

HaiiBumuii BMicT CEpOTOHIHY 3HAWICHO B eHMEPOXPOMAGDIHHUX KAIMUHAX TIBAHAT-
[SITUTIATOT KHIIKH, TPOMOOIMTaX, TYYHUX KIITHHAX CIIOYYHOI TKAaHWHH, IICHTPATbHIH
HEPBOBIl chcTeMi. B TOJIOBHOMY MO3KY JIFOIIFIHI CEPOTOHIH PO3IIOIICHHI HEPIBHOMIPHO:
HaOUIbIIIA HOTO KUTBKICTh MICTUTRLCS B TNOTAJIAMIYHIN JIUISHII Ta CEPSTHHOMY MO3KY.

Karabomi3m cepoToHiHY B OpraHi3Mi, SIK 1 iHIIAX (i310JI0TYHO aKTUBHUX aMiHiB,
BiZIOYBAETHCS 3@ YYACTIO MITOXOHIPIATIbHOT MOHOAMIHOOKCUOA3W; B PE3YIIBTATI PeaKIlii
YTBOPIOETHCS S-OKCIIHAOMANIETAIIBJIET T, KU OKHCITIOETHCA JI0 KIHIIEBOTO KaTabomiTy —
5-0KCi1HI0IO0LTOBOI KMCIIOTH, 1110 BUIIISETLCS 13 CEUETO.

5-T'inpokcurpunramil (CEpOTOHIH)

Menamonin _ _0
TToXiIH1M TPUITTO(aHY € TAKOK H;C—0 ] CH,—CH,—NH—C

menamonin (N-alieTuiI-5-MeT-

OKCUTpHUNTaMiH) — OlOTeHHUH

aMiH, III0 YTBOPIOETHCS B PE3yITh- Menaroniun

tari N-areTroBanHs Ta O-METUITFOBAHHS CEPOTOHIHY.

BiocuHTe3 MenaToHiHy BiOyBa€eThes BriHeanoyumax eridiza Ta IesKux nepudepiiHmx
TKaHWHAX: TUTYHKOBO-KUIIIKOBOMY TPaKTi, CITKIBIIi, ITiTiapHOMY TiJTi OKa Totmo. [ [pomykiris
MEJATOHIHY B emidi3i Mae IMKITIYHAH IIUPKaJHAN XapaKTep, BOHA 30UTBITYEThCS Y TEMPSIBI
1 TATIBMY€ETBCSI SICKPaBUM CBITIIOM.

BiomnorivHi ehekTr MeTaTOHIHY OXOILTIOIOTE IMMPOKHH CIIEKTP (Di3ioNoriaHIX (hyHKITH:
BiH € YHiBepCaIbHUM CHHXPOHI3aTOPOM €HIOT€HHHUX OiOPUTMIB B OPTaHi3Mi JIFOUHH,

i’

N
CH,

N

H
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OJTHUM i3 PETYIATOPIB IUKITY “‘COH-HEeCTIaHHs ” (TIPHCKOPIOE TIPOIIEC 3aCHHAH-HS1, MOJTYITIOE
CTPYKTYpPY CHY), TaJIbMy€ CEKPEIIiF0 TOHaI0TPOITHUX TOPMOHIB Tirmoisza, CoMaToTpOITiHY,
THUPEOiTHIX TOPMOHIB Ta KOPTUKOCTEPOIiB, CTUMYITIOE JesKi iIMyHHI PeaKIlii TOIIo.

BBaxaroTb, 1110 CHHTE3 MEJIaTOHIHY B eIi(i3i € BAXKJIMBUM KOMIIOHEHTOM CHCTEMH
peryrsii crareBoi (pyHKIT y JIFOMUHN: TaK, 30KpeMa, 3HAYHE T [IHHS PiBHS MEJIATOHIHY
B KPOBI y XJIOITYMKIB B ITEPi0J] CTATEBOTO JI03PiBaHHS MOXKe OyTH PEryISTOPHUM CHTHA-
JIOM, 1110 3aITyCKAa€ M0YaTOK IyOepTaTHOro Mepiony.

MernaToHiH Mae BICOKi aHTHOKCH/IAHTHI BIIACTHBOCTI SIK IHT101TOp peaKIiiii BUTbHOPaIr-
KaJILHOT'O OKHCIIEHHS], 1110 3 ASSIKUMU [TapaMeTpaMu MIEPEBUILLYIOTh BIAMOBIIHI XapaKTe-
puctuky BitaMiHy E (O-Tokodepory). Y HIKUMX TBapHH MEJATOHIH € PEryasTopoM
TTIIrMEHTalTii TOKPUBHUX TKAHHH.

Co,

N CH,—CH—COOH N CH,—CH,—NH,
| | A
N NH2 N
H H

L-T'ictunna Ticramin

3. Iicmamin — noxinHe L-ricTuauHy, 10 YTBOPIOETHCS B peaKiii IeKapOOKCH-
JIFOBaHHSI aMiHOKUCIIOTH.

HaiiGinpIa KijbKicTh ricTaMiHy MICTHTBCS B IIEHTpaJbHINA HEPBOBiW cUCTEMi Ta
MKaHUHHUX Oazoghinax criomydHol TkaHuHU. Di31070T1YHI eeKTH ricTaMiHy OB’ s3aHi
3 0T JII€I0 Ha TIaICHBKI M’ 513U epuepiiHuX CynuH (AunaTaniiiii eexTr), perys-
i€t QyHKIIH )KOBYHOTO Ta CEYOBOTO MiXypiB, CTUMYIIOBAJILHUM BILTMBOM Ha CEKpe-
LFO COJISTHOT KUCJIOTH B IILTYHKY, 3BY’KEeHHSIM OpOHXiB, HEHPOTPaHCMITEPHOIO (DYHKIII€IO,
y4acTIO B IMYHOJIOTIYHUX peakiisx. HajymmikoBe HaKOMMYEHHS TiCTaMiHy B 30HaX
3amajieHHs Ta UITHKaX B3aEMOJIIT aHmueeH-aHMUmino € OIHUM 13 TaTOTeHETHYHUX
MEXaHi3MiB PO3BHUTKY alePriuyHMX Ta aHA(ITAKTUUHUX PEaKIIiil.

MornekynsipHi MeXaHi3MH Jii ricTaMiHy Ha Yy TIUBI KIITHHU Peai3yloThCs uepes
memOpanHi H - Ta H -penenropu:

H -penenTopu cupsikeHi i3 QyHKIIOHYyBaHHAM (OC(OIHOZUTHIHOTO LIUKITY, BUBLIIb-
HEHHSIM 1TUT030J1bHOT0 Ca®*, akTHBAIIi€l0 2yaniiamyukiaszu Ta HakonnaeHHsM il M®;

H,-peuenTopu CrpskeHi 3 aKTHBALIC0 a0eHinamyukiasy Ta HAKOIHMYEHHIM
HAM®.

®dapmMaKoJIoTivHi penapary, U0 € aHTaroHiCTaMu TiCTaMiHOBHX PELICTITOPIB:

anmazonicmu H -peyenmopie — 3aCTOCOBYIOThCS IIPU AJIEPTIYHUX CTAHAX Pi3HOTO
reHesy, OponxianbHili act™i (Jumedpon, Taseein, Knapumun, Kemomudghen);

anmazonicmu H -peyenmopié — 3aCTOCOBYIOTBCS JUll 3MEHLIEHHS CEKpeNii
COJISTHOT KMCJIOTH TIPU BUPA3KOBii XBopoOi (Panimudun, @amomuoun).
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['JTABA 25.TOPMOHAJIBHA PEI'VJIALIA METABOJIIBMY TA
BIOJIOTTYHUX ®YHKIIN KJIITUHA

III. TOPMOHM TA THIII BIOPET'YIATOPH JIIITHOTO
TTOXO/UKEHHS
25.1. 3BATAJIBHA XAPAKTEPUCTUKA CTEPODII—II/IX T'OPMOHIB

Cmepoioni 2opmonu — IUPOKA TPyTIa O10JIOTTYHO aKTUBHUX TIOX1THUX BYTJIEBOIHIO
cmepaty, o 3a XIMIYHOFO OyI0BOIO € 3aMilIIeHNM ITHKJIOTICHTAHTIEPT1IPOEHAHTPEHOM:

CTpyKTypa CTepaHOBHX Hymepariis ByreneBix aromis
BYIJICBOZIHIB (B MOJIEKYJTi CTEpaHy Y MOJIEKYJIaX CTEPOITHUX
R,R,R,=H). TOPMOHIB.

3atesKHO Bi/I XiMIYHOT TIPHUPOJIN PATUKAITIB R.,R,R,, CTEepOiTHI TOPMOHH TOIIJISTFOTH Ha
JIEKIIbKa KJIaciB:

Byznesooens R; R, R; Kinskicme C-amomis
Crepan -H -H -H 17
HperHaH -CH3 -CH3 -CH2-CH3 21
Ectpan -CH;, -H -H 18
AHJpocTaH -CH;3 -CH;3 -H 19

Buxonsam 13 3a3Ha4€HO1 XiIMIYHOT HOMEHKIIATYPH, CMepoioHi 20pMOHY TIONUTSIOTh Ha
TaKi TpyTm:
1. I'pyna npeznany (C, -cTepoinm), 10 AKMX HATEKATH:
1.1. kopmurocmepoiou, Mo 3a OIOMOTTYHOO aKTHBHICTIO TU(EPEHIIIFOIOTHCS Ha:
1.1.1. amoxoxkopmukoiou;
1.1.2. minepanokopmuxoiou;
1.2. npocecmacenu.
2. I'pyna ecmpany (C  -crepoinn) — ecmpozenu.
3. I'pyna andpocmany (C,-crepoinu) — anopozen,
Yci mi Tpyny CTepOiHUX TOPMOHIB CHHTE3YIOTHCSI B OPTaHi3Mi 3 MOMIITUKIIYHOTO
crmpty — C_-A’-crepoiny — xonecmepony (xonecmepury) (qwB. masy 16). 3araibHy
CXeMy XIMIYHOTO TeHE3UCYy CTEPOiTHIX TOPMOHIB TO[aHO Ha puc. 25.1.
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Xonecrepon (C,))
[peruenomnon (C,))

Iporecrarenu (C,))

/\

Koprurocrepoinu (C,,) Cexcarenu (C,,, C )
['moko- MiHepaiio- Amnnpo- Ecrpo-

kopruxoimu (C,,) xopruxoima (C,) renm (C )  remu (C,y)
Puc. 25.1. T'ene3uc cTepoigHNX rOPMOHIB 3 X0JIeCTEPOJTY.

Oxpemuii ki1ac (i310JI0rYHO AKTUBHUX CIIOTYK CTEPOIITHOTO TOXOIDKSHHS — GimaMiHu
epynu D (D,, D, ta ix noximi). Li criomyku 3 BIaCTUBOCTAMU SIK TOPMOHIB, TaK i BITaMiHiB,
€ 3a XiMiuHOI0 Oyn0BoK0 C, -CTepoifamMu (IUB. HIKYE — I1. 25.4).

25.2. CTEPOIJITHI TOPMOHU KOPU HATHUPHUKOBHUX 3AJI03

H0H CH0H
=0 C=0
‘B CH
HO 3 OH HO 3
CH; CH,
© 0
Kopruson KoprukocTepoH
CH,0H
H |
|  C=0
O0=cC
HO
CH;
0)
AnbaocTepon

C,,-CTepoiiu KOpu HaIHUPHUKOBHUX 321103 (KOPTHKOCTEPOIN).
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CrepoinHi TOpPMOHU KOPY HATHUPHUKOBHUX 3aJ103 — KOPMUKOCMEPOiou — HaJIeKaTh
bi (o) CZI—CTepo'l'z[iB.

'V KOpi HaTHUPHUKOBUX 3aJ103 JIFOIMHY CHHTE3YETHCSI OIM3bKO0 30 CTepOIiB i3 pisHUMEI
PiBHSIMH (i310IOTT9HOT aKTHBHOCTI. “CripaBKHIMH ™ CTEPOITHUMU TOPMOHAMH KOPHY HaI-
HUPHHUKOBHUX 327103 (TOOTO TAKMMH, [II0 CHHTE3YIOTHCS B KPOB Ta BILUTHMBAIOTH HA 1y TIIUBI
nieprdepiiiHi TKAHUHU) € Kopmu30i (iOpOKOPMU30H), KOPMUKOCMEPOHTA anbOOCMeEpPoH.

Yei Tpr TOpMOHH MarOTB SIK TIIOKOKOPTHKOI/IHY, TaK i MIHEpaIOKOPTHKOIIHY aKTHB-
HICTB, IPOTE BUPAKEHY B Pi3HIH Mipi: KOPTH30J1 € HEPEBAKHO IFOKOKOPTHUKOIIOM, aJTb10-
CTEpPOH — IMEPEBAKHO MIHEPATIOKOPTHKOIIOM, KOPTUKOCTEPOHY BIACTUBI OOH/BA THITH
AKTUBHOCTI, aJie B MEHILIOMY CTYIICHI, HK Y KOPTHU30ITy Ta ajbJJOCTEPOHY, BIAMOBIIHO.

BiocunTe3 xopTH- CH
cocrepoltin i CH, 3
TepoiniB BinOyBa- i /

€ThCA B KIITUHAX HATHUP- CH—(CHy)z—
KOBHX 3aJ103 i3 3aralib- CHs CH,

HOTO JUISL BCIX CTEpOin-
HHUX TOPMOHIB ITOTIEPE-
nnka— C, -A’-cTepoiny CH;
XOJIECTEpHUHY, IKUH HaJI-
XOUTH B CTEPOINOTeHHI1
KJTITHHH 3 KPOB'I0 3 Tie-
YiHKH 200 CHHTE3Y€ThCS Xoneetepon (C.)  CHs
in situ 3 anetnn-KoA. 7 |
KirouoBrmu eranamu C=0
B CHHTE31 KOPTHKOCTEPO- CHs
1B, SIK 1 1HITIMX O10710T1Y-
HO aKTHBHHX CTEpOIliB,
IO TPOXOASATH CTanmii
YTBOPEHHSI IPETHEHOIIO-
HY Ta POTECTarcHiB, €:
— BUBLJIBHEHHS X0J1e- NN
cmepony 3 TATO30JIBHUX HO
JHITITHAX Kparieib Ta HaJl-
XOIDKCHHS B MITOXOH/IPIT, =0
ne BijiOyBaeThCcs HOTO CH,
OioTpaHchopmartis;
— CKOpPOYEHHS OIYHOTO
JIAHIOra XOIECTepoty Ha CH,
IIICTB BYIJICIIEBUX aTOMIB
(neperBopenns C,—=
—> C,,) 3 yTBOPEHHSM
—AS—CTepomy npeeHe- 0
HOﬂOHy 5 ITporecrepon
— TIEpETBOPEHHS TIpe-

THEHOJIOHY (ILLIAXOM pe- /\ \

aKHII/I OKHCJICHHS Ta 130-
4 Koprukocrepon AmbpaoctepoH Koptuzon
Mepu3aiii) Ha A*-3-ke-

TOCTEPOITL Hpo2ecmepor; Cxema 010CHHTE3y KOPTHKOCTEPOIIiB.

