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HOiGioximii,papmaxkonorii,mikpobionoriira
iHWKNMX6iomeagUUHUXHAYK.
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MEPE/IMOBA

Bionorivma ximist, a00 6i0Ximisi — (yHTaMeHTaIbHA OioMEe/TITIHa HayKa Ta HABYaJIbHA IFCIIATUTIHA,
TI10 BUBYA€ XIMIYHUI CKJTaJT JKFBHX OPTaHi3MiB Ta XiMIHI TIEPETBOPEHHSL, SIKHM TTiITAI0Th MOJICKYJIH,
1110 BXOJUITh JI0 iX CKJIaLy.

Po3BUTOK yCHOTO KOMITIEKCY HayK PO >KHBY HPHUPOLY MPOTSroM XX CTOPIdHs Bif3HAYABCS
3POCTaHHIM 3HAYEHHS MOJICKYJIIPHOTO PiBHS MUCJICHHS, KOHICTITyaIbHIX ITiIXOIIB Ta METOIB
JnocipkeHHst. CTae BCe OUTBII 3p03YMLTHM, IO TUTHKH IIIITXOM PO3KPHTTS XIMIYHIX, (Di3HKO-XIMIYHHX,
MOITEKYIIIPHAX Ta CyOMOIIEKYIISIPHIX 3aKOHOMIpHOCTEH (DYHKITIOHYBaHHSI KUBHX CHCTEM MOJKITIBE
OTIaHyBaHHS BHYTPIIIHIMA MeXaHi3MaMH MaTOreHe3y HaWBaKIMBIMIMX XBOPOO JIOIWHU —
OHKOJIOTIYHUX, CEPLEBO-CYANHHNX, BIPYCHUX, TCHETUUHNX, HEHPOIICHXIYHUX 3aXBOPIOBAHb,
iMyHOne(irmTiB, po3rmdpOBKa MEXaHI3MIB CTAPIHHS, ITI0 BI3HAYAIOTH TPUBATICTE )KUTTT Homo sapiens
STk O10JI0TTIHOTO BUTY. BifToBiAHO 110 115010 (PyHIaMEHTATIEHOTO TBEPPKEHHS, CydacHa 0ioxiMist Ta ii
Bi/IraITy»KeHHS — MOJIEKYJISIpHA 010J10Tist Ta G10TEXHOJOTisI — BCE B OLTBIIIN Mipi CTAaFOTh OCHOBOIO
TEOPETHYHOI MEJIUIMHH, BIDTUBAIOYH HA HATIPSIMKH PO3BUTKY H 1HIIIFX MEIUKO-O10JIOTIYHIX HayK,
30Kpema (hiziororii, MOpgoIorii, IMyHOOT 1, MiIKpOOi0JIOTTi, BipyCOIOT i, EKOIOTii TOIIIO.

'V BUITMX MEIITIHIX HABYATTBHIX 3aKJIa1aX YKpaiH Oi0XiMist Tpa JIIiifHO BUKIIATAETHCS TIPOTSITOM
TPETHOTO-YETBEPTOTO CEMECTPIB 1 CKIIaIae, TOPSI/T 3 IHIITMMH METHKO-010TOT ITHIMH TUCIIATUTIHAMH,
T TBATMHU JUTS TOJANTBIIIOT0 BUBYEHHS 3aTAJTHHOI ITATOJIOT T Ta KITIHIYHHAX TPEAMETIB, JOPMyBaHHS
HAyKOBOTO CBITOIISTY JHKapsl. Y 3B’SI3KY 3 M, Kypc O10XiMi, SIKHi BHBIAETHCS CTYICHTAMI MEIIAIHIX
YHIBepCHTETIB a00 Bi/ITOBITHIX (DAKyITBTETIB 3araI-HOOCBITHIX YHIBEPCHTETIB, TOBUHEH MiCTHTH HAYKOBI
BITOMOCTI, ITI0 CTOCYFOTBCS HacaMIiepe;T Oi0XiMIUHIX ITPOIIECiB, sIKi BiIOYBAIOTHCS B OPTaHi3Mi 3lI0pOBOT
Ta XBOPOI JIFOAWHY, 1 3aCBOEHHS SIKUX € HEOOX1JHOIO TIEPETyMOBOIO TS OBOJIOIIHHS 3HAHHSAMH TTPO
MOITEKYIIAPHI MEXaHi3MH K (i3107I0T9HNX (ByHKIIIH, TaK 1 pO3BUTKY ATOIOTIYHUX MporieciB. Kpim
TOT0, 3HAYCHHS ITMOOKOTO PO3YMIHHSI 3aKOHOMIpHOCTEH repediry 0i0XiMIiTHHX ITPOIIECiB B OpraHi3Mi
JIFOIIMHU TTOCTIHHO 3pPOCTAE y 3B’ A3KY 3 Ti€I0 0OCTABHHOFO, IO O10X1MiUHi, MOJIEKYIIAPHO-010I0TIUHI
T IXOMH Ta METOMIH TTOCI/IAf0Th BCE BAYKITHBIIIIE MiCTIe B AIarHOCTHYHOMY TIPOIIEC, KOHTPOITI 3a IiepediroMm
XBOPOOH Ta e(hEKTHBHICTIO JTIKYBaHHS.

Busdenns B kypci OioximMii MONIEKYIISIPHOT OpraHi3artii KIITHHH, 30KpeMa 0i0IorigHIX MeMOpaH,
SIIEPHOTO TeHETHYHOTO arapary, PHOOCOMATFHOI CHCTEMH O1TKOBOTO CHHTE3Y, MEXaHI3MIB PEeTYITALIIi
010XIMIYHMX peaKliif, SIKi JeKaTh y MATPYHTI Pi3i0NoridHIX (PYHKIIIH OpraHi3My JIFOMHH i BUIIIIX
TBApYH B HOPMI Ta 32 YMOB TIATOJIOT i, Ma€ IPHHITAIIOBE 3HAYCHHS TAKOXK JUTS pO3POOKH 3aCO0IB Ta
METOiB (hapMaKoJIOTIIHOT KOPEKIIi OPYIIIEHHX METa0OJIYHIX TpoLieciB. BU3HAYHNM JOCATHEHHAM
GioximMiuHOI (hapMaKoJIOTii CTa0 CTBOPEHHS BUCOKOS(PEKTHBHIX Kap/iOTPOITHIX, HEHPOTPOITHHX,
TIPOTH3AABHIX, TIPOTHITYXJIMHHIX, IPOTHIH(EKIIHHIX 3aco0iB. Tak, HAPUKIIa, po3B’ I3aHHS
MOITEKYJIIPHUX 1 KIITHHHAX OCHOB BIUTMBY HEHPOMEiaToOpiB i (i3i07I0TIYHO aKTUBHUX CIIONYK 3
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TICUXOAKTUBHUMU BJIACTHBOCTSIMHU Ha O10XIMIYHI TIPOIICCH B HSMPOHAX TOJIOBHOTO MO3KY, IOCITIDKCHHS
MOJIEKYJISIPHOT 610510111 MEeMOpaHHUX PELeNTOPIB 15 OI0reHHNX aMiHIB Ta HEHPOIENTH 1B CTBOPHIIO
HAayKOBI 3aCa/Iv 11l MOYKITMBOCTEH CIIPSIMOBAHOTO CHHTE3Y IICUXOTPOITHUX Mpernaparis. Buxorstin i3
3a3HAYEHOr0, BUBYECHHS OIONOTIUHOI XiMil € 0COOIMBO BAaXKIMBUM Il TTOAAJIBIION0 3aCBOEHHS
CTyJICHTaMH 3arajibHOi Ta KIiHIYHOT (hapmakoorii (MemrdHi (hakyIsTeTH), hapManeBTHIHOI XiMil,
(apmaxorepartii Ta KiiHIYHOT (hapmartii (hapmarieBTHIHi GaKyIsTeTH).

Kinerp XX cTopivdst MO3HAYUBCS HOBOFO XBIJICIO iH(EKITIHHNX XBOPOO, OCOOIMBO BIPYCHOTO
TIOXO/KEHHS. 3a OIliHKaMH 0ararboX BYECHHX, CIIPABKHBOIO 3arPO30I0 ICHYBAHHIO JIIOIMHI CTAJI0
posmnosctopkenns Bipycy CHI/ly, 110 mocraBuiio NMpHHIMIIOBO HOBI HAyKOBI IPOOIeMH Tieper
6I0XIMI€I0 MIKpOOPraHi3MiB, MEIMYHOO MIKpOOioNoriero. BUBUeHHSs MOJIEKYIISIpHOT O101OT i 1 TeHeTHKH
MIKpOOpraHi3miB, ocoOmMBocTel OyioBH Ta GiocuHTe3y BipycHHX Ta Oakrepianbaux JJHK ta PHK,
PO3po0OKH B rajty3i TexHouorii pekomOinanTHUX JITHK crarorh Bce OLIbIIT aKTyaTbHIME 3aBIAHHIMA
010XIMIYHOT HAYKH, 110 TIOBUHHO 3HANTH CBOE BiZIOOPKCHHS Y BIIIOBITHIX HABYATLHIX IIPOTpaMax.

TaxuM YMHOM, BUKJIA JAHHS O10XIMil Y BUIIMX HABYATHHIX 3aKJIa/1aX MEIIMYHOr0 PO motpedye
PEeTeNbHOTO BiI0OpY 13 3aralibHOT0 BEJIMKOTO 00CATY CydacHoi HayKoBoi iH(opMalii mpo OioximivHi
3aKOHOMIPHOCTI B )KMBHX OpraHi3Max pi3HOTO €BOJIOLIHHOIO pIBHS came THX BIZJOMOCTEH, IO
CTaHOBJIATH IPEJIMET MEAMYHOI O10XiMil. Pa3oM 3 ThM, aBTOp BBaYKaE, 1110, HE3BAKAIOUN Ha IPO(ECIiHY
CIPSIMOBAHICT Ta MIEBHY MPOQLTi3allito HABYATEHOTO MaTepiay, 10 BUKJIANAETHCS, Kype 0ioXimii B
cHcTeMi BUILLIMX Me/IMYHUX 3aKJIA/1IB IIOBUHEH 000B ’s13K0BO 30epiraTu xapaxkrep ¢yHIaMeHTATLHOI
OiosToriuHOT TUCIMILTIHH, sTKa 320e311euye 0a30BY YHIBEPCHUTETCHKY OCBITY MaOYTHBOTO (haXiBIIs.
ToMy OCHOBa CTPYKTYpH MiJpyYHUKA — BUKJIAJACHHS Cy4aCHOTO CTaHy MHTaHb, [0 CTOCYIOTHCS
OymoBH, 010JOTIUHKUX (PYHKIIIH Ta OI0CHHTE3y OCHOBHUX KJIAaCiB OIOMaKpOMOJICKYIl — OLIKIB Ta
HYKJIETHOBHX KHCIIOT, OCHOB EH3MMOJIOT i1, 010€HEepreTHKM, MeMOpPaHOJIOT 1T, MOJIEKYJISIPHOT TeHETHKY,
MEXaHI3MIB Ta B3a€MO3B 513Ky 0OMiHY Pi3HHX KJIaciB O10MOJIEKyYII, 3aKOHOMIPHOCTEH 1X peryssiii
(i310J10TTYHO AKTHBHUMH CIIOJTyKaM1 — BHYTPIIITHHOKJIITHHHUMH MECEHPKEPAMH Ta TOPMOHAMH,
0araro 3 sIKIX 3aCTOCOBYFOTHCS B Cy4acHil KITIHIYHIH ITPaKTHLL sIK epeKTHBHI JIIKapchKi 3ac00M HOBOTO
TIOKOJTIHHS ( IHCYJTIHH, CTepoian, iHTepdepoHH, IMyHOMOIY/ITOPH TOLIO).

Bioximist pa3oM i3 MONIEKYIISIPHOIO O10JIOTIEIO € OIHIEO 3 HAHOLIBII PO3BUHEHNX IPUPOHIYHX
HayK Cy4aCHOCTI 1 TOMY BUPIIIIEHHS 3a3Ha4€HOT0 JBOEJMHOTO IMJAKTUYHOTO 3aBIaHHs MOXKIINBE
JIMIIIE 32 YMOB PETEILHOr0 KPUTHYHOTO BiZOOPY Ta JIOTIYHOTO CTPYKTYpPYBaHHSI HAaBYAIILHOTO
Marepiary. Crprsie BUKJIaJaHHEO OCHOBHHX TEOPCTHYHIX 3aKOHOMIPHOCTEH 010XiMii IPOTSTOM IBOX
CEMECTPIB, 1110 BIIBOJIATHCS HA IICH KYPC Y BULIMX HABYATHHIX 3aK/1a/1aX, BUBUCHHS Oi0XIMIYHOI CTATUKI
Ta Cy4aCHHX YSIBJICHB IIPO CTPYKTYPY O1I0MOJICKYJI B Kypci 0100praHiuHOT XiMii, SIKHi y OUTBIIOCTI
MEIMYHUX YHIBEPCUTETIB Mepe/ye BUBYCHHIO OI0XIMIT Ta 3aKIHIY€ThCSI KOHTPOJILHUM ICITUTOM Y
JIPYroMy HaB4aJIbHOMY cemMecTpi (1uB.: bioopraniuna ximis: HaBuansnuii nocioamk/ 10.1.1'yOckknit
Ta ciiBaBT.— K.: Bua mxona, 1997). Po3BUTOK e1eMeHTiB aro0ioximii, 10 BKIIFOUEHI B MaTepian
JIPYYHHKA, JOLUUTLHO MOBTOPHO Ta Ha OLIBII BHCOKOMY HAyKOBOMY 1 METOIMYHOMY PIBHSIX
3/1IMCHIOBATH B OKPEMOMY HaBYaJIbHOMY KypCi— KJTIHIYHOT 010XiMii, SIKy Ha MeMYHNX (hakysreTax
JIOIUTBHO BUKJIAZIATH Ha 1T ITOMY-IIIOCTOMY Kypcax, TOOTO HiCIIst 3aBEpIIICHHS BABYCHHSI OCHOBHHX
KJTIHIYHUX JUCIUILTIH TEPAICBTUYHOTO Ta XiPYPriYHOTO IUKITIB.

B ocHOBY mijipy4HHKa, 1110 TPOTIOHYETHCS, TIOKJIA/IeHO OaraTopiyHMl JOCBI| BUKIIaaHHS Ha
kacezpi GioopraniyHoi Ta Oiosoriynoi Ximii HarionansHoro memasoro yHiepeurety iM. O.0. boro-
MoutbLis. [IporoHyeThCst IPUHIMIIOBO HOBHH THIT MIZPYYHHUKA JUTS BUIIUX MEIMYHUX HABYATGHNX
3aKJIaJ1iB, 1 BCI 3ayBayKEHHSI Ta IPOMO3HILLIi1 77151 HOTO y/IOCKOHAJICHHSI Oy/TyTh CIIPHIHSITI 3 BISTYHICTIO.
ABTOD BHCJIOBITIOE INTMOOKY MOJISIKY ITEAArorivHOMY KOJIEKTHBY KaeIpH 32 y4acTh B OOrOBOPEHHI Ta
(hopMyITHFOBaHHI KOHIICITYaIBHUX 3aCa]T BUKIIAIAHHS O10XIMii B CHCTEMI BUIIOT MEITITIHOT 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 wjo icnyiomo

3akonu, wo obepiearoms ckapou Kumms,

AKuMU npukpawae cebe Bcecgim.
Hozan-Bonvgpeanz 'eme

BCTYVYII. BIOXIMIA SIK HAYKA

Bionoriuna ximist (6ioximis1) — Hayka, mpeZIMETOM BUBYCHHSI SIKOT € XIMIYHHI CKJIaj1
OpraHi3MiB JIFOIMHH, TBAPHH, POCIMH, MIKPOOPTaHi3MiB, BIpyciB Ta XiMiuHi (0i0XiMiuHi) peakiiii,
B sIKi BCTYTat0Th OloopraHiuHi (TiepeBaykHO) i 010HeOpraHivyHi CIOMyKH (G10MOJIEKYJIH ), IO
BXOJISITH JIO CKJIa Ty X OPTaHi3MiB.

CrpykTypa 6ioMoIeKyn, TOOTo XimMidHa OyZI0Ba i MPOCTOPOBE PO3MIIIIEHHST OKPEMHX
aTroMiB — KoH(irypartist Ta KOH(pOpMAIlis — € TIEPEeTyMOBOIO TX B3a€EMOJIii Ta IEPETBOPEHD
y OlOXIMIYHHUX peaKlisix, 0 CKIIAAl0Th “MOJIEKYISIPHY JIOTIKY ®KuBOro” (A. JIeHiHKeD,
1982). L1i Gioximi4Hi IIepeTBOPEHHS CTAHOBJISTH CYTHICTH OOMIHY PEUYOBHH (METa00ITi3My ).
OCKUITbKH MTepeBakaroya OUTBIITICTb PEAKIIii MeTab0Ti3MY 3IIHCHIOETHCS 38 YUACTHO OUTKOBHX
KaraiizaropiB — ()epMEHTIB, OCHOBHUM 3aBJaHHsIM Oi0XiMil € BUBUCHHS TIepeOiry
(hepMeHTaTHBHUX PEaKIIi, IX MEXaHi3MIB Ta peryIisiii.

OKpiM CyTO XiMIYHHX IEPETBOPEHb, IO CYMPOBODKYIOTHCS 3MIHAMH KOBAaJEHTHOT
CTPYKTYpH OI0MOJICKYJ1, BU3HAYAIBHY POJTb B O10JIOTTYHUX MPOLIECAaX MAFOTh (Di3UKO-XIMIYH1
3aKOHOMIPHOCTI, SIKi CTAHOBIISITH OCHOBY UHMCIICHHUX B3a€MOJIIH MI>K KOMITIEMEHTapHIUMH
CHOJTyKaMu — O1JTKaMu, HyKJISTHOBUMH KUCJIOTaMU, OJTIN0- Ta TojlicaXxapyiaMy 1 HU3bKO-
MOJICKYJIIPHUMH JTiraH/IaMH, B TOMY YMCJTi HEOPraHIYHUMH pedoBUHAMU. Taki HEKOBAJICHTHI
(BozIHEBI, HOHHI, JUTIONB-ITUIIONBHI, TiIpooOHi) B3aeMoii OepyTh y4acTb B YTBOPEHHI
HaIMOJICKYJIIPHIX KOMIUICKCIB Ta OIOCTPYKTYp, (DepMEHTATUBHOMY KaTajli3i, 3B’s3yBaHHI
TOPMOHIB Ta MEIaTopiB 3 PelENTOpaMH, IMyHOITIOOYIIHIB (aHTUTLT) 3 BIATIOBITHUMH
CTPYKTYpaMH Ha IOBEPXHi JIIM(OIUTIB Ta MaKpohariB, MDKKIIITHHHOMY “Ti3HABaHHI" TOIIIO.

O0’exTamu BUBUeHHsI 0ioXiMil € )KMBI OpraHi3My Ha Pi3HHUX eTarax eBOMIOIIHOTO
PO3BHTKY: BIpyCH, OaKTepil, POCIIMHH, TBAPHHH, OPTaHi3M JIFOIWHH K O10JIONUHMI 00’ €KT.

OcHoBHI po3ism Gioximii:

1. Craruuna 6ioXiMmisL.

2. JlnHamivyHa GloXiMisL.

3. OyHKIioHaTHEHA 010XIMisL.
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Cmamuuna Gioximia BUBYA€ XIMIYHHIA CKJIQJl KUBHUX OPTaHI3MIB Ta CTPYKTYPY
0100praHITHUX MOJIEKYIT — OioMOIeK) 1, IO BXOAATH 10 X CKIIA/Ty: OLIKIB, aMiHOKHCIIOT,
HYKJIETHOBHX KHCJIOT, HYKJICOTHIIIB, BYIJIEBOIIIB Ta IX MOXIiTHUX, BITAMiHIB, TOPMOHIB TOIIIO).
CydacHa ctaTudHa 0i0XiMisl 32 CBOIMH 00’ €KTaMH JOCITIJDKEHHS Ta METOJIOJIOTIEI0
onmu3bKa 10 6ioopeaniunoi ximvii. Ha BiqMiHy Bif OioopraHigHoi Ximii, 610XiMist IpuIiiste
OCHOBHY yBary 3Ha4eHHIO NEBHHUX OlOMOJICKYJ B YTBOPEHHI KITITHHHX Ta TKAaHWHHHX
CTPYKTYD, peastizartii izionoriaHux (hyHKIII OpraHizmy.

Jlunamiuna dioximia BuBuae Ximivai (0i0XiMiUHI) peaxiii, O CKIaJal0Th y CBOil
CYKYIHOCTI OOMIiH PEYOBHH, 200 Memadonizv KUBUX OpraHi3miB. [0I0BHUMH CBOIMU
3aBIaHHAMH AMHaMiYHa 610XiMist Ma€ BUBYCHHS ITepeOiry Ta MeXaHi3MiB peakiiii o0OMiHy
PEUYOBHH, 30KpeMa MIEPETBOPEHbD B )KUBHX OpPraHi3MaX TAKUX OCHOBHHX 010MOJICKYJI, SIK
BYIJICBOIM, JIIiAM, OUTKH, HyKJIeTHOBI KHCHOTH. [IpocTi GioopraHiuHi MOJNEKyH, SIKi
YTBOPIOIOTHCS B IpoIieci MeTabomi3My (MOHOCaXapH/IH, JKUPHI KUCIOTH, aMIHOKUCIIOTH,
HU3bKOMOJICKYJISIPHI KapOOHOBI KMCIIOTH Ta iX TIOXi/IH1, HYKJICOTHJIU TOILIO) HOCSITH HA3BY
Mmemabonimis.

bioenepeemuxa — po3ail TUHAMIYHOT O10XiMil, 110 BUBYAE 3aKOHOMIPHOCTI
BUBLUIbHEHHSI, aKYMYJIAL Ta CIIOKUBAHHS €HEPTii B O10JIOTTYHIX CHCTEMaX.

Po3yMiHHS CTPYKTYpH Ta IisUTBHOCTI YKUBHUX KIIITHH HEMOXKIIUBE 0€3 MOIEKYVIAPHOT
Oionoecii Ta MOAEKYIAPHOI eeHemuKky — PO3JIUTIB 010XIMIl Ta KJIITHHHOI 010JIOTIi, 110
PO3KPUBAIOTH 3aKOHOMIPHOCTI 30€pE)KeHHS Ta peati3allii F’eHeTHYHOI 1H(OPMAITIT IITXOM
BUBYCHHsI Oy/10BH Ta (DYHKITIOHYBaHHS iH(pOpMAIITHIX MaKpOMOJIEKYJl — HYKJICTHOBHX
kucior JIHK ta PHK.

Po3BHTOK MOJEKYISIPHOT 610710Ti Ta MOJIEKYIJISIPHOT TEHETHKH CIIPUSIB BHHHKHEHHIO
TIPUHIIATIOBO HOBOTO €TAITy KITHHHOI 010JI0T11 — 2erHoi iHocenepii, abo biomexHonoeil,
SKI BUBYAIOTH MOXJIMBOCTI HAIpaBJICHUX 3MiH SACPHOTO T€HETHYHOTO amapary;
0COOMMBOTO 3HaYEeHHS HA0yBa€ BUKOPUCTAHHS TeXHOOTil pekomOiHanTHuX JIHK mms
cHHTE3y (Di3i0IOTIYHO aKTHBHUX CITOTYK — AHTHOIOTHKIB, TOPMOHIB, ()EPMEHTIB.

DynKyionanbHa dioximia — po3i 010XiMil, IO BUBYAE O10XIMIYHI peaKIii, sKi JTexKarsb
B OCHOBI NeBHUX (hizionoriannx QpyHkmii. OyHKIiOHANEHA 010XiMist OJM3bKa 32 CBOEIO
CYTHICTIO JI0 MOXEKVAAPHOL (hi3i0n0¢2ii.

OynKIioHaTbHA 010XiMis, 30KpeMa, BUBYAE: 010XiMIUHI OCHOBH TPaBJICHHS MOKUBHUX
pedoBuH (OiNKiB, BYIJIEBOIIB, JIIi/IiB) B IMUTYHKOBO-KHITKOBOMY TpakTi; OioXiMiuHi
MEXaHi3MH, 10 JIeXKATh B OCHOBI TaKHX (Di310JIOTYHIX MPOIIECIB, SIK M’ S30B€ CKOPOUYEHHS,
TeHepallis, TPOBE/ICHHSI HEPBOBOTO IMITYITLCY Ta BHII IHTETpaTHBHI (DYHKIIIT HEPBOBOT
CHCTeMH, TUXalibHa (DYHKITisl KPOBI, PETYIIAIiSI KHCIIOTHO-OCHOBHOTO CTaHY B OpTaHi3Mi,
€K30- Ta eHJIOKPUHHA CEKPeITist, AeTOKCUKAITiifHa (PyHKIIis TeYiHKHY, BUTUTbHA (DYHKITiSt HUPOK,
3axXWCHA PYHKIIiS IMyHHOT CHCTEMH TOIIIO.

TonoBHUM 00’€KTOM JOCIIIPKEHHSI Ta BUBYCHHS B MeIUYHiN Oioximii € opraHizm
JEOIMHU. Bioximis ntodunu, abo Meduyna Oioximiss — 11e PO3IUT 010XiMil, SIKUH BUBYAE
3aKOHOMIPHOCTI OOMiHY PEYOBHH Ta iX NMOPYIICHHS B YMOBaxX SIK HOPMAaJbHOTO
(yHKIIIOHYBaHHS JTIOJICBKOTO OPTraHi3My, TaK i BAHMKHEHHSI TATOJIONTYHIMX MPOIIECIB PI3HOTO
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reHe3y, 30KpeMa CIIPUYMHEHNX TI€F0 Ha OPTaHi3M YIITKOPKYIOUNX (aKkTopiB 0i070TiTHOTO,
XIMIYHOTO, ()I3MYHOTO MOXO/KEHHS. 3 METOI0 PO3B’s3aHHS OI0XIMIYHMX MEXaHi3MiB
BHHUKHEHHSI XBOPOO B MEIIUHIH 010X 1Mii IIMPOKO BUKOPHUCTOBYETHCS METO MOJICITFOBAHHS
TIEBHUX ITATOJIOTTYHHX MPOLIECIB HAa EKCTIEPUMEHTAIBHIX TBAPHHAX.

Kniniuna 6ioximis € ipo3aiioM (HayKOBO-IIPAKTUYHOK raTy33k0) MEIMYHOT 010XiMii,
1110 BUBYA€ O10XIMIvHI TIPOTIECH, SIKi BiIOYBArOTHCS B OpraHi3Mi XBOPOi JIFOIWHM, TIPUTaMaHH1
OKPEMHUM 3aXBOPIOBAHHSM, TIOB’s13aHi 3 TATOTCHE30M XBOPOO, 1 JIOCIIHKEHHS STKUX MOXKE
OyTH BUKOPUCTAHUM Yy JIIATHOCTUIIl YPa)XKECHHS [IEBHUX OPraHiB, TKAHWUH, KJIITHHHUX
CTPYKTYp. BaxkimiBuM po3iioM KIIiHIYHOT 06i0XiMii € KiTiHI9Ha (MeTUYHA) H3UMOJIOTis1.
OO0’ eKTOM BHBUCHHS [TLOTO PO3LTY KIIIHIYHOT Oi0XiMii € Iepedir (hepMEHTHHX peaKiiii B
OpraHi3Mi JIKOJIMHY 32 YMOB PI3HHX 3aXBOPFOBAHb IIISTXOM BH3HAUCHHST aKTUBHOCTI OKPEMHX
(hepMeHTIB, i30(epMeHTIB Ta (hepMEHTHIX KOHCTEIISAIIH B O10/I0TTYHIX piTHAX i OiomTaTax
Ta BUKOpHCTaHHs HaOyToi iH(opMallii B JiarHOCTHYHOMY Ta JIIKYBaJIbHOMY ITPOLIECI.
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Po3nut I. BIOMOJIEKYJIN TA KNIITUHHI CTPYKTYPHU

I'TABA 1. BIOXIMIYHI KOMITIOHEHTHU KJIITUH

BioxiMiuHMI CKJIaj] )KMBUX OPraHi3MiB CYTTEBO BIAPI3HSIETHCS BiJ] XIMIYHOTO CKIIATy
KOMITOHEHTIB HE;KMBOT MPUPO/IH HA 3eMJTi Ta BiZIOMHX KOCMIYHUX 00’ €KTaX.

OcobsmBocTi XiMIiYHOIO CKJIALY KUBHUX OPraHizmMiB

VY ’KMBHX opraHi3Max B CKJiafli 0100praHiYHUX CIIOTYK Ta Y BUTbHOMY CTaHi BUSIBIICHO
Oinbine 40 pi3HUX XIMIYHUX EIIEMEHTIB, 110 3HAXOIATHCS TAKOXK Y CKJIaji JiTochepu Ta
aTMoc(epH.

Pazom 3 mum, KitbKiCHUIl CK1a0 ma po3nooin XiMiuHUX elnemeHmie y Hcueux
Op2aHizMax ma 6 3eMHill KOpi Cymmeeo iOPI3HAIOMbCA, MOOMO 6UHUKHEHHS
Jrcumms 8 ymosax 3emni 0yno noe’ szame 3 6i000POM XIMIUHUX eleMeHmIB.

Tak, 30Kkpema, SIKIIO B CKJIa Il 3¢MHOI KopH Oubine 1/3 11 kijibkocTi 3atimaroth Al Ta Si,
TO BOHH NPAKTUYHO BiZICYTHI B O10JIOTTYHMX cHCTEeMax abo 3yCTpidaloThes Y CITiZIOBHUX
KibKoCTsX. 3 iHImoro 6oky, Bymenp (C), a3ot (N), Bomens (H) Ta dochop (P) cron-
IIEHTPOBaHI B )KUBUX OPraHi3Max y KUTbKOCTSIX, 1110 B 20-200 pa3iB MmepeBUIITYIOTh iX BMIiCT
y 00’ exTax He:KMBOT pupoau (tad. 1.1):

Tab6nuns 1.1. Buicr ximiunnx eaementis (%) B 3eMHiif Kopi Ta B opranizmi JoqnHn

Enemenm 3emna Kopa Tino noounu

Kucess (O0) 50,0 63,0
Kpewmniii (Si) 28,0 clign
Amominiit (Al) 9,0 —
3aiizo (Fe) 5,0 0,004
Boaens (H) 0,9 10,0
Byrneus (C) 0,09 20,0
Dochop (P) 0,08 1,0
Asor (N) 0,03 3,0
Cipka (S) 0,05 2,0

Haii6inbiry kinmbkicts (Oinbie 99 % eneMeHTHOro ckiany) B XKHBUX OpraHizmax
CKJIaJaroTh Taki eneMeHTH, sk Byrienb (C), kucens (O), Bogennb (H), aszor (N),
docdop (P), cipka (S).

Li eseMeHTH BXOIATH 0 CKJIaJy BCiX OI00praHigYHUX CIIONYK KMBUX OpraHi3MiB
(Giomomnexym) i oTpuMany Ha3By Oioeremenmia, A00 OpeaHozeHis.
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BioxiMiuHi KOMIOHEHTH KJIITHHH

Biomostexysin — 6ioopraHiuHi CIIOMYKH, 1110 BXOISTH JI0 CKJIAJTy YKUBHX OPTaHi3MiB Ta
CTIeIliaTi30BaHi JJIsl yTBOPEHHS KITITHHHUX CTPYKTYP 1 y9acTi B O10XIMIYHIX PEaKITisIX, SKi
CTaHOBJIATH CYTHICTH OOMiHY PEYOBHH Ta (Pi310TOTTHHIX (DYHKIIIH KUBHX KITITHH.

DyHKYIT OIOMONEKYTT Y HCUBUX OP2AHIIMAX:

a) yuacms y OIOXIMIMHUX peakyisx 0OMIHY peuouH 6 poii cyocmpamie ma
npomidicHux npodykmis (vemabonimis). [Ipuknanamu € MOHOcaxapuau Ta ix ochopHi
e(ipu, KUPHI KUCIOTH Ta MPOJYKTH X OKUCJICHHS, aMiHOKHCIIOTH, KETOKHCIIOTH,
JIMKapOOHOBI KUCJIOTH, ITyPUHOBI Ta IPUMIITHOBI OCHOBH TOIIIO;

0) yuacmo 6 ymeopenui iHuux, 0ot CKAAOHUX MOLEKYT — OUIKIB, HYKJICTHOBUX
KHUCIIOT, TTOTiCaXapy/IiB, Jilli/IiB (HAIPHUKJIIA]], AMIHOKHCIIOTH, HYKJICOTH/IH, BUIL KUPHI
KHUCJIOTH TOIIO), ab0 Oiorociynux cmpykmyp (MeMOpaH, pudOCOM, SICPHOIO XpOoMa-
THHY TOIIIO);

B) yuacmo y peyaayii OGIoXiMiuHUX npoyecie ma QizionociuHux QyHKYiti oKpemux
KAImMuK ma yinicHo2o opearizvy. bBioMonekyaMu-peryasTopamMu € BitaMiHi, TOPMOHHU
Ta TOPMOHOIIOTIOHI CTIOYKH, BHY TPIITHBOKIIITHHHI PErYJISITOPY — IUKITYHI HYKITICOTH/IH
TAM®O®, ul M® Torro.

T'onoBHI KiIacu 6ioMoJIeKYI, IO CKIIAAl0Th OCHOBY CTPYKTYPH Ta (BYHKITIT JKUBHX
OpTaHi3MiB.

Binku ma aminokuciomu. binku (niporeinm) —
HABOKIMBIIINI KITaC O10MOJICKYJ1, 3 HASIBHICTEO SIKHX,  TAKOXK
HYKJIETHOBHX KHCJIOT, TIOB’SI3YIOTh CaMy XIMIYHY CyTHICTb
JKUTTSL B yMoBax 3emuti. binku € GionmoximMepamu, 1o
CKJIaJIat0ThCs 3 ABAILSTH L-aMiHOKHCTIOT, SIKi yTBOPHITUCS
B YMOBax XiMi4HOiI €BOIOIlIi Ha eTami “TIepe/KUTTS
(I Teitsip ne [1apseH) i CTAHORJIATH pa3oM 3 HYKJICOTHIIAMU
MOJIEKYJSIPHY a0eTKy Oy/ib-s1K01 KHBOi KITiTHHU. [ oNoBHMIA
BHECOK y CTaHOBJICHHSI YSIBIICHb MPO MENTHIHY OYyIOBY
OLTKOBHX MOJIEKYJI 3pO0NIEHO BUAATHAM HIMEITHKAM XIMIKOM-
oprasikoM Ta 6ioximikoMm E.Dimepom.

Puc. 1.1. ®iwep (Fischer) Eminb
Iepman (1852-1919).

Hykneinogi kucnomu ma nykieomuou. HyxneiHosi HayKoBi po3poGK 3 ximii
KUCIIOTH — Ae30kchprOonykieiHosi (JIHK) ta prbonyk- TIENTHIIB, BYTJIEBOIB,
neinosi (PHK) — 6GiomnomimMepy (Gi0MakpOMOJIEKYITH), 110 nypuHie. HoGermiBchka

npemist (1902).

CKJIQJIal0OTHCS 3 T SITH OCHOBHHX HYKJICOTH/IIB ITyPHHOBOTO
Ta MPUMIIMHOBOTO PsITY, € HOCISIMA TeHEeTHUYHOI iH(OpMallii y BCIX KHUBHX OpraHizmax,
TIOYMHAOYH BiJT HAMIPOCTIIIMX BIPYCIB JI0 OpraHi3My JkoiHu. JIiHiiHa OCIT TOBHICTB EBHUX
MOHOHYKJICOTHIIB Y CKJIai TeHETUYHHUX MOJEKYJ HyKJISTHOBHX KHCIOT JETEepMiHYy€E
MOCTIZIOBHICTh aMIHOKHCIIOTHUX 3aJIMIIKIB y BIMOBiTHOMY Oinky (mentuai). CyTHICTb
2eHemuuH020 (6ionociuH020) Kooy TIONSITae B TOMY, IO TIOCITIIOBHICTB i3 TPHOX HYKJICOTH/IIB
(mpunnem, ado xooor) y monekyii JIHK abo PHK Binnoginae onniii 3 20 L-aMiHOKHCIIOT,
ITI0 BKJTFOYAETHCSI Ha TIEBHE MiCIIe ENTH/IHOTO JIAHITIOTa, SIKUH CHHTE3yE€ThCSL.
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BigkpuTTst HyKI€THOBHX KHCIIOT — XiMIYHHX CIIOJTYK,
BUBUYCHHS CTPYKTYPH Ta BIIACTHBOCTEH SIKUX PHHITIIOBO
3MIHMJIO OOJINYYS CydacHHUX O10JIOTIT Ta MEIUIIUHU, —
JIFONICTBO 3000B’s3aHeE MIBEHIIAPCHKOMY JIIKapro Ta 0i0Xi-
Mmiky @.Mimepy (1869 p.), sskuii Briepitie BUSIBUB Y KITiTHH-
HUX sapax (nucleus) GochaToBMICHI CHIOTYKH KUCIOTO
XapakTepy.

CydvacHa MoneKyssipHa OloJIoTiss HaporIIacsi Maiixke
yepe3 100 pokiB micsis Bimkputtst D.Miliepom HyKISTHOBHX
KHCIIOT B pe3yabTari PyHIaMEHTAILHOTO JOCIiHKSHHS
JIx.Yorcona (J.Watson) Ta ®@p.Kpika (Fr.Crick) (1953 p.).
k. Yorcon ta @p.Kpik mocTysaroBamm it MOJIEKYITH
JHK ctpykTypy THITY “TIOBIHHOI CITipasti”, 1o cTajio Ire-
PELYMOBOIO PO3KPUTTS OCHOBHHUX 3aKOHOMIpHOCTEH Ti
Puc. 1.2. Mimep (Miescher) Toran  [TOZIBOEHHSI — PEILTIKaLii Ta IOACHAIO ()yHAaMEHTAIbHY

®pinpix (1844-1895). 3araaky >KUTTS — MOXJIMBICTb KOHCEPBAaTHU3MYy CIIajl-

[epiosizkpuBad Hykiei-  KOBOCTI IIVISIXOM KOIIFOBAHHSI CTI/IKOBUX O3HAK Y TIPHIICIII-

HOBHX KHCJIOT. Hix nokoniHHsX. [logankina po3umdpoBKa reHeTHIHOTO
KOJLy, TOOTO Bi/ITIOBITHOCT TIOCJTIJOBHOCTEH TPHUILICTIB HyKJICOTH B B MOJIEKYJIaX TEHETHIHUX
HyKJISTHOBUX KHCJIOT HOCIIITOBHOCTSIM aMiHOKHCIIOT B OLITKOBHX MOJICKYJIaX, Ta 3’ ICyBAHHS
Oionoriuamx (yHKIiH pizHux kiacis PHK no38ommiio cdopmyirroBaTy OCHOBHI 3aKOHOMIPHOCTI
MOJIEKYIISIPHOT O10JTOT i1, SIKi BU3HAYAIOTh HAITPSIMKH ITIePeHECEHH: 01010 YHO1 iH(opMarIii y
BCIX JKMBHX CHCTEMAX:

JIHK ——= PHK —— Gijoxk

Byzneeoou ma ix noxioni — xiiac 610MOJIEKYJI, IO CKIIAAEThCs 3 MOHOCAXapHIiB,
TOMO- Ta TeTeporoiicaxapuiB. B opranizmi TroavMHA Ta TBAPUH MOHOCAXapH/IH (TITFOKO3a,
(pyKTO3a, TaNaKTo3a) Ta TOMOIOITicaxapr/l TIIKOTeH BUKOHYIOTh €HEepreTudHi (DYHKIIIT;
reTeporioicaxapuiu (10 CKiIaLy SIKUX SIK MOHOMEpPH BXOISATH HEePEeBaKHO aMiHOIYKpPH-
reKco3aMiHM Ta iX N-aleTuiiboBaHi MOXiHi) O0epyTh y4acTh B YTBOPEHHI OlOJNOTTYHIX
CTPYKTYP (MEMOpaH, IIKOKATIKCY, CHOTYYHOI TKAHHHH).

Jliniou ma ix noxioni — GIOMOJIEKYJIM PI3HOMAHITHOI XIMIYHOI OYJIOBH, TOJIOBHOO
0COOJMBICTIO SIKKX € iX TiapodoOHmii xapakrep. JIinijan BUKOHYIOTh YHCIICHH] 0i0JI0T4HI
(yHKIIii, BUCTYTIAFOYH SIK CHEPTEeTHIHHE MaTepiat (TPUAIMILITILEPOITH, 200 HeUTpasTbHI XKUPH),
OCHOBA CTPYKTypH OioMeMOpaH ((hoCQOITirTi i, ITKOMIIIH), Pi3i0JI0riYHO AKTUBHI CTIOTYKH
3 PEryYISITOPHOIO JIHEFO (CTEPOIIHI TOPMOHH, YKUPOPO3UMHHI BITAMiHH, CHKO3aHOIN ).

Bimaminu — crionykw, o He CHHTE3YIOTHCSI B TRAPUHHKX OpraHizMax, ane HeoOXiTHi
TUTSL JKUTTETISITBHOCTI, 30KpEMa € KOMIOHCHTaMH MeTaboIizmy, 3a YUACTIO SIKHX (byHK-
u10Hy10er TIeBHI HAHBKITHBILIT q)epMeHTﬂl crctemu. BitaMiHN IOBUHHI TTIOCTIIHO HA/IXOATH
B OpTraHi3M y CKJIaJli IPOAYKTIB XapyyBaHHS, MEPEBAXHO POCIMHHOTO (OiIbIIICTH
BOJIOPO3YMHHUX BiTaMiHiB) a00 TBAPHHHOTO (JIESIKi YKUPOPOIUMHHI BITAMIHH ) TOXO/KEHHSI.

Topmonu — GioMomneKynH, IO € TiepeaBadaMi XiMiYHUX CHUTHAJIB y CHCTEMI
SHJIOKPHHHOI PEeTyIISIIii. 3aBISKH PeryISTOPHIH JTil TOpMOHIB, MEIaTOPiB HEPBOBOT CHCTEMHU
Ta HASBHOCT JIOKAJTI30BAHMX Ha KITITHHAX-MIIICHSIX O10XIMIYHIX CTPYKTYD, IO CIISLIA(IYHIM
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YUHOM PEaryroTh Ha JIif0 X OIOpEryISTOpiB 3MIHOIO CBO€T (DYHKITIOHATFHOI aKTUBHOCTI
(KITITHHHAX PETIENTOPIB), BiIOYBAETHCS IHTETPAITisi OKPEMUX aHATOMO-(Di310ITOTTIHIX CHCTEM
Y IUTICHHI OaraTOKJTITHHHHI OpraHi3M.

Kpim 3a3Ha9eHIX 6i00pTraHITHIX MOJIEKYJL, IO CKJIa Ty BCIX )KUBHX OPTaHi3MiB BXOUTh
TIeBHa KUTBKICTh BUTHHIX aMIHOKHCIIOT, a30THUCTHX CIIOMYK, HYKJICOTHIIB, HI3BKOMOJICKYIISPHIX
MOHO-, JTU- | TPHKapOOHOBMX KHCIIOT, CITUPTIB, aMiHIB, ITI0 € TPOMDXHIMH IPOTyKTaMH OOMIHY
peUoBHH. Y BCIX JKMBUX OpraHi3Max MICTHTBCS 3Ha4Ha (CTana) KUTbKICTh BOAM Ta MiHe-
PaJIbHUX €IEMEHTIB (30KpeMa KallbIIifo, KaJlifo, HATPIF0, MarHio, 3aJ1i3a, MapraHIIko, XJIOpy,
Homy), 1110 BUKOHYIOTH CTIelM(iuHI PEryIsSTOpHi Ta CTPYKTYpHI (DyHKIIiT, OepyTh y4acTb sIK
ko(akTopu B 0ararhoX (PEPMEHTHHUX PEAKIIiSIX, € KOMIOHEHTAMU METAJIO3AJICHKHUX
(hepMeHTIB.

XiMIYHHI CKJTa]1 JKUBUX KITITHH BIZPI3HSAETHCS Y POKAPIOTIB Ta €yKapioTiB, 1 B OaraToKIIi-
TUHHOMY OPTaHi3Mi CYTTEBO 3aJIeXKUTh Bijl (PyHKITIOHAIIBHOI crieTtianizarii KITiTHHH, 1110, B
CBOIO Yepry, BU3HAYAETHCS il TU(epeHIliallieto, sIKa BiIOYBAEThCS MPOTSATOM PAHHBOIO
oHToreHe3y. CKi1aj| roJIOBHUX OI0XIMIYHMX KOMITOHEHTIB Y HAHOLTBIII BUBYCHHX 00’ €KTaX
JIOCITIKEHHS 010XiMii Ta MOJEKyIsIpHOi Oioorii — kurkoBii mamati Escherichia Coli
(E.Coli) Ta neuinmi Oinmx mrypiB — HaBeIeHO B Ta0M. 1.2.

T a6 nns 1.2 Ximiunmii ckiaan (% 3aranabHoi Mach) MeTa00J1iYHO AKTHBHUX KJIITHH MPOKapioTiB
Ta eykapioTiB

Bioximiunuit Komnonenm E. Coli Ileuinka wypa
Binku 15 21
Hyxie{HOBI KHCIOTH:

JIHK 1 0,2

PHK 6 1
Byraesoau 3 3-5
Jlinian 2 6
Bona 70 69
Heoprauiuni comi 1 1-2

CepeHiii KUTbKICHUN XIMIYHHI CKJIA]T OPTraHi3My JTFOIIMHH ITOIAHO B Ta0M. 1.3.

Tab6nums 1.3. 3araapuuii XiMivHTIi CKJIaJ OpranizMy JIoquHI Macolo 65-70 kr
(3a S. Rapoport, 1964; R. Murray, 1988, cepeoni oani)

Bioximiunuit komnonenm Bmicm, % macu mina Maca, k2
Binku 18 11-14
HykieTHOBI KHCIOTH 1 0,7-1,0
Byruesonu 1 0,7-1,0
Jlinigu (>xupu) 14 9-10
Bona 61 40-42
MiHepalbHi CIIOJIyKH 5 3,5-4,0

BioxiMiuHmMIA CKITa]T yCIX KUBHUX OPraHi3MiB 3HAXOIAUTHCS B CHAYIOHAPHOMY CMAHI, TOOTO
B CTaHI NOCTIHHOIO OHOBJICHHS BCIX KJIITHHHMX KOMIIOHEHTIB, SIK€ 3a0€3IeUy€eThCs
Oe3repepBHAM OOMIHOM PEYOBHHAMH Ta €HEPTIEr0 3 HABKOJMIIHIM CEPENIOBUILIEM (Mmema-
obonizmom). J1imst BCix KiaciB O10MOJNEKYIT XapaKTepHa cepeoHs MpUsaiichis Hanig CUmmsi

(T, ,), IPOTATOM SIKOTO KOMITIOHEHTH TIEBHOI O10JI0TYHOi CTPYKTYPH (LIIOTO OpraHi3My, Oprana,
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TKaHWHH, KIIITHHHOI CTPYKTYPH ) OOMIHIOIOThCS HanooBuHy. B opranizmi monnnu T, ,
OLITKIB YCHOTO TiJIa CKJTIA/Ia€ B CepeTHHOMY 12 TIDKHIB, OLIKIB ITEHiHKN — 2 THKHI, OLIKIB
M’s131B — 27 THKHIB; HaIllIBOHOBJIEHHS O1JIKIB KICTKOBOI TKAHWHH 3aiiMae 0araTo MicsIiiB
(A.S1.Huxomaes, 1998).

OcHoBHi OioXimMi4YHI TIEpeTBOpeHHS 010~
MOJIEKYJI, SIKi CTAHOBJISITH CYTHICTH OOMiHY
PEUYOBHH, BiIOYBAOTHCS BHYTPITHHOKITI-
THHHO, B CyOKIIITHHHUX OpTraHeiax — siipi,
MITOXOHJPISIX, pHOOCOMaX, eHI0MIa3Ma-
THYHOMY PETHKYITyMi, JTI30COMaX, IEPOKCH-
comax, anapari [ompmki. J{i1st koxxHOT cy0-
KIIITUHHOT CTPYKTYpH NIPUTaMaHHi I1eBHa
CYKYTIHICTb (DEpPMEHTIB, 110 B Hilf MiCTATh-
Csi, Ta TIEBHA ITOCTITIOBHICTB peakItiit ooMi-
HY PCUOBUH — KOMNAPMMEHMAali3ayis
Memabonizmy (Bl aHIII. compartment —
BiJICIK, BifytiieHHs ). Cxemy OylIOBH KHUBOT
KJIITUHY TTOJIaHOo Ha puc.1.3.

Puc. 1.3.Cxema Gy10BH KJIITHHU JTIOIMHH i TBAPHH:
1— nnasmamuuna memopana; 2— niHo-
yumosna oymvoouxa; 3 — anapam Ion-
0oxci; 4 — yenmpioni; 5 — pudocomu; 6 —

A0epra membpana; 7 — eHoonnazMam- VY 3B’s13Ky 3 AMHAMIYHUM CTaHOM BCiX
Hutl pemukynym; 8 — mimoxondpis;, 9 —  O10JOTTYHUX CTPYKTYP YKHMBiI OpPTaHI3MH
adepye; 10 — adpo; 11 — yumoniazua  [OBMHHI MOCTIHHO OTPUMYBATH i3 CEPEIO-
(yumosonv); 12 — aisocoma. BHIIA Y BUTJISIMI TIPOMYKTIB XapdyBaHHS

OCHOBHIi 0i0MOJIeKy M — O1KH, BYTJIEBOIM, JIITiTH, BITAMIHH, a TAKOX BOAY 1 MEBHI
HEeOopraHiuHi CIIOTyKH. 3aJIe’KHO BiJl TOTO, B SIKOMY BUIJISI/II OPTaHi3M OTPUMYE 3 HABKO-
JUIITHBOTO CEpPEeIOBHINA SHEPTil0 Ta BYIIIEIh, HEOOXiHI s MOOYI0BH BIaCHUX 0i0-
MOJIEKYIl — METa0OMITIB 1 CTPYKTYPHHUX EIeMEHTIB, — yCi OpraHi3MH TOAIISIOTHECS Ha
JIBa KJacu: aymompoghu (MIKpOOpraHi3MH Ta POCIMHHI OpraHi3MH, 1[0 CHHTE3YIOTh
CBOi BYIJICIILBMICHI MOJIEKYITH 13 aTMOC(EPHOTO JTIOKCH/TY BYTJIEIIO Ta BOMIN 32 PAXYHOK
EHepril COHSTIHOTO CBITIIA) Ta 2emepompoghu (TBAPUHHI OPTaHi3MH, 10 TKUX HAJISKATH
OpTaHi3M JIOAMHH, IO OTPUMYIOTh By IJIEIb Y BUIVISIII CKJIAIHMX OPraHiYHUX MOJIEKYIT
XK1 Ta €Heprilo 3a paxXyHOK peaKilii 010JI0Ti9HOTO OKHUCIICHHS).

OCKUIBKY JKUBI OPTaHi3MH € HE TETUTOBUMH, A XEMIUHUMU MAUUHAMU, TOOTO CHCTEMaMH,
B SIKUX Pi3HI BUIM POOOTH 3/TIHCHIOIOTHCS 32 YMOB CTaJI0l TEMIIEPaTypH, IZKePesIoM eHeprii
ISl eH/IEPTOHIYHUX MPoleciB, 110 BiT0yBalOThCAd B TeTepOTPOPHUX KIITHHAX, €
xiMiuHa eHeprisi, fika 3BIILHAETbCS B pe3yJbTaTi peakiiii okucIeHHs GioMouie-
KYJI — MPOMDKHHX HPOAYKTIB BHYTPIIHBOKIITHHHOTO PO3LICIUICHHSI MOHOCAXapH/IiB
(TIepeBayKHO TITFOKO3H), JKUPHUX KHCIIOT, TIIIEPHHY, ASSIKIX aMiHOKHCIIOT. OCHOBHI peaxiiii
0I0JIOTrYHOTO OKHICIIEHHS, 10 BUBLTHHSIOTH €HEPT 0, HEOOXIITHY IS IPOLIECIB KU TTEMIsUTHHOCTI,
BiIOYBAIOTHCS B MITOXOHZPISX (CapKOCOMax), y MeMOpaHaX SIKMX JIOKaJli30BaHi TaKOX
CKJIa/THI (pepMEeHTHI Ta HOH-TPAHCIIOPTYIOU1 CHCTEMH, SIKi peali3ytOTh HAKOITMIEHHS Heprii
OKHCITIOBAJIGHHX IPOLIECIB y BUIIISTI BHCOKOSHEPTeTHYHHX (MaKpoepriyHuX ) 38°si3kiB ATD.

IloxomkenHs1 GioMoJIeKyJT

[pUHIMIIOBO BKIMBUM, ()yHIAMEHTATHHIM 3aBIAHHSIM Cy4acHOi 0i0XiMil € pO3B’s3aHHS
npoOieMH BUHUKHEHHS YKUTTs Ha 3eMJTi, XIMIYHOT €BOJTFOLLi, 110 Mepe TyBaia OsIBI IIepILHX
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YKMBUX OpraHi3MiB. 3TiZHO 3 ICHYIOUMMH YSIBJICHHSMH, BUTOKH SIKUX OyJIH 3aKIIaJieHi I11e
Yaprnezom Jlapsinom (1871), cTBopeHHs 6i0MOIIEKYJT Ta IEPIIHX MPUMITHBHIX KUBHX KITITHH
BiI0yBaJIOCH B YMOBAX IPa/IaBHBOI 3€MJTi ITi/T BILTMBOM (hi3MIHUX (hakTopiB arMochepu
NpHOIHM3HO 3 MIIP/. POKIB TOMY 32 TAKOIO CXEMOIO:

Heoprauiusxi Mosiekym TepBHHHi GiomosekyH
nepBicHoi amMochepu (aMIHOKHMCIIOTH, HyKIIeoTH ) ——= [IpoTokiTinm
Ta OKEaHy ,

(MeTaH, aMiak, BOzIa)

BupimansHuM eTaroM y po3BUTKY MpoQiieMH ITOXOLKEHHST OI0MOJIEKYIT B YMOBaX ITepBICHOL
3eMHOI KOPH CTaJ! JIOCHIKEHHS 3 a010T€HHOTO CHHTE3Y 0100pTraHIYHHX CIIONYK, 1110 BXOIATh
JIO CKJIa/Ty YKUBHX OpraHi3MiB. BU3HaYHUM JIOCSTHEHHSIM B €KCTIEPUMEHTATIFHOMY JI0BEICHHI
MOXKJIMBOCTEH XIMIYHOT €BOJTFOLIT cTasio Kiacuune pociimkenns C.Miriepa (S. Miller, 1951),
SIKMIA BIIEpIIIE TIOKa3aB MOKIIMBICTH YTBOPEHHS KapOOHOBHX KUCIIOT Ta (l-aMiHOKHCIIOT, 10
BUKOPHCTOBYIOTHCS TSI CHHTE3Y TIPUPOHUX OLJIKIB, 32 YMOB il €IeKTPHIHNX PO3PSIB HA
ra30By CyMIIll METaHy, aMiaKy, BOJHIO Ta BOILSTHOT TTapH.

[TizHime Oyna goBeeHa MOXKIUBICTD YTBOPEHHSI 13 3a3HAYEHUX XIMIYHHX CyMilllel B
YMOBaX, III0 MOJICITIOBAJIH TTEPBiCHY arMocdepy, He TUTbKHA aMiHOKHCIIOT, a W IypHHIB 1
TPAMIINHIB, TOOTO TIOTIEPETHNKIB HyKJISIHOBHX KHCIIOT.

Y HOCHiZIOBHOCTSIX PEAKIIiH, 1110 MPU3BOMATH JI0 a0lOreHHOr0 CHHTE3Y a30TOBMICHHX
0ioopraHiuHMX CIOJNYK, LIEHTpalbHe Micle 3aiimae yianio eoonio HCN, mo moxe
YTBOPIOBATHUCS, 30KPEMa, B TAKii peaKiiii:

CH;+NH3; — HCN+3H,

VY nozjaneioMy miaHOBOAECHb MOJKE TIEPETBOPIOBATUCS A0 ILliaHaMidy, HITPHIIB Ta
IlaHOAIETHIIEHY — TOTIEPEIHMKIB Y CHHTE31 aMiHOKHCIIOT, ITyPHHIB, TTIPAMIIAHIB, IOP(DIpHHIB:
— AMIHOKHCIIOTH
Llianamig —— [~ [Typunu
—= [lopdinn
HCN > Hitpum = AMIHOKHCIIOTH

—>AMIHOKHUCIIOTH
IlianoaneTuneH —m=—

—» [ liprmitHN

Hageneni peaxiiii, siki CBiT4aTh Mpo MOXJIMBICTb YTBOPEHHS OIOMOJICKYIT 32 YMOB, IO
MOJICIIIOIOTH MEPBiCHY arMocdepy 3eMii, MaloTh (PyHJIaMEHTAIbHE 3HAYCHHS JIJIS
CY4aCcHOTO PO3yMiHHSI ITPOOJIEMH BUHUKHEHHS )KHUTTSL. [ [poTe, OCKIIbKM CHHTE3 MaKpOMO-
JIEKyIT OLTKIB Ta HYKJISTHOBHX KHCJIOT B YMOBAX ICHYFOUMX O10CHCTEM € MAmpuiHUM, TOOTO
TOCITIIOBHICTD BKITFOUEHHS OKPEMIX MOHOMEPIB B MaKPOMOJIEKY/IH (aMiHOKHCIIOT Ta MOHO-
HYKJICOTHIIB, BIAMIOBIHO) MPOrPaMyeThCsl HA OCHOBI iH(OpMaLlii, sKa 3akjajJeHa B
nocrioBHOCTsIX MatpraHux JaHioris JIHK a6o PHK, romoBHOrO He3’sicoBaHOO TIPOO-
JIEMOIO B ITUTAHHI TIOXO/PKEHHS JKUTTS € CHHTE3 TIEPBICHUX iHhopmayitiHux MOJIEKYII, 1110,
TIOTIPH iICHYIO0Ui TEOPii Ta MIOTe3H, HAIEXKUTH 0 HEPO3B’ SI3aHUX (DyHIaMEHTaTbHHX 3araIoK
CY4acHOI TeOPETUYHOT O10XiMil.
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[TTABA 2. BUIKH T TIEITTU/IU

Bisikn — GioopraHiuHi BUCOKOMOJIEKYJISIPHI CIIOTYKH, MOJICKYIH SIKHX SIBIISTIOTh
c000¥0 reTeponoiMepy, TO0YI0BaHi 13 3aJIUIIKIB aMiHOKHCIIOT, 00’ €IHAHUX KUCIIOTO-
aMigHUMH (IenTuaHIME) 3B si3kamu (—CO—-NH-).

binku € HaliO1LIBIIT PO3MOBCIOMKEHUMH 3 yCiX KiIaciB 010MOIEKYI; BOHU BXOSTH
JIO CKJIaly BCIX KIITHHHUX KOMITOHEHTIB MiKpOOpPTaHi3MiB, POCIIWH, TBAPHH (sIpa,
OiomeMOpaH, IMTOTIa3MH ) Ta MKKITITHHHAX CTPYKTYP. BisIKoBHiA CKITa 1 )KUBUX KIIITHH
YCKJIaJHIOETHCS TIPOTOPIIIHO CTYIEHIO CKIIaJHOCTI TEHOMY Ta €TaIry eBOJIIOLIIHOTO
PO3BUTKY opraHizMy. KinbkicTh pisHHX OinKiB B TpokapiotuyuHii kiituHi E.Coli —
omu3bko 3 000, B opranizmi sroauan npudmu3Ho 5 000 000, BChoro B pi3HUX BUIAX
Oprami3MiB, 110 CKIaaa0Th 6iocdepy 3emii, — 10'°-10'2 pizaux Ginkis.

2.1. BIOJIOTTYHI ®YHKIII BIKIB I TENTU/IIB

1. ®epmenmamuena (Kamanimuuna) Qynxyis.

VYei depmenTtu (6iokaTamizaTopH) 3a CBOEIO XIMIYHOIO MPUPOAOIO € Oinkamu ado
KOMITTEKCaMH OLJIKIB 13 HI3bKOMOJICKY/ISIPHUMH HEOLTKOBIMH CIIONTYKaMH (KOepMEeHTaMHu,
Ko(haKTOpamu).