HO

CH,

A’ - TIpernenonon (C,,) CH,
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— IepETBOPEHHS IPOTeCTEPOHY Ha TIIFOKOKOPTUKOIIM Ta MiHEPATOKOPTHKOIIH (32
pPaxyHOK peakiliii T1IPOKCHITIOBAHHS CTEPOIiB IIUTOXPOM-P-450-3a1€:KHUMU OKCH-
reHasamu Mimanoi GpyHKItii).

biocuHTe3 IEBHUX MPEICTaBHUKIB CTEPOiJHUX TOPMOHIB BiZIOYBa€ThCs B PI3HUX
30HaX KOpPHW HAIHUPHUKOBUX 3aJI03: B 30BHINIHIHN, KITyOOYKOBIH 30HI CHHTE3YIOTHCS
aITBJIOCTEPOH Ta KOPTUKOCTEPOH; B CEPEIHIH, MyYKOBii 30HI — KOPTHU30JI Ta KOPTHKO-
CTEepOH; Y BHYTPIIIHIH, CiTYaCTiii — aHIPOTE€HH Ta YaCTKOBO KOPTH3OIL.

Biosnoriuni BjacTHBOCTI KOPTHKOCTEPOIiB

®izionoriyna QyHKIIisT KOPTUKOCTEPOi THIX TOPMOHIB TOJISATAE B PETYIIOBaHHI MTPO-
IeciB alanTariiii IiIiCHOTO OPTaHi3My JI0 3MiH YMOB HaBKOJIMIITHHOTO CEPEIOBHUIIA Ta
i ATpUMaHH] BHYTPIITHHOTO TOMEOCTAa3y, 0COOIMBO B YMOBaX JIii CTPECOPHUX (PaKTOPIB.

I'110K0KOPTHKOIIM — KOPTUKOCTEPOITN, OCHOBHUM 010JI0TTYHAM e(peKTOM i TKHX
€ PETYJIALIS ByIJIEBOIHOTO OOMiHY, CIIPSIMOBaHA Ha CTUMYJISLIIIO CHHTE3Y TIIIOKO3H B
TIEYiHIl, TOOTO MIFOKOHEOreHe3y. [10 IITFOKOKOPTHKOIIB HAeXKaTh: Kopmu3oi (2iopo-
Kopmu3on), kopmu3zon (11-0eciopoxkopmu3zon), kopmurxocmepon, 11-0eciopoxopmuxo-
cmepon. TonoBHAM (TaKuM, 10 CEKPETYETHCS B KPOB Ta HAMOUTBII aKTUBHUM ) TIPEJI-
CTaBHUKOM TITFOKOKOPTUKOIIB € KOPMU3OIL.

AKTHBALIS] CHHTE3Y TIIFOKO3U TIPH i1 KOPTH30JTY I0CSATAETHCS 32 PaXyHOK KOOPHHO-
BaHOI il TakuX 010XIMIYHMX MEXaHI3MIB:

¥ neuiHyi — aKTHBAIil eKcIpecii TeHiB, sSKi BIAMOBIIalOTh 32 CHHTE3 (DEpPMEHTIB
noKoHeoreHesy (@EI-kapbokcukinasu, aminompancghepaz — 30KpeMa, muposuH-
aminomparcghepaszu, mpunmodghanniponasu), Mo MOCTAYar0Th CyOCTpaTH — MOTIepe/-
HHUKH B CHHTE31 TITFOKO3H;

y M’A3ax — TIpUTHIYEHHS OloCHMHTE3y OiiKka, M0 MPHU3BOIUTH 10 301TBIICHHS
KOHIICHTpAIlii BUIbHUX aMiHOKHCIIOT, sIKi HaJIXOJSTh B T€MaTOLUTH, ¢ BUCTYAIOTh B
SIKOCTI CyOCTpaTiB IIIFOKOHEOTEHEe3Y; MOMIOHMIA Kamaboniunuil ¢(heKT KOPTH3O0IY
CIIOCTEPITA€ThCS TAKOK Y JIMPOIOHIT MKAHUHI.

BrnuB kopTH30i1y Ha JimigHUNA OOMiH MPOSBISETHCS, MEPEBAXKHO, B KOHTpa-
THCYJIApHIH Aii, TOOTO CTUMYJIALIT TPOLECIB JIMOMI3Y B )KUPOBil TKAHUHI 13 3011bIICH-
HsIM BMicTy xupHEX KucnoT (HEXKK) B ma3mi KpoBi; B OCHOBI TaKoTO BILIMBY [ITFOKOKOP-
THKOI/IIB Ha OOMIH TPUALIMIITITILIEPOIIB JIEKHUTh IX 31aTHICTh 301IbLITYBATH JIMOJITUYHY
IO KaTeXoIaMiHiB Ta COMaroTPOIiHy — “TIEpMICUBHHN €(EKT IITFOKOKOPTUKOIIIB” .

Kpim koHTpoIto 3a3HaueHNX METaOONIYHUX NIISAXiB, KOPTH30JI Ta 1HIII TITFOKO-
KOPTHKOI/IV PETYIFOIOTh TEUir0 0ararbox (hi3i0M0ri9HIX ITPOIIECIB B OpraHi3Mi, 3MIHIOIOUH
PEaKTHBHICTB KIIITHH BiJHOCHO 1HIIIMX TOPMOHIB Ta Heifipomerniatopi. OcoOIMBO BayKIH-
BUMH € e(eKTH TIIFOKOKOPTUKOIIB (pa3oM 3 edeKTaMH KarexoJaMiHiB), CIIPSIMOBaHi
Ha MOOLITi3aI1if0 3aXMCHUX PeakIliii OpraHi3My B yMOBAaX CTpeCy, 30KpeMa IpH Xipyprid-
HUX BTPYYaHHSX, TPaBMaX, IHPEKIisX. Y BUCOKHUX (hapmMaKono2iuux 003ax TIFOKOKOPTH-
KOIJIM Ta IX CHHTETHYHI [TOXiJJHI MaIOTh BUPaKEH1 NPOTHU3aIaJIbHI BIACTUBOCTI, ITOB’ s~
3aHi 3 TaJbMYBaHHAM ¢hocghoninasu A,, HEOOXIHOI ISl BUBLIBHEHHS apaxiJOHOBOT
KHCJIOTH — TOTIEPEIHUKA B CHHTE31 npocmacianOutie (JIUB. HIDKYE); LIeH MpoTH3anaibHAN
eeKT CHONyK i3 BIACTHBOCTSIMU TIIFOKOKOPTHKOI/IB 3HAMIIIOB IHPOKE 3aCTOCYBAHHS B
KJTiHIYHIN npakTuwi (npenapary [lpeonizonon, [excavemason, Tpiavcuronon Touo).
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Pezynauia cunmezy ma cexpeuii Kopmu3zosny

BioxiMi4HIM CHUTHAJIOM, 1110 CTUMYJTFOE CHHTE3 Ta Ha/l-
XOIDKEHHS B KPOB KOPTU30ITY, € 3MEHIIICHHS KOHIIEHTPa-
1ii B KpoBi MTIOKO3W. ['imoTIiikeMisi CipUYrHSIE BKITFO-
YEHHS POLECIB KOPTU3OI3aJICIKHOTO TITIOKOHEOTeHE3Y
4yepes Uy TIIHBI CTPYKTYPH TinoTajiaMmyca, 1o CeKpeTy-
FOTh KOPTHKOJTIOEPHH (KOPTHUKOTPOTTIH-PHITI3HHT-TOPMOH),
SIKMH, Y CBOIO Uepry, aKTHBY€ BHIIJICHHSI KOPTHKOTPO-
niny (AKTT) i, BiAmoBiHO, yTBOPEHHS B KOPi HAJHUP-
HHUKOBUX 3aJ103 KOPTU3OITY.

JToOoBa CeKpellisi B OpraHi3Mi JIOIMMHA KOpTH30Ty Ta  MKI/100 My
Tinogi3apHOro KOPTHKOTPOITIHY Ma€ PUTMIYHHUI XapaKTep
13 MAKCHIMYMOM Y PaHKOBI TOJTHU, TOOTO B nocmabcopo-
MmugHull nepiod BUYEpIIaHHs BHYTPILIHIX pe3epBiB
DIroKo3M: HalbbIre 3poctans piBHI AKTI y cuposari
KPOBI CriocTepiraerbest 0 6-if-8-i TOMMHI paHKy, Jeno
MepeyIodr pocTy KopTu3oiy (puc. 25.2)

=

8 12 16 20 24

Xeopooba Iuenro-Kyuiunza — matonoriyHuii cTaH,

SIKUM XapaKTepU3yEThCsl aHOMATBHUM 301TBIIEHHIM 0 4 8 12 16 20 24
IIPOYKIIiT B OpraHi3Mi JIFOIMHH [JTFOKOPTUKOIIIB, 30KpemMa yac 1064
kopTH30i1y. Llst marosorisi BUHUKa€e BHACIIZIOK HASIBHOCTI  Puc. 25.2. [loGoBuii put™ cexpe-
TOPMOHOIIPOTYKYIOUOT MyXJIMHU HaJHUPHUKOBHX 37103 uii AKTT (a) Ta kopTa-
a60 rinogiza (i3 BiIOBITHAM 30iIbIIEHHAM CEKperlii soaty (6) (3a M.IBana-

KOPTUKOTPOIIiHY). [0JIOBHUMH TIPOSIBAME 3aXBOPIOBAHHSI Oonkirm, 1998).

€ 3MEHILICHHSI TOJIEPAHTHOCTI JI0 TIIFOKO3H, HAsIBHICTB CTIHKOT TiNeprTikeMil Ta ITIOK03ypii,
HaBiTh Y TIOCTa0COPOTUBHOMY CTaHi, TOOTO 4epe3 AEKidbKa TOAWH ITiCIS OCTaHHBOTO
TIpUifoMy DXKi, TOPYIIIEHHS )KUPOBOTO OOMiHY; OCKLTHKH JUTS TPUPOTHNX TIIFOKOKOPTHKOITIB
BIIACTHBI TAKOXX MiHEPaTIOKOPTHKOIHI e(heKTH (JIUB. HIKUE), TpU XBOpoOi [lieHko-Ky1iHra
PO3BHBAIOTHCS 3aTPUMKA B opraHizmi Na' i Baskka rinepreHsist.

MinepaJioKOPTUKOIIH — KOPTUKOCTEPOI K, O10JI0T1YHA /s IKUX MOJISTAE B PETy-
JSIIiT BOAHO-COJILOBOTO OOMIHY B TKaHMHAX: MIHEPAJIOKOPTUKOION CIPUYMHSIOTH
3aTpUMKy B opradismi ioHiB Na'Ta BuBenenHs K™i H*. Minepanokoptuxoingny
aKTHBHICTh MAIOTh TaKi CTEPOINH, IO CHHTE3YIOThCS B HAJHUPHUKOBHX 3aJI03aX:
anvoocmepon, 18-oxcuxopmurxocmepoH, 11-dezoxcuxopmurxocmepon ([JOK) Ta nesiki
iHmi cronyku. Cepen HUX HalOUIbII aKTUBHUHN atb00CcmepoH (€JMHANA MiHEPaJIOKOPTH-
KOI T, III0 CEKPETYETHCA B KPOB), MIHEPATOKOPTUKOIAHUH e(heKT STKOT0 TIEPEBHIILYE JIF0
iHIMX cTepoiniB mpudnm3ao B 100 paszis.

Anvoocmepon — OCHOBHUI MiHEPAIOKOPTUKOIN, KU CHHTE3YEThCA B KIITHHAX
KITyOOUKOBOI 30HM KOpPH HaIHWPHUKOBUX 3aJ103; TOJOBHUH Ol0XiMIYHUH edekT il
AITBJIOCTEPOHY TIONATAE B CTUMYIIAIIT peabcoporrii Na™ (a pasom 3 Hum i Cl') B aucranbHiit
YacTHHI KaHAJIbLiB HEPPOHIB.

MorexynsipHi MeXaHi3MU Aii albJOCTEPOHY, SIK 1 IHIIMX CTEPOiJHUX TOPMOHIB,
TIOJISITAFOTh Y B3a€EMOJIIT B IIUTO30:1 KITITHH-MIIIIEHEH 13 crienniqHIM PerenTopom, 110
B KOMIUIEKCI 3 MiHEPaJIOKOPTUKOIZIOM MEPEHOCUTHCS B SIPO KITITHHH; aKTUBOBAHMUI
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AITBIOCTEPOHOM PEIIENTOP CIPUYHHSE AKTHBAITIFO TeHIB, 1110 HeOOXi/THI 711 CHHTE3Y OLJIKIB,
SIKi peati3yroTh TpaHcnopt Na' uepes armikaibHy Ta 0a3aibHy MEMOPaHH Yy TIIMBHUX KITITHH
He(pOHIB.

Anvoocmeponizm

'Y HOpMi KJTyOOUKOBA 30HA KOPH HA/THUPHUKOBHX 34103 IPOyKye 60-90 MKT aJTbIOCTEpOHY
Ha 100y. CtaH 30UIbIIICHHS] KOHIICHTPALIi1 TOPMOHY BHACIIJIOK ITiIBUILICHOTO HOT0 YTBOPEHHS
B KOPi Ha/IHUPHUKOBHX 3aJ103 200 3MEHILICHHSI IIBUIKOCTI KaTaboJ1i3My TOpMOHY B TICUiHIII
TIpH TTOPYIIeHHI (YHKIIT TenaroTiB (HATPUKIIA]L, TIPH IPO3i IEYiHKH) OTPUMAB Ha3BYy
CUHIIPOMY albOOCHEPOHizMY; TIATOJIOTISI TIPOSIBISETHCS TIMEPTCH3IEI0 Ta PO3BUTKOM
HaOPSIKiB BHACITIIOK 301TBIIICHOT 3aTPUMKH B OpTaHi3Mi i0HIB HaTpiro Ta Boju. [ lepBrHHMI
aIbI0CTepOHI3M (cuHapoM KoHa) — 3aXBOPrOBaHHSI, CIIPHYMHEHE aJICHOMOKO KOpH
HaJTHUPHUKOBHX 327103, III0 CEKPETYEThCS B CUCTEMI PEHIH-aHT10TCH3UH.