2. Cmpykmypna ¢hynkuyia.

Binku BXomsTh 10 CTpYKTYpH OioMeMOpaH, CTaHOBJISATH OCHOBY LIUTOCKeNeTa (MIiKpo-
TpabeKyIsipHa ciTka, MIKpo(hilTaMeHTH), MDKKITITHHHOTO MaTpHUKCy (KOJNareH, eacThH) Ta
TIEBHIUX CIIEIiTI30BaHUX TKAHWH (KePaTHHH).

3. Pecynamopna ¢hynkuisa.

BinkoBy Ta enTrIHy MPUPOITY MAFOTh YUCIICHHI O10peTyIITOPYA — TOPMOHH, MEZliaTOpH
Ta MOJYJISITOPH, III0 BUPOOIISIOTHCS B €HIIOKPHHHIH CHCTEMI, HEHPOHAX TOJIOBHOTO MO3KY,
IMyHHIH cHCTeMI: TIPOCTi OLTKH (1HCYIIH, IITFOKAroH TOIIIO), IITIKOIPOTETHH (TPOITHI TOPMOHU
rinoiza TomIo ), HU3bKOMOJIEKYJISPHI TIENTH I (OKCUTOLIMH, BA30TIPECHH, OTTIOi/IHI TTETITH I
MO3KY, IENTH/X TUMOIIUTIB TOLIO).

4. Peuenmopna ¢hynkuis.

BinkoBy niprpoy MaroTh MeMOpaHHI PeenTopy Jyist (Pi3i0I0TIYHO aKTHBHHUX CIIONYK,
110 TPUIMAIOTh XiIMIYHMI CHTHAN BiJl TOPMOHIB, HEHpOMeEiaTopiB (aJpeHOpELEeTOPH,
XOJIIHOPELIEITOPH, TICTaMIHOBI PELICIITOPH TOILIO).

5. Tpaucnopmna ¢hynkuis.

Binku 3B’s13yr0Th Ta 3MIHCHIOIOTh MDKKJITITHHHAM Ta BHYTpPIIIHBOKIITHHHAN (TpaHC-
MEMOPaHHHH, IATOIIA3MATHIHHI ) TPAHCTIOPT PI3HUX JIIraHIiB — O10MOJIEKYIT, i0HIB METAJIIB,
Iy>KOPITHUX XIMIYHHX CITONTYK (KCeHOOI0THKIB). TpaHCTIOpTHUMY OiJIKaMK KPOBI JTFOTMHU €
CHPOBATKOBI aJTbOyMiHHU (TIEPEHOCATD KHUPHI KUCIOTH, OLTIpYOiH, JTKApChKi Ta TOKCHYHI
CIIOITYKH ), TEMOITIOOIH EPUTPOIIUTIB (TPAHCTIOPTYE KHCEHB ), JIIMOMPOTEiHN (TPaHCIOPTYIOTh
Jiirt ), TpaHcdeprH (TPaHCIIOPTYE 3aJ1i30).

6. CxopouysanvHa hyHKYis.

Binku € MOJIEKYJIIPHUME CTPYKTYPaMH, 110 PEaTi3yOTh CKOPOUYBAIBHY (DYHKIIIFO M SI31B
(axTHH, MiO31H), [PKTYTHKIB Ta BIHOK (TyOyITiHH, TMHETHH) TOLIIO.
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7. 3axucna Qyukuyia.

Binku BUKOHYOTE (hyHKITiO IMYHHOTO 3aXHCTY (IMYyHOIIOOYTiHH, JTIM(OKIHH, IHTepICHKIHI
TOIIIO), TIPOTH/IIFOTh KPOBOTEY1 Ta TPOMOOYTBOPEHHIO (OLITKHM 3rOpTAIBHOT, aHTHKOATYIISTHT -
HOI Ta (piOPHUHOITHIHOT CHCTEM KPOB).

2.2. BYJIOBA i AMIHOKUCJIOTHU CKJIAJI BUIKIB I TIENITHAIIB

MonekyasipHa maca OUIKiB. Bilku € BUCOKOMONEKYISIPHUMHU CITOJTYKaMH; iX
MOJICKYJISIpHa Maca (M.M.) KOJIMBAEThCS B MEXax BiJl JCKIIBKOX THUCSY JIO JCKUIBKOX
MUTBHOHIB a.0.M. (TaTTBTOHIB). [HAMBITyasbHI OLTKM TOOYI0BaHi 3 IEKLTBKOX COTEHB aMiHO-
KUCJIOTHHX 3aJTHIIIKIB.

Binku MOXyTh CKJIQJaTUCS 3 OJHOTO a00 JCKIIBKOX OKPEMHX IMOJIMENTHIHUX
JIAHIIOTIB, 10 00’€IHaHI KOBaJICHTHUMHU (AMCYIb(IAHUMHU) Ta HEKOBAJICHTHUMHU
3B’s13KaMU. BiJIKH, B IKWUX € OAWH MOJINENTHAHNHN JIAHITIOT, MAIOTh MOJICKYJISIPHY Macy
Bim 5-6 mo 50 x/I; Oimky 3 OUTBIIOI0 M.M. CKIIQIAIOTHCS, SIK TIPABUIIO, 3 IEKIITBKOX
MOMIMENTHIHUX JaHIIOTIB, IO CKIAAal0Th NPOoTOMEpH (CyOOAMHUIII) — MYJIBTHIIaH-
IOTOBI (0JTiroMepHi) 61k (Tadm. 2.1).

Tab6nuins2.1. Moaekyasipaa Maca GinkiB

binok Monekynapna maca, K/ Kinvkicmo cyboounuuyn
(npomomepis)
Tncynin 5,7 1
Pubonykieasa 12,6 1
Ilencun 35,5 1
AJIKOTOJIBAET1 IpOTreHa3a 80,0 2
[TipyBatkiHaza 240,0 4
®eninananin-rPHK-cunTerasza 276,0 4

Tlenmuou (onironenTuy, MOJIMENTHN) BiIPI3HIOTLCS BiJ] BIACHE OLIKi6 MOJIe-
KYJSIPHOFO Macoto (MEHIIIO0 5-6 /1) Ta BiMOBITHIMH (i3UKO-XiMITHAMH BIIACTUBOCTSIMH.

®opma GIIKOBHX MOJIEKYJT

[osminenTyIHi JIAHITFOTH, 1110 JISKATh B OCHOBI KOBAJICHTHOI CTPYKTYPH OLTKOBHX MOJICKYIT,
371aTHi J10 (hOPMYBaHHSI BIIOPSIKOBAHUX KOH(OPMAITiH, sIKi CTa0LTI3y OTHCS BOJHEBUMU Ta
THIIMMU cITaOKUMH (Hi3UKO-XIMIYHUMU 3B’ si3kami. LI BucokoBropsiakoBaHi koH(popMmariii
CTBOPIOIOTh TICBHI pigHI cmpyKmypHoi opearizayii Oiikié (B, HIKYE), 110 BifloOpaxy-
I0THCS B Pi3HUX (popmax Oy10BH OLITKOBUX MOJICKYT.

3a hopMoro MOIEKYIT OUIKH TTOUISIFOTECS Ha 2100)/ipHi — KynenonioHi Ta ¢iopu-
JIAPHI — 3 BUTATHYTOIO ()OPMOIO MOJICKYJIH.

JleTanpHilIe MUTaHHS YTBOPEHHS TINOOYIIpHUX Ta QiOpHIspHUX OiNKiB OyIyTh
PO3IIISHYTI TIp 0OTOBOPEHHI MeXaHi3MiB ()OPMYBAaHHS BHIIUX PiBHIB CTPYKTYpPHOT
oprasizariii O1JIKiB.

AMIHOKHCJIOTHHH CKJIAJA OIJIKIB i menTuaiB

[Tpu rixpomnisi npupoAHKX OUIKIB Ta MENTH/IB BUBLIBHIOETHCS OMU3bKO 20 pi3HUX
Ol-L-aMiHOKHCIIOT, pO3MIIIEHHS KOXKHOI 3 SIKMX y MOJIINENTHAHOMY JIAHIIOTY KOAay-
eThes TputuietoM HykieotuaiB y JJHK reromy.
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CTpyKkTypa NpoTeiHOTeHHUX AMIHOKHMCJIOT

R COOH AMIHOKHCIIOTH, 1O BXOIATH JI0
H- C:gN H, /CI\<R CKIa Ty MPHPOJIHNX 6iJ'H.<iB Ta MIETITHIIB
COOH NHY (npomeinocenni aminokuciomu),

MAlOTh 3arajlbHy XIMIYHY CTPYKTYDY,

Puc. 2.1. CTpayKTypHa (a)Ta r[poelcuiifn?a (6) popmysu 1K@ TPEJCTABICHA HABEACHOIO 3BH-

npoTeiHOreHHUX aMiHokucjaoT. HaBeneno YalHOIO CTPYKTYPHOIO (a) Ta IPOCK-
npoexuiiiny gopmy.ay L-aminokucioru. wiiHOtO (0) popmymamu (puc. 2.1).

CmpykmypHi 0cod1ueocmi npomeinoceHHux AMiHOKUCI0M:

1) amiHOTpyTa, i0H BOHIO Ta O0KOBHIA JiaHITrOT (R-rpymia) 38’s13aH1 3 aTOMOM BYTJICIIHO,
10 MICTUTBCSI B OL-TTOJIOKEHHI BiZIHOCHO KapOOKCHIIBHOI rpymH, TOOTO MPUPOIHI
aMIHOKHUCTIOTH € O-aMiHOKHCIIOTaMH; JesiKi aMiHOKUCIIOTH (JTi3WH, apriHiH) MaloTh
JIOIATKOBY aMIHOTPYITY, ITI0 PO3TAIIOBaHA B KIHIICBOMY TOJIOXKEHHI ((-) pajukana R;

2) 3a CBO€EI0 aOCOIMOTHOO KOHDIrypartiero mpoTeiHOreHHI aMiHOKHUCIIOTH € CTEPe0i30-
mepamu L-psny (L-aminokuciaoramu). D-aMiHOKHACIIOTH 10 CKITay TPUPOAHUX OLIKIB
HE BXOJIATH; BOHH 3yCTPIYAIOThCS B OaKTepialIbHUX Ta POCIUHHHUX 00’ €KTaX, BXOISTH JI0
CKITafy ACSKUX aHTHO10THKIB (TpaMinmanH, akthHOMInWH D). OnrTudHi i30Mepu amiHO-
KucioT audepeHtitoroThes 3a cMakoM (L — ripki abo 6e3 cmaky, D — comnonki), mo
CBITUUTE MPO cTepeocneni(iuHiCT CMAKOBHX PELCTITOPIB.

Knacudgikauia npomeinozennux aminoxuciom

[puponHi O-aMiHOKKCIIOTH MOYKY T ITOIUTSITHCS HA KJIACH 3JICXKHO B/l XIMIYHOT Oy10BH
OiyHOTO pamKaiy R:

Aminoxucinomu
I |
Auuxniuni Hukniuni
(3aJ7I©KHO BiJ KITLKOCTI aMiHO-
Ta KapOOKCHIBHHX TPYI)
MOHOAMIHOMOHOKAPOOHOBI .. 1 ..
, , Kapooyuxniuni T'emepoyurniuni
MOHOAMIHOOUKAPOOHOBE
0laMIHOMOHOKAPOOHOGI I3 nepeuntioro i
jami j . MinOKuciomu
diaminooukapoonogi aminozpynoio ¢
oiunomy nanyro3i

CyuacHa payionanvua kiacugixayis, Mo 0a3yeTbhCs HA MOJSIPHOCTI Ta 3apsiii
pamikany R, nmepenbauae 4oTupu Kitacu aMiHOKUCIIOT (Taom. 2.2):

I — amiHokucnoTH 3 HenoApHUMU (TiapodoOHIMI) R-rpymamu;

II —amiHOKKCTOTH 3 OJSIPHIMH (TiAPOPUTLHIMH ) He3apsPKEHUMH R-rpyriamu;

Il — amMiHOKHCIIOTH 3 HETAaTUBHO 3apsi/PKEHNME R-rpyTiaMut (KHcTi aMiHOKHCIIOTH);

IV — aMiHOKHUCIIOTH 3 TIO3UTUBHO 3apsIKEHUME R-rpyriavu (OCHOBHI aMiHOKHCIIOTH).

Kpim 3a3nauenux y Tabnuili 2.2 1BasATH aMiHOKHCIIOT, Y CKJIJIi JISTKUX OLIKIB BHSIB-
JIEHO TIOXiTHI IIMX aMiHOKHCJIOT, 30KpeMa 4-TiPOKCHIIPOITiH, S-T1POKCHITI3HH, N-METHITI3HH,
3-metwricTu s, pocdoceprH, HochOTPEoHIH, AUHOATUPO3HH. XiMiuHa MoIudIKartis (Tij-
poxkcuITroBaHHs, (POCHOPUITFOBAHHSI, HOTyBaHHST) BiIOBITHIX aMiHOKHCIIOT BiJIOYBA€ThCSI BAKE
TTiCIIA X BKITFOUSHHSI B TIOMITICITH THI JTAHITIOTY (MOCMMPAHCIAYIIHA MOOuGhixayis OLIKIB).
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Ta6nauuns2.2. AMIHOKHCIOTH, III0 BXOASATH 10 CKJIAAy OLIKIB

Haszea Mixcnapoonuii Cmpykmypua popmyna pl
cumeon
Aminoxucromu 3 nenonapnumu R-epynamu
Anani Ala (A _ 6,02
A 2(A) H,C— CH—CO00
NH;"
Bamnin Val (V) H3C\ 5,97
CH—CH—COO™
7
H3C NH3+
Jletinun Leu (L) H3C\ 5,98
/CH— CH,—CH—COO"
H;C +
NH;
[3oneiinun Ile () H3C\ 6,02
/CH —CH—COO™
H3C - H2C +
NH;
MertioHiH Met (M) 5,75
H;C—S—CH,—CH,— ?H —-COO™
NH;"
Iponin Pro (P) 6,10
/CHZ— N+H2
H,C |
CH,—CH-COO"
Tpunrodan Trp (W) C—CH,— ?H —COO™ 5,88
| \> NH;"
N
H
deHianaHin Phe (F) 5,98
CH,— (IjH —COO™
NH;"
Aminoxuciomu 3 nonapuumu nezapsiodcenumu R-epynamu
Tninys Gly (G) 5,97
H— (|:H —COO™
NH;"
Cepun Ser (S) 5,68
HO—CH,—- ?H —COO"
NH;"

21
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[Iponosxenns Tadm. 2.2

Tpeonin Thr (T) H;C—CH—CH—CO0O~ 6,53
I |
OH NH;"
Hucrein Cys (O) HS— CH,— (IjH_ COO™ 5,02
NH;"
Tuposun Tyr (Y) 5,65
OH O CH,—CH—C00"
NH;"
Acnaparin Asn (N) H,N— Cc— CH2— CH—COO~ 5,41
Il I
0 NH;"
Tnyramin Gn (Q) H,N—C—CH,—CH,—CH—COO | 365
Il |
0] NH;"
Aminokucromu 3 Hecamusno 3apsadocenumu R-epynamu
AcnapariHOBa ASp (D) *OOC —_— CH —_ CH —_ C007 2,97
KHCIIOTa 2 I
NH;"
croTa I
NH;"
Aminokuciomu 3 nosumugHo 3apsodicenumu R-epynamu
Jlisun Lys (K) 9,74
N'H;—CH,— CH,— CH,—CH,— CH—C00"
NH;"
Aprinin Arg (R) NH, = C—NH= CH, = CHy = CHy— CH = C00~ 10,76
NH," NH;"
Tictnana His (H) HC C—CH,—CH—COO~ 7,58
_— 2
I | I
+ +
H'N \\C P NH NH;
H

BaactuBocTi NPOTEIHOreHHUX AMIHOKHUCJIOT

1. Kucnommno-ocnogni enacmugocmi amiHOKuciom.

AMIHOKHCIIOTH € aM(pOTEPHUMH EJIEKTPOITITAMH, ITI0 MOYKY Th JIFICOITIFOBATH 3 yTBOPEHHSM
10HHHMX (hOpM — aHiOHa a0 KaTioHa. Y BOJHOMY CEpPEIOBHILI aMIHOKUCIIOTH iCHYIOTb Y
BUIISII PIBHOBAYKHOI CyMIIITI, 110 CKJIAJIAETHCSI 3 aHIOHHOT, KaTiOHHOT (hopM Ta OiroIIsipHOTO
ioHa (1IBiTTEp-i0HA) — pHC. 2.2.




ToaBsa 2. Biaku 1 nenmuou 23

ey + +H +
H2N—$H— COO™ =— H;3N —?H—C007 —— H3N —(IDH—COOH
R R R
a B o

Puc. 2.2. Anionna (a), kationna (0) Ta 6imossipHa () popMu aMiHOKHCIIOT Yy BOTHUX PO3UHHAX.

3azHaueHi peakxilii yTROpEHHs aHIOHIB, KaTiOHIB Ta OIMOJSIPHUX 10HIB aMiHOKHCIIOT ITOB-
HICTIO BIJIOBIAIOTH TUIBKMA CXEMi KHCIOTHO-OCHOBHOI JUCOIiarii MOHOAMIHOMOHO-
KapOOHOBHX aMiHOKHCJIOT, 1[0 MatOTh 10 OAHIN Ol-aMiHHIN Ta O-KapOOKCWIIBHIN rpymi. Y
LIbOMY HaHMPOCTIIIOMY BHIIaJKy pIBHOBAra MiX IMO3UTUBHO Ta HETATUBHO 3apsPKEHIMH
MOJICKYJIAMH MOYKE TEOPETUYHO JOCSTATUCS BXKE B HEUTPAIBHUX PO3YMHAX, TOOTO MPH
pH=7.

Pazom 13 M, J1esIKi aMiHOKHMCIOTH MAOTh OOKOBI JIAHITIOTH R, 1110 MICTSTEL J0OIATKOBI
(YHKITIOHATTBHI TPYTIH, 3/1aTHI JIO JIACOLHAITIT:

— KucyoTHI rpymu Asp, Glu;

—ocHoBHi rpynu Lys, Arg, His.

Takum ulHOM, cymapHuil 3apsa0 moeKyn aminoKuciom (ma, 6i0nogiono, oinkie i
nenmuoie, 00 CKady AKUX 60HU 6X00AMb) BUZHAUAEMBCA 3AEMOGIOHOUIEHHAM MIdC
KIMGKICHII0 UIHUX KUCIOMHUX MA OCHOGHUX 2pyn, cmynetiem ix oucouiauii (pK )
ma pH cepedosuwa.

VY Kucnux po3dynHax IepeBakae KaTioHHa (opMa aMiHOKHCIOT (MOJIEKY/H 3apsi-
JUKEeH1 MTO3WTHBHO), B JIy’)KHUX PO3YMHAX — aHIOHHA (aMiHOKHCIIOTH 3apsKeHi
HeratuBHO). [i hi3uko-XiMiuHI BITACTHBOCTI aMIHOKUCIIOT BU3HAYAKOTH 1X 37[aTHICT JI0
enexmpogopeszy — po3MIICHHIO Y BACOKOBOJIETHOMY ITOCTITHOMY €NEKTPUYHOMY TTOJTi.
[Tpu piBHOBA31 MO3UTUBHUX Ta HETATUBHUX 3apsI/IiB MOJICKYJIa aMiHOKHCIIOTH Iepe0yBae
B i30enekmpuunomy cmani. XapakTepHe Ui KOXKHOI aMiHOKHCIIOTH 3HaueHHst pH,
MpU SIKOMY aMiHOKHCIIOTAa Ma€ CyMapHHH HYIBOBHUH 3apsiji, Ha3UBaeThcs pH
izoenexkmpuunoi mouxu (pl).

2. Honapuicmy monexkyn amiHOKucaom.

3ane)xHo Bif mossipHOCTI O19HMX pamukaiis R (Tadi. 2.2), aMiHOKUCIIOTH B OLTBIITIH
200 MEeHIIi{ Mipi B3aEMOJIIFOTH 13 INTIOISIMU BOJTH, TOOTO MPOSBIIAIOTH TiApodipHi 200
ripo¢oOHi BIACTUBOCTI.

[MonspHicTh GYHKIIOHATEHUX TPYI aMiHOKUACIIOT Pa3oM 3 IX KUCJIOTHO-OCHOBHUMH
BJIACTUBOCTSIMU BU3HAYAIOTh OCOOIMBOCTI CTPYKTYPH, OUIBIIICTh (PI3UKO-XIMIYHUX Ta,
BIi/ITIOBITHO, O10JIOTIYHUX BIIACTHBOCTEH OUIKIB, 1110 CHHTE3YOThCS 3 [IUX aMIHOKHUCIIOT.

3. Onmuuni énacmugocmi amMiHOKUCIOM.

0l-ATOM BYIJICIIEO BCiX IPOTETHOrE€HHUX aMiHOKHCIIOT, 32 BUHSITKOM IJTiLIMHY, 3B’ SI3aHUI
13 4oTUpMa pi3HUMHU (DYHKITIOHATBHUMH TPYIaMH (aCUMETPUYHHN aTOM) 1 € XipaibHum
YEeHmMpOoM MOTLeK) i, Ha OCHOBI IILOTO, IPOTETHOTeHH] aMIHOKHCIIOTH € OIITUYHO aKTHBHIMHU
CHOJTyKaMH, TOOTO 3/1aTHi 10 00epTaHH:I IUIOIIMHH MOJIIPH30BaHOTO CBITIIA.

4. 30amuicmo 00 ymeopenna Kuciomo-amioHux 36’a3Kie.

XapakTepHOI XIMIYHOK OCOOJIMBICTIO aMIHOKHUCIIOT € 3JIaTHICTh 1X Ol-aMiHHOT Ta
Ol-KapOOKCHIILHOT IPYTT YTBOPIOBATH KUCIOTO-aMiIHUH (nenmuonuil) 38’ 130K 32 paxy-
HOK BiJIIICTUICHHS €JICMEHTIB MOJICKYJIM BOJIM, TOOTO BCTYTIATH 0 PEAKIIii ITOJIIKOH ICHCALTIT:
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[Nomiamizy, MO YTBOPIOIOTECS B 3a3HAYEHUX PEAKIIisIX, OTPUMAIN Ha3By nenmuoie
(Ounenmuois, mpunenmuoié ... onieonenmuoié ... noxnenmudig, BIIOBIIHO).

Cmpykmypa nenmuowoi epynu
Yortupu aromu, U0 BXOAATH 10

T So=® cknanty nerruauoi rpym (-CO-NH-),
21 ®) pO3MillleH] B OJHIA reOMeTpUYHIN

oum @ J“” IUIOIINHI, TO61‘“O € KOMNAGHAPHUMU.
122° Kucenb kapOOHIITEHOT TPYITH Ta BOJCHB

0,36 nm 013 nm

NH-rpynu po3raiioBati B TPaHCIIO-
JokeHHi (puc. 2.3).

JloBkuHa 3B’SI3Ky MK aTOMaMH
BYIJIEIIFO KapOOHLITLHOI TPYTIH T a30Ty
aminHOI Tpymu nopiBHIoE 0,132 HM,
TOOTO TeH 3B’SI30K KOPOTIIHHA 3BU-
yaifHOro ofuHapHoro 3B’s3Kky C-N
(0,147 am) 1 € mpubmmzHo Ha 50 %
nozBiiiHMM. Takuii xapakTep moBiii-
HOTO 3B’s13Ky 3yMOBJICHUI CIIPSDKEHHM
BIUJILHOT IApU P-€JICKTPOHIB a30Ty 3
Pric. 2.3. KoMmuianapHe po3MmilleHHst aToMiB mentua-  T-CJICKTPOHAMH TIO/IBIHOTO 3B’SI3KY

HOi rpynu B MoJiekyJax nentuiis ra oiikis.  C=0 (p,M-COPsDKEHHS ) Ta yTBOPEHHSIM

PE30HAHCHOI CTPYKTYPH:

(0] o
Il |
P Co N S -« C %N 7
|
H
Buxorstan 3 OyIoBH NENITHIHOTO 3B SI3KY Ta NENTHAHOI TPYIH, GilbHe 0OepmManHs 6
NenmuOHOMY 1anYI03i Modcause minoku Hasxono epyn —CHR, M0 po3TanioBaHi Mix
OKPEeMHUMH KOMILTaHApHUMU MENTHAHAMY rpyriamu (prc. 2.3). Lli ctpykTypHi oOMeKeHHsl,
Pa3oM i3 3aTHICTIO NEBHMX (DYHKLIOHABHKX TPYI TIENTHIHKX JIAHIIOTIB 10 CUJIBHHX Ta
CITaOKKX B3aEMOJIiH, IeTEpPMiHYIOTh OCOOIMBOCTI YTBOPEHHS YIOPSAKOBAHMX KOH(OpMAIIii
MOJIEKYJT OLIKIB, 1110 PO3IVISTHYTI HIDKYE.
5. Ximiuni pearuii, uio euxkopucmogyomscsa 011 anaizy amiHOKUCION.
3aBISIKK PI3HOMAHITHOCTI CBOIX (DYHKITIOHATIEHUX TPYTT MOJIEKYITH Ol-AMIHOKHCIIOT MOXKYTh
BCTYTIaTH B XIMIYHI peaKIlii, sSIKi 3aCTOCOBYIOTHCS B aHAJIITUYHIHN Ta KITHIUHIN Oi0Ximil y1st
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imeHTHdiKarii i KUTbKICHOTO BU3HAUYSHHsI OKPEMUX aMiHOKUCIIOT. Li peaxii (Tak 3BaHi
“KOJTbOPOBI peakilii’’) BAKOPUCTOBYFOThCS TSI BU3HAYEHHS SIK BUTbHUX aMiHOKHCIIOT, 10
MICTSATBCS SIK Y 010JIOTTYHIX 00’ €KTax (IUTa3Mi KpOBi, cedi TOIIO), TaK i B MeKax aHaJizy
aMiHOKHCIIOTHOTO CKJTa Ty OUTKIB Ta IETITHIIB.

Hineiopunosa peaxyis

Hinrigpus (TpUKeTOrApUHACHT 1 ApaT) PY HAarpiBaHHi 3 0l-aMiHOKHUCIIOTAMH CIIPUUMHSIE
ix nexapbokcumoBanns 3 yrBopenHsM NH,, CO, Ta anbieriny — NIpomyKTy OKUCIIO-
BaJILHOTO JICKapOOKCUITIOBAHHS aMIHOKHCIIOTH. Y MOJAJIBIIIOMY aMiak, 1110 BUBLTLHUBCS,
pearye 3 BiTHOBJICHUM HIHT1JpHHOM, YTBOPFOFOUH KOMILIEKC CHHBO-(D10JIETOBOTO KOJTbOPY 3
MaKCHMYMOM TIONTHHAHHS TIPHA, = 570 HM. 3a JI0TIOMOT OO HiHTiIPHHOBO] PEaKLIii MOMKITIBO
JICTEKTYBaT! | HMOJIb AMIHOKHCIIOTH:

i
1:|{ C\ 100°C
OH
H—C—NHy + 2 c T —
H
COOH C/ 0
[
O
o - AMIHOKHUCIIOTA Hiurigpua
i i
C\ /C
e //C—N:C\ + CO,+R —-CHO
T I
OH O

Dryopeckaminosa peaxyis

BucokouyTIMBUM peareHTOM Ha Ol-aMiHOKUCIIOTH €
TaKOX (h1yopeckami, SIKUA yTBOPIOE 3 aMIHOKHCIIOTAMH
(yopeciryrodi komruiekcr. OiryopeckaMiHOBa PEaKIIis €
OUTBIIT Uy TIMBOO, HK HIHTIIPUHOBA, 1 TO3BOJISIE BU3HAYATH
AMIHOKHMCIIOTH B KUTbKOCTSIX 10-50 Morneit.

CnektpodoromeTpudHe abo crekTpoayopo-
METpPHYHE BUMIPIOBAHHS KOMIUIEKCIB aMiHOKHCIIOT i3
HIHT1IpUHOM 200 (TyOopeckaMiHOM JI03BOJISIE KUTbKICHO
BU3HAYaTH aMIHOKUCIIOTH HE TUIBKH SIK BUTbHI MeTa0o0-
JITH, a ¥ Y CKJIa1i OLJIKOBUX T1/IPOIi3aTiB MiCIs X Xpoma-
TOrpadgiyHOTO PO3AIICHHS, 110 BUKOPHCTOBYETHCS B dryopeckamin
aHaJTi31 IEPBUHHOI CTPYKTYPH OLITKIB Ta IENTHIIB.

Kpim 3a3HaueHux, y KIiHiYHIH 610XiMii 3aCTOCOBYIOTH TaKi “KONbOPOBI peakiii”
AMiHOKHUCJIOT:

— KCAaHTONPOTeTHOBA peaKisi — XapaKkTepHa Uil OSH30JIFHOTO S/Ipa IUKITIYHIX
aMiHOKUCIOT ((PeHinanaHiny, THPO3UHY, TPUIITO(hAHY), SIKE HITPYETHCS MPH Aii KOH-
LHEHTPOBAHOI a30THOT KUCIIOTH 3 YTBOPEHHSM HITPOCTIOIYK XKOBTOTO KOJIBOPY;
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— peakuis Mijiona — crerdivna peakiiisi Ha THPO3HUH (aMiHOKUCIIOTY, IO MiCTHTh
(heHONMBHIH TiApoKCHIT). B yMoBax HarpiBaHHs )EHOJTIB Ta X MOXITHHUX i3 peakTHBOM MiJloHa
(cymimr Hitparis pryTi (I) Ta (II)) yTBOPIOIOTBCS pTYTHI MOXiIHI HEIITHO-YEPBOHOTO KOJTBOPY;

— peakuis Cakary4i — peaxitisi, 1110 3aCTOCOBY€ThCS TSI i/IeHTH(]IKaIlii ryaHiquHO-
Boi rpynu aprisiny. [Ipu B3aemonii ryaniguay 3 ol-Ha)TOJIOM Ta MIOXJIOPUTOM HATPI0
B JTy’)KHUX YMOBaX YTBOPIOIOTHCS CTIOJYKH 3 USPBOHUM 3a0apBIICHHSIM;

— peakuisi Epsixa — 3acT0oCOBY€TBCS 1S BUSIBIICHHS 1HIOIBHOTO KUTBIIS TPHITTO-
(hany, sIKe IPH peaxilii 3 N-IUMeTHIAMIHOOCH3aIb/IETIZIOM Y KHCIIOMY CEPEIOBHIII JIA€
CHOJIYKH 3 (hi0JICTOBUM 3a0apBIICHHSIM;

— peakuisi ®oJisi — peakilis, XapakTepHa Ul CipKOBMICHUX aMiHOKUCIOT. [Ipu
KiIl’ATIHHI po34nHY Oi1ka a00 BiAMOBITHUX aMIiHOKHUCIIOT i3 JTyTOM Y TIPHCYTHOCTI TITFOM-
OiTy HaTpPilO YTBOPIOETHCS YOPHO-OypHiA 0call Cyab(iTy CBUHIIIO.

2.3.PIBHI CTPYKTYPHOI OPTAHI3AIII BIJIKOBUX MOJIEKY.T

Yci binku ma nenmuou maioms yHiKAIbHY MPUMIDHY RDOCHOPOBY OP2aHI3AiI0
(Kongpopmauiro), wio € cmpykmypHolo 0cHogolo ix cneuughiunoi dionoziunoi QyHkuyii.

BucoxoBnopsiikoBaHi KoH(pOpMaIlii OLTKOBHX MOJIEKYJ CTBOPIOIOTHCS HA OCHOBI
MOJITICTITHTHUX JIAHIIIOTIB, 1[0 MAIOTh KOBAJICHTHY CTPYKTYPY, Ta CTaOlIi3yIOThCS 3a
PaxyHOK yTBOPEHHSI Mi>K aMiHOKHCIIOTHUMHU 3aJIMIITKAMK TIEBHUX T THIHUX JIISTHOK
CITaOKMX (hi3UKO-XIMIYHHX 3B’ SI3KiB 1 B3AEMOJTIH.

Tunu 3B’s13KiB y OLIKOBUX MOJIEKYJIaX

1. Koeanenmni 36’a3xu.

1.1. ITenTuaHi 3B’ SI3KM — BHHUKAIOTh BHACHIZIOK B3a€EMO/Ii1 O-KapOOKCHIIBHUX Ta
Ol-aMIHOTPYII aMiHOKHCIIOT, 1[0 YTBOPIOIOTH TIETITHHUH JIAHITIOT.

1.2. JucynbdinHi 3B’ s13kH (—S—S—) — yTBOPIOIOTHCSI MK 3aJIMIITKAMH MOJIEKYIT
UCTETHY, 10 BXOATH J0 OTHOTO 200 Pi3HUX MENTHUAHUX JIaHIIOTIB.

2. HexosanenmHi 36°’a3Ku ma caoki 63aemoo0ii — (i3uKo-xiMiuHi 3B’5I13KH, 110
OepyTh y4acTb y B3a€MOII1 SIK TEBHUX YaCTHH OJTHOTO ITETITH/THOTO JIAHIIFOTA, TAK 1 PI3HUX,
ONM3BKO PO3TAIIOBAHUX JIAHIIOTIB, YTBOPIOIOYM BHII PiBHI KoH(opMalii OLIKOBHUX
MOJIEKYL.

2.1. BoxHeBi 3B S13KM — BHHHKAIOTh MiXK JIBOMA €JIEKTPOHETaTHBHIMHU aTOMaMHt
3a paXyHOK aTOMa BOJHIO, KOBAJICHTHO 3B’SI32HOTO 3 OJHUM i3 €JICKTPOHETaTUBHUX
aroMiB. BoHu Halfuacrilie yTBOPIOIOTHCSI MiXK BOJIHEM, 1110 BXOIUTH JI0 CKJIAAy TPy
=NH, —OH, —SH, ta cycigHiM aTOMOM KHCHIO, HAIIPUKJIA];:

/
N—/H = = = 0O=C
/ ™~
2.2. loHHi 3B’s13kHM — 3B’SI3yI0Th MK CO0OI0 10HI30BaH1 aMiHHI Ta KapOOKCHITBHI
rpynH (TOJIOBHUM YMHOM, O1YHHX paJJUKaIiB AiaMiHO- Ta JUKAPOOHOBUX aMiHOKHUCIIOT).
2.3. IumonbHi 3B’ SI3KM — €NIeKTPOCTATHYHI B3a€MO/IiT TOCTIHHUX UM 1HYKOBAaHUX
JITIONEH, SIKi MOXKYTh YTBOPIOBATUCSI MIXK Pa/IMKaIaMHU TIOJSIPHUX aMiHOKHUCIIOT (CEpHHY,

TPEOHIHY, IUCTETHY, TAPO3MHY TOIILIO), 1[0 BXOSATh JI0 CKJIa Ly OLIIKOBUX MOJICKYIIL.
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2.4. I'igpodoOHi B3aemoii — cyiaOKi B3a€MOIiT, TII0 BUHUKAIOTh MK O1YHUMHE Pajiu-
KaJIaMH TaKIX aMIHOKHMCJIOT, SIK BaJIiH, JISHITNH, 130JIeHINH, (h)eHITaIaHiH TOIIO 32 paXyHOK iX
“BHINITOBXYBAHH:I 3 TIOJIIPHOT (3BUYAiHO, BOIHOT) (pasm.

PiBHi cTpykTypHOi opranizanii 0inkis

Ilepeunna cmpyxmypa oinxie

[Tz mepBUHHOIO CTPYKTYPOIO OLTKIB PO3YMIFOTh TIENTH/THIH (TTOMITISITTHTHII ) JTAHITIOT,
MOOYIOBaHMH 13 3aHIIIKIB L-aMiHOKHCIOT. Y r—————— =
MOHSITTS TIEPBUHHOI CTPYKTYypH Oillka abo
TIEITH/TY BXOISATh HOTO SIKICHUH Ta KUTbKICHHI
AMIHOKHCIIOTHHI CKJIajl Ta TIOPSIIOK Yepry-
BaHHSI (TIOCITIIOBHICTH) OKPEMHUX aMiHOKHC-
JIOTHHX 3IHILKIB.

dparMeHT NepBUHHOI CTPYKTYPH TIOJi-
TMIENTH/IHOTO JIAHLIFOTA i3 CTPYKTYPHHMH Iapa-
METpPaMH, 1110 BCTAHOBJICHI Ha IMiJICTaBi peHT-
TeHOCTPYKTYPHOTO aHaJIi3y TIENTH/IIB, TPe/-
CTaBJIEHO Ha puc. 2.4.

KpiM nerrriHmx 38’ S13K1B, IEPBUHHY CTPYK-
Typy OLUIKIB CTBOPIOIOTH TAKOXK JUCYb(DiTHI
3B’SI3KH, ITI0 3’ €/THYFOTh [eBHI JIUISTHKH TIOJTIIIETI-
TUIHOTO JlaHItora abo OKpeMi MenTH/IH.
[pukinamom Moxke OyTH po3Mi-
IEHHS TUCYITh(iTHIX 3B’ S3KIB S—S
Y MOJIEKyTi OLTIKOBOTO TOPMOHY |_7 _l
IHCYITiHY, sIKa CKJIAZIA€ThCS 3 6
JBOX TENTHUIHUX JIAHIIOTiB
(A-nanmor — 21 amiHo-
KUCJIOTHAN 3aIMIIOK Ta B-an- |
1ror — 30 3aJTHIIKIB):

Ha3zBu nentuis, 110 BU3HAYAIOTh X NEPBUHHY CTPYKTYPY, OYIyFOThCS TAKUM YHHOM:

a) MEPIIUM BKa3y€eThCs 3JIMIIOK aMiHOKHCIIOTH, 110 Ma€ BiJIbHY Ol-aMiHOTPYITY
(Tak 3BaHOI “N-KiHIIEBOT aMIHOKHCIOTH);

0) y Ha3Bax yCiX aMiHOKHUCIIOT, 1[0 OepyTh Y4acTh B yTBOPEHHI ITENTHIHOTO 3B’ 3Ky
Ol-KapOOKCHITHHOIO TPYIIOI0, 3aKiHUEHHS -WH (-1H) 3MIHIOEThCS Ha -i71 (-101);

B) aMiHOKHCJIOTA, 1[0 Ma€ BIJIbHY O-KapOOKCHIIbHY TpyIry (“C-KiHIIeBa aMiHOKHUC-
J0Ta’’), CBOro 3aKiH4eHHS (-HH (-1H)) HE 3MiHIOE.

[Mpukinan Ha3BU MENTHAY aJaHLT-TITHII-METiOH1I-CEPHH:

Puc. 2.4. IlapameTpH CTPYKTYPHHUX eJIeMEHTIB
NOJIINEeNTUIHOIO JAHIIOTa (posmipu
N00AHO 6 aHzcmpemax; 1A= 0,1 am).

21
11

N—n—un —

30

Cl—twn—n —

1

C|3H3 (|)| |0| (C|3H ) |0| (|3H2
NH,—CH—C—N—CH,—C—N—CH——C—N—CH—COOH
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3a IOMOMOTOI0 MI>KHAPOIHHUX CKOPOYSHHX CHMBOIIB II€H TETpAIenTH ] MOXe OyTH
MO3HAYEHUH TaK:

Ala — Gly — Met — Ser

L1i ckopoYeHi 3amucH MENTUIIB MAIOTh OCOOTMBE 3HAYCHHSI JIIsI [TO3HAYCHHSI OLJIKIB,
JI0 IEPBUHHOI CTPYKTYPH SIKHX BXOIUTB 0arato COTeHb aMiHOKHUCIIOTHHX 3aJIUIIIKIB.

VY 3B’s3KY 13 3a3HaYEHOI0 BHIIE 3IaTHICTIO OKpeMUX (PyHKIIIOHAIEHUX TPYII TTeM-
THJTHOTO JIAHIIIOTa JI0 BHYTPILIHBOJIAHIIOTOBUX B3a€MOIiH, IETITHIHHH JIAHITIOT HA0yBa€e
MIEBHOT TPOCTOPOBOI CTPYKTYpH (KOHpopmawii). Po3pi3HsioTh 1Ba piBHI KOH(DOpMAIIii
TIENTHTHOTO JIAHITIOTA (T, BIIMOBITHO, OLTKOBOT MOJIEKYJIH, III0 YTBOPIOETHCS Ha HOTO
OCHOBI) — 6MIOpUHHY Ta mMpemuHHy CTPYKTypu. BTOpUHHY, TPETHHHY Ta Yemeep-
muHHy (IUB. HIDKYE) CTPYKTYPHU HA3UBAIOTh PA30M BUMUUMU PIGHAMU CHIDYKHYDHOT
opeanizayii O1TKOBUX MOJIEKYJI.

Bmopunna cmpykmypa 6inkie

BropunHa cTpykTypa 611KiB — 11€ psijt KoH]Oop-
Malliif, yTBOPEHHS SKHX 3yMOBJICHO, TOJIOBHUM
YUHOM, BOJHEBHMH 3B’SI3KaMH MK OKPEMUMH
JUISTHKaM# (TIepEeBaKHO, MENTUIHUMHU TPYTaMH)
MENTUIHOTO JIAHIFOra a00 PI3HUMH METTHHUMHU
JIaHIIIOTaMU.

Po3pi3HsIOTH 1Ba OCHOBHMX THITH BIOPSIKOBAHOT
BTOPUHHOI CTPYKTYpH OLITKOBHX MOJICKYIT: OL-CHIpaTh
ta B-cmpyxmypy.

1. o-Criipasns — KoH(opMariis, sika yTBOPIOETh-
CsITIPHU TIPOCTOPOBOMY CKPYyYTyBaHHI ITOJITTENTHIHOTO
JIAHIIIOTa 32 PAXYHOK BOTHEBHX 3B’SI3KiB, 1[0 BHHH-
katoTh Mi>k C=0- Ta NH-rpynamu noiinenTuaHoro
JIAHITIOTA, IO BiyTajieHi O/THA BT OHOI Ha YOTHUPH
aMiHOKHCIIOTHHUX 3aJUINKH. BogHEBi 3B A3KH B
Ol-CITipaJTi CIIPSIMOBAaHI MapaieNIbHO JI0 0Ci MOJIEKYITH.

o-Criipaib MOYKHa YSIBUTH €001y BUIIISLI JTiHii,
T 110 H/1e o OOKOBIi MOBEPXHI ySBHOTO LTiHIpa. Ha
Pric. 2.5. Mojiesib BTOPHHHOI cTPYKTY-  OJIMH 00€PTO-CITIpasTi pUIaae 3,6 aMiHOKHUCTIOTHUX
PH NOIINENTHAHOTO JaHIOra  3aMINKIB. HampsiMok obepTaHHs MOJNenTraHoro
y ursii o-cnipadi (sa /. 7o- - papgora B IpupoHKX Giikax — IpaBuii (“ripapa”
nineom ma P. Kopi). a-criipans) (puc. 2.5).
l'eomeTpuuni mapameTpu O-cripaii: pagiyc — 0,25 HM; Kpok (Tiepiox ineHTHd-
HocTi) — 0,54 HM; BIiCOTa 3CYHEHHS Ha OJIMH aMiHOKUCIOTHAHN 3amumrok — 0,15 Hw;
Ha OJIMH 00epT OL-CITipati mpumnanae 3,6 aMiHOKHCIOTHUX 3aJIHIIKIB.

o-Crripaib € MOJIEKYJIIPHOIO CTPYKTYPOIO, IO YTBOPIOETHCS 32 YMOB IIEBHUX CTEPHY-
HUX B3a€MOBITHOCHH Mi>K aMiHOKHUCJIOTHUMH 3JTHIIIKAMH, 1 1 (hOpMyBaHHS 3aJIeXKHUTH BiJ|
aMIHOKHCIIOTHOTO CKJIA/Ty TIONINENTHIHOTO JaHIora. Oxpemi amiHokucnota (Pro, Gly,
Glu, Asp, Arg TOI1I0) IPOTH/IIFOTH YTBOPEHHEO OL-CITipaJti a00 ecTaOuTi3y oTh 1. Y 3B’ 3Ky
3 1M, MOKJIUBE BHHUKHEHHS CHIPaIbHUX CTPYKTYP, IO 32 CBOIMH T'€OMETPUYHUMHU
napameTpamHy BiIPI3HSIOThCS Bif O-criipaini. [Ipuknamom e cripanb OuiKa Koraeeny —

a
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TOJIOBHOTO O1IKOBOTO KOMITOHEHTa
CTIONYYHOT TKAHWHHU, Y CKJIaJIi SKOTO
mictutbest 33 % minuny 121 % npo-
JIHY Ta T IPOKCUTIPOTIHY.

Jlekinbka OITKOBHX MOJIEKYJI 13
BTOPUHHOIO CTPYKTYPOIO Y BUIISIII
cripasiell MOXKyTh B3aEMOJIISITH OJTHA
3 OJIHOIO, YTBOPIOIOUU MIKMOJICKY-
JISIPHI KOMIUIEKCH, 1110 SIBIISTFOTH COO0I0
cynepcnipanizosani (“cynepemo-
PUHHI”) CTPYKTYpH.

2. B-Ctpykrypa — CTpyKTypa
TUIY CKIIQJA4acToro Imiapy, cKiiaaa-
€ThCS 13 3Ur3aronoi0HO PO3TOPHYTUX  Puc. 2.6. B-Kondopmauis notinenTnanoro anmora.
HOHiHeHTI/IHHI/IX HaHI_[}OI‘iB, 1o p03— CxeMaTHYHO 306pa)|ceﬂi TPHU NnapajieJibHUX
TaioBaHi mopsix (1Box abo OLIBIION JIAHIIOTH, 110 YTBOPIOKOTH CTPYKTYPY THITY
KilbKocTi) — puc. 2.6. CIIATIACTOro apy.

B-CtpyKTypH YTBOPIOIOTBCS 32 PaXyHOK MIKJIAQHIFOTOBHUX BOJHEBUX 3B’SI3KiB, IO
3’eanytoTh Tpyr C=0 Ta NH cycimnix nominentumis (puc. 2.7):

Puc. 2.7. YTBopeuns B-cTpyKTYyp: a — 6u2ns10 300Ky; 6 — 6u2nsio 36€pxy.

B-Kongopmarrito MatoTs Oiiku B-KepaTuHy, sKi CKIaJal0ThCs 3 3Ur3aronoIiOHuX,
AHTHNAPAJIETHEHO OPIEHTOBAHKX MOJIMENTHIHKX JAHIEOriB. [IpeicTaBuuKkoM B-keparunis
€ Qiopoin — GiOpUNApHUI HEPOYMHHUH O17I0K ITIOBKY Ta MTaByTHHHSL.

Kpim yriopsiikoBanux THITB (O-Criipaiti Ta B-cTpyKTypH), BTOPHHHA CTPYKTYpa MOXKe
SIBJISITH COOO0 HEPETYIISIPHY, HEBITOPSIKOBaHY (XaoTHYHY) KOH(opMalIito.

V GaraTboX MPUPOTHUX OLTKaX B3/IOBIK OJTHOTO TOJTIMENTHIHOTO JIAHITFOTa, IO CTAHO-
BUTb NIEPBUHHY CTPYKTYPY AAHOTO OiJIKa, IPUCYTHI sIK O.-CIipajIi30BaHi UISTHKH, TaK 1
30HHM, [0 CTAHOBIATH CKiamdacTuii map (B-cTpykrypn) abo MaroTh HEPETYISIpHY
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koH(opMaltito. Hanpukiiaz, y Mosekys1i XIMOTpHIICHHY 110 14 % 3araibHoi KibKOCTI aMiHO-
KHCJIOTHHX 3aJTHIIKIB BXOIUTB JI0 CKIay Qi-Criipaneit, 45 % — B-crpykryp, 61 % —
JIIISTHOK 13 HEBMOPSIKOBAHOKO CTPYKTYpoto. [lominenTuaHi TaHIFOTH B MOJIEKYIJIaX Mio-
I00iHy Ta TPOIIOMIO3MHY MaiiKe IIOBHICTIO Ol-crtipastizoBadi (Ha 80 Ta 100 %, BiamnoBiaHo).

Tpemunna cmpykmypa oinkie

TpetrHHA CTpyKTYpa OLIKIB SIBJIsIE COOOIO CIIOCIO YKIIaIaHHS B TPUMIPHOMY TIPOCTOPI
MOMINENTHAHOTO JIAHIIIOTa 3 IEBHOIO BTOPHHHOIO CTPYKTYpoto. B yTBOpeHHi Ta crabii-
3al1ii TPETUHHOI CTPYKTYpH OEpYTh Y4aCTh BOJIHEBI, 10HHI, T1Ipo(OOHI 3B’ I13KK Ta B3aEMO/I]i.

3asiexHO Bij opMHU Ta O0COOIHMBOCTEH TPH-
MipHOT IPOCTOPOBOT OpraHi3allii, BUALISIOTH ITI00Y-
JsIpHi Ta GiOpHUIISIpHI OLITKH.

Thobynsapui Oinku — OUTKH, TII0 MAIOTh OKPYTITY
(xymeroioHy, abo ermincoinHy) popmy. Bimromenns
JIOBIOI Ta KOPOTKOI OCel MOJICKYIIH B TIIOOYIISIPHIX
oinkax — Bix 1:1 mo 50:1. Lle anpOymiH cHpoBaTKA
KPOBI, MiOITIO01H M’5131B, TeMOTJI001H, OLTBIITICTE (ep-
MEHTHHX O1ITKIB.

I'moGymstpHi 6inkn moOyHOBaHi 3 oHOTO a0 Je-
KIJIBKOX 3B’S3aHUX AMCYJIbQITHUMH MiCTOYKaAMU
TIOJIIMENTH/HUX JIAHIIOTIB, IO 3TOPHYTI B HIUIBHI
Kynenomioni ¢opmu. Mojielib MPOCTOPOBOT CTPYK-
Jewo npoctopose postamy- YPHOI Opraiisauii Monexym MiorI00iHy, BHepIie
panmst noginenTuanoro qan-  SaporioHosany Jux Kewnap’ro (J Kendrew) B 1958 p.
wiora, 38’s3aHOro 3 MoJieky- HATIIJICTaBl DEHTITEHOCTPYKTYPHOIO aHaIi3y OLIKOBUX
JI010 Temy. KPHUCTAIIB, MOJIaHO Ha puc. 2.8.

TpumipHa opranizariis TTo0ysp-
HUX O1JIKiB YTBOPIOETHCS 32 PAXYHOK
MIPOCTOPOBOTO 3TOPTAHHS TOJIIMeTI-
THTHOTO JIAHIIOTA, OKPeMi YaCTHHU
SIKOTO MOXKYTb MICTUTH OL-CHipalli,
B-cTpykTypH Ta AinsHKH 6€3 yriopsiji-
KOBaHOI CTPYKTYpH (IUB.: Bmopun-
Ha cmpykmypa 0inKie).

CxeMy MpocTopoBoi KOH(popMAITii
Mior00iHY, 3HaYHa YAaCTHHA TTOITIeN-
TUJIHOTO JIAHI[IOTA SIKOTO Ol-CIipa-
Ji30BaHa, [10J[aHo Ha puc. 2.9.

TpeTtrHHY CTPYKTYpY IIOOYISPHOTO
(hepMeHTHOTO OLTKa TEKCOKIHA3H, TT0-
JITETTTH THIH JIAHITFOT SIKOTO YTBOPIOE SIK
Ol-criipaii, Tak i CKJIag4acTi mapH,
300paxeHo Ha puc. 2.10.

Puc. 2.8. MoaeJib TPETUHHOI CTPYKTYpPHU
MOJIEKYJIU Mior106iny. 300pa-

Puc. 2.9. IlpocTtopoBa koH(popmaniss Miormo6iny i3 e
300paKeHHsIM XapaKTepy BTOPHHHOI CTPYK- Cra0inizaniss KOMIAKTHOI I00yIIH

TYpH HOJINENTHAHOTO JAHIIOTA. peaJ'Ii?»yCTLCH 3a PaxXyHOK BOAHCBHX Ta
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THITMX CTTA0KHX 3B’ SI3KiB Mi>K OTYHIMHU PaJIiKa-
JIaM1 aMIHOKHCITOTHHX 3QJTUIIIKIB, sIKi (PIKCYFOT
BITHOCHO OJ{H OJTHOTO TTIEBH] YaCTHHM ITOJIIIEIT-
THTHOTO JIaHITroTa (200 JIAHITIOTIB, 3’ € THAHUX
S—S-3B’s13kaMM).

OcoOMMBICTIO TPETUHHOI CTPYKTYPH TII00Y-
JTISIPHUX OLJTKIB, TTI0 BU3HAYAE TX BAYKITHBI (PI3UKO-
XiMi4Hi Ta 010JI0TI4HI BITaCTHBOCTI, € XapaKTep
pO3TalIyBaHHS MOJAPHUX Ta HEMOJISIPHUX
AMIHOKUCJIOTHHX 3AJTMIIKIB. Y OUIBIIOCTI IO~
OyrsipHIX OUTKIB MOISIpHI (T1ApodibHi ) 3aTUIIKA
PO3MIlIIEHI Ha TIOBEPXHI II00YJIH, JIe BOHH
KOHTAKTYIOTb i3 BOJHOIO (ha3010, TOMi sIK He-
MOJISIPHI PafMKali 3aHypeHi Y BHYTPIIIHIO
rigpodoOHy ¢azy Mosekynu. Taki ocoOsu-
BOCTI Oy/10BM OLIKOBHX IIOOYINT BU3HAYAIOTh
CTYMIiHB X PO3UUHHOCTI, OCOOJIIMBOCTI B3a€-
MOJIii 3 IHIIIMMH O1TKaMH Ta JIiTaHaMH Pi3HOT
XIMIYHOI TPUPOJIHL.

DiopunsapHi 6inky — OUTKH, CTPYKTYPHOIO
OCOOJHMBICTIO SIKHIX € BUTATHYTa (hopMa MoJTe-
KyJl. BOHM CXWJIBHI IO YTBOpPEHHS MYJIBTH-
MOJICKYJISIPHIX HUTKOIOJTIOHIX KOMITICKCIB—
(bi0OpwHIL, 10 CKIAIAIOTHCA 3 JICKUIBKOX Iapa-
JIENTBHUX TIOJINENTHTHUX JIAHLIFOT 1B.

QiOpuIsIpHI OUTKK € CTPYKTYPHUMH KOM-
MOHEHTaMH CTIONTYYHOI a00 HIIMX OMOPHHUX
TKaHWH oprafi3My. [ [prkinamamm cTpyKTypHIX
(biOpHISIpHUX OUITKIB € KonaeeH — HaHOLIBIIT
JPO3TOBCIOMKEHHMI OLTIOK OpraHi3MYy JTFOIHHH, ITI0
cTaHoBUTH 10 30 % 3arajibHOI KUIBKOCTI TKa-
HUHHHX OLJIKIB, e1acmuH CTIOTYYHOT TKAHHHH,
Ol-Kepamui OTPHUX TKaHWH, eIiIepMicy
HIKIpH, BOJIOCCSL.

DopmyBaHHs Oararb0x O10JIOrTIHO BaKITH-
BHX (DiOpUITSIPHIX OLIIKIB BiIOYBA€THCS IIISIXOM
YTBOPEHHSI CYNEpBTOPUHHUX (Cyrepcmipa-
JI30BaHUX) CTPYKTY], 30KpeMa:

1. Monekynu mponoxoiaeeny — CTpyK-
TYPHI OMHUIII KOJTAareHOBUX (PiOpHIT CIIOTy Y-
HOi TKaHWHU. MOJEKYIH TPOIOKOJIAareHy

Puc. 2.10. TpumipHa opranizauis ¢gepmenTty

rekcokinasu. Ha yvomy pucymy i
na pucynky 2.13 o-cnipani ymosHo
300padicero y 6uensidi YyuiiHopis,
B-cmpyxmypu — y euenadi cmpinox
(3a A.Sl. HikonaeBum, 1989).

Puc. 2.11. Moaeb ¢opmyBanus pidpuasipHux

OinKiB 3 okpeMHX O-cmipaJizoBaHMX
noJIinenTuaiB: a — noainenmuonuil
Janyioe, wo Aenac coboio “éenuxy’’ cni-
panw, chopmosany Ha ocHosi “manoi”
Ol-cnipani; 6 mooeni, wjo 300pasxcena,
Kpox “manoi” cnipani (1) y 12,5 pasa
Menwuil 810 Kpoxy “genuxoi” cnipani
(2); 6 — cynepcnipane muny 6aea-
TOACUTBHO20 KAHAMA, NoOYO08AHA i3
cemu Oi-Ccnipanizoeanux noxinenmuois.

CKJIaIAt0THCS 3 TPHOX MOMIMENTHIHUX JIAHITIOTIB (CITipaeii Koarexy ), 1o 0OBHTI OMH
HABKOJIO OZIHOTO 3 TUTIOM TYTOTO JDKTyTa. CTa0li3alis TpOIIOKOIareHy TOCATAETHCS 3
PaxyHOK BOITHEBHX 3B’ s3KiB Mk C=0- Ta NH-rpymamu cyciHiX OMMenTHTHIX JIAHITOTiB.
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2. binku O-kepamuny — OCHOBHUM TUI (iOPHISIPHUX O1JIKIB, 3 SIKHX MOOYIOBaHO
30BHIIIIHI 3aXUCHI TOKPHUTTS XPeOIIEBHX TBAPHH (€T IEPMIC IIIKIPH, BOIOCCS, HIITi JIFOINHMY;
IIEPCTh, IMip’s1, POTOBI YTBOPEHHS ). Ol-KeparuHu sIBJsitoTh CO00k0 MikpohiOpHIH iaMeTpoM
npuOIM3HO 2 HM, OOYI0BaHi 3 TPOX CI-CHIpai30BaHUX MOMIMENTHIHUX JaHIIOTIB
(cymrepermipais). Oxkpemi MiKpo]iOpuH, 3’ €THAHI MIKITaHITFOTOBUMH JIACYITH(1THAMI 3B 53-
KaMH, YTBOPIOFOTh CTPYKTYPH, TIO/IOHI /IO 0araToXIITbHOTO KaHaTYy, 1110 3a0e311edye MIITHICTh
BOJIOCCSI Ta IHIIMX TKaHHH, OOYJI0BaHUX 3 Ol-KEPATHHIB.

Cxemy yTBOpeHHs (HiOpHISpHUX OUIKIB 3a PaxyHOK Cyrepcripanizamii oKpeMHux
TIOJIIEITHTHHX JIAHIIFOT 1B, 10 MAFOTh KOH(OpPMAITit0 Oi-CITipalti, moaHo Ha puc. 2.11.

Yemeepmunna cmpykmypa 0inkie

UeTBepTrHHA CTPYKTypa OLTKIB YTBOPIOETHCS MPH 00’ €HAHHI (arperartii) JeKimbKox
MOJNINENTHAHUX JIAHIIOTIB a00 MPOTOMEpIB, KOXKEH 3 SIKMX MAa€ CBOIO XapaKTepHY
BIOPSIIKOBaHY KOH(DOPMAITIFO.

Oxpemi poroMep (CyOOMHNIT) B OLTKaX 3 YETBEPTHHHOIO CTPYKTYPOIO 00’ €THaH1
HEKOBAJICHTHIIMH 3B’ SI3KaMH, ITI0 CIIPUUHHSE TIOPIBHSHO JIETKY 1X IFICOLIAITIFO TPH 3MiHI (Di3HKO-
XIMIYHHX BIIACTUBOCTEH cepeoBurina. Pa3oM i3 THM, Taka AWCOITAIIis PH3BOAUTS J0 BTPATH
crierugivHoi 151 TaHoTo O1TKa 010JI0TTYHOT aKTHBHOCTI, SIKa MPUTAMAHHA JIUIIIE [ITICHOMY
OJIIrOMEPHOMY YTBOPEHHIO.

[Tpukiagamu G1IKIB 13 YETBEPTUHHOIO CTPYKTYPOIO € OJIITOMEpH1 OLTKH 3 M.M. BHIIE
50 k1, 1o moaaHi B Tadi. 2.1.