AHTIOTCH3UHOTeH Cucmema penin-anczio-
(~400as) men3un — CUCTEMA Ba30aK-
Asp—Arg—Val-Tyr-Ile-His—Pro—Phe-His—Leu—Leu-— ... TUBHUX MCLTHALB, .HKa € pe-
A A TYJAATOPOM apTepiaabHOTO
— 10as.-— — ¢ —— THUCKY Ta BOJHO-EJIEKTPOJIT-
—— 8as — —— HOro 0OMiHY B OpraHi3mi Jifo-
Penin JvHA. OCHOBHUM KOMTIOHCH-
Anriorensum [ TOM CHCTEMH € OKTaIeNTH]
(mexamenTi) aneiomensun 11, 0 yTBOPIO-
ATD €ThCS MUISIXOM CTYICHEBOTO
AsnriorensuH 11 00MEIKEHOTO TPOTEOoi3y 3
(oxranenu) Oinka o, -r100y1iHOBOI (hpak-
AHTIOTeH3HHA3a i1 CHPOBATKH KPOB1 — aHzio-

[ponyktu nerpanarii MEH3UHO2CH).

ITpu xii nporeoniTHaHOro EPMEHTY peniny, IKN CHHTE3y€ThCS B FOKCTAITIOMEPYJLSIp-
HUX KJITITHHAX aQepeHTHHX apTepion HepoHiB, BiIOYyBa€EThCs BiIIETIIICHHS BiJl aH2io-
men3uHo2eHy NeKanenTuiy aunciomenzuny I, SIKWid, € CBOIO 4epry (3a Aii mpoTeiHasu
aneiomensunnepemeopioioyo2o (epmennty, AIIP), NepeTBOPIOETHCS HA CyTNHO3BYKY-
BAJILHUI IENTUJ aHeiomern3un [1. D1310I0TIYHIM CTUMYJIOM JIJIsl IPOYKYBaHHSI PEHIHY
1 3aIlyCKy HPOTEONITHYHOTO KacKady YTBOPEHHs aneiomensuny Il € 3HWKEHHS apre-
PpiajbHOTO THCKY.

Aneiomensun Il € HAOLTBII TOTY)KHUM CYJHMHO3BYKYBaJIbHUM (HaKTOPOM; HOTO
OiosIoriuHi eheKTH peatizyroThCs TAKOK 33 PaXyHOK CTUMYJIAIIT CeKpeLlii ab0ocmepony
Ta gazonpecury (aHmuoiypemuuHo20 20pMoHy), IO B LLIOMY IPU3BOIUTD 0 3aTPHUMKH B
oprani3mi ioHiB Na*Ta Bogu. [HribiTOpH aHTiOTEH3MHIEPETBOPIOIOUOTO (QEPMEHTY
CTIPUYMHSIOTH 3HIKEHHS apTepialbHOTO THCKY 1 MatOTh AiypeTH4HY (i HaTpidypeTndHy)
(hapmaxosIoriuHy Jito; 11i croyku — iHrioiTopu AII® — 3acToCOBYIOTH sIK €eKTHBHI
3aco0u Iyt Tepartii TinepToHiYHOI XBopoOu (ipeniapatu Kanmonpui, Enananpun Tomo).

Hampitiiyypemuuna cucmema

Di3i0TOTIYHAM aHTArOHICTOM allbJIOCTEPOHY Ta aHTioTeH3uny Il € nampiitypemuuna
cucmema, MO CKIAJAETHCS 3 MENTHIB, SKi CHHTE3YIOThCS, TIEPeBaKHO, B MiOKap/i
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(MiorTax mepeacep/s) Ta TOIOBHOMY MO3Ky. Harpiltypernunwmii daxrop (ropMoH),
110 IPOYKY€ThCA B TIepeicep i, — e menTu/1 (126 aMiHOKACIIOTHUX 3aJIHIIKIB), TKUH
Ma€ HaTpilypeTHyHi, IlypeTHYHI Ta KaliiypeTHYHI BIACTUBOCTI; IPH i TpoTeas KpoBi
Ta TKAHWH BUXITHWHA menTw] (IPOTOPMOH) PO3MICTUTFOETHCS Ha OKpPeMi MEeNTHIH 13
3a3HAYCHUMH aKTUBHOCTSIMU. HarpillypeTndHi nmentuan BUSBJICHI (X04a i B 3HAYHO
MEHIINX KOHIIGHTPAIIisIX) TAKOK Y HAJJHUPHUKOBHX 3aJ103aX, HUPKaX, MaTLIi.

25.3. CTEPOIJTHI TOPMOHHU CTATEBHX 3AJI03

CrareBi TOpMOHH JTIOIMHU — CEKCA2eHU, CEKC2OPMOHU— CUHTE3YIOTHCS B KIHOUMX
1 9OJTOBIUIX CTATeBUX 3aJ103aX, IUIAIEHTI Ta YaCTKOBO — B KOP1 HAIHUPHUKOBHX 3aJ103.
CrareBi TOpMOHHM 3a0€3MEUyIOTh CTaTeBy MU(EpPEHINialliio JIOIUHI Ha YOJIOBIdYy Ta
YKIHOTY 0COOWHU, KOHTPOITFOFOTH KOMIUTEKC O1010TiYHIX (DYHKIIIH, TIOB’ SI3aHMX 13 PO3-
MHOXEHHSM, TOOTO 30epekeHHsM Buay Homo sapiens sik Takoro.

7Kinoui crareBi ropmoHu

J10 *IHOYMX CTaTeBUX TOPMOHIB HAJIEKATh:

ecTporenn — noxioui ecrpany (C, -cmepoiou);

porecTarenn — noxioni npernany (C, -cmepoiou).

Ecrporenn

Ecmpozenu — ropMoHH, 10 CHHTE3YIOTHCS Y (DONIKYIax SI€YHHKIB XKiHOK. OCHOBHUM
HaOLIBII AKTHBHIM MPEICTABHIKOM ECTPOTEHIB € TOpMOH [ 7-B-ecmpadion (ecmpadion),
SIKHI1 3BOPOTHO MIEPETBOPIOETHCS HA €CTNPOH:

OH

0
CH, CH,

/| — 7
NN N\

HO HO
17-B-Ecrpamion Ectpon

3HaYHO MEHIITy Oi0JIOTIYHY €CTPOTeHHY aKTHBHICTB MA€ ecimpion, SIKAN € TIPOTyKTOM
HE3BOPOTHOI OioTpaHchopMaliii ecrnpory B TIEHiHIIL:
OH
CH,
OH

€CTPOH —= 16-0l-T1IPOKCIECTPOH —— 3=

g |
N

Ecrpion

HO
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Ecmpon yTBOPIOETBCS TaKOXK Y IUTAIICHTI K IUTACHTAPHUI TOPMOH ITiJ] 9ac BariT-
HOCTI; B I[bOMY Pa3i MOMEePETHIKOM ECTPOHY € CTepOi decidpoenianopocmepoH, o
HaJIXOUTh y TUIALCHTY 3 HAAHUPHUKOBHX 31103 TUIOJA.

biocunmes ecmpadiony — nipouec, sIKUid BinOyBaeThCsL, TOOBHIM YMHOM (Ha 95 %
BiJI FOr0 3arajibHOTO IMyJIy), B KJIITHHAX BHYTPIlIHBOI 000710HKH (theca interna) doikymis
SIEYHHKIB 111 9ac onik)yIsipHOT (hazu MEHCTPYaTbHOTO IIUKITY; KOHIICHTPALIisl €CTPAIiony
B KPOBI € TIOKa3HUKOM CTYTICHsI T03piBaHHs (pormikyma. B 3Ha4HO MeHMIii Mipi ecTpasion
YTBOPIOETHCS B )KOBTOMY TiJTi, TITAIEHTI 1 4aCTKOBO — B KOPi HAAHUPKOBHUX 3aJ103.

BuximHOrO crionmykoro [y1s GioreHe3y eCTpOreHHHX TOPMOHIB, SIK 1 1HIIMX CTEPOINiB, €
XOJIECTEpHH, SIKMH 4Yepe3 MPErHeHOJIOH MEepPEeTBOPIOEThCS, IOCIIJOBHO, Ha 17-0-rimpo-
KCHIIPOTE€CTEPOH Ta AHAPOreH! — TOJIOBHI HAHOJIM Kl MONePeTHUKH ecTpagiony (K
notenHo 3ayBaxcye A.Jleninmkep (1982), — “Cnpasni, He TUTbkH 3 peOpa Anama Oyna
cTBOpeHa €Bal”); 4aCTKOBO €CTPOI€HH MOXYTh yTBOpIOBaTHCA 3 17-0O-TiIpoKcH-
TIPOTeCTEPOHY, MHHAIOYH CTaJi0 aHIporeHiB (puc. 16.3).

bionoziuni enacmueocmi ecmpozenie

Ectporenu (niepeBaxHO €CTPa;1i0i1) CTUMYJIFOKTh PO3BUTOK TKAHKH, 1110 OepyTh y4acTh
y peajtizallii perpoyKTHBHOT (PyHKIIiT dKiIHOYOTO OpPraHi3My: 3yMOBJIFOIOTh Ipostiepartiro
Ta Ju)epeHIIIFOBaHHS ETITEIO MiXBH, PoTidepallito Ta rimepTpodito €HIOMETPIFO, TOSBY
BJIACHOI PUTMIYHOI pyXoMocTi MiomeTpito. [1i yac mydeprarHOro repioy ecTporeHu 3a-
0e3IeIyIOTh CTAHOBJICHHS BTOPHHHMX CTATEeBHIX O3HAK YKIHKH: PICT 1 JO3pIBAHHS TeHITAITIH,
IIPOTOK MOJIOUHMX 3aJ103, KICTOK CKeJIeTa, BIJKJIaJaHHs XapaKTePHOI JUIsi KIHOYOIO
OpraHizMy HiIIIKipHOT )KUPOBOT TKAHHHH.

IIporecrarenu
IIpozecmazenu — TOPMOHH KOBTOTO TiJIa s€4-
CH;, HUKIB Ta IUIAIlEHTH, OCHOBHUM IIPEICTaBHUKOM
C=0 SIKUX € HPO2ECMEPOH.

CH, YTBOpEHHS IPOreCTEPOHY 3 XOJECTEPHHY €
cribHAM eTanoM y 6iocunTesi C, -cTepoinis i 6ys1o
posnsiHyTO BUIIe (nuB. biocunmes kopmuko-
cmepoiois).

biorpancdopmartis mporectepoHy B OpraHizmi
MPU3BOAMUTE IO YTBOPEHHS MpecHanoiony, mo

0] EKCKPETYEThCA 13 ceuero:

TIporecTepoH bionociuni enacmugocmi npozecmepony
[IporecTepoH — TOpPMOH, 110 CUHTE3YEThCS
CH,4 MEPEBAYKHO B KOBTOMY TiJIi SIEUHHUKIB Y 10MEiHOBY
CH—OH gbaay MEHCTPYaIbHOTO LUKITY. @i3ionorigHa ¢dyHK-
CH Iist IPOreCTEPOHY MOJIATac Y MiArOTOBIIi MATKK T2
Tpore- ____ IHIIMX CTAaTEeBHX OpraHiB JI0 IMIUIAHTAL 3aruTij-
CTEpOH HEHOT SIALICKITITHHH Ta PO3BUTKY BariTHOCTI: TOPMOH
CH CIIPUSIE TIEPEXOTY CHIOMETPIFO 3 IpoTihepaTuBHOT
JI0 CEKPETOPHOT (a3, SMEHIITY€ TOHYC MsI31B MaTKH,
CIIPUYMHSIE TIPOITiepariito Ta PO3BUTOK MOJIOYHUX
HO 3aJ103, @ B pa3i HACTAHHS BATTHOCTI CIIPHISIE TAITbMY -

[Ipernanzion BaHHFO OBYJISIIIL.

CH,4
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Mencmpyansnuii yuxn

Kinowa perpomykTrBHa cdepa y JIOIUHH Ta MPUMATIB 3a3HA€ MUKITYHAX 3MiH,
SIK1 3yMOBJICHI CKJIATHUMH (Pi310IOTIHHIMY 1 010XIMIYHIMH B3aEMOBITHOCHHAMH MiXkK
rimoranxamycom, TinmodizoM Ta sieqHIKaMHA. MeHCTpyaTbHUI UK y )KIHOK CKJIQTAETHCS
3 TakuX (ha3: GoiKyISIpHOI a3y, JTFTETHOBOT (pa3u Ta BIaCHE MEHCTpYaIIii.

HukmivHa cexpertist

ECTpPOTEHIB Ta Ipore- %o b
CTEpOHY, 110 3abe31e-
4yy€ 3MIHH B JKIHOUUX
CTaTeBUX OpraHax mpo-
TSITOM MEHCTPYaJIbHOTO
LUKJTY, KOHTPOTFOETHCS 60/5:
TOHAJIOTPOMIHAMY Tilo- -
(biga I d)o i Kya0- § IIporecrepoH, Ectpagion,
g HI/MI HI/MIT
CMUMYTIOIOYUM 20D- =
monom (PCI) Ta mo- 5 40 b Tporecteport 10 1100
meinizyiouum 20pmo- Eﬁ 36 900
HOM (J]I_) (DCF Ta HF = ;; E MeHCpraui;[ :588
CTUMYIIOIOTE BA3pI- Y L600
BaHHS (OJiKyJa, HOro 20 500
po3puB Ta Tpanchop- 16 -400
Mallilo B KOBTE TLJ10. Y. _ y 300
i 8 F s #7 200
YTBopeHH;[ €CTPOreHIB A ot Iy
y oITiKysIax CTUMYITIO- - T e R
etbest riepeBaxkHo DCT, - 8-6-4-202468 101214 _
. MeHcrpyauist OByusList MeHcrpyauis
MpOTe MPHU HASIBHOCTI
LICEHO1 KOHHCHTpaI_Ill Sleunuk { Picr domikyrnis * SKoBTE Tio *
JI'; ¢ysKIii sxoBTOTO
TiIA KOHTPOJIIOIOThCS, Enmomerpiit  Ilpomidepamis CexperopHa (aza
1 1 1 1 1 1 1 1 1 1 1 1 1 1

B 0cHOBHOMY, JII'. 3Hau- -12-10-8-6-4-2 0 2 4 6 8 10 1214
HE 3pOCTAHHA (HiK) Puc. 25.3. IukutiyHi 3MiHM KOHIEHTPAL|i kiHOYMX CTATeBHX FOPMOHIB Ta
KOHIIeHTpaIIiﬁ DOCTI Ta TOHA/IOTPOIHIB MPOTSIrOM MEHCTPYaILHOTo IMKJTY (32 J. Tepper-
JIT mepenye oBymsii man, HM.Tepperman, 1987).
(puc. 25.3).