3HavyHui (i3i0NOriYHUIA Ta KIIHIYHUNA iHTepec
CTAHOBUTH OLJIOK epUTpoLmTiB reMoriodin (Hb), mo
€ TPAHCIIOPTEPOM KHCHIO B OpraHi3Mi JIFOJIMHH Ta
BUIIIMX TBAPHUH. BiH € TUIIOBNM Ipe/ICTaBHUKOM OLIKIB,
10 MaIOTh YETBEPTHHHY CTPYKTYpY. M.M. TeMOro-
0iHy opiBHIOE 68 K/I; ioro Mosiekysia o0y 10BaHa 3
YOTHUPHOX ITOMAPHO OJTHAKOBUX CYOOMHHUIIL — TBOX
0L~ T JIBOX B-TOTIENTHTHIX JIAHIIFOT B, KOYKEH 3 SIKFX
3’€THaHMI 3 HEOLTKOBOFO CITOTYKOI0 2emom —1opi-
PHMHOBHM TIOXITHUM, IO 3B’SI3y€ MOJICKYITy KHUCHIO
(puc.2.12):

Binku 3 4eTBEPTHHHOIO CTPYKTYPOIO MOXYTb
BKJTFOYATH SIK OJJHAKOBI IIPOTOMEPH (SIK Y IPHKJIIAT
reMon1o0iHy), Tak i pi3Hi. Y ckiazi 6ararbox Oij-
KiB-()epMEHTIB MICTATHCSl Pi3HI MPOTOMEPH, IO
BHUKOHYIOTH Pi3Hi OloxiMiuHi (yHKuii (30Kpema,
KaTaJiTUYHY Ta PETYJISTOPHY).

Puc. 2.12. YeTBepTHHHA CTPYKTYypa
MOJIEKYJIH IeMOIJIO0iHYy.

Momenni oinku

JloMeHu — CTPYKTYpHi JUTTHKA O1JTKOBUX MOJIEKYIT, 11O SIBIISTFOTH COOOFO TI00YIsIpH1
YTBOpEHHS BCEPEAXHI OLIKIB i3 TPETHHHOO CTPYKTYpoto. [liameTp rmo0ysipHOTro JoMeHy
JIOPIBHIOE B CEPEAHBbOMY 2,5 HM; 10 Hioro ckiaay BxoauTs 100-150 aMiHOKHCTIOTHHX
3QJTUILIKIB.
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Oxpemi ToMeHH € (PYHKITIOHATBHO BiJIHOCHO aBTOHOMHUMH YTBOPEHHSIMHU B CKIT/Ti
OLITKOBHMX MOJIEKYII, 1 IOMEHHI OLTKHY B IIbOMY BiJIHOIIIEHHI TTO/TI0HI /IO OJTiIrOMEPHUX OiITKIB.
e, Ha BiZIMiHY Bif] OLJIKIB i3 Y€TBEPTHUHHOIO CTPYKTY-

poto (omiromepiB), OKpeMi JTOMEHHI TIIOOYIIN yTBO-
PIOIOTHCSI TUM CaMUM OIS THIHUM JIAHIFOTOM 1,
BIJIMIOBIJTHO, 3B’sI3aHi M2k COOOI0 TIETITHTHUMU (hpar-
MeHTaMH (“IIapHipHUME JUISTHKaMH ). 3B SI3KU MIXK
JIOMEHAMH MO>KHA PO3ILCITUTH TLTHKH 38 JOTIOMOTOI0

MPOTEONITUIHHUX (DEPMEHTIB.

[Mpuknagamu JOMEHHHX OLIKIB € (PepMEHTH TITIKO- -

JITHYHOTO IUISXY OKHCIICHHS TITFOKO3U — 21iyepaib-
oezciogocpamoeziopoeenasza Tta gocgoeniyepam-

Puc. 2.13. Jlomenna oprauizauisi ¢ep-
MeHTY ¢ocdorainepar-
kiHa3m.

kinaza (puc. 2.13), y ckiaji sSIKHX OKpeMi JIOMCHHU

peatizyroTh Pi3Hi €TaIy CKIAJHOTO
KaTaJIITAYHOTO aKTy.

3aBepIIyroun po3mIsl MOJICKY-
JMSPHUX MeXaHi3MiB (OpMyBaHHS
BUILIMX PIBHIB CTPYKTYPHOI OpraHi-
3allii OUTKIB, HEOOXIJHO 32y BasKUTH,
o0 BCi BUCOKOBIOPSIAKOBaHI
¢opMu nmpocTopoBoi kKoH(opma-
uii 0IIKOBMX MOJIEKYJI JeTepMi-
HOBaHi NIEPBUHHOI0 CTPYKTYPOIO
NOJIiNeNTUIHOIO JIAHIIOTa, TOO-
TO aMiHOKHCJIOTHOIO TMOCJIi/I0B-
HiCTIO, IKa BU3HAYAETHCS I'eHe-
THUYHUM KOJOM KJIITHHH, B SIKii
CHHTEe3Y€EThCSl JaHMii OijoK.

BTropunHa, TpeTHHHA, YeTBEp-
TUHHA Ta JIOMEHHA OpraHi3aiiii OLIKIB
€ Pe3YJBTAaTOM JOBUIBHOTO, CIOHTAH-
HOTO (hOPMYBAHHS MPOCTOPOBUX
yrpymnoBaHb, 110 CHPSIMOBaHI Ha
JIOCSITHEHHSI CKJIaJTHAM O10(13MIHUM
YTBOPEHHSIM, SIKE SIBIISIE COOOFO MaK-
pOMOJIeKyITy OiiKa, TepMOIUHAMIY-
HO CTaOULIBHOTO cTany (puc. 2.14).

Primary
structure

Secondary
structure

Tertiary
structure

HEMOGLOBIN
Quarternary
structure

Puc. 2.14. ®opmyBaHHsI BMIIMX PiBHIB CTPYKTYpHOI
opranisanii 0lJIKiB HA 0CHOBiI MepBHHHOI
CTPYKTYpH.

2.4. PI3UKO-XIMIYHI BTJACTUBOCTI BIJIKIB

1. Kucnommno-ocnosni enacmueocmi Oinkie.

3aBISIKM HAsIBHOCTI 3HAYHOI KUIBKOCTI I0HOT€HHUX I'PpyTI (Oi-aMiHHI Ta Ol-KapOOKCHIIBHI
KiHIIeBI TPYITH, O19HI paIuKaIii KHCIIUX Ta OCHOBHUX aMiHOKHCIIOT) O17IKOBI MOJIEKYJIH €
aM(QOTEPHUMH €JIEKTPOIIITAMHU i Y BOJHUX PO3YHHAX YTBOPIOIOTH aM(pioHH, 3HAK Ta
3apsil IKUX 3aJICKUThH BiJl IX aMIHOKUCIIOTHOTO CKiany Ta pH cepenopuia.
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[omiGHO /10 BUTKHUX aMiHOKHKCIIOT, Y KHCIIOMY CEpPEIOBHII TIePEBAKAIOTh KaTiOHHI
(hopmMu OLTKOBUX MOJIEKYII, Y JTy»KHUX — aHioHHI. HasBHICTE 3apsity B MoleKyax OiIKiB
BH3HAYA€ X 3/IaTHICTH 0 e1eKmpogope3y — pyxy B IOCTIHHOMY €JIEKTPUYHOMY ITOJIL.
Enexrpodopernuna pyxoMicTb MOJNEKyYIT OLTKIB 3aJISKHUTh BiJl IX 3apsi/Ty Ta MOJICKYIISIPHOT
MacH, 1110 JIO3BOJISIE 3aCTOCOBYBATH METO]T eJIeKTPpodope3y st (hpaKilioOHyBaHHS CKIAIHIX
OLIKOBUX CyMIIIICH.

Enexrpodopes stk MeTon po3isieHHs OUTKIB CHPOBATKH KPOBi IIIMPOKO BUKOPHUCTOBYETHCS
B KJIiHIuHiH Oioximii. [Tpu 3acTocyBaHHi marepoBoro abo reneBoro enekrpodopesy OLTku
KpPOBi TIOIUIAIOTECSA HA TaKi OCHOBHI (paKii: amOyminu, O-, O -, B- Ta Y-2100yninu,
Qibpunocen (neranbHo — JWB. aBy “‘bioximis Kposi).

3miHror0ur pH, MOKITMBO TIepeBECTH OLJIOK Y CTaH, PH SIKOMY CyMapHHUI eITeKTPUYHUN
3apsi1 OLTKOBOT MOJICKYJIH JIOPIBHEOE HYITHO (i30e1ekmputruti cmar). BimoBiiHe 3HAYCHHS
pH orpumano vasBy pH izoenexmpuuroi mouxu dinka (pl). Y ckiai OumbIIOCTi TPUPOIHIX
OUIKIB KITPKICTh aHIOHOTEHHUX aMiHOKMCIIOTHHX 3aJIMIIKIB TEPEBHUINYE KiJTbKICTh
KaTiOHOTEHHVIX 3QJIMIIIKIB, TOMY I Oarars0X OUTKIB pl 3HAXOMUTHCS B KHCIIOMY CePEIOBHIIT,
1 TIpH HEUTpaTBEHMX a00 CIa00ITyKHUX 3HAYCHHIX pH BOHM 3HAXOASATHCS y (popMi aHIOHIB
(narpukiaf, OUTKK TU1a3MK KpoBi). JIy>)KHUMH € KOMIIOHEHTH SIICPHUX JIE30KCHPHOO-
HYKJICOTPOTEiHIB OUIKH 2icnOHU, 1110 MICTSATh Y CBOEMY CKJIaJ1i 3HAUHY KiJIbKICTh 3aJIUIIIKIB
TIO3UTHBHO 3aps/HKEHIX aMIHOKUCIIOT apTiHiHy Ta JTi3UHY.

2. Pozuunnicmo o0inkis.

PozunHHICTh OKpeMHX OLIKIB Y Pi3HMX (Pi3UKO-XIMIYHHX CEPEIOBHUIIAX 3aJICKHUTh Bl
TiepeBaYKaHHS B iX CKJIA]Ii TOJSIPHIX 200 HETTOISIPHIX aMiHOKHACIIOTHHX 3AJIHIIIKIB.

Bararo rmoGymsipaIx OLTKIB (30KpeMa, OLIKIB CHpOBAaTKH KPOBi Ta IHIIMX 01070TIIHIX
PiZMH) MICTSThH Ha CBOTH TIOBEPXHi TiApOoMiIbHI 3ATUIIKK TOJSIPHUX HE3apsDKEHHX a00
3apsDKEHUX aMIHOKHCIIOT, SIKi JI00pe B3aEMOJIIOTh 13 JUIOIBHUMH MOJICKYJIAMH BOJIH,
YTBOPIOKOYHM HABKOJIO OLTKOBUX MOJIEKYJI TijjpaTHi 00osoHkH. L1 Oiiku 100pe po3unHHI y
BOJIi 00 CITA0KMX CONLOBHMX PO3YHNHAX COJIEH JTY)KHIX METAIB.

30LIbIIIEHHS. B PO3YMHAX BMICTY KaTiOHIB METaJiB Ta aMOHIIO CYIPOBODKYETHCS
JIETipaTaIti€ro OUTKOBIX MOJIEKYIT i OCaIPKEHHSIM TIEBHUX OUTKIB (METON 8ucontoéarHs). I3
I[IEF0 METOK HAWOIIBII YaCTO BUKOPUCTOBYIOTHCS KOHIICHTPOBAHI PO3UMHU CYIb(aTy
aMOHII0, Cy/b(hary HaTpit0, XJIOPHIIB HATPIKO Ta KaJIiF0. 3MIHIOKOUYM KOHIICHTPAIIO0 BH-
COJIIOIOUMX PEarcHTIB, MOXKIIMBO 3JificHIOBaTH NudepeHIiiioBaHe OCaJPKEHHS
(ppaxiionyBanHs) eBHUX OuTKOBHX (hpakmiii. Hamprkiman, B ymMoBax HamiBHACHYEHHS
CHPOBATKH KPOBI CIPYaHOKFICTIM aMOHIEM BiZTOyBA€THCSI OCA/PKEHHS ITI00YITiHIB, TPH TIOBHOMY
HaCHUYEeHH|— aIThOYyMIHiB.

3. Aenamypauia oinkie.

[lin denamypayiero po3yMitoTh BTpaTy OLIKOBOIO MOJEKYIIOK MPHUTAMaHHOI Tif
MPOCTOPOBOI CTPYKTYPH (HAMuUGHOI KoHghopmayii) Ta MOPYIICHHS XapaKTePHUX YISl JAHOTO
Olka (hi3uKO-XIMIUHKX BIACTHBOCTEH. JleHaTypallisi CyIpOBOIPKYEThCS 3HHKEHHSIM a00
BTpaToro crieiudivHol Jyisi JaHOoro OuTka 0i0JIOTiYHOT aKTUBHOCTI ((pepMeHTaTUBHOI,
TOPMOHAJIBHOI TOITIO).

Bona BiOyBa€eThCst BHACIIOK BIUTUBY Ha OLTKOBI PO3UHHU Ta OLIKH, 10 3HAXOATHCS B
010JIOTTIHIX CEPEIOBHITIAX, JKOPCTKHUX XIMITHIX, (DI3UKO-XIMIYHHX Ta (DI3UIHIX (DaKTOpIB.
JleHarypallito BUKIMKAIOTb Jlis KUCIIOT, JIYTiB, OpPraHiYHUX PO3UYMHHUKIB, HAIPIBAHHS OLIKIB
1o 60-80 °C, mist BUCOKUX JI03 YIIBTPA(ioIeTOBOIO Ta 10HI3YIOUOrO BHITPOMIHIOBAHHSI.
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MexaHi3M BIUTMBY JICHATYPYIOUHX areHTiB MOJISTae B PyHHYBaHHI CITAOKFHIX 3B s13KiB (BOITHEBHIX,
10HHUX, JTUTTOBHAX, TiIpo(oOHNX), 1110 CTaOLTI3YIOTh YIOPSAKOBAHI T TIPOCTOPOBOL
oprasizarlii OLTKOBUX MOJIEKYJI (BTOPHHHY Ta TPETHHHY CTPYKTYPY ).

4. B3aemoodia o6inkie i3 pi3HUMU XIMIYHUMU JII2AHOAMU.

BHacifiok HasBHOCTI Ha MOBEPXHI OLTKOBUX MOJICKYJI 3HAYHOT KIIbKOCTI aKTMBHUX
(YHKITIOHATEHUX TPYTI, OLTKH 3/1aTHI /10 3B’ sI3yBaHHS PI3HOMaHITHHUX XIMIYHUX Ji2aHOi8.
Jo miraHmis, 3 IKUMH MOXYTh B3a€EMOJIISATH OLITKOBI MOJIEKYITH, Halle)kKaTh HU3HKOMO-
JIEKYJISIPHI Ta BHCOKOMOJIEKYIISIPHI CITONTYKH, 30KpeMa Ik 010MOJIEKYIH, TaK 1 9y KOpiTHi
XIMIYHI CIIOJTYKH, 1[0 HAAXO/ATh B OPTaHi3M 3 OTOUYOYOTO CEpPEIOBHIIIA.

3B’s13yBaHH OLTKaMU MIEBHUX XIMIYHHX JITAH/IIB y 0araTb0X BUIIJIKaX € MEXaHI3MOM
peadizallii TpaHCIOPTHOT, PEryIsTOPHOT a00 KataniTHYHOI QpyHKIiH naHux OinkiB. Ha-
TIPUKJIAT], COPOITiSt JKUPHHUX KUCIIOT Ta OintipyOiHy ambOyMiHOM CHpOBATKA KPOBi, 3B’ 513y~
BAHHS NTFOKOKOPTHKOI/IIB Ta IIPOT€CTHHIB TPAHCKOPTHHOM ITJTa3MH € €TArIOM IUPKYIISTOP-
HOTO TPAHCIOPTY X 0iOMOJIEKYI, B3a€MOJIisl crienn(higHOTO OiyKa KIITHH NUTYHKA
(pakropy Kacna) 3 Bitaminom B, HeoOXiqHa Juisi BCMOKTYBAaHHS IIbOTO BiTaMiHy
CIIM30BOI0 000JI0HKO0. B3aemoist nesikux OiIKiB 13 JiraHaaMu siBJisie co0010 popmy
JIETIOHYBaHHsI OCTaHHIX (HAIIPUKIIa, 3B’ sI3yBaHH 10HIB 32113 3 O17TKOM (DEpUTHHOM).

[opsix i3 GinkaMu, B3a€MOIIS SIKUX 13 HEOITKOBUMH JIITAHJIAMH € €TaIloM iX TpaHC-
nopty abo JeTOHYBaHHS, ICHYFOTh KJIacH OLITKIB, SIKi IOCTIIHO 3B’sI3aHi 3 IeBHUMH HEO1II-
KOBHMH CITOJTyKaMH, IO SIBISIFOTHCS IHTErPATbHUMH CTPYKTYPHHUMH KOMIIOHEHTAMH
X OIKIB. Y TaHOMY BHIQIKY HIETHCS PO TEHETHYHY 3apOrpaMOBaHiCTh OKPEMHUX
OLIKOBHX CTPYKTYP JIO B3a€MOJIi1 13 CBOTMH JIiraH1aMH 1 peastizallito Oi71koM Horo crieru-
¢iuHKX QYHKILIH TUTBKH y CKIIAJIi TAKUX XIMIYHUX 200 (Pi3uKo-XiMiYHMX KoMIuiekciB. Ha
BiJIMiHY BiJI 3a3Ha4€HUX BUIIIE THITiB B3a€EMOJIiii, 3B’ I3yBaHH: TAKUX CKIIQJIHUX OLITKIB 3
iX HEeOLTKOBUMH YaCTHHAMH B 0ararbox IMPEACTaBHUKIB WX OIKIB (TITIKOMPOTEiHIB,
(ocdonpoTeiniB) BiIOyBAETHCS BHYMPIUHbOKIIMUHHO, € €TaTTIOM 010CHHTE3Y JaHOTO
OlTKa — MOCTTPAHCIIALIHHOT MOM(DIKAILLIT, 1110 3IHCHIOETHCSI B HI0IIA3MATHIYHOMY
petukyinymi abo anapari [ompaxi miciast pubocomManbHOTO 300py MOMIMENTHIHOTO
JIaHIIoTa.

Ipocri Ta ckaagHi OlIKK

Biyku, 10 CKItaTy SIKMX BXOJISTH JIUITIE 3TUIIKA aMIHOKKCIIOT, 00 €/IHAHI B OIS TH/THI
JIAHITFOTH, OTPUMAITH Ha3BY npocmux O6inkie. BiTku, 10 CKIaay SKUX BXOJIATH MPUETHAHI
KOBAJICHTHUMH 400 HEKOBAJICHTHUMH 3B’SI3KAMH 1HII OIOMOJIEKYNH a00 i0HH METaliB,
Ha3WMBAIOTHCS CKIAOHUMU OLIKAMU.

Criomykamul HeaMiHOKUCIIOTHOI TPUPOAH, IO BXOAATH 10 CKIIay CKIAJHHUX OLIKIB
(npocmemuunumu epynami), MOXKyTh OyTH BYIJICBOIM, JIIIIJIU, HYKJICTHOBI KUCIIOTH,
HYKIICOTHH, TIOphiprHY, I0HI MeTaTiB, 3aimiiku ¢ochopHoi kucnotu. [IpocreTrana rpyma
MOske OyTH 3’€JTHaHa 3 OLJIKOBOIO YaCTUHOKO (anonpomeinom) Ik KOBAJICHTHUMU 3B’ SI3KaMHU,
TaK i HEKOBAJICHTHUMH (BOTHEBUMH, I0HHUMH, T1IpOhOOHIMI).

3arnekHO BiJi XIMIYHOT IPHPOIY MPOCTETHYHOT TPYIIX CKIIa IH1 OLTKH OJUISIOTHCS Ha:

a) enikonpomeinu — OUTKY, TPOCTECTHYHUMY TPYTIAMH B SIKMX € MOHO- a00 oJj1iroca-
xapuau. Y CKJajli TIIKOMPOTEiHIB BYITIEBOHA YaCTHHA KOBAJICHTHO 3B’s13aHA 3 OTHUM 13
OIYHMX aMIHOKUCJIOTHHMX PaJIMKAJIIB MENTUIHOIO JaHItora. KoMruiekcu OUIKIB i3 BHCO-
KOMOJICKYIIIPHUMH TeTeporioicaxapuaaMu (MyKomoicaxapuaaMu) Ha3UBatOThCS
NPOMeociKaHamuL;
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0) ninonpomeinu — OUIKM, TPOCTETUYHUMH TPYIaMH SIKHX € Jmiau (Tpraiui-
DITILEPOITN, CKJIAJTHI JTIITiIN TOIIO);

8) HyKIeonpomeinu — OLTKH, HEOLITKOBOIO YaCTHHOIO SIKUX € HYKJIETHOBI KHCIIOTH
JHK Tta PHK (me3oxcupnboHyKIeonpoTeinn Ta puOOHYKICOTIPOTETHH, BiATIOBITHO).
Hykneonpoteinu € HaIMOJIEKYIIPHUMH KOMITJICKCAMH, 1110 CTAHOBIISTH CYOKITITHHHI
OpraHeu — XpOMaTHH, pPHOOCOMH TOIIIO;

2) Xxpomonpomeinu — OLITKH, IO MaIOTh 3a0apBIIeHY, MITMEHTHY IPOCTETHYHY IPYITY
(HyKIIeoTH I, TOphipHH Y KOMIUIEKC] 3 METaJIOM ); TIPHKJIIaJaMH XPOMOITPOTETHIB € (h1aBo-
MPOTETHH Ta IUTOXPOMH AUXATBHOTO JIAHITFOTa MITOXOHAPIH, TeMOTIIO01H EpUTPOIIUTIB;

0) memanonpomeiny — OIUIKH, AKI MICTATh METaJ, [0 HE BXOAMTH JIO CKIAIy
MeTanonopQipHHOBOTO KOMILIEKCY

e) pocponpomeinu — OINKH, SIKi MICTIATh Y CBOEMY CKJIaJIi 3aiUIIOK (hocopHOi
KUCJIOTH, TIo€eTHaHuH PocdosiedipHuM 3B’ I3KOM 13 TIAPOKCHIILHOT TPYTIO CepUHY a00
TPEOHIHY TSN TH/THOTO JIAHITFOT .

2.5.METOAU BUAIVIEHHSA TA AHAJII3Y BIJIKIB I IIEIITHU/IIB

2.5.1. Meroau BujiiJieHHs Ta (ppaKuioHyBaHHSA OLIKIB

BuineHns iH1BITyanbHUX OUIKIB 13 TKAHUH, KJIITUH Ta O10JI0TTYHHUX PIJMH KUBUX
Oprai3miB (TBapHH, pOCIIUH, OaKTepiil, CHPOBATKU KPOBI JIIOIMHH ) € PO3MOBCIOHKEHOIO
010XIMIYHOO Ta O10TEXHOJIOTTYHOIO TIPOLIETYPOIO, IO IIIUPOKO 3aCTOCOBYETHCS 3 METOIO
OTpUMaHHS JTIKAPCHKHUX 3aCO0IB (TOPMOHIB, (pepMeHTIB, iHTep(epOoHiB) a00 AOCITIKEHHS
BJIACTHBOCTEH MIEBHUX OUTKIB B aHATITHYH{ I O10XiMii.

Bugisenns 0inkiB

Jlyist BUIiICHHS OUIKIB 13 010JI0TTUHMX 00’ €KTIB HAITYACTIITIE BUKOPUCTOBYHOTB 1X eKcmpa-
2y6aHHsl 3a JIOTIOMOTOFO PI3HUX PO3UMHHHUKIB, BHOIP SIKMX 3QJICKHUTH BiJT (PI3UKO-XIMIYHIX
BJIACTHBOCTEH O1J1Ka a00 TPy OUIKIB, SIKY IOTPIOHO OTpUMarH. Y pasi HeoOX1THOCTI ofiep-
JKaHHSI OLIIKIB, sIKi JIOKAJTI30BaHi B IEBHHUX CyOKITITHHHHUX OpraHesiax Ta 3B’s13aHi 3 010CTpyK-
Typamu (MeMOpaHamu, sIIGPHAM XPOMATHHOM TOIIIO), IPOLIETypa BUJTLICHHsT OLTKa BKITIOUAE
B cebe:

— pyiHyBaHHS TKAHWHHUX Ta KIITHHHUX CTPYKTYP (TOMOTeHi3alis TKaHWHH, MeXa-
HiYHE pO3TUPaHH:, OCMOTUYHUI IITOK);

— mucepentiitae eHTpudyryBaHHs TKAHUHHIX TOMOT€HATIB 13 METOI0 OTPUMAaHHS
130JThOBAHUX (PPaKITii si7Iep, MITOXOHPIiH, MEMOpaH €HI0TIa3MaTHIHOTO PETHKYITYMY,
JI130COM TOIIIO;

—TIepeBeIeHHS O1IKiB CyOKIITHHHUX (DpaKIiid y PO3UMHHUH CTaH IIIIXOM 00pOOKH
010CTPYKTYp JIeTepreHTaMu ad0 COJTbOBUMHU PO3UMHHUKAMU;

— OCaJKeHHSI OLIIKIB IIUTSIXOM BHCOJTFOBAHHS 200 3aCTOCYBAHHSI TAKUX JIET1IPaTyFOUMX
peareHTiB, sik eraHon (Meton KoHa), areToH.

DpakuioHyBaHHs OinkiB

PesynsraTtom 3a3Ha9eHIX 010XIMIYHUX TIPOIIEAY €, K MPABHII0, OTPUMAHHS EKCTPaK-
TiB, B SIKMX MICTHTBHCS 3HAUHA KUTBKICTh PI3HUX OUIKIB Ta HEOITKOBUX KOMIIOHEHTIB.
ToMy HAcTymHHMM €TanoM BHJICHHS 1HIWBiAyaJbHUX OUIKIB € ¢hpakyionysanms
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OITKOBMX CyMIIIIEH, Sike 3iCHIOEThCS HAa OCHOBI BiIMiHHOCTEH Y (hi3MKO-XiMITHUX
BJIACTUBOCTSX IHAMBITyalbHUX OLIKIB (MOJEKYISIPHIHA Maci, 3apsiii, PO3YMHHOCTI, Xi-
MivHiH Ta O10XiMiYHIN aKTHBHOCTI). L1i %k MeTOAM T03BOJISIOTH TPOBOANTH BU3HAYCHHS
1 BIMOBITHAUX (i3UKO-XIMIYHUX ITapaMeTpPiB IIEBHUX OLITKOBHX MOJEKYII.

Memoou ¢ppaxuionyeanmns:

1. Meronu, 1110 6a3yrOThCS HA BIIMIHHOCTSIX Y MOJICKYJISIpHIN Maci OUIKiB:

— Memoo ynempayenmpug)yeysartsi (CCAUMEHTAIIMHOTO aHATI3Y).

MeToz rpyHTY€EThCS HA 3aCTOCY BaHHI LIBUIKICHUX YABTPALEHTPHAYT, 32 JOMOMOI 00
SIKUX O1TKOBI MOJIeKy.H (200 iHIITI BUCOKOMOJIEKYITSIPHI CIIOTYKH ) 3a3HAIOTH JIii IIEHTPO-
ODKHOTO MPUCKOPEHHS, 1110 B COTHI TUCSY Pa3iB MEPEBUIIYE MPUCKOPEHHS 3€MHOTO
woxiaas (100 000-500 000 g). Baacmigok il 3Ha4HOT IEHTPOOKHOT CHITH, MAaKPOMOJIEKYITH
OCIJTATOTh (cedumennyromy) i3 MBHUIKICTIO, SKa 3aJISKUTH BiJl iX PO3MIpiB Ta MOJIEKY-
JIIPHOI MacHu.

Bu3zHaueHHsI BUIKOCTI CeTMMEHTAIIT OLTKOBOT MOJICKYJIH, SIKa BUPAXKAEThCS Koeqi-
yieumom ceoumenmayii s, 103BOJIIE OOYUCIUTH MOJIEKYJISIpHY Macy Oinka (M) 3a
pisnanuam Ceedbepea:

RTs

D1 -vp)

ne R — razosa crama, T — aGcomorHa Temrieparypa, D — xoedimient nudysii
Oinka, v— mapimiaJbHAN MTUTOMUIN 00’ €M OilIKa, P — T'yCTHHA PO3YMHHUKA.

— Memoo eenvb-ghinbmpayii (eenv-xpomamoepaghir).

B ocHOBY MeTO/Ty MOKJIa/ICHO BIJIMIHHOCTI B IIBUKOCTSIX MTPOXO/KCHHS ((PLIBT-
paiii) 6ITKOBHUX MOJIEKYII, IO BiAPi3HAIOTHCS MOJIEKYISIPHIMU MacaMu, 4epes3 ciie-
iadbHi TeMi, SKi BINITPalOTh POIb MOAEKYIAPHUX CUMI.

s renb-binpTparii 3acTOCOBYIOTH IONIIMEPHI CTIONYKH, Half9acTile — MOoXiTHl
nojticaxapuy JekcTpany (komepiiiiina Ha3Ba — Cedasekcn), o MaroTh (hopMy rpaHy
13 mopaMu eBHOTO po3Mipy. [1i yac mpoxomKeHHs yepe3 XpoMaTorpadiuHy KOJIOHKY,
sika MiCTUTB Tpanynu Cedasekcy, cyMmimri OUTKIB Ta IHIIAX XIMIYHUX CITONYK, BiTOyBa-
€ThCs (hPaKIIOHYBAHHS OCTAHHIX 3AJIEXKHO BiJl PO3MipiB MOJIEKYI Ta, BiAMOBITHO, 3/1aT-
HOCTI IO IPOHUKHEHHS B CITKY Tefto. LIIBUIKICTh TPOXOHKEHHS Pi3HUX MOJIEKYIT Yepes3
MOJIEKYJISIPHI CUTa 3BOPOTHBO MPOIOPIiKHA X PO3MipaM Ta MOJISKYJISIPHUM MacaM.

2.Merou, 1110 6a3yrOThCs Ha BIIMIHHOCTSIX Y KHCIIOTHO-OCHOBHHX BIIACTHBOCTSIX OLIKIB.

AM]ioHHI BIIaCTUBOCTI OINKIB O3BOJISIOTH 3IHCHIOBATH iX (ppakiioHyBaHHS
MeTo/IaM# i10H00OMiIHHOT XpoMarorpadii Ta enekrpodopesy.

Meron ioHooOMiHHOT Xxpomamoepaii 6a3yeThCsl Ha 37aTHOCTI 3aps/KCHUX MOJIe-
KyJ1 OLJIKIB BHOIPKOBO 3B’ SI3yBaTUCS 32 JIOTIOMOT'OF0 I0HHOTO OOMIHY 3 IIEBHUMH JIUISTHKAMH
10HOOOMIHHHKIB. DpaKIliOHyBaHHS KOMIIOHEHTIB OUTKOBHX CYMIITIEH OCATAETHCS ITIUTSIXOM
nponyckaHHs OypepHuX po3unHiB OUIKIB MpH pi3HUX 3Ha4eHHAX pH depe3 xpomaro-
rpadiuHi KOJIOHKH, 1[0 MICTSATh KaTiOHO- 200 aHIOHOOOMIHHUKH.

I3 MeTor0 XpoMarorpadiuHOro po3/AiIeHHs OLIKIB IUISIXOM I0HHOTO OOMiHY Haivac-
Tillle BUKOPUCTOBYIOTh 10HOOOMIHHMKH Ha OCHOBI II€JFOJIO3H: KaTiOHOOOMIHHHUK i
etrnaminoerninenonosy (JEAE-tiemono3y) abo aHioHOOOMIHHUK KapOOKCHMETHII-
uemono3y (KM-remronosy).
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3. Mertonu, mo 0a3yroThbcs Ha BiAMIHHOCTSX y OiOXiMIUHIN aKTHBHOCTI iHJWBI-
TyaITbHHUX OLITKIB.

L5 rpyma MeToIiB TPYHTYETHCSI Ha BUKOPHCTAHHI Pi3HOI CITOPITHEHOCTI TPUPOTHAX
OINKiB 10 TMEBHUX XIMIYHHUX JITaHiB, 3 SKUMH OKpeMi OLTKOBI MOJIEKYIH aKTHBHO
B3a€EMOJIIFOTH Y KMBUX OPTaHi3Max — xpomamozpagis 3a cnopionenicmio, ad0 aginna
xpomamoepacpis (Bin anni. affinity — cropiziHEeHICTh, HAXWII).

st peanizanii metoay adinHoi xpomarorpadii cymin OiIKiB POy CKaIOTh Yepe3
XpomarorpadiuyHy KOJIOHKY, 10 MiCTHUTb PUPOJIHI JTIraH ¥ JUTs O171ka, SKHK OTPiOHO
BUJIUIMTH 13 CKJIaHOT OioyioriuHol cymirmi. Hampukan, s BUgIeHHs (QepMEHTIB
3aCTOCOBYIOTH 1X crienu@iuHe 3B’ A3yBaHHs 13 CyOCcTparaMmu, FTOPMOHIB — i3 peren-
TOpaMH, iIMyHOTJIO0YJTiHIB — i3 Bi/IOBITHUMH aHTUTECHAMH.

2.5.2. MeToau BU3HAYEHHSI AMIHOKHCJIOTHOIO CKJIAAY TAa NMEePBUHHOI
CTPYKTYpPH OLIKIB i menTuis

BuBueHHs1 aMiHOKHCJIOTHOIO CKJIAay OLIKIB

JocnipkeHHs: aMiHOKUCIIOTHOTO CKJay (iIeHTH(IKAIis OKPEeMUX aMiHOKHCIOTHHX
3AITMIIIKIB Ta 3’ ICyBaHHS 1X KUTbKICHOTO CKJIa/Ty) € TIPIIIAM €TarioM Y BU3HaYeHH1 epBUHHOL
CTPYKTYpH O1JIKa YU TIETITH]TY.

Ertaru BUB4EeHHS aMiHOKUCIIOTHOTO CKJIa Ty OLIKIB (TIETITHIIB):

a) 2idponiz nenmuoHo20 NaHyo2a OLIKa Yu nenmuoy, wo O0CHIONCYEMBCAL.

['iapori3 MenTuIHOTO JAaHIIOTa 3MiHCHIOETHCS IITXOM KHCIIOTHOTO PO3IIECTUICHHS
MENTUTHUX 3B’ s13KiB. CTaHIapTHOIO MPOLIEAYPOFO TAPOIII3Y € KUIT ATiHHS OLJIKa B COJISHIH
kucioTi (5,7 mons/m) ipu 105-110 °C npotsirom 24 rox;

0) po30ineHHsi AMIHOKUCIOM 2IOPORI3aAmy.

31iliCHIOETCS NIISIXOM 10HOOOMIHHOT Xpomarorpadii KOMIIOHEHTIB T'ipoIi3ary Ha
CYITB(OMOITICTUPOIIOBUX CMOJIAX, IO HECYTh HA CBOIH IIOBEPXHi KaTiOHHI TPYITyBaHHS —
SO,H Na". Ipu nporryckanHi 4epe3 XpomarorpadivHy KOIOHKY, IO 3allOBHEHA CYITb(Ho-
MOJICTUPOIIOM, CYMillli aMiHOKHCIIOT OCTaHHI COPOYIOTHCSI Ha TEBHUX PIBHSX KOJIIOHKH.
[NTonmasnbiie mpoMHUBaHHS KOJIOHKH Oy(pepHIMH pO3YNHAMH 3 Pi3HUMH 3HA4YeHHIMH pH
MPU3BOIUTH 10 BUMUBAHHS (e/170yii) IEBHUX aMIHOKHUCIIOT;

8) i0enmuixayis ma KilbKICHe SUHAUEHHS. OKPEMUX AMIHOKUCTION.

3nifCHIOETHCS 32 JOMIOMOTO0 PeakKIlii 3 HIHTAPHHOM abo (iryopeckaMiHOM, sIKi
JIAfOTh MIPY B3a€MOJIT 3 aMiHOKHCIIOTaMH BiMOBIHI KOIBOPOBI ab0 (yopeciryrodi
KOMIUIEKCH (JIUB. po3/ii 2.2).

MeTon KiJTbKiCHOTO aHaTi3y aMiHOKHCIIOTHOTO CKJIa Ty OUTKIB Ta MenTHIB OyB yrepiie
3anpornioHoBanuii y 1958 p. Y.Creitnom (W.Stein) Ta C.Mypom (S.Moore) i B Ha1ir yac
peatizyeThes 3a JOMOMOTOF0 aBTOMATHYHUX aMiHOKMCIIOTHHX aHATi3aTOpIB.

PosmngpoBka nepBUHHOI CTPYKTYpH OiJIKIB i menTuain

BuzHaueHHs TOCIiI0BHOCT] aMiHOKHCIIOTHHX 3AJTHIIIKIB Y MOJIEKYJiax OLTKIB Ta MENTH/IIB
(po3iudpoBKa MEPBUHHOT CTPYKTYPH) CKIIAJIAETHCS 3 TAKUX CTaIliB!

1. Ananiz N- ma C-Kinueeux aminOKUCIOMHUX 3A/TUUIKIG

OCKiTbKH B TIOMITIENTHTHOMY JIAHITEO31, 10 (hOPMY€E TIEPBUHHY CTPYKTYPY Oy/Ib-IKOTO
Oinka, Ha OTHOMY KiHII po3TaiioBaHa BilbHa O-NH, -rpyma, a Ha npyromy — BiibHa
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Ol-KapOOKCHITbHA IpyTIa, Bi3HAYCHHS N- Ta C-KiHIICBUX aMIHOKUCIIOTHHX 3THIIIKIB J03BOJISIE
OLIIHUTH KUTBKICTb IMOJITICITH/IHUX JIAHITFOT 1B, 1110 CKJIA/IAF0Th JaHy OLTKOBY MOJICKYITY.

Toenmudpikauia N-kinyeeux aminoKuciom 301ACHIOETHCS IIUITXOM BUKOPUCTaHHS
XIMIYHUX pEarcHTIB, 10 KOBAJICHTHO 3B’S3YIOTHCSI 3 KiHIIEBOIO O-aMiHHOIO T'PYIIOO
MIENTHTHOTO JIaHITfora. [TicIist TogambIIoro KMCIIOTHOTO TipoTi3y “MIYeHOT0” MeTTH LY
XiMiTHO MOzTM(iKoBaHH N-TepMiHATBHUIN aMiIHOKHCIIOTHHIA 3aJTUIIIOK iIeHTH(IKYEThCS
XpomatorpadivHIM METOJIOM.

s momdikartii N-KiHIIEBUX aMiHOKHCIIOT y OLIKaX Ta MEeNTH/Iax 3aCTOCOBYFOTh TaKi
peareHTH:

— 2,4-ounumpogmopbenson (JHPH) — peareHt, sIKUH, B3aEMOIIIOUM 3 O-aMi-
HOTPYIOIO KIiHIEBOI aMiHOKUCIOTH, yTBoptoe JIH®-noxigHuii Oinka 4u MenTumy.
[Nopanbimii KUCITOTHHH TIPOITi3 MPOAYKTY apUITIOBAHHS OJIIIENTHIY YTBOPIOE CYMIIII
JIH®-noxinHOro N-KiHIIeBOT aMIHOKHCIIOTH, SIKE iICHTH(IKYFOTh XpoMaTorpadiuyHo, Ta
BIJIBHUX aMIHOKHCJIOT, 110 BXOJISITH JI0 CKJIA/Ty JIOCHIDKyBaHoro Oika (puc. 2.15):
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| | || | +H,0
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Puc. 2.15. Cxema yrBopenns JJH®-noxinnux N-KiHIleBHX aMiHOKHCJIOT.

— Odancun-xnopud (I-oumemunaminonagpmanin-5-cyrvgoxiopud, /JHC) — pea-
TEHT, 10 B pe3yJbTari B3aeMoii 3 N-KiHIIeBOIO aMiHOKUCIOTOI0 yTBOproe JTHC-mo-
X1J1H1 OUTKIB Ta MENTH/IB. 3aBIISKU MOJAIBIIOMY KHCIOTHOMY rifiposizy JJHC-mouti-
MENTHIIB BiTOyBaeThes XxpoMarorpadivyna inenrudikaris JJHC-amiHOKHCITOT.

loenmudpixayin C-kinyeeux aminoKuc10m 3AIHCHIOETHCS IIUIIXOM (pepMeHTaTHB-
HOT'O TiIpOITi3y OUTKIB Ta MENTH 1B KapOOKCUTIENTH Ia3aMH — ITPOTEONIITHIHAMHA (hepMEH-
TaMmH, 110 CTISI(IYHO BiAIETUTIOOTE BiJI MOMIMENTHAHOTO JTaHIfora C-KiHIIeBYy aMiHO-
KHUCIIOTY.

2. @pazmenmauin noninenmuoHo20 JHAHYI02A MA PO30iIeHHA NEeNMUOHUX
dpazmenmie

Posmiernnenss qocimpKyBaHOTo O1TKa UM TTeNTH Ty Ha KOPOTKi (DparMeHTH 3/TiHCHIOEThCS,

3BUYaiiHO, METOZIOM (PEPMEHTATUBHOTO TiZ[POII3y i3 3aCTOCYBaHHSM TPOTEOJITHIHHX
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(hepMEeHTIB TPHUIICHHY, XIMOTPUTICHHY a00 iHIINX TIpoTeas (TIETICHHY, e1acTasH, anainy
tomio). [lenTumHi hparMeHTH, M0 YTBOPHIINCH BHACHTIIOK TiPOITi3y, CKIAIAIOThCS 3
10-20 aMiHOKHCITOTHHX 3JIHIIIKIB 1 MOXKYTh PO3UIATHCS 32 JOMOMOTOK OIHOTO 3 XPO-
MarorpaivHIX METOMIB (30KpemMa, METOMy BUCOKOeheKmueHoi piounHoi xpomamo-
epaghii — BEPX) abo MeTonom enextpodopesy.

3. Busnauenns amiHOKUCIOMHUX ROCTIIO0BHOCHEIl Y ReNMUOAX

OCHOBHUM Cy4aCHUM METOA0M PO3LIN(PPOBKY aMiHOKHUCIOTHUX MOCITiIOBHOCTEH €
METOJI CTYIIHYACTOI JIerpaiallii MoiNeNTHIHUX JIAHI[FOTIB 32 JIOTIOMOT'OI0 (DeHiNi30-
mioyianamy (@ITL]).

Bin OyB 3anpornonoBanuii mBencbkum oioximikom [1.Enqmanom (P.Edman) y 1950-
1956 pp. 1 CKIIAIAEThCS 3 TAKUX CTAIIIB:

— B3aemoiist DITL] 3 o-aminorpymnoro N-KiHIIEBOI aMiHOKHCIOTH TENTHY, 110
JIOCTIKYEThCS, 3 yTBOpeHHAM (eHinTiokapoamoin (OTK)-nentuny;

— BimmernuieHHs B kuciuomy cepepoBuii Big TK-nentumy dheHiITioriTaHTOIHOBOTO
(OTT)-noxigroro N-KiHIIEBOi aMiHOKHCIIOTH Ta oro ineHTudikartis (puc. 2.16):

Ry

N =C= 8+ H,;N—CH—C—NH

O Tenruxn (n aMiHOKHCIIOT)

OH"

deninizorionianar

S R,

NH—C—NH—CH—C—NH

S HCI
yNH 1|12
\ _H
@N ¢ +H,N—CH—C—NH
Y Ry I
(0)
(0]
deHinTioriaHTOIHOBA MOXiIHA 3anuIIoK MenTHIy
N-KiHIIeBOi aMiHOKHCIOTH ((n-1) amiHOKHCTIOT)

Puc. 2.16. Cxema ananisy nentuais 3a metoxom I1. Enmana.

VYHikanpHOIO 0co0nMBicTIO MeTony EaMaHa € mociiioBHE BKOPOYSHHS JTOCHTi-
JUKYBAHOTO TienTu y 3 N-KiHIIsl Ha 0JJMH MOHOMep Oe3 pyiHyBaHHS IIENTUIHHX 3B’ SI3KIB
MK THIIUMH aMiHOKHCJIIOTHUMH 3aJHIIKaMHU. TakuM YWHOM, CTalOTh MOIIMBUMH
MOBTOPEHHSI 3a3Ha4YEHOI MOCIIITOBHOCTI Olepalliii Ta aHai3 ychoro MenTHIy IUITXOM
MOCTYTIOBOTO Bi/IICIUICHHS HOro N-KiHIIEBUX aMiHOKHCIOTHUX 3aJIMIIKIB. ABTO-
MaTH3aIlisi MeTOy, 1110 peali3oBaHa B CIlelliaJbHOMY MpHIai — “‘CikBeHaTopi”, Bij
aHTI. — “sequence’” — MOCHITOBHICTH, TO3BOJISIE AHATI3YBATH 3 BUCOKOIO €(hEKTHB-
HICTIO TIPOYKTH OLIKOBOTO TiPOITi3y 1 MPUPOIHI IEMTHIH.
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IJIABA 3. HYKJIEIHOBI KUCJIOTH. HYKJIEOTUJIA

Hyxkneinosi kucjoru — ae3oxkcupudonykieinosi kucioru (JJHK) Ta pubonykiei-
HoBi kucnotr (PHK) — 11e moninykmeoTraun, mo CKIIaIaroThesl 3 MOHOMEPHUX JIAHOK —
HYKJICOTH/IiB (MOHOHYKIJICOTH/IIB).

HyxkuieoTnim — TPUKOMITIOHEHTHI CHIOMYKH, SIKi OOYJJOBaHI 3 a30TUCTOI OCHOBH
ITYPHUHOBOTO YH ITPUMIIMHOBOTO PsITY, 3AJIMILKIB EHTO3 (pru0O03K 200 1€30KCHPHO03H ) Ta
tocdary.

HyK71€THOBI KHCIIOTH € BUCOKOMOJIEKYIISIPHIMH CITOTYKaMH 3 MOJIEKYJISIPHOIO MacOFO
Bi nekinbKkox Tucs (Tpancnioptai PHK) no kinbkox MinbiioHiB nanstoH (JJHK eykapioriB).
Ile Giomomimepu, siKi pa3oM i3 OiJKaMU HaJIeKATh JI0 KIACY (HGOpMayitiHux
biomaxpomonexy. HyKkeiHOBI KHCIIOTH BUKOHYIOTB DS YHIKAJTBHIX O10JI0TYHMX (DYHKIIIH,
He BIIACTHBHX IHIIIMM OioToTiMepam: 3a0e3MedyroTh 30epeyKeHHs 1 TTlepe/IaBaHHsT HAIIaJKaM
CMaIKOBOI iH(opMalrlii, 6epyTh Oe3MOCEPEHIO YIacTh y MEXaHi3Max ii peastizarii IUIsTXoM
MpOrpaMyBaHHS MATPUIHOTO CHHTE3Y BCiX OLIKIB 1HIMBIIyaJbHOTO OPraHi3My.

Hyxneotnmm € CTpyKTypHHMH KOMITOHEHTaMH (MOHOMEPHUMH JIAHKAMH) MOJIEKYJIT
HykieinoBux kucnot — JIHK ta PHK. Kpim Toro, neski pnOoHyKi1eoTH M Ta TX TTOXiTHi,
110 HE BXOZSTH JI0 CKJIa Ty HYKJICTHOBUX KHUCIIOT (BUIbHI HYKJICOTH]IH ), BUKOHYIOTH (DYHKILIT
Ko(hepMeHTiB, KO(aKTOPIB, ATOCTEPUIHUX e(heKTOpIB pi3HHX (hepMeHTHHX crcTeM. Oco0miBe
3HA4YEHH BUTbHI HYKJICOTH/IM MAIOTh Y (PepMEHTHHX ITpoIIecax, 10 MOB’ sI3aHi 3 aKyMy-
JIFOBaHHSIM, 30€piraHHsIM Ta MDKMOJIEKYJSIPHIM TIEPEHECEHHSIM €HEpTii B KITiTHHAX.

3.1. HYKJEOTHIMN: CTPYKTYPA, BIOXIMIUHI ®YHKIIII

CTpyKTYypa HyK/I1€0TH/IB

3a yMOB [TOBHOT'O T1IpOJTi3y HYKJIETHOBHX KUCJIOT (KUCIIOTHOTO a00 JIy>KHOT'0) B TiJIpO-
Ji3aTax BUSBIISIOTH ITyPHHOBI Ta MIPHMIIH-

HOBI a30TUCTI OCHOBH, TleHTo3u (D-prbo3a /Ig\ N g
abo 2-nmezokcu-D-pubo3za) Ta pochopry N 1/ N ol 7N\ //4\5CH
KHUCJIOTY. | , [ sCH |3

B ocHoBI cTpykTypr azotucTux ocHoHyk-  HC X 5 }C\‘}\I/ HCX., SCH
JICOTHIIB JI&XKaTh APOMATHYHI T€TEPOIKITITHI N H N
CTIONYKU 7ypur Ta Nipumioun. Mypun Hipuvizun

ITypunosi ocnosu nykieinosux Kuciom
VY rinporizaTax HyKJIEiHOBIX KUCIIOT TIOCTIHHO MICTSITHCSI JIB1 ITyPUHOBI OCHOBH —d0eHiH
(A) ta eyanin (I'), — 1110 MalOTh TaKy Oy/lOBY:

O OH
1|\1H2 I |
C N C N
O N HNT 7\ NZ DTN
NN | | CH | || CH
Lo Ca C—y/ Cx _C—y/
HCy Cey /N U TN /TN
N NH, H NH, H
AneHin JlakramHa dopma JlaktumHa opma

(6-amiHONypHUH) I'yaHniH (2-aMiHO-6-OKCHITYypHH)
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IHipumiounoei ocnoeu HyK1€iHOGUX KUCTOM
Jlo ckia ty HyKJIeOTH]IIB HYKJIETHOBHX KHCIIOT BXOJISTh TPH TOJIOBHI ITIPAMITMHOBI OCHOBH:
ypayun (Y), mumin (T), yumosun (L1).

I N I T
CH
C C c_ C._ _CHs
=TT =T
C CH Cx _CH C CH Cx _CH
g N7 /N N /N7
H HO H HO
JlaktamHa dopma JlaktumHa Qopma JlaktamHa Qopma JlaktumHa opma
Vpamun (2,4-110KCHIIPUMITITH) Tumin (5-metnn-2,4-nioKkcHIipuMianH)
1 1
C C
o —
C. _CH Cs _CH
& N /N7
H HO
JlaktamHa Qopma JlaktumHa opma

Huto3un (2-okcu-4-aMiHOMIPUMIANH)

OKcumoxXiHi IyprHY Ta MiPAMIIMHY MOXKYTh ITepeOyBaTH y IBOX Tay TOMEPHHUX (hop-
MaxX — JIAKTAMHUX 1 JJAKTUMHUX, — 3aJIe3KHO Bij pH cepenouiia. Y ckiaji HykIieo-
THUTIB HYKJICTHOBUX KHCIIOT OKCHIIOX1THI ITYpHHY Ta IPAMIIHHY 3HaXOIATHCS B IAKTAMHIH
(hopMi, 110 CTIpHsi€ YTBOPEHHIO MIXKMOJIEKYIIIPHUX BOTHEBHX 3B’ S3KIB MK ITypHHAMH
Ta MipUMiIMHAMH OKPEMHX JIAHIIIOTIB Y JBOJIAHIIFOTOBIH cTpykTypi Moneky:n JJHK Tta B
onuoanmrorosux PHK.

Hykneo3udu — JTBOKOMIIOHEHTHI 0100praHiuHi MOJICKYJIH, 1110 CKJIAJIAF0THCSI 3 A30THC-
TOT OCHOBH (aHII. “Base” — 0cHOBA) IypHHOBOTO YH MTIPHMIIHHOBOTO PSITY Ta IEHTO3H
(D-pubo3u ado 2-ne3oxcu-D-prn60o3n). I3 TOUkM 30py XiMIYHOT CTPYKTYPH HYKIICO3H/IN €
N-rmiko3uaamu puoo3u ado 1e30KCUpHUO03H Ta BIITIOBIIHOT 30THCTOT OCHOBH. B yTBOpeHH1
BiMOBiTHIX N-TITIKO3UTHHX 3B’ SI3KIB y TIPHMITMHOBHX HYKJI€031aax 0epyTh ydacTh N-1
mipuMianny Ta C-1 ieHTo3u, a B mypruHoBUX — N-9 mypuHy Ta C-1 eHTO3H.

DochopruttoBaHHs (alHIIOBaHHS Poc-
(hOPHOFO KHCIIOTOO) TIEBHOTO T IPOKCHITY
B TICHTO31, 1110 BXOAUTB JIO CKJIaJTy HYKJICO-
3U]TY, TPU3BOINTH JI0 YTBOPEHHS HYKJICO-
tuay (Hykineosuadocdary). Hykneornau
(ta mykmeo3uan) JJHK wmictars 2-nes3-
okcu-D-pubosy, PHK — D-pu6osy:

HO 5
0=P—0—CH,
HO
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3anexHo BiJ Micig (ochOpPHITIOBAHHS IEHTO3HOTO T1IPOKCHITY, PO3PI3HSIOTH TPH
TUTIA HYKJIEOTH/IiB (HyKi1eo3uamonodocdaris, HM®D):

0—CH, 9 OH—CH, o 9 HO—CH, o e

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

V pe3ynbTarti TiIpotizy HyKJIeTHOBHX KHCIIOT YTBOPIOIOTHCS TEPEBAYKHO HYKIJICO3H/I-
5'-pocharn (HMD). Kpim pizHuti B meHT0o3aX, HyKieotuan monekyn PHK ta JIHK
PO3PI3HAIOTHCS TAKOXK 3a CKJIAJIOM ITIPUMITMHOBUX OCHOB (Tabum. 3.1).

Taonwuns3.1. Homenkiaarypa nykiaeo3uais i Hyxieoruais PHK ta JTHK

Ha3zeu azomucmux ocrnos Ckopoueni
noeni ckopoueni | Hykneo3uou Hykneomuou nos3nauenns
YKp.; auan. HyKieomuodie
PHK

[lypunosi:

AzieHiH (A; A)  [Anmeno3un AgeninoBa kucnota (ageHo3uH-5'-docdar) AM®D

I'yanin (T; G) |I'yano3un I'yaninoBa KHCIIOTa (TyaHO3UH-5'-¢hocar) I'Mo

[ lipumiounosi:

I{uro3ux (I1; ©)  [Hutupua Ilutramnoa kuciora (mutuauH-5'-docdar) IM®

VYparn Y;U) |Ypumun Ypuaunosa kucsora (ypuaus-5'-docdar) YMOD

JHK

[Iypunosi.:

AJleHiH (A; A) |de3okcu- Jle3okcHaieHinoBa KUcaoTa (1e30KCHaIeHO3UH-5'- TAMD
aJICHO3UH tdocdat)

I'yanin (T;G) |Hesoxcu- Jle30KCHUTyaHIJIOBa KHCIIOTA (Je30KCHIyaHO3HH-5'- ar'Mo
TYaHO3MH docdar)

[ lipumiounosi:

Iuto3un (I; C©)  |Hde3okcu- JI€30KCUIIUTUANIIOBA KUCIIOTA (Ie30KCUIIMTHIHH- alIM®
LMUTHINH 5'-¢ocdar)

Tumin (T; T) [Tumiguu TumigunoBa kucaoTa (TuMianH-5'-¢bocdar) TM®D

Minopni nykneomuou

Kpim 3a3Ha4eHHX BHIIE OCHOBHHX I SITH Q30THCTHX OCHOB (JJBOX ITyPHHOBHX Ta TPHOX
MPUMIZIMHOBHX ), 10 CKIIAJTY ISTKUX HYKJISTHOBHX KHCIIOT BXOJISITh Y BITHOCHO HE3HAYHHX
KIJIBKOCTSIX JIOJIATKOBI (MiHOPHI1) @30THCTI OCHOBH Ta BIJIMOBITHI iM MiHOPHI HYKJICOTH/IH.
Haii6imnpIma KiTbKiCTh MIHOPHUX HYKJICOTH/IIB 3yCTPIYa€ThCs B MOJIEKYJIaX TPAHCTIOPTHIX
PHK (TPHK) — 1o 5 % 3aramsHOT0 HYKJI€OTHIHOTO CKiTay. J{o MIHOpHUX HYKJICOTH/IIB
HaJIe)KaTb METHIIbOBaHI ITOX1IHI 3BUYalfHNX a30TUCTHX OCHOB, 30KpEMa, 1-MeTHIaACHIH,
2-MeTHJIa/ICHIH, 6-TUMETHIIA/ICHIH, 1-MeTWITyaH H, 7-MeTUITYaHiH, | -MeTHITyparu,
S5-OKCUMETHITYpalul, 3-MeTHIUTo3uH Toino. JJHK sronuau MicTSTh 3HAYHY KITBKICTh
S-MeTunuunTo3uHy, inpopmaniitni PHK — N-MeTunboBani OXiHi aieHiHy Ta ryaHiHy.

Hyxrreotrnom He3BUUaiHOI CTPYKTYpH, 10 BXOm|Th 10 ckiiaay TPHK, € ncesdoypuoun
(¥) — HykIeoTHII, B IKOMY pHOO03a IPHETHAHA IO YPAIITY B S-My TTOJI0KEHHI, TOOTO He
A30T-BYIJICLICBHM, A ByIVICLIb-BYIJICLICBUM 3B SI3KOM.

Bionoriuni GpyHKIIii MIHOPHUX HyKJICOTH/IIB 10 KiHIISI HE 3°ICOBaHI.
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Bioximiuni ¢pyHKUii BiTbHUX HYKJIEOTH/IB:

1. YuacTb B eHepreTHIHOMY OOMiHi (peaKIisix OKUCHOTO (ocdoprmoBanHs) — (QyHK-
IIf0 BUKOHYIOTh HYKJIeOTHIN afeHioBoi cuctemu (ATD, AJID). Li x Hykneotrnam Ta
AM® MOXXyTh OyTH aJIOCTEPHIHIMHI MOTYJIITOPAMH MEBHUX PETYIISATOPHUX (PEPMEHTIB,
30KpeMa (pepMEHTIB IITiKOIi3Y, O10CHHTE3Y ITyPUHOBUX HYKJICOTH/IIB.

2. YdacTh y MeTaOOIIYHUX PeaKIisax y poii KohepMeHTIB, 30KpeMa:

—HAJ, HAJ1®, DA, DMH — y peaxirisix 010J0T1YHOTO OKHCIICHHS;

— YT, VIO — y peakilisix 6i0CHHTE3Y IJIIKOTEHY;

— T, [[/1d — y GiocunTesi miitiepodocomimiiB.

3.2. HYKJIEIHOBI KUCJIOTU: CTPYKTYPA, BIACTUBOCTI

IlepBuHHA CTPYKTYpa HYKJIEIHOBUX KHCJIOT

Sk yxe 3a3Havanocs, Bei kiacu HykieiHoBux kuciot (JJHK ta PHK) € Bucoxo-
MOJIEKYJISIPHAMH CIIOTyKaMH, OCHOBOIO MEPBUHHOI CTPYKTYPH SIKUX € MOJiHYKJI€0-
TUIHMI JIAHIIOT, MO0Y10BAHUH i3 MOHOMEPIB — HYKJIEOTH/IIB.

OKpeMi HYKJICOTH/IY CIIOTYYatOTHCS MK COOOFO B MOJTIHYKJICOTH)THUH JIAHITFOT 38 PAXyHOK
(ochomiedipHUX 3B’SI3KIB, 0 YTBOPFOKOTECS MK 3'- Ta 5'- TIPOKCHIIHUME TPyTIaMH [IEHTO3
(pr603 200 IE30KCUPHO03) CYCIHIX HYKJICOTHIIB.

5 | (Asoricra ocHoBa)| 5] (A3oTHCTa OCHOBA);

|
HO—Il’:O

(Asotucra ocHOBa)) 5 ? (A30THCTa OCHOBA),

CH,

4' 1

0 OH
HO—I:):O
(0]
ITepBunna ctpykrypa JHK (dpparment HepBMHHla crpykrypa PHK (dparment
MOJIiIe30KCHPHOOHYKICOTHTHOTO JIAHIIOTA). MOJipUOOHYKICOTHIHOTO JIAHIIOTA).

[Tpu cxemaTuHOMY 300paxkeHH1 oty kieoTuHux janioris JIHK ta PHK nen-
TO3M MO3HAYAI0Th BEPTUKATLHUMHU JTiHIsIMH, 3'-, 5'-(hoconiedipHi 3B’ I3KM — MOXUITAMH
ninissmu 3 6ykBoto @ (P) mocepenuHi.
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A Y r A T y
D O | | @® | ® | & | ® | OH
N
55 s 5 55 5

T

Kinueswuit Kinnesa 3’—
5’—bochar 5’ » 3> OH-rpyna
[MonspHicTh JMaHIIOra HYyKJIECTHOBOT KUCIOTH

Leit cammii JaHITIOT MOYKHA TIOZATH TAKOKO CHCTEMOIO CKOPOYCHHX MTO3HAYEHb!
GAGY I OLGAPTHY

Biominnocmi ¢ nepeunniit cmpykmypi /IHK ma PHK:

1. Mo cknany nykneorunis JJHK BxoquTs mykop 2'-1e30KkcHpr603a, 3aMicTh pUO03H B
crnai vykeotuais PHK.

2. Hyxeornmu JIHK ta PHK Bifpi3HSFOTECS 32 CKIIAI0M TPHMiTHHOBHX OCHOB:

—y AHK mictaTthest mipuMiaua mumin (S-METUITyparmn);

—y PHK mictuThCst mipuMinuH ypayun (3aMiCTh THMIHY).