You10Biui cTaTeBi ropMoHH

UYornogiui cTaTeBi TOPMOHN — aHOPO2eHU — € TIO- OH
ximpumu  arnopocmary (C -crepoinn). OCHOBHUM CHj3
AHJPOTCHOM € MecmocmepoH, 10 CUHTE3YEThCS B
IHTEpCTUIIaTBPHIX KIITHHAX CiM’SHUKIB (KITITHHAX CH,
Jletinura). JloGoBa ceKxperlis TECTOCTEPOHY Y YOJIOBIKIB
CKJIaJIa€ B HOPMi OJIM3BKO 5 ML,

VY KIIiITHHAX-MIIIEHIX TECTOCTEPOH KOHBEPTYEThCS S
B OUIBII aKTUBHUU METabOMIT — Jdueiopomecmo- Tectoctepon

cmepon (JI'T), 1yist SIKOTO TECTOCTEPOH €, MO CYTI,
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nporopMmoHoM. HasiBHicTb
JI'T BUSBIIAE€THCS B CIM’SIHUX
BE3WKyJaX, IMepeMiXypoBiit
3aj1031, 30BHIMIHIX CTATEBUX
HAIOH — HAJO' CH; OpraHax Ta JesKux JIISTHKAX
2 : HIKIpH.
Tecrocrepon [TepeTBOpEHHS TECTOCTE-
pony Ha JII'T karaiizyernbcs
HAl®H-3anexuow 5-0-
PEOYKmMA3o10:
BiotpaHcdopmartisi TeCTOCTEpOHY B IEUiHIN Ta iHIMX TKAHWHAX CYIPOBOKYETHCS
YTBOPEHHSM METaOOJITiB 13 3HAYHO 3MEHIIEHOI0 a00 BiJICYTHHOIO aHIPOTEHHOIO
AKTHBHICTIO; OCHOBHHMH MPEACTABHIUKAMH ITPOITYKTIB TAKOTO TIGPETBOPEHHS TECTOCTEPOHY
€ 17-kemo- (abo 17-0kco) cmepoiou — anopocmepor Ta emioxonaHONOH.
bionoziuni enacmueocmi mecmocmepony oSTalOTh y 320€3MeYeHHI PENPOLYKTUBHOT
(hyHKIIIT 9OITOBIYOTO OpraHi3My MUISXOM KOHTPOJIO CIIEPMAaTOTeHE3y Ta CTHUMYJIAIl
PO3BUTKY B IyOEpTaTHUH Hepiof] IEPBUHHMX Ta BTOPMHHUX CTaTeBuX o3HaK. Kpim Toro,
XapaKTePHOIO OCOOIMBICTIO O10XIMIYHOT ii aHAPOTEHIB (TECTOCTEPOHY, HOTO MOXiTHHUX Ta
CHHTETHYHHX aHJIPOTCHIB) € BUPKCHUI aHAGOIYHUH eeKT, 110 POSIBIISETHCS CTHMY-
JISIERO CUHTE3Y OLTKA B 0ararh0X TKAHWHAX, OCOOIMBO Y M’s13aX; 1151 BJIACTUBICTH aH/IPOTCHIB
BUKOPHCTOBYETHCSI TIPU CTBOPEHHI CLUHIMEMUYHUX aHADONTYHUX NPpenapamis.
®iziororiuHi (hyHKIIIT YOIOBIYMX CTAaTEBUX 327103 3HAXOISATHCS ITi]T KOHTPOJIEM TOHA 0~
tporHuX ropMoHiB PCI ta JII': ®CI” cTumyItoe criepMaToreHHNH eTiTelNii €90k, a
JIT" (ropmoH, 1o ctumyitoe inTepetumianbHi kritian — ['CIK) aktuBye cuHTes Ta
CEKpelilo TecToCTepoHy. KoHIIeHTpallisi TeCTOCTEpPOHY B CHPOBATIl KPOBI, SIK 1
[IIOKOKOPTHUKOTLY KOPTHU30JTY, IMKITIYHO 3MIHIOETHCSI TPOTATOM JI00M 3 MAKCUMYMOM O
7-11-9-#1 ron paHKy Ta MiHIMyMOM — 0 24 To/1 Ta 3 TOA PaHKy.
MornekymnsipHi MEXaHi3MH Jiii CTaTeBIX TOPMOHIB, SIK | KOPTUKOCTEPOIIiB, TTOJISTat0Th
Y B3a€MOIii Bi/IMOBITHOTO TOPMOHY B KJTITHHAX-MIIIEHSX i3 CIIeIA() I IHIM ITUTO30JIEHIM
peLenTopom, TpaHCIOKallii KOMIUIEKCY CTEpOi-peLenTop B SO Ta CTUMYJISLIT eKc-
Ipecii reHiB, 1110 KOHTPOJIKIOTh CUHTE3 OLIKIB, K1 peali3ytoTh (i310JIoriuHy QYHKIIIFO
JTAHOTO TOPMOHY.

OH
CH,

0]

JurinpoTtecrocTepon

25.4.TOPMOHMU — PEI'VJIATOPU TOMEOCTA3Y KAJIBIIIO

Torn Ca?" € iHTerpaJbHIMK KOMIIOHEHTaMK 0arathoxX OIOCTPYKTYp Ta €BOJIOIIHHO
MpajJaBHIMU BHYTPIITHHOKIITHHHAUMH MECEHDKEPaMH, IO PETYIIOI0Th MHOKHWHHI
MeTabomivHi nporecH i Qizionoriuni QyHKIII.

[nstxom 3MiHE CBOET BHY TPIIIHBOKITITHHHOT KOHIIGHT ALl KaJIbLIiii KOHTPOITFOE Tiepedir
YKUTTEBO BaXKITMBUX OlOXIMIYHHMX peakiiil i Oepe ydacTh y peatizaiii eekTiB OLIbIIoCTi
(i310J10r1YHO AKTUBHUX CIIONYK, SIKi CIIPUUHMHSIIOTH aKTHUBALiI0 (izionoriyanx (QyHKIiH
PI3HOMAHITHUX KJIITHH, IO JIO3BOJIMJIO 00Opa3HO Ha3BaTH Iell MaKpPOEJIEMEHT ‘‘KOpoJieM
mecenpkepis” (H.Rasmussen, B.Goodman, 1977).
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Poznogin kaibuiro B opraizmi

3arajbHa KUIbKICTh KaJbLiIo0 B TiJ JOpOCIOl JTIoAnHH gocsrae 1 kr, Oim3bko 99 %
SIKOTO JIOKAJTI30BaHO B KiCTKaX, Jie KaJbIlii pa3oM i3 gocharamMn yTBOPIOE KPUCTAITH
2iopoxcianamumy, MO CKIAJAI0Th OCHOBY HEOPTraHIYHOi CTPYKTYypH cKenera. 30B-
HIITHBOKJTITUHHA KOHIICHTPAILisl 10HIB Kasbilito (Ca’") € BemuuuHoo nopsaky 103 M,
BHYTpimHbOKIITHHHA —107%-10® M. Beepenauni kmitun Ca?* nokanizoBanuii (“cex-
BECTPOBaHMIA’) TIEPEBAYKHO B MITOXOH/PISAX Ta CTPYKTYpax €HIO0TUIa3MaTHIHOTO (cap-
KOIUTa3MaTHYHOT'0) PETUKYJTyMa; 010JIOTIYHO aKTUBHI CIIOIYKH (TOPMOHU, MEJIIaTOPH,
JKapChKi 3aCO0M TOIIO) CIIPUYHHSIOTH 3pOCTaHHS KOHIIEHTPAIIil i0Hy B IMTO30JTi (Ta
akTHBalito (i3ionorivHnX QYHKIIH KIITHHN) 32 paXyHOK HOTO BXOJY 330BHI Yepes3
KaHaJM Mia3MaTuaHuX MeMOpaH Ta (a60) Buxin Ca?* i3 BHYTPIIIHLOKIITHHHAX JICTIO
(MoOimizarist BHyTPIITHBOKII THHHOTO KaJbLIilO).

KoHrenTpariist Kaipliito B T1a3Mi KPOBI € OJIHI€I0 3 TOMEOCTAaTUYHNX KOHCTAHT Op-
raHi3MYy JIFOJMHU, CKJIafiaro4u B Hopmi 2,25-2,85 mmons/it (€.M.Heiiko, B.1.boitopxo,
1998). Kaub1tiit y ma3mi KpoBi 3HAXOAUTHCS Y BUIVISIL TPHOX MOJIEKYIIAPHUX (POpM:

— B ioHi30BaHoMY BHIVIAI (1,05 -1,20 MMOIBE/1T) — G1070TIYHO HAWOLIBII aKTHB-
HMI KaJIbIli;

— y BUDJISAJI KaJIbIIiF0, 3B’S13aHOTO 3 OLIKaMU, NIEPEBaKHO 3 CUPOBATKOBUM ajib0y-
MiHOM (TIPHOJIM3HO MTOJIOBHHA BCHOTO KAJIBINFO TITA3MH);

— Y BUIJISI CTTa0KO IUCOLIIOFOYMX COJICH 3 aHIOHAMH OPTaHiYHUX Ta HEOPTraHiYHUX
KHUCJIOT, 30KpeMa nutparamu, pocharamu oo (0u3bK0 6 % 3araibHOro BMICTY Kalb-
110 B IJ1a3Mi).

TomeocTas kaabuio

Sk 3aranbHa KUIBKICTB KaJIbIIit0 B OpraHi3Mi, Tak i KOHIIEHTpaIlis HOoro i0Hi30BaHOi
(hopMH B EKCTPALCITIOIIPHUX IIPOCTOPAX Ta BCEPEIMHI KIIITHH, TOOTO FOMEOCTa3 Kallb-
I[if0, BU3HAYAETHCSI (DYHKIIOHYBaHHSIM TaKUX aHATOMO-(]i310JI0TTUHHX CHCTEM:

1. KicTok ckenera — pe3epByapa KaJbIIilo.

KoitiHHI eeMeHTH KiCTKOBOT TKAHMHH 3/IHCHIOIOTH HE TUTHKH YTBOPEHHS KiCTOK, aJie
1 BUKOHYIOTh HABKIIUBINTY (DYHKITIFO KOHTPOITEO KAJTBITIEBOTO TOMEOCTA3y B OpTaHi3Mi:

a) 3aBIISKHU JiSUTHHOCTI KITITHH, 0 YTBOPIOIOTH KiICTKOBY TKaHUHY (0cmeobnacmig)
BiZIOyBa€eThCS K O10CHHTE3 KOMITOHEHTIB 0CHe0idy — OPraHiYHOTO MaTPUKCY KiCTKOBOT
TKaHUHH (MicTUTB KoJareH | tuiry — Onu3bko 90 % Bcix O1IKIB KiCTKOBOTO MaTpHUKCY,
DJTIKOTIPOTETHH Ta MIPOTEOTITIiKaH! ), TAK 1 BiIKIIQIEHHS BITPOIOBK KOJIareHOBUX (iOpH
KPHCTAaJIIB TiAPOKCIanaTuTy Kajbllito, TOOTO MiHepanizayis ocmeoioy;

0) 3aBISIKH (PYHKIIOHYBAHHIO OCTMeoKIacmie (TI0X1THAX MOHOIUTIB) — KJIITHH, 1110
3IIHCHIOIOTH Pe30pOILi0 (resorptio — Jiar.) KiCTKOBOI TKAHUHU, B1J10YBa€ThCS 3BIIIbHEH-
HSI KaJIbIIif0, 10 3B’ A3aHMI 3 OPraHiuHNM MaTPUKCOM KiCTOK, Ta Buxing Ca?’ B KpoOB.

2. ToHKOT KUILIKH, y BEPXHIX BiLAIaX SKO1 31FICHIOETHCSl BCMOKTYBaHH:I (a0copO1is
Ta peabcopOlist) Kanbllio i pocdaris, sIKi CIOKUBAIOTHCS Y CKIIa i IPOAYKTIB Xapdy-
BaHH: a00 HAIXOASTh Y TIOPOKHUHY KHIIEYHHKA BHACHIIOK 3BUTPHEHHS IMX 10HIB Y
rporieci MeTabomizmy.

3. Hupok, y370BK KaHAJBIIB SKUX BiOyBa€ThCS peadCoOpOIlis i0HIB KaIbIIil0 Ta
thocdoaris.
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[Taparropmon

Puc. 25.4. L1Insixul KOHTPOJTIO TOMeo-
cTa3y Kajbliilo 3 00Ky na-
Pamzopmony, Kaivyumpi-
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VY cBoro wepry, eekTopHa (hYHKIIiS KiCTOK, KHIIIed-
HHKa Ta HUPOK BiTHOCHO OOMiHY Ta TOMEOCTa3y KaJbIlif0
€ 00’ €KTOM I'yMOPaJIbHOTO KOHTPOITIO 3 00Ky TPhOX (izio-
JIOTIYHO aKTHBHUX CHOJYK, SIKi € TOJOBHHMH DPeTyJIs-
TOpaMH KaJIbIIIEBOTrO OaJIaHCy B OPraHi3Mi: napameopmoHy,
Kaneyumpiony (eimamiry D) Ta kanvyumoniny (puc. 25.4).