3. [lepunna crpykrypa JIHK ta PHK Binpi3HseThCs 32 HASBHICTIO JISIKUX MIHOPHUX
HYKJICOTH/IIB.

4. ITerni xmacu JIHK ta PHK marots criermdivusi Uit HUX HOCIIO08HOCME HYKIEO-
mudig, MO BU3HAYAIOTH X O10J10TT9HI (DYHKITT.

Taonuuns3.2. Ocodausocti nepsunHoi crpykrypu IHK Ta PHK

Hykneinosi kucnomu Ilenmo3u Azomucmi ocHosu

nypunu nipumiounu
JHK 2'-ne3okcuprbosa aJieHiH, TyaHiH LIUTO3MH, TUMIH
PHK pubo3a aJICHIH, TYaHIH [IUTO3WH, YPaIUI

IHonapuicme noninykneomuodie

Y noninykneorraoMy naniosi JJHK abo PHK BuainsroTs Ba KiHIIA: 5'-KiHeIb, TOOTO
TOM, [0 MICTHTb BUTGHUH (HE 3B’sI3aHHUH 13 4eprOBUM HYKIICOTHIOM) 5'-T1IPOKCHII IEHTO3H,
Ta 3'-KiHelb — TOM, 10 MICTUTh BUTHHUIA (HE 3B’s3aHUH 13 HYKIICOTHAOM) 3'-T1IPOKCHIT
MICHTO3H. Y TIPUPOJHHX HYKIIETHOBHX KUCIIOTAX 5'-KiHelpb (5'-T1IpOKCHIT KiHIIeBOT puO03H
a00 J1e30Kcupr003H ) 3BUUaHO (hOCHOpUITHOBaHHH, 3'-KiHEIb MiCTHTh BiTbHY OH-Tpytry.

[pwuitasTOo BBa)KATH, IO TaKa HYKJIETHOBA KUCIIOTA MOJAPHA 1 Mae HaNPSIMOK JIaHIFOra
5" ——= 3.

3.3. BYJIOBA, BTIACTUBOCTI TA BIOJIOI'TYHI ®YHKIIII JJHK

Biostoriuni ¢pynxuii JHK:
1. 36epesicenns cnadkosoi inghopmayii.
Kimekicts JIHK y coMatmaHmX Ta CTareBUX KITHHAX OPraHi3My JIFOIHUHH € CTaJIO0

BEJIMYMHONO, SIKY 11l KIIITHHU OTPUMYFOTh Yy TIPOLIECax 3arUTiTHeHHsI OaThKIBCHKUX TaMEeT Ta
TOJIAVTBIIIOTO MOJILTY 3UTOTH.
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2. Illepedasanns eenemuynoi inghopmayii Hawaoxkam.

[Nonsoennst monekyn JAHK y niporieci penikayii’ Ta niepenaBaHHsl HAIAIKaM KOITIH
MAaTepPUHCHKHX MOJIEKYJI € OCHOBOIO KOHCEPBATHU3MY CIIaJKOBOCTI, 30€pEeXKEHHS MPOTSTOM
0araTbOX MOKOJIIHb OCHOBHMX O10JTOTTYHMX O3HAK BHLY.

3. Peanizayisn cenemuunoi inpopmayii.

Lzt Giomnoriuna (yHKIIis 3TIHCHIOETHCS 3a paxyHOK reperadi 3axonopaHoi B JIHK indopmartii
MortekynaM iapopmartiianx (Marpuaanx) PHK (mparckpunyii) Ta nomansmoi posmmd-
POBKH 11i€1 iH(pOpMAITii TPy CUHTE31 OUTKIB (mparcisiyii).

CyxymHicTs 3a3Ha4eHnx Oionoriaaux ¢yHkii JJHK Ta MexanizmiB ix pearizartii orprmana
Ha3BY — UEHMPAIbHA 002Ma moneKynaprol dionoeii (O Kpik) (puc. 3.1):

QHCKPUIILIiS AHCIILIS
JHK Py ppyg PO ok

Permmikaris

Puc. 3.1. LlenTpajbHa 10rMa MoJIeKyJIsIpHOi OioJiorii.

Excnepumenmanvhe dosedennsn zenemuunoi porni /[HK (pernomen mpancghopmauii)

Y 1928 p. aammiticbkum Mikpo6Gionorom @. I'pidditom (F. Griffith) mpu BuBYeHHI 1BOX
mITaMiB MHEBMOKOKIB Streptococcus pneumoniae — MaTOTCHHOTO, 10 BHKIJIMKAE
MTHEBMOHIIO B JIOIMHU Ta MHIIEH (KarcyapHOi S-QopMu), Ta HEMaToreHHOro MyTaHTa
(6e3karicympHOT R-(popmu) — Oyi1o BiikpuTO SBUINE mparchopmayii. BoHa momsirana
B MOKJIMBOCTI IIEPETBOPEHHsI HertaToreHHoi R-hopMu B matorenHy S-gpopmy:

mpancgopmayis
R >S

I'pipdir BcTanoBHB, 110 TpaHCHOpMALlis MHEBMOKOKIB BiJIOyBa€ThCS 38 YMOB
B3a€EMO/IiT B OpraHi3Mi MiIJOCIiAHUX TBApUH (MuUILIei) BOUTOT HarpiBaHHsIM S-popmu
(TaToreHHOT) 3 JKUBOIO HETaTOreHHot R-(opmoro. By 3po0ienuii BUCHOBOK, 110 y
BOWTHX HarpiBaHHIM BipyJIEHTHHX KJITHHAX ITHEBMOKOKIB (IITaM S) PUCYTHIN IeBHAH
mpaHcgopmyrouuii hakmop, SIKWA, TPOHUKAIOYH B )KUB1 HEBIPYJICHTHI KIIITHHH (IITaM
R), 3MiHtO€ Oi0TOTIUHI BJIACTUBOCTI OCTaHHIX, HAJAF0UH iM BJIACTUBICTh MATOTEHHOCTI,
JI0 TOTO 5K IS BIACTHBICTb € CIIaIKOBOIO:

mpancghopmyiouutl (pakmop
R > S

[iznime, B 1944 p., rpymoro nociigaukis i3 Pokdenepiscskoro inctutyTy (CLLIA) —
0.EBepi, K.Mak-Jleonom ta M.Maxk-Kapri (O.Avery, C.McLeod, M.McCarthy) nmpu
JIOCITIDKEHHI XIMITHOT TPUPOIIH €KCTPAKTiB ITATOTEHHNX ITHEBMOKOKIB, SIKi CIIPHYHHSIOTH
Tpanchopmariro, Oy10 TOBEIEHO, M0 TpaHCPOPMYOUNM (DAaKTOPOM ITHEBMOKOKIB €
knitunHa JJHK:

JIHK
R —S
Takum unHOM, y pe3yabrarti Aocairxens O.EBepi Ta ciBaBTOpiB reHeTnyHe
NOHATTH “(PaKTOp CHAAKOBOCTI’, 200 “reH” ynepiue HA0y/J10 KOHKPETHOIO MoJie-
KYJISIPHOTO 3MiCTY — HHM BHSIBUJIACH 1€30KCHPHOOHYKJIEIHOBA KHCJIOTA.
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MousekyasipHa maca i posmipu moJiexyJ JTHK

MonexymsipHa Maca (M.M.) Ie30KCUPHOOHYKITEIHOBHX KHICIIOT CYTTEBO BapilO€ B PI3HIX
OlooriyHIX 00’ €KTAX: Bipycax, MPOKAPIOTUYHHUX Ta YKAPIOTHYHUX KITITHHAX.

TouHoMy BH3HAYECHHIO MOJEKYJsIpHOT MacH pizHux 3paskiB JIHK nepemrkomkae
TiIPOAMHAMIYHA JIAMKICTh TTaHTCHKHUX MOJIEKYI HYKJIETHOBUX KUCIIOT, OCOOJTMBO Y BUIIIHX
OpraHi3MiB, SIKi TIPH CTIPOOi BUALINTH iX B IHTAKTHOMY CTaHI PyHHYIOTHCS Ha OLITBIIT
kopoTki ¢pparmenTr. Kpim toro, JIHK Garathox 00’€KTiB Ma€e CKITaHy MOJEKYISIPHY
OpraHizallito i CTAHOBUTB ITHUPOKHIA CIIEKTP Pi3HUX MONMIHYKICOTHAHUX KOHPOPMAITiii:
JIHIIHI OJIHOJIAHIIFOTOBI Ta JIBOJIAHIIFOTOBI MOJICKYJIH, KUIBIIEBI OTHOJIAHIIOTOBI Ta
JIBOJIQHITFOTOB1 MOJIEKYJIH, CYTIEpCIipalti3oBaHi CTPyKTYpH.

VYTim, 3aCTOCYBaHHS CY4aCHUX (Pi3MKO-XIMIYHIX METOJIIB JOCITIDKEHHSI Ta EJIEKTPOH-
HOT MIKpPOCKOMI{ JJO3BOJIMIIO BCTAHOBUTH, 1110 MoJieKyisipHa Maca JIHK (pu po3paxyHky
Ha OJTUH TIOMIHYKJICOTHTHUN JIAHIIIOT) CKJIAZIae B cepelHboMY Jiana3oH Bix 10° 1o
10" mameron (JI).

JIHK eipycie i npoxapiomie

Haiimeniiry MoJieKyJIipHy Macy Ta JIOBKHHY MOJieKysiu MatoTh JIHK HalinpocTitmx
KUBHX YTBOPEHb — BIipYCiB, 30KpeMa BipyciB Oaktepiii (0akrepiodaris). Hanpukmnar,
M.M. OJTHOTO 3 HAWMEHIIIHX 32 po3MipoM OakTepiodariB — ¢aradX 174 — cTaHOBHTH
(3a maHUMU pi3HUX Jociipkens) 1,6:10° (abo 3,4-10°) /1.

VY mpokapioTHYHUX KITITHHAX MiKpoopraHi3miB KinbkicTs JJHK Ta ii MonexynspHa
oprasizallisi 3Ha4YHO BUII, HiX y BipyciB. 3okpeMa, JJHK kumkosoi mammuku E.Coli €
KOBAJIEHTHO 3aMKHEHHM JIBOJIAHITIOTOBUM KijblieM 3 M.M. 1,9-10° (abo, 3a iHIImMME
JanumMu, 26-10%) J1. BiamoBiqHO 710 3pOCTaHHs CKIIaJHOCTI 010JI0TTYHOT OpraHi3allii, mpu
TIepexoIi Bif] BipyCiB A0 IPOKAPIOTIB 3pOCTAE 1 KUTBKICTh HYKJICOTHIHUX Map y TBOJTaH-
uroroBux monekynax JJHK.

JHK eykapiomuunux rxuimun

V xmitnHax 6e3’saepHuX MPOKapioTiB MicTUThCs oxHa Monekyna JIHK, sika posra-
III0BaHa B CIEIialTbHIN 30H1 IUTOIIIa3Mu — Hykieoidi. JIHK eykapioTiB po3mimieHa B
Spi 1, TI03a (pazamMul KIITHHHOTO TIOTLTY, BXOAUTH JI0 CKJIaTy aMOP(HOT0 HYKJICOpOoTei-
HOBOTO YTBOPEHHS — sA0epH020 Xxpomamury. B miepion miarotoBku 1o mMito3y (y ¢asi S
KJIITHHHOTO IIMKITY ) BinOyBaeThes moaBoeHHs JJHK 13 mogasbpiinoro KoHeH caliexo Xpo-
MaTHHY i Y TBOPEHHSM HUTOJOTTYHUX CTPYKTYP — XPOMOCOM,— B SIKHX CKOHIIEHTPO-
BaHWH sICPHUI TeHETHYHUI MaTepial KITiTHHH.

3a paxyHOK MoBO€HHS (perutikartii) Monexyn sneproi JIHK y ¢asi S y koxHiit coma-
TUYHIN KIIITHHI yTBOPIOETHCS OUNI0IOHUL HaOip TEHETHYHOTO MaTepiairy, 1o 3ade3re-
4ye HOTo pIBHOMIPHUH ITOJTIT MiXK IBOMA JTIOYiPHIMH KIIITHHAMU. TakuM 9UHOM, B TIEPio]T
Memaghazu KINITUHHOTO UK (TIepio, o Nepeye pO3XOLKEHHIO B TOUipHi KITITHHA
TEHETHYHOT0 MaTepiay) KOKHA XPOMOCOMA eyKapiOTHYHOI KJIITUHU MIiCTUTH JBi
noBHicTio inenTHuHnx mMoJekysan JHK. Kinbkicte XpoMocoM B eyKapioOTHUHUX
KITiTHHAX cnenrdivHa 11t OiomoriyHoro BUAy. Tak, KINITHHY yImoOIeHoTo 00’ €KTa Kita-
CHYHOI TeHEeTUKH — II0/10BO1 MymIku Drosophila melanogaster — MaroTh 1o 8 Xpo-
MOCOM, COMaTHYHI KJIITHHH JIoAnHN — 46 xpomocoMm. MomnekymnsipHa maca JIHK i3
XPOMOCOM JTFOJICHKOTO OpraHi3my JopiBHIOE B cepeanbomy 1,6-10' 1, o BiamoBimae
2,4-10° mapam a30THCTHX OCHOB. Di3nyHa JOBKKHA po3ropHyTux Monekyn JJHK i3
KJIITUH eyKapioTiB I0CATAE ACKITBKOX CAHTUMETPIB.
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MonexymsipHi mapamerpu po3mipi JIHK fesxux nmpeicTaBHUKIB BipyciB, IIPOKApioTiB
Ta eyKapioTiB 1moaHo B Tad. 3.3.

Taonwuns3.3. MoJekyaspHua Maca i po3mipu moJiexya IHK i3 pisHux 6iosioriunux 06’ekriB

bBioo6'ekm M onexynapna maca, Kinvkicmo Joeoxncuna monexkynu
J HYKJ1eOMUOHUX nap

Bipycu
Bipyc nmosiiomu 3-10¢ 4,6:104 1,1 MKkM
bakrepiodar A 3,3-107 5-104 13 MKkM
bakrepiodar T4 1,3-108 2-105 50 MKM
IIpoxapiomu
Haemophilus influenzae 8-108 1,2-100 300 MKM
Escherichia coli 1,9-10° 3-106 1 MM
Eykapiomu
Drosophila melanogaster 4,3-1010 6,5-107 2 cMm
XpOMOCOMH JIOIUHU 1,6:10!! 2.4-109 8,2 cMm
MiToXoHapii MUII1 9,5-106 1,4-104 5 MKM

Sk cBimuarh qaHi Tabmwii 3.3, B HMiJIoMYy icHye mpsiMa mponopuiiiHicTe Mixk 3po-
CTAHHSIM €BOJIIOUINHOIO piBHS, 0i0JIOTIYHOI CKIATHOCTI )KMBUX OPraHi3MiB Ta
KUIBKICTIO TeHeTUYHOI0 Marepiajly, BUPAKEHOI0 B YMCEJIbHOCTI HYKJIEOTHIHUX
nap Ta, BignoBinno, mosexkyasapHii maci mostexys JJIHK. 3nauno MeHt MosekysipHi
PO3MIpH Ta CKJIATHICTh HyKITeoTHHOT opraxizaii JJHK MiToxoHmpii TiTbKH M ATBEPIHKYIOTh
ICHYIOUY TEOPItO PO MOXOKEHHS ITFX OpPTaHed i3 MPUMITHBHUX MPOKApPIOTiB.

Bropunna cTrpykrypa

Busuenns mykneotumHoro ckrany monekyn JIHK i3 pisanx Gionoridaux o6’ekTiB
TIOKa3aJio, 10, He3aJISKHO BiJT JDKeperia oXomkeHHs (0aKkTepianbHi, pOCIHHHI, TBAPUHHI
opranizmu), Bci JIHK MaroTh IeBHI KiTbKiCHI B3a€MOBITHOCHHH Mi>K BMiCTOM ITyPHHOBHX Ta
TMPUMITMHOBHX HYKJICOTHIB. 3T1THO 3 IIMMH 3aKOHOMIpHOCTSIMU (npasuiamu Yapeaga),
y cxmami JJHK:

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

A+T=T+1], abo

2) KiTBKICTh 6-aMiHOTPYTI IOPIBHIOE KLTBKOCTI 6-KETOTPYTI (33 XIMIYHOKO HOMEHKJIATy OO
Oimrepa);

3) BMICT ajieHiHy JIOPIBHIOE BMICTY TUMiHY, & BMICT TyaHiHY JJOPIBHFO€ BMIiCTY IIUTO3HHY
(npasuno exsieanenmuocmi):

A=T,I'=1.

3a3HaveHi KiTbKICHI B3a€MOBITHOIIIEHHS MK Q30THCTUMH OCHOBAMH, & TAKOXK PE3YITh-
TaTu BUBYEHHs Oynosu Moisiekyn JJHK MeTomom peHTreHoCTpyKTYpHOTO aHami3y
(M.YinkiHC), TO3BONMIIN aMepUKaHChKOMY 0i0XiMiKy JlkeriMcy YOTCOHY Ta aHTITiCHKO-
My (izuky @pencucy Kpiky, o nparroBanm B KeMOpHIKCEKOMY YHIBEPCHUTETI, 3apo-
TOHYBAaTH IIPOCTOPOBY MOJIENb CTpyKTypu Monekysu JIHK y Bursizi moaBiiiHO1 crripauti.

3rigao 3 Mozxemmio Yorcona-Kpika, monexyma JIHK ckmamaeTbest 3 1BOX JIaHITIO-
TiB, III0 YTBOPIOIOTH ITPABOOOEPTAIOUY CITipalih, B SIKiif 00HBa TOMiHYKJICOTH/THI JIAHITIOTH
3aKpy4YeHi HaBKOJIO IIEHTPAIBHOI OCi; TIPU IIbOMY JIBa TIONIHYKIICOTH/IHI JIAHITIOTH B
mojiekyii JIHK antunapanensi (puc. 3.2, 3.3).
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Puc. 3.2. CxemaTu4He 300pasKeHHs 1BO-
cnipajbHoi mosexkyau JHK.

Crabimizamis moaBiiiHOTO
JMAHIIOra 3JIHCHIOEThCS 3a
PaxyHOK BOJTHEBHX 3B’ SI3KiB, 1110
YTBOPIOIOTHCS MiXK TIPOTHIICHK-
HO pO3TaIIOBaHNMH, TaK 3BaHH-
MU KomniemenmapHumu (J10-
JIATKOBUMH ), a30THCTUMH OCHO-
BaMH (aJCHIHOM 1 THMiHOM Ta
T'YaHIHOM 1 IIATO3WHOM, BiJIIO-
BiJTHO), 1110 MOSICHIOE 3a3HAYCH1
BUIIIE eMTIipu4Hi ipaBmiia Yap-
rada.

Kpim BonHEBUX 3B’S3KiB,
crabinbHicTh Monekynn JJHK
MITPUMYETHCSI TAKOXK Y PE3YJIb-
TaTl B3aEMOINA MIXK TT-CJIEKT-
POHHUMH XMapaMH reTePOITUK-
JTiB @30THCTHX OCHOB, ITI0 PO3Mi-
LIEH] OJIMH MiJI OOHUM B3JI0BXK
oci cripaii — Tak 3BaHi “‘cre-
KIHr-B3aemMoii’”.
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Puc. 3.3. AHTHNapaie bHICTh NOTIHYKJICOTHIHUX
JanuoriB B mosieky.i JJHK.

Hurozun

CrpyKTypHi 0cOOMMBOCTI TOJBIHHOI cripali: aiameTp cripam — 20 W; BiCTaHb MiXk
A30TUCTUMH OCHOBaMH BIPOIOBXK OCi crripani — 3,4 A°; cripaibHa CTPYKTypa TOBTO-
proeThes 3 iHTepBasioM y 34 A°, T00TO Yepe3 10 HyKICOTHIHUX Tap.

3a3HaveHi CTPYKTYPHI 0COOMBOCTI CTOCYFOThCS 3aITPOITOHOBAHOI YOTCOHOM i Kpikom
B-dopmu monexynu JIHK (puc. 3.4). PasoM 13 TiM, 3a1€KHO BiJ B3aeMOJil 3 Pi3HOO
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KIJBKICTIO MOJIEKYN Boau Ta Karionamu, THK
HaOyBa€ iHIIMX cTpyKTypHUX popm: A, C Ta Z, siki
MOJKYTh BiJIIOBiJaTH TEBHUM ()i3i0JIOTIYHUM
ymoBam Ta B3aemoii JIHK i3 Oikamu simepHOTO
xpomaruny (C-hopma).

TpeTuHHA CTPYKTYypa

VY KuBii KIITHHI MO/ABiIMHA CITipanb, 1110
cTaHoBUTH BTOpUHHY cTpykTypy AHK, He Mae
BUIJISITYy PO3TOPHYTOI MOJIEKYJIH, & JIOAAaTKOBO
3rOpHYTA B [POCTOPI, YTBOPFOKOUH TIEBHI TPETHHHI
CTPYKTYpU — CYNepChipali.

VY cymepcmipalli3oBaHOMY CTaHi MOJEKYIH
JHK y xomriekci 3 meBHUMH KIIiTHHHHUMH
O17IKaM¥ BXOZATh 10 CKIIay HyKJI€Oi Ly MpoKa-

Puc. 3.4. B-popma moaexyan JHK. pIOTIB Ta SIIEPHOTO XPOMATHHY €yKapioTiB.

3aBusgKu cyrnepcripaizaiii J0Bri MOJICKYJIN

JHK ¢opmyroTh KOMIAKTHI yTBOPEHHS, 30KpeMa XpoMOCcoMH siapa. Tak, y pe3ynbrari

kommakTu3auii saepHa mosekyna JIHK kaiTuH opranisMy JroauHH, 10 CTAaHOBUTD
NpuOIM3HO 8 CM, BMIIIAETHCS B XPOMOCOMI TOBXKHMHOIO 5 HM.

DizuKo-ximiuni enacmueocmi

Peakyitinozoamnicmo

VYei noninyxneornau, JIHK 30kpema, € cuiibHUME 6araToOCHOBHUMH KUCIIOTaMU 3
Hu3bknM 3HadeHHAM pK. Kucnornicts JIHK o6ymoBiena sropuaanME ocharHnmu
rpymamu, o npu pH > 4 moBHicTIO 10HI30BaHi.

3aB/IIKM KUCJIOTHUM BJIACTUBOCTSIM 1 HAsIBHOCTI HAa CBOTM MOBEPXHI HEraTUBHUX
sapsiaiB mosiekynn JJHK mpu ¢izionoriunnx 3HadeHHsx pH akTHBHO pearyroTs i
YTBOPIOIOTH KOMIUIEKCH 3 KaTiOHAMH:

—ToJTiaMiHaMH (CTIEpPMiTTHOM, CIIEPMIHOM);

— OCHOBHHMH OiJIKaMH (TiCTOHAMH, TPOTaMiHAMH);

— karionamu MmetaniB (Ca?t, Mg*, Fe?").

—
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Puc. 3.5. Cxema B3aemonii nosinykieoruanoro jJanmora JHK 3 ocHoBHEME OlJIKaMu.
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B’asxicme ma onmuyna axmugnicme

Bucoka monexyssipHa Maca i Benika goBkiHa Mosiekyn JJHK 3yMoBmoioTh BUCOKY
B’SI3KICTh HaBITh JIye po30aBieHux ix po3unHiB. B s3kicts Mmonekyn JHK y po3unni
3aJICKUTH Bijl 1X KOH(OpMAIIi 1 CYyTTEBO 3MIHIOETHCS 32 YMOB OeHAmypayii Ta peHa-
mypayii (I1B. HUKYE), 110 JO3BOJISIE BUKOPUCTOBYBAaTH BiCKO3UMETPUYHI METOIM IS
JTOCITI/PKEHHS KIHETHKH IUX ITPOTIECiB.

3aBIsKM BIIOPSIKOBaHI BTOpUHHIN cTpyKTypi Monekynu JJHK € ontuano akTuB-
HUMH, TOOTO BOHH 3/1aTHI 00epTaTH IUIOMIMHY MOJISIPU30BaHOro cBiTiIa. OnTHYHA aK-
TUBHICTH po3unHiB JJHK Takoxk 3acTOCOBY€ETBCS 3 METOIO peecTpallii KoH(popMaIiHHUX
3MiH MOJICKYI.

Hoenunannsa ¢ Y-oinanyi

A30THCTI CTIONTYKH (T2 BiIITOBLTHI HKIIEOTHJIH), IO BXOJIATH JI0 CKJIa Ty HYKJISTHOBIX KACIIOT
JIHK i PHK, MatoTh BIacTHBICTh MOIMHATH YIIBTpadioneToBe CBiTiIo TipH 260 HM.

3a yMOB yTBOpEHHSI ITOMIHYKJICOTH/IIB B3a€MHHUH BIUTHB Mapajie/lbHO PO3TAIIOBAHKX T10
norxuni Monekymu JJHK map a30THCTHX OCHOB CYyNpPOBO/KYETHCS IEBHIM 3HWKCHHSIM
YO-normunanss. Takum unHOM, ormrHaHHS mpu 260 HM HatuBHOI Monekyu JTHK nero
HIDK4e (B cepenapoMy Ha 40 %) BiJl BiIITOBITHOTO TOTTMHAHHS CyMH a30THCTHX OCHOB, IO
BXOJISITh JIO CKJIQAy TONIHYKICOTHIY — 2inoxpomuuti eghpexm. llpu mopymierHi
BHCOKOBITOPSIIKOBAHO1 iBocHipabHOI koHdopwmartii JIHK Ta cTpykTypHIX B3a€MOBITHOCHH
MK a30THCTUMH OCHOBaMH CITOCTEPITAETECS 2inepxpoMHuti eghekm, TOOTO 3pOCTaHHS
normHaHHS po3unHiB Monekynt JJHK mpu 260 HM, 1110 103BOIISIE JOCIIHKYBATH MPOIIEC
JICHATYpartil.

Jlenamypayis

Jlenamypayia /[HK — 11e mopymieHHs Ha- 148
TUBHOT IBOCITIpAJIbHOT KOH(OpMAITIT MOJICKYJT
JHK Ta iX ynopsakoBaHOTO TPOCTOPOBOTO
po3TalryBaHHS 3 YTBOPEHHSIM HEBIOPSIIKO-
BaHUX OJTHOJAHITIOTOBUX KITYOKiB. 3a yMOB
neHarypartiii koBaneHnTtHi 3B’ s3ku B JIHK 30e-
piraroThcs, mpoTe BinOyBa€eThCS PO3KPYUY-
BaHHS TO/IBIHOI CITipaji 3 BTPATOIO CIEIH-
(hiYHMX B32€EMOTIH Mi’K a30THCTUMH OCHOBA-
MU. Pernamypayis — BiIHOBJICHHSI HATUBHOT
BTOpUHHOI KoH(popmartii JJHK, mo cocrepi-
TaeThest 32 TEBHHX YMOB. Temmeparypa, °C

Henarypanis JJHK cynposomxyerhes Puc. 3.6. T'inepxpomumii edexT y npoueci xe-
rinepXxpoMHUM e(PEeKTOM Ta 3MEHIICHHSIM natypauii JTHK mikpoopramismis.
B’s13KOCTI ii po3unHiB (puc. 3.6).

HyxrneTHOBI KUCTIOTH, IO MiJIaH TPOIIecy IeHaTypallii, BTpadaroTh CBOI 010JI0T14HI
BIIACTHUBOCTI.

Monexynapuoro ocnosor oenamypauii moaexyn /JTHK € pyiinyeannsa éoonesux
36’°A3Ki6 mixc Komnaemenmapuumu azomucmumu ocnoeamu A-T ma I'-1],
8i0N0GIOHO.

Pneumococcus

Serratia

Bignocne nornuuanHs npu 260 HM

1’0074 76 78 80 82 84 86 88 90 9z 94 95 98 100
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CrpykrypHi 3MiHn B Moniekynax JIHK, 1o mprsBonsTs 110 iX JeHarypaitii, BitOyBarOThCs
BHACJIJIOK:

— pi3kux 3MiH pH y krcmmii abo sry»xawi OiK;

— HarpiBaHHs po3unHiB JJHK 1o neBHuX Temmieparyp.

Tepmiuna nenarypanist JJHK orpumana Ha3By npouecy niasrnennus. s KOXKHOTO
turry mosekyn JJHK (ToGto moneky:, o MaroTh NeBHUI HYKJICOTUIHUHN CKIIa]T) XapakK-
TepHa BiAMOBIHA TeMIleparypa JeHaTypallii, 10 MO3HAYAEThCS K memMnepamypa
(mouxa) naaenenna — T (Bin annn. melting — nnasnenns). T pisnnx 3paskis JIHK
3aJICKUTh BiJ] CIIBBiIHOIICHHS B iX ckiaji G—C- ta A—T-nap.

CniBBinHomeHHs Mixk G—C- Ta A-T-napaMu € Ba)XJIMBUM MTOKa3HUKOM HYKJIECO-
tuaHoTo cKimany monekyn JIHK 3 pisaux Giomorivanx 00’ ekTiB. OCKITBKH MiXK TyaHi-
HOM Ta LIUTO3UHOM B CKJIaJi fBocttipanbHoi Mosekynu JIHK yTBoproeTses Tpu BoqHEBHX
3B’s13KH (Ha BiIMiHY BiJl TBOX — MDX aJICHIHOM Ta TUMIHOM), Te€pMidHa JHCOIIAIliSA
napu G—C notpelye OLIBIINX 3aTpaT eHEeprii, TOOTO BiI0YBAETHCS MPU OUTBHII BUCOKUX
TeMIeparypax, Hi pyiiHyBanHs napu A—T. Buxorstun 3 11b0r0, TeMIieparypa IIaBIeHHS
mosekyn JJHK npsimo npornopiiiiina BmicTy B HuX G—C-map, 1110 J1I03BOJISIE BAKOPUCTATH
BU3HAYECHHS Tm SIK TOKa3HUKa HyKJeotuaHoro cknany JIHK.