Hapamzopmon

Ilapameopmon (napamupeoionuii 20pmoH) — CIo-
JIyKa, 1[0 CUHTE3YEThCS B TOJIOBHUX 1 a0 iIbHUX
KJIITHHAX MapalUTOBHIHUX 3aJ103.

3a XIMIYHOIO MPHUPOJIOIO € POCTUM OLITKOM (M.M.=
9,5 k), IKWit Mae OMMH MOJINCTITHIHNN JAHITIOT, 0
CKJIaJIa€Thes 3 84 aMiHOKHCIOTHHX 3anuinkiB. [lapar-
TOPMOH CHHTE3Yy€ThCs Ha prOocoMax y hopmi npenpo-
napameopmory (115 aMiHOKHCIOTHHX 3alIAIIKIB),
SKH{ TJUIATae MPOIECHHTY B €HIOIIa3MaTHIHOMY
petukyymi Ta araparti [ onb ki 3 yTBOPEHHSIM cIiodar-

01y TA KAbUUMOHIHY.

Ky nponapameopmory (90 aMiHOKHCIOTHHX 3aJIHIIKIB
(B.B. Poscu, 1984). y nponapameopmony ( ),

a TI0TIM — napameopmMoHy.

[NaparropmoH Mae cinepranvyiemiunuti €eKT, BOIHOUYAC 3MEHIITYFOUN KOHIICHTPALIIF0
B KpoBi (pocdartiB, 10 € pe3yabTaToM HOTO BIUIMBY Ha OOMIH IUX CIIOJIYK B TaKHX
e()eKTOPHUX CHCTEMaX:

— Y KiCTKOBili TKaHWHI MapaTropMOH CTHMYJIIOE (YHKIIOHANbHY aKTHBHICTh
OCMEOKIacmie, 10 TIPU3BOIUTS JI0 PE30POILLT SIK OPraHIYHOrO MATPHKCY, TAK 1 HEPraHIYHIX
CTPYKTYP KICTKH i3 3BITbHEHHSIM KaJIbIIif0 Ta (hocharis i BUXOIOM X y eKCTpaIeTFoNSIpHII
MIPOCTip Ta B KPOB. BHYTPIMIHBOKITITHHHAME TIOCEPETHUKAMH B [Iii TTApaTTOPMOHY Ha
OCTEOKJIACTH BHCTYTIAOTh 10HHU KAJBIIifO0, SIKi HAJIXOMATH Y KITITHHHA BHACIIIOK B3a€MOIIT
TOPMOHY 3 MEMOpPaHHHMH PELENTOPaMH 1, TICIsI CIOMyYeHHS 3 KaJlbMOMYIiHOM
CTIPUYMHSIOTH aKTUBAIIiI0 CHHTE3Y (PepPMEHTIB, 110 OepyTh Y4acTh y pe30opOitii KiCTKOBOT
TKaHUHML.

— B HHPKAax NaparropMoH 30uiblnye peadbcopOuito Ca’* B AMCTAbHUX BiyIiiax
KaHAJIBLIB Ta, HAaBMAaKH, MPUrHIYYye peabcopOuito Gocdari, 0 MoXKe TPU3BOIUTH TIPH
AQHOMAJILHOMY 3pOCTaHH1 KUTBKOCTI TOPMOHY B OpraHi3Mi (auB. HipK4e) 10 ocdarypii Ta
rinogocdaremii;

— B KHIIEYHHKY JIis TApaTTOPMOHY TIPU3BOIUTH 10 CTUMYJISLT BCMOKTYBaHHst Ca?* B
KpOB uepe3 arikalibHi MeMOpaH! EHTEPOLMTIB; Liel e()eKT TOPMOHY € OIOCEPEAKOBAHUM
3a paxyHOK HOTr0 MO3WTUBHOTO BIUIMBY Ha OIOCHHTE3 Kaibyumpiony, SIKAHA € CIPaBKHIM
AKTUBATOPOM a0COPOITii KalbIlit0 B KAIIICYHUKY.

Kam;uumptwt (1,25(OH),D,) o

Kanvyumpion — crioimyka ropMOHAJIBHOTO THUITY [Iii, IO YTBOPIOETHCS B OpraHi3Mi 3
010J0TIYHOTO TOINEepeNHNKa, SKHM B OpPTaHi3Mi JIIOAWHU Ta BUIINX TBApUH €
KMPOPO3YMHHUM BiTamiHoM D, (xornexanvyugepon).

Bionoziuna pynxuia kanvyumpiony nonsrae B CTUMYJISIIT BcMOKTyBaHHs Ca’" Ta
(hoccpariB B kumeuHUKY. KagbImTpion € €IMHOI0 TPUPOIHOIO (hi3i0oIoTIiYHO aKTHBHOO
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CIIOJYKO0, eheKT siKol mossirae B TpaHcrnopryBanHi Ca’ MpOTH KOHIEHTPAIIHOTO
rpajiieHTa, 1o iCHy€ Ha MeMOpaHi EeHTEPOINTIB; THM CaMHUM KaJIbIIUTPION MiATPUMYE
(hizionorivyHI KOHIIEHTpAIlil KabIlifo i hocdaTiB y mIa3Mi KpoBi, 0 3a0e31medye YMOBU
JUTs HOPMaJIbHOT TIOOYIOBU KICTKOBOT TKAHHMHHU.

MornekyapHi MEXaHI3MH i KaTbIATPIONy TPHHITATIOBO aHAJIOT19HI TAKAM TS THIITHX
CTEpOiHIX TOPMOHIB: B IIUTO30JTi KIIITHH KUIIIEYHIKA TOPMOH CIIOTyYa€THCS 3 OLTKOBUM

petieniropom (M.M. 6mm3bKo 9-10 k/1),
SIKUH (Y KOMITIEKC] 3 KaJIBLATPIONIOM)
TPAHCIIOKY€ETHCS B S7PO, JIE, B3aEMO-
JI0Yd 3 SIIEPHUM XPOMATHHOM,
AKTHBYE EKCIIPECIFO TeHIB, ITI0 KOHTPO-
JFOFOTH cHHTE3 Ca-3B’SI3YI0UNX OLIKIB.
Kanprurpiomsanexni Ca-38’a3yrodi
OLIKM EHTEPOIUTIB 1 € OI0XIMIYHUMU
eekTopamMu, HEOOXITHUMHU JJIs
TPAHCIIOPTY KAJIBI[IF0 B KUIICYHUKY
Yepes3 armikajgbHI MeMOpaHU eHTepo-
muTiB. B ymoBax D-aBitaminozy —
KJTiHIYHO MPOSIBIAETHCSL, K paxim, Ca-
3B’s13yFO4i OUIKM B KJIITUHAX KHIIICY-
HHKa BIJICYTHI, I1I0 BU3HAYa€ KOMII-
JieKe OloXIMIYHMX Ta marodiziono-
TYHUX 3MiH, BJIACTUBHX L IIATOJIOTTI.
biocunmes xanvyumpiony

Kanbrmrpion cuaTe3yeThCs 13 7-Oe-
2iopoxonecmepury (IPOMYKTY NETil-
PYBaHHSI XOJIECTEpHHY) B Pe3yJIbTari
CKJIAJTHOI [TOCITIIOBHOCTI O10XIMIYHIIX
Ppeaxiiii, o BKIIOYAOTH MIXKOpPraH-
HHI TTEpEeHOC KPOB’IO TIEBHUX MOJIE-
KyJI-TIOTIEPEIHUKIB (pHC. 25.5); nesika
KUTBKICTh BiTaMiHy D, nagxomuts B
OpraHi3M 3 MPOIYKTaMH XapayBaHHs
(TBapUHHI KUPH, TIEUiHKA PHO, HKOB-
TOK KypSTIOTO SIS TOIIIO).

SIk BUTIIMBAE 13 CXEMH, 10 HaBe-
nieHa, OiocrHTe3 (i310I0TITHO aKTHB-
HUX TIOXIJHUX BiTaMiHy D, Bxmouae
TaKi eTanm:

(1) yreopenns simamiry D, (kano-
yiony, xonexanvyugepony) B IIKIpi
(MabIirieBoMy Iiapi emizepmicy) 3
7-NeriipoXoNecTeprHy B pe3ysIbTari

XounecTepuH

7-JlerinpoxonecTeprH

V mxipi l Y®-onpomineHHs

CH,

CH,4

CH,
@\l
©) X
Kanpuion (sitamin [1,)

V neuinmi l 25-rizpokcunasa
CH;

HO

CH,4

CH,
oN|
5 ]
HO Kampuumion (25-OH-/1,)

1-rigpokcmiaza

CH;

B Hupkax l

Kampmutpion (1,25(0H),-11,)

éH_ (CH2)3(2_5

CH;
H
\

CH,

CH,

| ® /

CH,

CH,

[ /
CH—(CH2)3@ CCOH

CH,4

Puc. 25.5. Cxema OiocuHTe3y KaJbUUTPiOTY.
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HeepMeHTaTHBHOTO (homoiizy, M0 CIPUYUHAETHCS IPOMEHSIMH YIBTpadioneToBoi TUTSTHKI
COHSTYHOTO CBITIIA;

(2) Tpancniopt BiTaminy D, €HI0reHHOTo a0 €K30r€HHOTO MOXOLKEHHS (13 IKIpH
a00 KHIICYHHUKA) B MIEUIHKY 3a AOTIOMOTOI0 D-36 'A3V101020 OinKa KPOBi;

(3) mepeTBOpeHHs B renaroumrax simanmirny D, (kavyiony) va kaneyuoion (25-OH-D));
et mporuec (25-ciopoxcuntoganms) BiOyBae€ThCsl B MEMOpaHax eHIOTIa3MaTHIHOTO
pEeTHKYITyMa 1 KaTami3yeTbesl (SIK 1 1HII peakii riApOKCHIIIOBaHHS CTEPOi/IiB) CIICIH-
(bIIHOTO MOHOOKCULEHA3010 (MIKPOCOMATbHOK OKCULEHA3010 MiwaHoi (hyHKYil), IO €
ofHi€ro 3 i30opM ruToxpomy P-450;

(4) 25-OH-D,, w10 yTBOPHBCS B MEYiHII, Ma€ MEBHI KaJbLIiH3B’ A3y 04l BIACTHBOCTI,
aJte JTst Horo TIOBHOT aKTHBAITiT HEOOX 1 THE TI0IATKOBE I IPOKCHITFOBAHHS, SIKE BiI0yBa€ThCs
B HUPKAaX, Ky Kaibyu0ion HaJIXOMUTh i3 TeMaTOLHTIB, TPAHCIIOPTYIOYUCH KPOB'I0 Y
KOMIIEKCI 3 D-36 sizyrouum Oinkom;

(5) mepeTBOPEHHS B MITOXOH/IPISIX HUPKOBUX KaHAIBLIB Kabyudiony (25-OH-D,) na
kaneyumpion — 1,25(OH),D,. Ipouec karamizyersest 1-eiopokcunazoro — hepMeHTHIM
KOMITJICKCOM, JIO CKJIaJy SIKOTO BXOJSTh €JICKTPOHOTPAHCIOPTHUI OUIOK ¢hepedorcuH,
HUPKOBHH (hI1aBOIIPOTEiH (hepedorcun-pedykmasa Ta omHa 3 i30dpopm muToxpomy P-450.
V pesynbrari peakiii yrBoproetses 1,25 (OH),D, — HaiOibi 61010rYHO aKTHBHE MOXiTHE
Bitaminy D,. Cunres Bitaminy D, B HUpKaX 3[IHCHIOETHCSA 32 y4acTHO IAPATTOPMOHY, AKHH
HEOOX1THUI IIJIs1 HOPMAJBHOTO Tiepediry (pepMEeHTHUX pPeaKIliii OKHCIIOBAIHHOTO
TiIPOKCHITIOBaHHS.

Kanvuumonin

Kanvyumonin — TopMoH, KUl cuHTE3yeThCA B Tlapadomikymsipanx (C-kimiTnHax)
IUTOBHIHOI 3a5103u. Lle momimenmra (M.M. 3 k/1), 110 cKiTagaeThest 3 32 aMiHOKHUCIIOTHIX
3AJIUIIIKIB | CHHTE3YEThCS Y BUIVISIL BpenpoKanbyumoHiny (M.M. — omusbko 13 k/1), skuit
y pe3yibTaTi MOCTTPAHCIISIIIIHOTO MPOLECHHTY MOCII0BHO MEPETBOPIOETHCS Ha
NPOKATBYUMOHIH 1 KATbYUMOHIH.

Ha Bigminy Bix maparropMoHy Ta KaJabUUTPioJTy, KAIBIUTOHIH € TOPMOHOM 2iH0-
KanvyiemiiHol 0if, o0 3MEHIITy€e KOHIICHTpallilo B mia3mi kpoBi Ca’" Ta HeopraHiyHUX
¢docdariB. MexaHi3M Jii KalbIUTOHIHY MOJISTA€ B IPUTHIYCHH] (DYHKIIT OCTEOKIIACTIB Ta
3MEHIIIEHH] 1X YTBOPEHH! 3 KIIITHH TIOTIEPETHHKIB; Y Pe3yNbTari X KIITHHHUX e(DeKTiB
Ppe30pO1Iist SIK OpraHivyHoi, TaK | HEOPTraHIYHOI CKIIaJI0BOI KICTKOBOTO MaTPHUKCY TATEMYFOTBCS,
110 TIPM3BOMIUTH JI0 SMEHIIEHHST Ha,TXO/PKEHH:I B KPOB KaJIBIIiFO Ta pocariB. DizionoriasHnm
CTUMYJSITOPOM CEKpeIlii KATBIIMTOHIHY € 3pocTaHHsl KoHteHTparii Ca’' B 1ia3mi KpoBi.

Tlopywenna kanvuiceozo 2omeocmasy

Haii6inb1 mommpeHuMH KITiHIYHO OKPECTICHUMH TTOPYIIEHHSIMU TOMEOCTa3y Kallb-
LIIFO € TIATOJIOT1YHI CHHIPOMH, [TOB’s13aHi 3 Ie(IIIUTOM BiTaMiHy D, (SIK1 TIPOSIBIISIFOTHCS
SIK paxim y aited 1 pi3Hi popMu ocmeonoposy B A0POCIOMY Ta MOXHJIOMY Billi) Ta
3aXBOPIOBaHHSI, CIIPUYUHEHI IEPBUHHOIO MATOJIOTIEI0 MAPAIUTOBHIHUX 3aJ103 — 2inep-
Ta 2inonapamupeos.

Paxim — 3aXBOPIOBaHHS TUTSIYOTO BIKY, SIKE CIIPUUMHSIETHCS 3MEHIIICHUM HaJXO-
JUKEHHsAM Ta (a00) CHHTE30M B OpraHismi BitamiHis rpymu D — tBapunHoro D, (xore-
Kanbiudepory) Ta pocimuHoro D, (eprokanbuudepony). BiporiaHicTs 3aXBOproBaHHs
3HAYHO 3POCTAE B YMOBaX HEIOCTATHROTO ONPOMiHEHHS IKIPH IATUHHU COHSYHNM CBITIIOM,
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O € HeOOXIMHUM /ISl yTBOPEHHs Bitaminy D, 3 7-nerinpoxonectepuny. OCHOBHUMM
MIPOSIBAMH PaxiTy € TiMoKaJblieMis Ta rimodocdaremisi, ki TPU3BOAATH 10 TTIHOOKHX
TOpYTIEeHb KambIU]ikalii KicTKOBOI TKAHWHH Ta CIIEN(IYHIX 3MiH CKeJleTa.

Tinepnapamupeo3 — rpyna 3aXBOPIOBaHb, PO3BUTOK SIKMX OB’ sI3aHUH 13 Ha IUIII-
KOBOIO CEKpEIli€l0 MaparropMoHy, aHOMAaJbHUM 301IbIICHHSIM BHACHIJIOK I[HOTO
KOHIICHTpAIIil KaJIbI[il0 B CHPOBATIli KpoBi i rinodocdaremicro. [lepBurnmii Timep-
MapaTupeo3 — MaToJIoTis, IO CIPUYNHSAETHCS HASIBHICTIO B ITAPAIIUTOBH/IHUX 3a7103aX
TOPMOHAJILHO aKTHBHUX ITyXJIMH — aJICHOMH, KapIIMHOMH a00 TilepIuiasiero 3a103u.
[IpoBimHMMHU CHMIITOMaMH 3aXBOPIOBAHb Ii€1 TPYIH € YPaKCHHS KiCTKOBOT CHCTEMH
(TIposIBISIETHCS IEMIHEPAITi3aIli€r0 KiCTOK — 0Ccmeonopo3om) Ta HUPOK 13 PO3BUTKOM
CeJoKaM STHOi XBOpoOH (BHACIIZIOK BiKIIaJaHHS COJEW Ta YTBOPEHHS KaMEHIB, IO
CKJIaJIAfOThCs 3 OKcasaty Ta (pocdary Kalbllito) i HEPPOKAIBIIMHO3Y.

25.5. ®I3I0JIOTTYHO AKTHUBHI EMKO3AHOIIMN

Eiixo3aH0iau — CrIoTyKu, 1110 HAJIEXKATh /10 010pEryIsTopiB
KIITHHHUX (YHKIIH JinigHoi mpupoau. Eifko3anoinum €
(hi3i0NOT1YHO aKTHBHUMH TTOX1THUMH apaxiToHOBO] (eiiKko3a-
Terpaen-5,8,11,14-oBoi, C, ) kucnory.

3aj1e)KHO Bijl OCOOIMBOCTEH XIMIYHOI CTPYKTYPH, €liKO3d-
HOIOU TIONUISAIOTHCS HA: MPOCMASIAHOUHU, MPOMOOKCAHU Ta
JleliKompieHu — CTIONYKH, 110 PO3PI3HSIIOTHCS OyZ0BOIO Ta
crniektpamu Oiomorivxoi gii. OKpiM MOXiTHUX apaxiJoHOBOI
KHUCJIOTH, JIESIK1 CTTOTYKH 3 KJacy TIPOCTAITIAHANHIB € TTOX1THUMA
Ol- Ta Y-iHONIEHOB0! KUCTIOMU.

Eliko3aHoiny, K i TODMOHH, Hajlekarh 10 cucHanbhux Puc. 25.6. Eiinep (Euler)
MoJieK)t, 0 KOHTPOJTFOKOTh TEUit0 BHY TPIIIHBOKIITHHHUX ITPO- Y (1905-1983),
1IECiB, ajle, Ha BiIMiHy BiJl CIPABKHIX TOPMOHIB, BOHH YTBO- HHIBCICLRHH qni‘;’
PIOFOTHCS HE B 3aJ103aX BHY TPIIITHBOI CEKPeILii, a 6e3rmocepeiHpo ggﬁ i:f;(gfgo; Ty
B TKaHMHAX 1 B 0araTh0X BUIIA/IKaX BUCTYTIAIOTH TIOCEPETHUKAMI

[lepmoBinkpusauy
B peai3allii NeBHUX e()eKTiB IHIIMX FOPMOHIB Ta Me/iaTopiB TPOCTANTAHIMHIB,
Ha KiIiTHHY. bionoriyni (QyHKUiT npocTaraHIuHIB Ta THIINX HOPa/IPEHATIIHY, CTIO-
€MKO3aHOI/IIB Peai3yrThCs B HAJI3BUYAHO HU3BKUX KOH- ayxuP. HoberniBch-
LeHTparisax — Oom3bko 107! MoTb/1. Ka ripemist (1970).

HasBHicTb y ciM’stHIN pimuHi (i3i0I0TIYHO aKTUBHUX CIIOJYK,
1110 BIUTMBAKOTH HAa TOHYC [NaIeHBKOT MyCKYJIaTypH MaTKH Ta IHIINX
OprasiB, 30KpeMa 3MEHILYIOTh apTepialbHUil THCK, Oyiia BIepIie COOH
BeraHoBneHa B 1935 p. V. Eitnepom, sikuii 3a0porionyBaB TepMiH —
npocmaznanOuru. TTutanHs XIMIYHOT OyZI0BH Ta CHHTE3Y 3 apaxiJio-
HOBOI KHCIIOTH HPOCTaIVIAH/IMHIB 1 CTPYKTYypHO OMM3BKHX IO HHX — _/\/\/
crionyk Oysu BuB4eHi B 70-x pokax C. beprerpemom (S. Bergstrom), ApaxiZoHOBa KHCIIOTa
JIx. Beiirom (J.Vane) ta b. Camyensconom (B. Samuelsson).

Homenknamypa eiiko3anoioie 9 7 5 3
o N . . 8.\ ~4 ~2~COOH
Eiiko3aHoiu NoxuIAOTECS Ha JeKiTbKa Kila- 0 ;
ciB (i310I0TIYHO aKTHBHUX CIONYK: NPOCMA- CHj;
2/1aHOUHY Ta CTPYKTYPHO OIM3BKi 10 HUX npoc- TR i v

MayuKiiHu;, mpomMOOKcanu;, 1elKOmpIieHU. IlpocTanoesa kucnora
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1. IIpocmaznazanounu — TinpoKcuIoxXiaHi 20-BynieneBUX KUPHUX KHCIIOT, 10
MICTSTB y CBOIH CTPYKTYpi S-HJICHHMH UK.

IIpocmaznanounu Ta npocmayuxiHy pa3oM CKIIAIAI0Th KIIac npoCmanoioie— 1o-
XITHUX MPOCMAHOEBOT KUCIOMU, STKA YTBOPIOETHCS 32 PaXyHOK 3aMHKAHHS 3B’SI3KYy
Mix 8-M Ta 12-M BYIJICIIEBUMU aTOMaMHU B MOJICKYJIi apaxiJlOHOBOI KHCIIOTH:

(0] 0] [IpocrarnanaHu MO3HAYAIOTHCS CKO-
Ry R poueno II" (PG — aur.) 3 monaBaHHIM
3arOJIOBHOT JTITEPH JTaTHHCHKOTO asi(haBiTy

PGA Rg ! b Rg Ry (A, B,D, E, F, G, H,. D, .III/I(prBO’r? 1H-
OH pGE Yz JIEKCY, 110 BKa3y€ Ha KUIbKICTh MOABIHHMX

0 OH 0 ) 3B’SI3KIB y OIYHOMY JIaHIFO31, Ta (B JCSIKHX
Rs Ry . BUIT4/IKaX ) — JIITEP ¥ IPELbKOro andasity
(mo3Havae neBHUi i30mep). JloBxuHa 6i4-

P GB\ Rg . Rg : Ry HI/IX'J'IaHII}OFiB B OUIBIIOCTI HpOCTaFHa.H-
OH OH JIMHIB CKJIaJIa€ 7 a00 8 ByIJICIIEBUX aTOMIB:

OH R, PGF, R PGI OkpeMi MpeCTaBHUKU MPOCTaryIaH-
0 JIMHIB PO3PI3HSIOTHCS HASIBHICTIO Ta PO3-

R (|)<j\ R, TalllyBaHHAM .K%To(-i.a6o riapoxcym.bgoi’

) PG i PGH IPyIH B KijbLi 200 O1YHOMY JIaHII031, Oy-

PGD nosoro 6iunmx manmroris (R, R, R)),
3araibHa CTPyKTypa cemu cimericTs HAasBHICTIO B HUX IOJBIHHMX 3B’SI3KiB.
npocrarnanauHiB (PGA ... PGI).

[Npukinamy CTPYKTYpH ASSIKAX MOIIUPEHHX MPOCTATIaH /[HHIB:

(0] (0]
. L B \\\\\\/\/\/COOH

= =

.
-
-

OH H OH

Hpocrarmanmue A, O [pocrarnanaun E,

NN COOH
=

Qun

H OH
[Ipocrarnanaun E2

Qi

-00C CBoepinny OynoBy 3 HasBHICTIO
| BHYTPIIIHbOT LMKJIiIYHOI KHCHEBOI
(0] CTpYKTypy Ma€ pocrariand PGL, o
OTPUMAB Ha3BY NPOCMAYUKIIHY:
P 2. TpomboKcanu— TipOKCHITOXiTHI
| | 20-BymiieLeBUX JKUPHUX KHUCIOT, 110
OH OH MICTATh Y CBOIN CTPYKTYpi 6-uiIeHHUI
Ipocramuitin (PGIL,) KUCEHBBMICHHH IUKJI. AKTHBHA (hopma
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TPOMOOKCaHIB — mpomboxcanu A MarTh
BHYTPIMIHII aTOM KHCHIO B TETEPOIMKIIIY-
HOMY KiJTBIIi:

biocunme3z npocmaznanounie ma
mpomooKcanie

MertaOosiuHe pkepesio B CHHTE31 BCiX
eHWKO3aHOIiB — apaxiJoHOBa KUCJIOTa
(C,,.,) YTBOPIOETBCS 32 PaXyHOK J1ii Ha MEMO-
panHi miinepodocdoiniau dhepMeHTy ghoc-
goninasu A,

Ki1r040BO¥O 1M0J1i€10 Y BCTYTII BUTHHOT apa-
XiZIOHOBOI KHACTIOTH Ha IIUISIX O10CHHTE3Y Ipo-
CTarJIaHJIMHIB 1 TPOMOOKCAHIB € fis npo-
CMAzNaHOUH-CUHMA3HO20 KOMWIEKCY, SIKAH 32
PaXYHOK YUKTOOKCUSEHA3U Ta NEPOKCUOA3U
TIOCITIIOBHO MIEPETBOPIOE apaxiIOHaT Ha IPO-
cracnanua G, Ta npocraranaue H, —
Oe3nocepe/THiii OTepeTHHK MMPOCTAHOIIIB Ta
TPOMOOKCAHIB:

3.Jleiikompienu— TigpOKCHTIOXI THI apa-
XiJIOHOBOI KHCIIOTH, CTIPSDKEH1 TPIEHH, 110, Ha
BiZIMiHY BiJI IHIIINX €HKO3aHOI/IIB, HE MICTSTh
y €001 IUKIIYHOI CTPYKTYpH. 3aIeKHO Bill
0COOIMBOCTEH XIMIYHOI OyIOBH, PO3PI3HSIOTH
JIeKiNTbKa THITIB JielikoTpieHiB (LT — aHm.),
Hainommpenimumu 3 skux € LTA , LTB,,
LTC, LTD,, LTE,.

biocunmes neiikompienie 31iACHIOETECS
IISIXOM BBEJICHHSI aTOMIB KHCHIO B MOJICKYITY
apaxiZIoOHOBOT KUCJIOTH; OKCUTCHYBaHHS apa-
XiJIOHaTy B 5-My ITOJIOXKEHHI ITPU3BOIUTH JI0
YTBOPEHHS T1IPOTIEPOKCHY S-2i0ponepoxcu-
etikosamempacroeoi kucnomu — S5-I'TIETE
(5-HPETE — aHri1.) — MeTa0oiIHOr o TIoTIe-
PpeaHuKa O10JIOTYHO aKTHBHUIX JISHKOTPIEHIB.

Peaxtist cuntesy 5-1 TIETE karamizyerscst
(hepMEHTOM JIIOKCUTEHa3HOTO TUITY il — J-
Jinoxcueenaszon (ninokcueerasoio). Y TBopeH-
Hs S5-I'TIETE Ta akTMBHUX NEHKOTpicHIB
B0y BAETHCS MEPEBAKHO B KIIITHHAX KPOBI —
y JISHKOIMTAX PI3HHUX KJIACIB, TPOMOOIIUTAX,
Makpodarax, 10 BijioOpakae MpoBiIHY POJib
TIEHKOTPIEHIB Y PeaKisix 3arajieHHsl, 3rop-
TaHHI KPOBI, aJIepTiYHIX, IMyHHHX IIPOIIeCcaXx.

383

0

0”7 Ry

3arayibHa OymoBa TpOMOOKCaHIB A

ApaxigoHar

20
Iuxnookcurenasa i/ 2

Ipocramuknin  IIpoctarmanauan  TpomOoKcaHn
(PGL,) (PGA, PGD, PGE,
PGF, PGG)

Cxema 0i0CHHTE3y MPOCTAHOIIB Ta TPOMOOKCAHIB.
11 9
pZ

> COOH
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—_ = COOH Dizionoziuni ma gapmaxonoziuni enacmueocmi
m elK03anoioie
— — 1. Biomoriuni ¢yHKIIT npocmaziandunie 3me-

ApaxigoHar

OLIBIIOrO MOB’sI3aH1 3 0araT061YHUM BILIMBOM Ha
Jlinokcurenasa  CKOpPOYyBaJbHY (YHKIiIO ITaJ€HbKUX M S3iB,

OOH

[IPOTE OKPEMi MPOCTArIaHAMHN MAKOTh Pi3HI (i3i-
COOH oJioriuHi eheKTH, SIKi, 10 TOTO XK, BIIPI3HIIOTHCS B
MMEBHUX TKaHWHAX-MilIeHsX. Taki BIaCTHUBOCTI
MIPOCTAIaHIUHIB JIO3BOJISIFOTH PO3IIISIAATH MOPY-

5-TTIETE IICHHSI iX OOMiHY SIK BasKJIHBI ()aKTOPH TATOrCHE3Y

l rinmepToHiyHOI XBOpoOM, OpOHXialbHOI acTMU,

LT CJTaOKOCTI TTOJIOTOBOT TiSUTHHOCTI TOIIIO 1 32CTOCOBY-
e Ad BaTH MpeTnapaTy eHKO3aHOoIIB y (hapMakoTepartii.
LTB4 l Tak, HanpUKJIaJl, MPOCTANNIAHANHY CIMEHCTB A
LTC, Ta E 3HIKYIOTh apTepia..J'II:H.I/II‘/’I THCK y HOPMOTEH-
3MBHHX TBapHH Ta Y TAI[IEHTIB, XBOPHX Ha TilIEPTO-

l HiIYHY XBOpOOy; MpocTarmaHIuHu cimeiicTBa E

LTD, CHPUYHMHSIOTh PO3CIA0JICHHS TIIAJCHBKUX M’SI31B

l OpoHXiB Ta Tpaxei, TOAI SK MpocTariaHauHu F,
HaBIaKH, BUKJIUKAIOTh 1X CKOPOUEHHs. XapaKTep-

LTE,

, o HOIO 0cO0NHMBICTIO IpocTaranauHiB B, Ta F, (sxi
Cxema GiocuHTE3y JIEHKOTpi€HIB.

MICTSTBCS B CIM’sIHIH piAMHI) € iX yHiKaJIbHUH
CTUMYJTFOIOUUH €(DeKT CTOCOBHO M’SI31B MaTKH, 1[0 CIPHUSE MEPEMIIIICHHIO CIIEPMAaTO-
30i/1iB y TOPOXKHUHY (pasutomieBuX TpyoO, e BiAOyBaEThCS 3aIUTi THEHHS; TTOX1/THI IIHX
npocrarnanauuis (PGE, Ta PGF,) B 6inbm Bucokux ((apmakonoriynux) no3ax
BHUKOPHUCTOBYIOThCS SIK 3aCOOM ISl 1HIYKIIi{ MOJIOTIB Ta MPOTH3AILTiTHIO0Yi 3aCO0N
(npenaparu [Junonpocm, [{unonpocmon).

KJTiHiYHO BasKJIMBOIO BJIACTUBICTIO MPOCTArIaHAuMHy E, € HOro BILUIMB Ha CIIM30BY
000JI0HKY 1ILTYHKA: Y (hapmakosoriunmx 103ax PGE, ranbmye GasanbHy Ta CTUMYITBOBAHY
CEKPEIIiF0 COIHOI KMCIIOTH, 3aXHIIAE KIITHHHU CITM30BOI 0O0JIOHKH BiJT TIOIIKOKYOUIX
XIMIYHHMX TOJIPa3HUKIB (LIUTOTPOTEKTOPHA, aHTUYJIBIIEPOTEHHA Jis); Y 3B 3Ky 13
3a3HAaYCHMM, IIpenapaTu npocramanaudy E, (Mizonpocmon, Lumomex) € epeKTUBHUMH
3aco0amMu cydacHoi Tepartii BAPa3KoBOi XBOPOOH.

bionoriuni epexTr mpocTarIaHANHIB MPOSBISIOTHCS, 31€01IBIIIOT0, B THX TOPMOHO-
YYTJIMBUX TKaHWHAX, J¢ BTOPUHHHUM ITOCEPEIHUKOM B JIii TOPMOHIB Ha KIIITHHY €
nAM®; akTHBalliss MEMOpaHHOI a/IeHITATIINKIIa3H JOBEACHA, 30KpeMa, JUTs il TaKuX
npoctaHoifis, sik PGE Ta nmpocranukiiin.

2. [lpocmayuxnin € TPOCTAHOTIOM, 110 IPOTYKY€ETHCS CHIOTETaTbHUMU KITITHHAME
cynus. Moro ¢izionoriuni eekTr MomsrarTh y Ba3ouiIaTailii, 0coGIMBO CTOCOBHO
KOPOHApHUX apTepid, Ta B MpoTusropranbHii aii — PGI, npotuaie arperamii
TPOMOOIIMTIB Ta iX ajre3ii 3 MOBEPXHEIO SHIOTENII0, 0 € HAWOUIBII IMOTYKHUM 3
BiJIOMHUX y Halll 9ac iHTi0ITOPIB KOATryIAIii KPOBi i TPOMOOYTBOPEHHS.

3. Tpomboxcaru € Hi310JI0TTYHIMEI AHTATOHICTAMH aHTUTPOMOOTUYHHX €(DEKTIB 1poC-
mayukniry. Ha BIIMiHY BiJI POCTAIMKIIIHY, TPOMOOKCAHH, 0COOIMBO TPOMOOKCAH A, 1O
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TAaKOXK YTBOPIOETHCS B IHTUMI KPOBOHOCHHX CYIIMH, CIIPUYHMHSE CKOPOYEHHS TVIa/ICHBKUX
M’SI31B Cy/IMH Ta CIIpUsie arperartii TpoMOoImTiB. bioxiMidHI MexaHi3MH TpoarperaHTHOl
Il TpOMOOKCaHy TOJIATAIOTh Y HOTO TIO3WTHBHOMY BIUTMBI Ha MOOLTI3aIii0 3 BHYT-
PINHIBOKTITHHHEX JieTto 10HIB Ca?", siKi CIIPUUYHHSIOTH AKTUBAIIIF0 CKOPOIYBATHHHIX OLITKIB
TPOMOOIIMTIB 1 iX a/Are3ito Ha TIOBEPXHi €HIOTEITIIO.

4. BaxxnuBoro QpyHKIIi€I0 eHKO3aHOIIB Pi3HHUX KIIACiB, 0COOIHMBO POCHALIaHOUHI8
Ta J1elikompienia, € X y4acTh Y PO3BUTKY 1 PETYISIIi TaKOro 3araibHONATOIOT9HOTO
TIPOIIECY, SIK 3anaieHHst, SIKe € 010JIOTIYHUM 3aXUCTOM TKAaHUH Ha JIi0 TOIIKOKYBaJIb-
HUX (aKTOPiB.

Byno BcTaHOBIEHO, 110 B JUISHKAX 3allaJeHHS MPOAYKYEThCS 3HAYHA KiJIbKICTh
npocTarianuHiB, 0codmmBo PGE,, ki CTUMYITIOIOTE PO3BMTOK 3alabHOIO IIPOLECY,
30KpeMa 3a PaxyHOK TOCHIIEHHS e(DeKTiB TicTaMiHy, OpaiKiHiHY, CEpOTOHIHY Ta IHIITHX
MeTiaTopiB 3anaibHEHHS; 0 TOTO K, IPOCTAITIaHIMHHU caMi 110 CO01 MOXKYTb CIPHYHHSTH
MPOSIBIICHHS TIEBHUX KOMIIOHEHTIB 3amanbHOI peakmii. Baxmusumu daxropamu
XEMOTAKCHCY TTOTIMOP(HOSIEPHIX JIEUKOLMTIB y BOTHHIL 3aNaeHH s € iekikorpienn LTB,;
xomruieke Jerkorpienis (LTC,, LTD,, LTE,) Bxoquth 10 cKiaay “NOBUIBHO pearyrodoi
cyOcraniii anadinakcii”’. Takum 4MHOM, 3a3HaUCHI €HKO3aHOIIM MOXKHA PO3IIISIIATH SIK
CIIPaBKHIMediamopu 3ananeHHst, O MPOIYKYIOThCS KITITHHAME PETUKYJIOCH 10T ATbHOT
CHCTEMH, Pa30M 3 aMiHAMH Ta TIENTUIAMH, Y BIINOBIJIL HA MEXaHIYHE, XIMIYHE, TSPMIYHE
Ta 1HII MOIIKOHKEHHHS TKAHNH.

BiamnoBiHO 10 pO3MISHYTHX BIACTUBOCTEH €MKO3aHOIJIB, O10JOTIYHO aKTHUBHI
CIIOJTYKH IIPHPOTHOTO Ta CHHTETUYHOTO IMTOXOKEHHS, 1110 FaJIbMYIOTh MPOIYKIIIO MPO-
CTarfIaHInHIB, MOXKYTh 3aCTOCOBYBATHUCS K MTPOTH3aNaNbHi 3acoon. Takuit MexaHi3m
Il MaroTh JaBHO BijomMuii epeKTHBHUN (hapMaKoIoTiaHuil 3aci0 Acnipun Ta OIM3bKi
JI0 HBOTO JTiKapchKi 3aco0m. Sk Oymo BcranoBmeHo B 1971-1973 pp. aHmmiiichkum
(hapmakomorom J[x.Beiinom (J.Vane), B 0cHOBI mpoTH3ananbHoi Aii actipuHy (arte-

THJICQTIITAIIOBOT KHUCIIOTH) 3HAXO- COOH

JIMTHCS TAIBMYBAHHS CHHTE3Y IIPO- i
CTarJaHAMHIB 32 PaxyHOK HE3BO- = | O0-C—CH;
POTHOro OJIOKYBaHHS npocmaznan- N

OuH-cunmasu (YuKio0OKCULEHA3U). E—Ser—OH Acripu

AneTuicaninuioBa KUCI0Ta, 0 €  [[MKIOOKCHreHasa
XIMIYHUM cyOcTpaToM (apMakoIo-
riYyHOTO Tpenapary Acnipumny, iHTi-
0ipye yukiookcuzeHaszy MIITXOM 0
aueTwoBaHHA cepuHoBoi OH-rpy- I
M B aKTUBHOMY IIEHTPi (hepMeHTY: E=Ser—0~C~CHs

[omiOHMiT MexaHi3M (hapMaKOIOTIYHOT JTil MArOTh HIIN HecmepoioHi npomu3anaibHi
3acobu (HII33), sixi € B Halll yac HaHOUTBII ITUPOKO PO3MOBCIOIKEHUMHA Y BChOMY CBITI
JKapCHKUMHM 3aC00aMH, IO BKMBAE HACCIICHHSI.

31aTHICTh aleTHICATINMIOBOT KHCIOTH OJOKYBaTH IMKIOOKCUTCHA3HUH MIISAX
OlocHHTE3y €HKO3aHOINIB, B TOMY YHMCJIi yTBOPEHHs TPOMOOKcaHy A, € 610XIMIYHOI0
OCHOBOIO aHTHArperaHTHOI, aHTUTPOMOOTHYHOI Jii TPUBAIOro MPOQITAKTHIHOTO
3aCTOCYBaHHSI HEBEJIMKHX 03 ACHIpHHY.

Canimwiar
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IpOTea3s, MO MOCIIJOBHO aKTHBYIOTHCS IICIIS yTBOPEHHSI KOMIUIEKCY aHTUT€H-aHTHTIIIO
1 CIIPHYMHSIOTH PO3MICTUICHHS MEMOPAHHUX CTPYKTYP KIITHH, SIKi IMiJISTAI0Th pyHHAITT
B TIpOIIeCi IMyHHOT peaKiiii.

IcHy€e neB’ATh OCHOBHMX KOMIIOHEHTIB (O1TKOBUX CYOOIMHHMIIb) CHCTEMHU KOMILJIE-
MeHTY, siki mo3Ha4atots C1, C2, C3, C4, C5, C6, C7, C8, C9. Cyoonunuiist C1 € komri-
JIeKCOM, IO cKIagaeThes 3 Tppox OkiB: Clq, Clr, Cls. ¥V ¢isionoriyanx ymoBax
01JIKOB1 KOMITOHEHTH CHCTEMH KOMITJIEMEHTY 3HAXOISATHCS B IJ1a3Mi KPOBi B HEAKTUBHO-
My cTaHi. AKTUBOBaHi ()OpMH OLJIKiB KOMITJIEMEHTY [TO3HAYAI0THCSI PUCKOIO HaJl BiJIIO-
BIJIHOFO JIaTHHCBKOIO 1T(poro: C1, C2 toiro. bioxiMiuHi XapaKTepUCTHKH OLTKIB CHCTEMHU
KOMIUIEMEHTY JIFOJIMHU To1aHo B Tabmii 30.2.

Taonuns30.2. Biaku cucTeMH KOMILJIEMEHTY JIOAMHA

bBinox komnnemenmy | Monekynapna maca, Dpakuia 2nodyninie Konuenmpauis ¢
K Kpoei naasmi Kpoei*, 2/n x

10°

Cl 900 a.B.y

Clq 400 ¥ 60

Clr 168 B 50

Cls 79 o, 40

C4 230 B; 600

C2 117 B, 25

C3 185 B: 1300

C5 170 B: 80

C6 125 B, 80

C7 130 B, 60

C8 150 ¥ 60

C9 79 o, 60

* 3. H. lnsaxos, JL.II. Augpuent, 1985

AKTHBAIIis] CHCTEMH KOMIIEMEHTY pealli3y€eThesl 3a OJHUM 13 MEXaHi3MiB — KJia-
CHYHMM a00 anbrepHaruBHUM (puc. 30.2). 3a yMoB J11ii OyAb-SIKOT0 3 O3HAYCHUX MeXa-
Hi3MIB KJTFOYOBOIO TIOJTIEFO B aKTHBAITi] CHCTEMH KOMIUIEMEHTY € aKTHUBAIIiSl KOMITOHEHTY
C3, skuit Mae ayTOKaTaJiTHYHI BIaCTUBOCTI, 3aITyCKAalOYH Kackaa (epMEHTaTHBHAX
peaxiiiii 3a yuacTtio TepmiHabHIX KoMmioHeHTiB C7, C8 Ta C9.

IgM 2
Ag+ —— = CIqCl1rCls
IeG B
Cc4
(@ .
2
N

(C)——C3p—=C58—=C6—— ..—=C9

(©) /

Ag+P bl B Bs

Puc. 30.2. AKTHBaList KOMIUIEMEHTY 32 KJIACHYHHUM (a) Ta aJbTePHATHBHUM — NPOTNEPANHOBUM ()
MexaHi3MaMH (Ag — aHTHTEH).
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Po3zin VI. BIOXIMISI ®I310JIOTTYHUX ®YHKIINA
TA CIIEHTIAJII3OBAHUX TKAHMH

I'TABA 26. BIOXIMIA XAPYUYBAHHSA JIIOAUHHU

I. KOMIIOHEHTHU XAPYYBAHHSA. TPABJIEHHSA
HOKUBHUX PEYHOBUH

XapdyBaHHS, TOOTO TIOCTIi{HE HAIXOMKEHHS B OPTaHi3M 3 DKEIO MEeBHOI KiTBKOCTI
TIO’KUBHHX CIIOJTYK, € HEOOX1THOO TTePETyMOBOIO JKUTTETISUTHHOCT JTFOIMHY, 5IKa 3a0e311edye
HOpMaJbHUA OOMIH PEYOBHH, TUHAMIYHUN CTaH yCiX OiOMOJEKYN, KIITHHHUX Ta
MO3aKJIITHHHHUX CTPYKTYP.

26.1. KOMIIOHEHTU HOPMAJILHOI'O XAPYYBAHHS
JIOJMHU

Jlo cknany panioHy XapayBaHHS 30pOBO1 JTFOIMHH TOBUHHI BXOAWTH, HACAMIIEpe],
NOJICUBHI CROTYKU, TIIO BUKOHYIOTh €HEPreTHUYHY, CTPYKTYPHY (TJIacTHYHY) (YHKIIT
ab0 HeoOximHi s (QYHKIIOHYBaHHS TEBHUX (PEPMEHTHUX CHUCTEM, BXOISIYN JI0 iX
CKJIAJTy.

[NoxuBHI CIOMYKH (HYTPIEHTH), IO BXOJSTH SIK CKJIaJJOBI KOMIIOHEHTH /10 HOPMaJTb-
HOTO XapyuyBaHHSI JIIOIUHU, TOIUISIOTECS Ha:

— MAKpPOKOMNOHEeHmU — BYTIICBOJIH, )KUPH, OLIKH;

— MIKpOKOMROHeHmu — BITaMIHM 1 HEOpTaHiuHI eNeMeHTH, [0 TOTPiOHI Jyis
KUTTEMISIIFHOCT] B HE3HAYHHUX KUTHKOCTSX (3BUYAlHO, MeHIIe 1 1/m100y).

ByrieBoau, sxupu (HeHTpanbHi )KUpH) Ta OLITKH, 110 HATIXO/SATH B OPTaHi3M i3 DKero,
B [ITYHKOBO-KHIIIKOBOMY TPaKTi PO3LICTUTIOIOTHCS JI0 TIIOKO3U (SIKa YTBOPIOETHCS, B
OCHOBHOMY, 3 KPOXMAJTFO 1Ki) Ta AKX 1HIIIX MOHOCAXapHIiB, TIIIEPOITY, )KUPHUX
KHCJIOT, aMiHOKHUCIIOT Ta MENTHIIB, SIKI BCMOKTYIOTBCSI B TPABHOMY KaHaJTi i HAIXOISTh
y KpoB. ByrieBoau Ta xupu (i, BiJIOBIJHO, TPOAYKTH iX TpaBICHHS) MalOTh
eHepreTnuHy (yHKIIi0, 320e3Mmeuyroun J0O0By OTpedy OpraHi3My JFOIWHU B MakK-
poepriunux ¢ocdarax (ronoBHUM ynHOM, AT®D) Ta BiTHOBHUX e€KBiBaJieHTaX. biku
(Ta aMIHOKHCJIOTH, 110 3 HUX YTBOPIOIOTHCS) TAKOXK BUKOHYIOTh IIEBHY €HEPreTUUHY
POJIb, aie OUIBIITICT AaMIHOKUCIIOT (TIepeBakHO, HE3aMiHHI aMiHOKHCIIOTH) BHKOPUCTO-
BYIOTBCS JUIsl TOOYIOBH BJIACHUX 010MOJIEKYJI Ta CTPYKTYPHHUX €JIEMEHTIB OpraHi3My.
3HauHy €HEPreTUYHY I[IHHICTh MA€ TAKOXK €TaHOJ, 110 B IEBHUX YMOBAaX MOXe OyTH
CYTTEBUM KOMIIOHEHTOM DAIliOHY.

MakpoKOMITOHEHTH TKi — IIe 3HaYHOI0 MipOI0 B3a€MO3aMiHHI JKeperna eHeprii,




Tiaga 26. Komnowenmu xapuyeanus. Tpasrenns nojicusHuXx pewosuH 387

HEOOX1AHOT TS KHUTTENISITPHOCTI JIFOIMHM; 1X €HepreTHYHY IIIHHICTh TI0IaHO B TaOII.

I ostcusni cnonyku Enepzemuuna yinnicmo
KKaJ1/2 K/lc/2
Byrnesoau 4,1 17,2
Kupu 9.3 38,9
Binkn 4,2 17,6
Eranon 7,1 29,7

26.1.

TaO6naumuns26.1. EHepreTu4Ha HiHHICTH OCHOBHHX MOKMBHUX CIOJIYK Xap4yBaHHSA JIOIUHU

310poBa 10pociia JI0ANHA 3HAXOAUTHCS B yMOBaX €HEPreTHYHOI piBHOBAru, T00TO
CIIO’KMBAHHSI €HEPreTHYHHUX MaTepiaiiB 3 NPOAYKTaMU XapdyBaHHS NOBUHHO JOpPiB-
HIOBUTH BUTpATaM €HEPrii B MPOIecax KUTTEASUILHOCTI. Y 3B’5I3KY 3 1i€10 00CTaBU-
HOI0, HOPMYBAHHSI XapyOBOT'O PALLiOHY JIFOIMHU TPYHTY€EThCS HA!

a) IHAMBITyaJTbHUX BUTPATaX €HEeprii MEBHIUM OpPTaHI3MOM;

0) 3a3HauCHI BUILE EHEPTeTUYHIN LIHHOCTI TO)KUBHHUX CIONYK.

[HuBiAyaTbHI eHepreTHYHI BUTPATH JIFOMUHHA BU3HAYAIOTHCSA TaKUMH (iziomorid-
HUMH (PaKTOpaMH:

— OCHOGHUM 0OMiHOM, TOOTO BUTpATaMU €HEPrii Ha MiITPUMaHHS OCHOBHUX ()i310J10-
rigHuX (QYHKIIH Opra”i3My B yMOBaX CIOKOIO;

— ¢izuunor akmugHicmio, MO HANOIIBII CYTTEBO BIUIMBAE HA MIOKA3HUKH €HEepre-
TUYHOTO OOMIHY; TaK, 30KpeMa, KOJMBAaHHS CHEPrOBUTPAT Y CTaHI CIIOKOKO Ta MakK-
CUMaJIbHOI (pi3UYHOI aKTUBHOCTI Y CIIOPTCMEHIB JOCATAalOTh |1 0-KpaTHUX 3HAYEHb;

— memMnepamypor0 HaBKONUUWHBLO20 cepedosulyd, sKa BIUIUBAE HA XapaKTep €HEp-
TOBHUTPAT, IO CIPSMOBaHI Ha 3irpiBaHHs 200 OXOJOMIKEHHS OPTaHi3MYy.

PiBHI eHepreTHIHNX TIOTPEO TP TOMIpHIH (HiI3WIHINM aKTUBHOCTI Ta TETTIOBOTO KOM-
(hopty (i BiAMOBITHUX EHEPTOBUTPAT B yMOBAX €HEPreTHYHOI PIBHOBATHN) [ISI YOJIOBIKIB
1 J)KIHOK, 110 pekoMeH0BaHi HaykoBoro pagoro 3 ixi Ta xapuyBanHs HauionanbHoi

Enepzemuuni nompeou
Cmamo Bik, Maca KKaJ
POKuU mina, K2 cepeoni 3Hauenus MexHCi KOJIUGAND /e
YoioBiku 23-50 70 2700 (2300-3100) 11300
Kinku 23-50 55 2000 (1600-2400) 8400

akanemii Hayk CLIIA (Food and Nutrition Board, National Academy of Sciences, 1980),
IoAaHo B Ta0I. 26.2.

Ta0nuums26.2. PekomeHa0BaHi moTpedu B eHeprii 1J1s 1OPOCIUX Y0JI0BIKIB i KiHOK

26.2. IIOTPEBU OPIAHI3MY JIIOAVMHU B IMMOXHWBHUX
CHOJYKAX

[TokuBHI CIIONYKH, 1110 HATXOATH B OPTraHi3M JIFOJMHU 3 DKEr0, TIOBUHHI BiJIIOBIIATH
3a3HaYEHMM BHILE HEPTeTUIHUM MOTpedam Ta (B pasi OUIKIB) ITOKpUBATH JOOOBI BUTPATH
B CTPYKTYPHHX 1 KaTaJiTHYHNX €IIEMEHTaX OpPTaHi3My.

ByriieBoau
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ByryieBom € rolloBHUM JKEpeioM eHeprii B XxapuyBaHHI roauHu. JloboBa morpeda
OpTraHi3My 370pOBOI JTFOIWHU Y BYTJIEBOIaxX JIOPiBHIOE B cepeqapomy 450-500 1. Bpaxo-
BYIOYH CHEPreTUYHY LIIHHICTH BYINIEBOIB (Tab1. 26.1), Taka KibKiCTh BYIJIEBO/IB Bi/IO-
Bigae mpubmu3Ho 70 (65-75) % norpeld y 1000BiH KaJIopilHOCTI MPOLYKTIiB XapdyBaHHI.

OCKUIBbKY BYIVICBOJI € OCHOBHMM CHEPIeTHYHUM JKEPEJIOM Y XapuyBaHHI, 1000Ba
notpeda B HUX MPSMO MPOTOPILiHHA (i3UYHIM AKTUBHOCTI JIFOAWHHM, CKIIAJAI0YH IS
nopocnux Jonei (3a @.D.boeuxo, JI.O.boeuko, 1993):

— npu posymosiii npayi — 430 &;

— npu pizuunitl npayi:

— nnezkitt — 490 2,
— cepeoHiti — 560 ¢,
— gavickili — 630 e.

TonoBHUM J1KepesioM ByTJICBOJIIB JUIsl OpPraHi3My JIFOJMHH € KPOXMallb POCIUHHUX
npoaykTiB (400-450 r/no0y). 3epHa MIIEHHMIT], XKHUTA, PUCY, KyKYpyI3u MicTsITh 60-80 %
KpoxMautro, Oysbp0a kaprommti — 15-20 %. [IxepenaMu Xap4oBOro myKpy, SKUii CKiiasa-
€THCS TIEPEBAYKHO 13 Caxaposu, € IYKPOBHUH OypsiK Ta IyKpoBa TpocTuHA. PexomeH-
JI0BaHa 1000Ba HOPMa XapuOBOTO IYKPY IS IOPOCIIOT JIIOMUHH CKiIaaae 0mnu3bko S0 T,
X04a peajibHi BEIMYMHH HOTO CIIOKUBaHHS KonBaroThes Bin 20 1o 100 i Ounbiire /7100y,
3aJISKHO BiJl XapUOBHMX 3BUYOK Ta COIIaIbHO-CKOHOMIYHOTO CTaHy HACCIICHHSI.

XapuoBi BOJTOKHA — CKJIQJaI0ThCS 3 TIOJIiCaxapy/iiB — KOMIIOHEHTIB CTiHOK Ta
EKCTPALEITIONIIPHOTO MAaTPUKCY POCIMHHHUX KJIITHH, IO TOTPAILUIAIOTH 0 OpraHizMy
JFOAMHY 3 GPYKTAMH 1 0BOYaMH 1 HE PO3IIETUIIOIOTHCS (PepMEHTaMH IILUTYHKOBO-KHIII-
KOBOTO KaHaiy. /1o cKklia/ly Xap4OBUX BOJIOKOH BXOJISITh IIEITEOTI03a, TeMILIeIIF0I03a, JIir-
HiHH, CMOJIH, IEKTHHH, TICHTO3aHH.

VY KyWHHX TBapWH LEIION03a XapYOBHX BOJIOKOH PO3LICTUTIOETHCS (pepMeHTaMH
MIKpOOPTaHi3MiB i CKJIaJIa€ TOIOBHE JKepesIo MeTa0oIiuHo1 eHeprii. OpraHizm JTIOaUHA
HE MICTUTh (pepMEHTIB, HEOOXITHUX JJIsl TIePETPABIIOBAHHS 3a3HAYCHUX PECUOBHH;
MpOTe, XapuoBi BOJIOKHA BiAIrPaOTh 3HAYHY TIO3UTHBHY POJIb y (i310JI0Ti1 TpaBIeHHSI.
Bonu cTuMyImio0Th MOTOpHY (DYHKITIFO KUIIEYHUKA, COPUSIFOTH 3aTPUMII BOIU B TOBC-
Till ki 1 GopmyBaHHIO ekanbHUX Mac, aacopOyIOTh HAJUIMIIOK XOJIECTEPUHY 1
YKOBUHUX KUCJIOT, €HIOTCHHI Ta €K30I'CHHI TOKCHYHI PEUOBHHHU, OOMEXKYIOTh IPUPICT
aJIIMEHTapHOT IITIOKO3H B KPOBI MICIIA 1K, IO Ma€ TepareBTHYHE 3HAUYCHHSI B XapuyBaHHI
XBOPHX Ha arepOCKJIePO3 1 IyKPOBU J1ia0eT.

BaxnuBum (akTopoM paiioHaILHOTO XapyyBaHHs € 30aJIaHCOBAaHICTh OKPEMHUX
BUJIiB BYIJICBOAIB y I0OOBOMY PallioHi, sIKi NOBUHHI CKJIaJaTH (B CEPEIHBOMY, BITHOCHO
3araJibHOi MacH XapyoBUX BYIJICBOJIB): moiicaxapuau (Kpoxmanb) — 75 %, mykop
(OypsikoBuii, TpocTUHHMI) — 20 %, IEKTHHOBI pe4oBUHU — 3 %o, KIIiTKOBHHA — 2 %0.

B yMoBax HOpMaJIbHOTO palioHy Xap4yBaHHs OJH3bK0 75 % BYIJIEBOIIB, SIKi HAIXO-
JISITh B OPTaHi3M, OKHCITFOFOTHCS JI0 KIHIIEBUX MPOYKTIB — JIIOKCHJT