3.4. BYJIOBA, BTACTHUBOCTI ¥ BIOJIOTTYHI ®YHKIIII PHK

PruGoHyKII€THOBI KUCITOTH — TOTIPUOOHYKIICOTH T, IO B KITITHHAX €yKapioTiB Ta
MIPOKApPIOTIB 32 XapaKTePOM CBOET CTPYKTYpH Ta O10JIOTTYHUX (PYHKITIH MOIISIOTHCS Ha
Taki OCHOBHI kiacu: iHpopmaniitai (Matpuuni) PHK (MPHK), Tpancrnoptai PHK
(TPHK), pubocomui PHK (pPHK). ¥ knitunax PHK-BmicHEX BipyciB moiprOOHyKIieo-
THUJI BUKOHYIOTh TeHETHYHY (DYHKIIF0 30epiraHHsi Ta mepeHocCy CriaJkoBoi iHdopMariii.

OcoOmuBocti nepeunnoi cmpyxkmypu PHK posrsiayto Buine (tadn. 3.2). Ha Bij-
MiHy Bi aBostanirorosux JIHK, monexymu PHK Buiipx oprati3miB € OJTHOJIAHIFOTOBUMH
MOJIHYKJICOTHAaMU. JIBONaHIIOTOBY CTPYKTYpy MatoTh Jiuie renetndni PHK nesknx
BipyciB (peoBipyciB, BipyCiB paHOBHX ITyXJIFH POCIHH, BIpyCy KapJIMKOBOCTI prcy). Pazom
13 TuMm, orHOMaHIForoBi PHK 3a paxyHOK BHYTpiTHROMOJIEKYIISIPHIX B3a€MOIil HaOy-
BAIOTh KOH(POPMAIIii, 10 MO3HAYAIOTHCS SIK BTOPHUHHI Ta TPETHHHI CTPYKTYPH.

Bmopunna cmpykmypa

s 4 OJIHOJIAHLIOTOBUX HOMIpH-
I OOHYKIICOTH/TIB €yKapioTiB
A-—-T
avy ) XapaKTepU3y€eTbCs HasIB-
, Tt . .
N Ay, HICTIO JiISHOK, 110 MAIOTh
N N y--—-rZ .
j’_rf /,r’yjA b ABOCIIPAJIBHY CTPYKTYDY.
LN s i minsakn monekyn PHK
A P .
SN i:i{l (Tak 3BaH1 “LIMWIBKA) yTBO-
R N PIOIOTBCS 33 PAXyHOK 3THHIB
i ~ A .
4 7=y - /y\y/A/”\A MOJIIpUOOHYKICOTUITHOTO
Yoo / ,/ ! \, ~r 7 .
LR N O A I JIAHIIOTA Ta B3a€MOZAIT MK
\ W\ Hmid—r=TT Ny

¥ c000r0 KOMIIIIEMEHTapHUX
Pric. 3.7. YTBOpeHHs “INMITL0K” y BTopuHHiil ctpykTypi PHK. a30THCTUX OCHOB (A-Y
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ta ['-11) y Mexxax oxnoro nanirora. Taki cripanizoBani quistHk MicTsTh 20-30 HyK-
JICOTUIHUX TIap 1 4epTyroThes 3 HectipanizoBanumu ¢pparmentamu PHK (puc. 3.7).

Sx 1 AHK, mominykneornan PHK xapakrepu3yroThcst MAKCHMYMOM TTOTIIMHAHHS
npu 260 HM, 3yMOBJIEHUM a30THCTHMH OCHOBAMH, MAIOTh MIIOXPOMHHN €()EKT, ONITUIHY
aKTHBHICTB Ta IMiJUIATAI0Th ACHATYpAIlii IPH 1ii KOPCTKUX (Hi3UKO-XiIMIYHUX (PaKTOPiB.

Indopmauiiini (MaTtpuuni) PHK

Le xkmac PHK, mo cknamarots 2-5 % 3aranbHoi kinbkocTi KiitnHHOI PHK. MPHK
BUKOHYIOTH (DYHKIIiFO IEPEHOCHUKIB TeHeTH4HOI iH(popMmartii Big renomy (siaeproi JJHK)
JI0 OLTOKCHHTE3YI0Y01 CHCTEMH KITITHHN. BOHY € iHpopMaIifHIMA MaTpUISIMH, SIKi BH-
3HAYA0Th aMiHOKHUCIIOTHI OCIIIIOBHOCTI B MOJIEKYJIaX OIS THAIB, [0 CHHTE3YIOTHCSI
B pubocomax.

MPHK BracTuBi Metabomniyna HecTaOLIBbHICTD 1 HAHOLIbIIA TeTepOreHHICTh MOJIEKY-
JISIPHOT MacH Ta po3MipiB Mosteky (Big 25:10° 1o 1-2-10°) 3 KoHCTaHTaMH CEUMEHTAITIT
Biz 6 10 25 s. IlIupoxwmii cnektp okpemux monekyn MPHK Biamosigae kinbkocTi OIKiB
OpraHi3My, HOCisSIMH reHeTHYHOT iH(popMarii st cuaTesy sikux € PHK mporo knacy.

3a cBoiM HykieotuaHuM ckiagoM MPHK BigmoBinae (3 ypaxyBaHHSIM NPHHIUITY
KOMIDIEMEHTaPHOCTI ) HYKJICOTH/IHIH TIOCITIIOBHOCTI ()parMeHTa OJHOTO 3 JIAHITFOTIB siiep-
Hoi JIHK, Tparckpunrom sikoro Bona (MPHK) €. OcoOnuBicTIO TEpBUHHOI CTPYKTYpPH
MPHK € Takox HasiBHICTB Ha 5'- Ta 3'-KIHISIX MOJIEKYIIH XapaKTEPHUX [T IHOTO KIIacy
PHK HyKJ1€OTHIHUX TTIOCITITOBHOCTEH.

5'-kiHemp ycix OH OH
mosexkynl MPHK /ﬁji$\
€yKapioTiB Ta fes- ci Men
KHX BIPYCIiB B SIKOCTI ‘ o ILZC 5

NH
MEPIIOTO HYKJIEO- ZVN N o
) e P
THY MICTUTB 7-Me- | | . N, 0 NH,
|
0 C

THITYaHO3UH (Tiep- o Al N
> H l|)\ o 7 SN
1M1 HYKIIEOTH]T), 11O 5 NN < ] /'
yepe3 Tpudocdar- P CH, NN P
HUH 3aIUIIO0K 3B’ S- g 0 ‘ /o\‘ o
oo
3aHUl 13 5'-T1ApOoK- CH\H LCH
CHJIOM CYCiJTHBOTO Yz NH
|
(Ipyroro) HyKiI€O- OCH3CH )
tuny. Hykneorun, 3 o _CH
. Il_o ’ o
SIKUM 3B’SI3aHUM 5'- o | o’ e
KIHIIEBUH 7-METHII- o S\
TyaHO3UH, Ma€, 3BU- ¢—¢
YyaliHO, METWJIbOBA- o
Il
Hy 1o C-2'-pubo3y: P b
. . o~ I
MonudikoBanuii o)

7-metunryano3unoM S'-kinerib MPHK mae Ha3By “kemna” (Bij aHIJI. cap — IIIAIIOUYKA).
[o ¥ioro ckiagy MOXKyYTh BXOIUTH 1-3 3aJIMIIKK 7-METHITYaHO3UHY.

3'-xirenp Oararrox MPHK eykapioTiB MiCTHTB BiTHOCHO JIOBTi TTofiaieH aTHi (poly(A))
nocinoBHOCTI. J{o ckmamy poly(A)-“xBoctiB” MPHK — Bxozs1h 20-250 HyKIICOTH/IIB.
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BBakaroTh, 1mo 5'-kermyBaHHS Ta 3'-TONiaJICHUTYBaHHS CTaOLTI3yIOTh MOJICKYIIH
MPHK, 3ano6iraroun 1ii Hykiiea3, Ta MaroTh BEJIUKe 3HaUCHHS 1715 3B si3yBanHs MPHK
13 ppboCOMaMH B TIPOIIEC] TPAHCIIAIIIT.

Bropunna ctpykrypa MPHK xapakTepu3syeTbcs 4MCICHHUMM BHYTPIIIHBOJIAH-
LIOTOBUMH JJBOCHIpaIbHUMH JUITHKaMU (“IIMIBKaMK ™), 10 CKIIay SIKUX BXOJUTB J10
40-50 % HyKJICOTHAHOTO CKJIa Ly O PUOOHYKIICOTHLY.

Tpancnopri PHK

Ha TPHK npunanae 10-20 % knitunnoi PHK. Ix Monekynn — 1e nonipu6omyx-
JIEOTUIHI JIAHITIOTH, TOBXHWHA KX — 70-90 HykneoTuaiB. MonekymnspHa maca
TPHK — (23-28)-10° k]I, koHCTaHTa ceauMeHTallil — 4 . YChOro B KIIITHHAX 3HA-
xonuthes He Mermie 20 tunis TPHK, mio Biamosinae xinpkocti mpuponuux L-amiHo-
kucioT, 3 skumu TPHK B3aemomiroTe y xo/i TpaHcsmii.

[lepunna crpykrypa TPHK Bifg3HagaeThcst BEMMKOIO KiNBKICTIO MIHOPHUX HYK-
JICOTH/1iB — HASIBHICTIO METHJIHOBAHUX, TICEBIOYPHIMIOBUX Ta JHT1IPOYPHUIUIOBUX
3aIUIIIKIB,

Bropunna ctpykrypa monekyn TPHK y aBomipHOMY TipocTopi Mae KOH(pOpMAIIito
“IMCTKAa KOHIOIIMHK, 110 YTBOPIOETHCS 33 PaxyHOK crierudivyHoi B3aeMoii KoM-
TUIEMEHTApHUX a30TUCTHX OCHOB YIPOJIOBXK MOJIIPHOOHYKICOTHAHOTO JIAHIIOTA.
Hecnapeni HykieoTHHI IOCHIAOBHOCTI (opMytoTh crierdivni mis Oynosu TPHK
CTPYKTYPHiI €JIeMEHTH:

Axyenmopny einky (cmebno) — 3'-KiHelb MONIEKYIH, SKAH MICTHTh TepMiHAIBHY
niocyritoBHicTh HykiIeoTH B LILIA. KinteBnii aneHo3un uepes 3'-TiIpOKCIITBHY TPYITY
pu003H aKIeNTy€e aMiHOKUCIIOTY B ITPOIECT TPAHCIISAIIIT.

AHMUKOOOHO8Y nemo — MICTHTD TPYIy 3 TPhOX HYKJICOTHIIB (AHMUKOOOH),
KOMIDIEMEHTapHUX TPHTUIETY HyKJICOTH/IIB (KOJIOHY )

A—OH B ckiagi MPHK. Lsg mersst BifmoBijzae 3a B3ae-
L‘[ mogito TPHK i3 neBuumu nykineotunamu MPHK
5 L\[ [pH YTBOPEHHI B puOOCOMI TPaHCIIOYOTO

KOMILJICKCY.

Juciopoypuounosy nemnio — CKIATAETHCS 3
8-12 HyKJICOTH/IIB, MICTUTB Y ¢O0I1 1-4 auriapoypu-
JIJIOBI 3AJIAIIKH.

Tcesooypuounosy nemmo — ninsgaka TPHK,
sIKa B yCIX MOJIEKYJIaX MICTUTh 000B’SI3KOBY HYKJI€O-
TUHY nociinoBHicTh — 5°-TYC-3’. BBakatoTs,
o g newis HeoOximHa mia B3aemoxnii TPHK i3
HomatkoBa  pyGOCOMOIO.

T Jooamxosy einky — CTPyKTypa, 3a KiJIbKICTIO
HYKJICOTUIHUX 3UIIKIB B sikiii TPHK moainstrothest
Puc. 3.8. Ysaranbuena cxeva propun- 10 /1Ba KJIacH. TPHK racy I — micturs 3_,5 Hyk-

noi crpykrypn monexyan J1€OTHIIB; TPHK kimacy I — 3 1omaTkoBor0 rikoro,
TPHK THny “imcrka Konlo- S1Ka Mae JIOBXHHY Bij 13 10 21 HyKIieoTHTY.
muHn”. Cxemy 6ynosu TPHK nonano Ha puc. 3.8.

— AxuenTopHa
rinka

. AHTHKOIOH
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[Mpuramanni TPHK cTpykTypH THIy “NUMCTKa KOHIOMIMHAW MOXYTh YTBOPIOBATH
OB KOMITAKTHI MPOCTOPOBI KOH(pOpMAIlii — TPETHUHHI CTPYKTypH. 3a JaHUMH
PEHTIEeHOCTPYKTYPHOTO aHaJli3y, TpETUHHA cTpyKTypa Monekyn TPHK Haragye Benuky
JAaTUHCBHKY JtiTepy L.

Puo6ocomui PHK

Pu6ocomui PHK (pPHK) — knac knitnaanx PHK, 110 BxoasTh 10 ckiaxy pubocom
MpOKapioTHYHUX Ta eykapiotnuHux kiituH. Ha pPHK npunanae no 90 % 3aranbhoi
KinbkocTi kmituHHEX PHK.

pPHK pazom i3 cnierudpiaanmu GiTkaMu CTaHOBIISITH OCHOBY CTPYKTYpH Ta (pyHKIIIT
pubdocoM (prOOHYKIICOPOTEIHOBUX YaCTOYOK), B IKAX BiI0OYBAETHCS MPOIIEC MPAHC-
JisiYii — O1OCHHTE3 MOJIIETITH/THAX JIAHITFOTiB Ha OCHOBI KOJTY, 1110 TIOCTaBisgeThest MPHK.
PuboHykJI€THOBI KUCIIOTH ILOTO TUITY € METAa0O0TIYHO CTa0ITLBHUMH MOJICKYJIaMH; B3a€-
MOJIiFO4H 3 pHOOCOMHUMH O1ITKaMH, BOHH BUKOHYIOTH (DYHKIIiFO CTPYKTYPHOTO KapKaca
JUTSL OpTaHi3allii BHY TPIIIHFOKIIITHHHOT CHCTEMH O1LITKOBOTO CHHTE3Y.

MonudikoBanux (MiHOpHHX) ocHOB Yy ckiani pPHK 3nauno menme, nixk y TPHK.
[Ipote pudocomui PHK € Takok BHCOKOMETHIILOBaHUMH TIOJTi pUOOHYKIICOTH/IAMH, B
SIKFX METHJTbHI TPYTIH 3B’ s13aHi 200 3 A30THCTUMHU OCHOBaMH, 200 3 2'-TiJpOKCHILHIMHU
rpynaMu puoo3u.

Bropunna crpykrypa pPHK npencraBnena 3Ha9HOO KiJIbKICTIO KOPOTKHUX ABOCITI-
PaTbHUX TUISTHOK, IO MalOTh BUTIISA “IITHIIHOK 200 TTaTHYIOK.

Kpim 3a3nauenux knacis PHK, B simpax KIIiTHH ccaBIliB MiCTSITHCSI pUOOHYKIIETHOBI
KHCJIOTH Pi3HOI MONIEKYIISIPHOI MacH, Tak 3BaHi cemepozenti adepni PHK (2aPHK).
Ix momexynapra maca mMoske nepesuutysaru 107. TaPHK € mpoxykramMu TpaHCKpHIIIii
TeHIB, 110 HE 3a3HaJIN TIOCTTPAHKPUTIITIHHOT MOH(iKaIlii — MpOIIECHHTY.

3.5. MOJIEKVJISAIPHA OPTAHIBAIIA AAEPHOT'O
XPOMATHUHY I PUBOCOM

3a CBOEIO MOJICKYJISIPHOIO OpPTaHi3aliero XpOMaTHH KIIITHHHOTO siapa ado HyKJIeoin
Ta puOOCOMH €yKapioTiB i MPOKapioTiB € CKIAJHUMHU 32 CTPYKTYpOIO HYKIIEO-
IIPOTETHOBUMH KOMILIEKCAMH.

SAnepHuii XpoMaTHH

XpoMaTHH S7pa eyKapioTiB € CTPYKTYPOIO, IO Ha
eNeKTPOHHNX MiKpodoTorpadisix sBisiec CoO0I0 BOJIOK-
Ha, sIKi Haralyr0Th HUTKU HamucTa. OKpeMi KyJierno-
JIiOHI HAMUCTHHH XpPOMaTHHOBHX BOJIOKOH OTPHMAJITH
Ha3BYy HYKIE0COM.

YcepenuHi HyKJIEOCOMHU 3HAXOAUTHCS O1TKOBA
YacTHHA — SIIPO, A00 HyKJICOCOMHUH Kop (Biz aHIJI.
core — CeplieBUHa, S/IPO), Ha IOBEPXHIO SKOTO Ha-
MOTaHH# Bizpi3ok nBocripansroi JJHK (puc. 3.9).

Jlo ckyay HyKJIE€OCOMHOTO KOPY BXOJATB BICIM  Pyc. 3.9. Cxema MoaeKy.IspHoi op-
MOJICKYJI TiCTOHIB (TICTOHOBHH OKTaMep): 1o JIBi MO- ranizanii HyKaeocoM siiep-
nexynu ricroniB H2A, H2B, H3 ta H4 (ta6n. 3.4). HOTO XpOMATHHY.
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Ta06nuus3.4. Iicronu siIePHOro XpoMaTUHY

Tun Monekynapna Bmicm Bmicm Jokanizayis ¢
maca, K/ aizuny, % ap2ininy, % HyKneocomi
Hl1 21,0 29 1,5 Iarepainkepra JHK
H2A 14,5 11 9,5 Kop nykneocomu
H2B 13,7 16 6,5 Kop Hykneocomu
H3 15,3 10 13,5 Kop Hykneocomu
H4 11,3 11 14,0 Kop nykneocomu

["icToHOBMIT OKTaMep y CKITafi HyKJIeocoMH (popMye KyIeroIiOHy CTPYKTYpY, 00MO-
tany asocmipanbHoro JIHK 3a Tumom cynepcmipaii. Hykineocomua JIHK yTBOproe HaB-
Koo kopy 1,75 Butka (mpudmi3Ho 140 HyKITEOTHTHUX M1ap) 1 TEPEXOIUTh Ha 1HIITY HyKJIeo-
comy. I3 Bigpizkom J{HK, sixwii 00’ eiHye cycifHi HykiIeocoMu (rikkepra JJHK, moBxrHA
sxoi — 50 HykJIeoTHTHHUX Tap) 3B’ si3aHui rictod H1.

INicroHwu, 110 BXOASTH /IO CKIIAJy XPOMATHHY, € OCHOBHUMU OUTKaAMH, SIKI MICTSITh
3HaYHY KUTBKICTb 1iaMiHOMOHOKapOOHOBHX aMiHOKUCIIOT JTI3HHY Ta apriHiHYy, TO3UTHBHUHI
3apsl SIKUX Ja€ TM MOYKIIMBICTh YTBOPIOBATH COJNIETIONIOHI KOMIUTEKCH 3 (pochaTHUMU
rpynamu JIHK. Biomoriqna (hyHKIIis TICTOHIB MONSTAE B PETYIIALLT 3UNTyBaHHS T€HETHIHOT
iHpopmaii 3 monexyn JJHK.

Kpim ricToHiB (O1IKIB OCHOBHOTO XapakTepy ), 10 CKIAJTY SACPHOIO XpOMATHHY BXOJISITh
TIeBHA KUIbKICTh KucTHX HericroHoBux OutkiB (HI'B) (mekinpka nmecsaTkiB (hpakiiiit) Ta
HE3HAYHMI BIJICOTOK JIiMiIiB 1 10HIB MeTaiB, 30kpema Mg?*, Ca?*, Fe?". BioximiuHi (yHKITi
X MIHOPHUX KOMITOHEHTIB XpOMAaTHHY I1Ie HE IOBHICTIO 3’ SICOBaHi.

Pudocomu

Pubocomu — CyOKITITHHHI YaCTOYKH, 110 32 OI0XIMIYHAM CKJIaIoM ;IBJIﬂIOTL 00010
p1/160HyKne0np0TelHOBl CTpyKTypHu. BoHu € MoneKyn;{pHHMI/I MaIlliHAMHK’, B SIKHX
BiZIOyBarOTECS OCHOBHI eTar 6IOCI/IHT€3y OLITKIB — TpaHCIALIL. Y KITITHHAX moz[mm 1TBapHH
OlybIIIa YacTHHA PUOOCOM 3B’s3aHA 3 MEMOpPaHAMH €HJIOTUIA3MATHYHOTO PETUKYITYMY.

HpOKapiOTH (E. Coli) EyKapiOTH‘IHi KIIITHHU Pubdocomu npOKapio—
TUYHUX Ta yKapiOTHYHNX
KJTITHH MalOTh CXOXKY MO-

7os SOS
JIEKYJSIpHY OpTraHi3arlito,
CKJIQIAF09HCh 13 JTBOX CYO-
OJIMHUI>L — MEHIIIO] Ta

O1pIIOl, — 10 Bigpi3-

5os 305 6OS 4os ’  BUID
HSFOTBCS 32 PO3MIpaMH Ta
/ \ Habopamu crierudigHrx

Binku Binku Binku : 5
PHK BeJ’ll/IKOI PHK Manoi PHEK Majol pPHK 1 pH6OCOMIMX 61']1_

cy6- cy6- l cy6- - kig (puc. 3.10).

OL[I/[HI/[I.I] OZ[I/IHI/I]_II 1 SS OL[I/[HI/[I.I] 6
23S 58 165 VYuacte ngeM[/IX cyo-
PHK Binkn OJIMHHUIIL PUOOCOM e-

/_;__\ BEJTUKOT I[ H6p .. y p
285 5.85 55 . ucnyfém amizarii 0i0XiMIYHHX pe-

Pric. 3.10. Cxema Gy0BH pu6ocoM pokapioTHanmx Ta eykapiormamnx ~ SKHIA TpaHCJ'IHI_Il.l oyne
KJIiTHH. PO3IISIHYTO B Iv1aBi 21.
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I'JTIABA 4. BYIVIEBOJIU TA IX HOXIJTHI

ByrneBomu (mronmm, IyKpr) — 0100praHivHI CIOIYKH, M0 32 CBOEIO XIMIYHOIO
OyZIOBOIO € anbOe2ido- Ta KemonoxXioHumu 6azamoamomHux cnupmig, ado
noniokcianboe2ioamu Ta NONIOKCUKEMOHAMU.

ByrneBomw, 110 BiITOBIIAfOTH 3a3HAYEHUM XIMIYHUM CTPYKTYpaM 1 HE TIATal0Th
rifpomi3zy (ToOTO PO3IIEIUIEHHIO BOAOK0 Ha OIUIBIN MPOCTI CIONYKH), € NPOCHUMU
gy2nesooamu, abo Morocaxapuoamu. ByrneBoiu, o TiporTi3yOThCs 10 MOHOCaXapH/IiB,
MAalOTh Ha3BY CKIAOHUX 8Y2le600i8 — o0i2ocaxapudis Ta noaicaxapuois.

ByrmiieBoau yTBOPIOIOTHCS B IPUPOII 3 TIOKCHTY BYIJIELFO Ta BOIIH 3@ PaXyHOK (OTO-
CHHTE3Y, 1110 IPOTIKa€ B pOCIMHAX Ta ACSIKUX MIKPOOPraHi3MaXx, 1 CKJIa1al0Th OCHOBHY Macy
OpraHigHOro ByIeIo 6iocdepy; iX BMICT Y TKAaHMHAX POCIIMH CTaHOBUTH Onn3bko 80 %
MacH. Y CBOIO Uepry, POCIMHHI BYIJICBOAU € OIHHUM i3 OCHOBHHX JKEPEIT BYIJICLO UL
TBAPUHHHX OPTaHi3MiB.

VY TBapHHHMX OpraHi3Max BMICT ByIJICBOJIB BiIHOCHO HEBUCOKHI, CTAHOBJITYM B
cepenHboMy 1-2 % cyxoi Mac, BOCHOBHOMY y BUIJISIII PE3EPBHOIO MOJTICAXapHIy IIKO-
reHy. Brim, ByriieBou BilirparoTh JKUTTEBO BaYKIIMBI €HEPTreTHYHI (MOHOCAXapHIX TITEO-
K032, PPYKTO3a, TOMOTIONICaXapy/l ITTIKOTE€H) Ta CTPYKTYpHI (TeTeporiosticaxapuin) (DyHKITI.

4.1. MOHOCAXAPHJIH TA IX ITOXITHI

3aJIe)HO BiJ] KUTBKOCTI BYIJICIIEBUX aTOMiB, MOHOCAXapH/I1 (MOHO3H) TOJUISFOTHCSE
Ha TPi03H, TETPO3H, IEHTO3H, TeKCO3H, TeNTO3H T.1. Hali0i1b 111 momMpeHnMH B TBAPUHHHX
opraHizMax MOHOCaXapuaaMH € TeKCO3H Ta MEHTO3H, SIKi 3HAXOAATHCS B KIITHHAX SIK
YYaCHUKH OOMiHY PEUOBHH — METa0OIIITH Ta BUKOHYIOTh TIEBH1 CTPYKTYpHI (QyHKIIi,
BXOJISTYH JIO CKJIATy IHIIIUX O10MOJICKYJI.

I'ekco3n

I'exco3n HOI[iJI?IIOTLCfI Ha:

6 CH,OH CH,0H CH,0H
H 0 H OH O H H (0) H
H H H
‘< OH H ! OH H OH OH
OH W 2 OH H OH OH OH
H OH H OH H H
o-D-I'mroko3a o-D-T"anakro3a o-D-Mamno3a

— aNlbJIOTCKCO3H, /10 SIKHX Hanekarh D-anio-  o_ ((E)H
2

e o OH
Ko3a 11i enimepu D-eanaxmosa, D-manosa, D-¢hy-
K03a TOIIO; RH HO >
— KEeTOTEKCO3W, MPEeJACTABHUKOM SKHUX € H T2 3 ?Hz_OH
D-¢pykmosa. OH H

B-D-®pykro3a
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D-I'noxo3a (BUHOTpATHUH ITYKOp, IEKCTPO3a) — MOHOCAXapwu, MIUPOKO MOIIHU-
peHHi y IpUpOIi: Y BUTBHOMY CTaHi IITIOKO3a 3HAXOIUTHCS B POCINHAX, KPOBI JIIOIMHU
(4,44-6,66 MMOIIB/1T) Ta IHIIMX OIOJIOTIYHUX piAMHAX. [IIOKO3a € CTPYKTYPHUM KOM-
MOHEHTOM JIUCcaxapuIiB caxaposu, JAKTO3U Ta TOMOIIOJicaxapu 1iB KPOXMaJI0, KIITKO-
BUHHM Ta IIIKOreHy. PocIMHHME momicaxapu/ KpOXMallb € OCHOBHUM JIKEPEJIOM Ha/l-
XOJPKEHHS TITIOKO3W B OpTaHi3M JIIOIMHH. B opraHizmi IIoIuHM 32 paXyHOK aepoOHOTo
OKHCJICHHS IJTIOKO3H BUBLIBHAETHCS B cepetHboMy 60-70 % ximiuHoi eneprii, HeoOxiqHoi
JUTSL €Hepro3a0e3nedeHHs TPOIIECiB KUTTE NI SITBHOCTI.

D-TI'anakmosza (MONOYHHI IIyKOP) — BXOIHUTH O CKJIAIy IHCaxXapHIy JIAKTO3H,
IO MICTUTHCS B MOJIOIII, & TAKOX y reTeporoiicaxapuiax (mrko3aMiHIIiKaHax, abo
MYKOIIOJTicaxapuaax) TBApUHHUX TKaHUH. [ OIOBHUM JIPKEpEeIoM TaakTo3H Jisl opra-
HI3MY JIFOJIUHH € JIAKTO3a, sIKa MICJIs T1pOoJIi3y 3BUILHIOE TAJIAKTO3Y, 3/1aTHY MEPETBO-
pIOBaTHCS Ha ITIOKO3Y.

D-Mano3a — € cTpyKTYpHHM KOMITOHCHTOM TIOJTicaXxapy/ly MaHaHY, IO € KOMIIO-
HEHTOM POCIMHHHX Ta OaKTepiallbHUX TIIKOTIPOTETHIB; y BUTBHOMY CTaHi MiCTUTHCS B
HIKYpLi HUTPYCOBUX. Y TBAPHHHOMY OpraHi3Mi BXOAUTH A0 CKJIAJy OJirocaxapuaHoi
YaCTHWHHM DITIKOJIMIJIIB Ta TIIIKOMPOTEiHIB MeMOpaH Ta Gionoriuaux piguH. [Iponykr Bin-
HOBJICHHSI MAHO31 — IECTUATOMHHH CIIMPT MaHITOJ (MaHiIT) 3aCTOCOBYIOTh Y MEAWIIMHI
SIK OCMOTHUYHUH IIyPETHK 1 sIK 3aMIHHUK CaXapo3H B AI€Ti XBOPUX Ha I[yKPOBUH Iia0eT.

IlenTo3u

BiosoriyHo BayKITMBUMY MIPEACTABHUKAMHE [IEHTO3 €:
— ajproneHTo3u: D-puboza, 2-0ezokcu-D-pubosa, L-apabinosza, D-xcunosa;
— KeToneHTo3u: D-pubynosa i D-kcunynosa.

5

H 0 CH,—OH H 0 CH,—OH

OH OH H OH
a-D-pubo3a 2-ne3okcu-D-prboza

D-Puboza — anvponenrtosa, mo B B-dypanosniii Gpopmi BXOAUTH 10 CKIagy
HYKJICOTH/iB PHOOHYKIICTHOBHX KUCIIOT Ta BUTbHUX PUOOHYKIICOTHIIB, PSITY KOPEPMEHTIB
(HAL, HAID, AT, DMH), m1iko3u1iB i aHTHOIOTHKIB.

2-/lezoxcu-D-pubosa (0ezoxcupudosa) — TeHTO03a, 1O BiAPI3HIETHCS Bif D-proo3u
BIJICYTHICTIO aToMa KHCHIO B 2-My TOJOKEHHI. BXOmUTh 70 cKitaqy HYKICOTHIIB
JIC30KCUPUOOHYKIIETHOBUX KHCITOT.

L-apabino3a — anpJoneHTo3a, 10 BXOJUTH A0 CKIIAAy IMOJicaxapuIiB pPOCIHH
apabiHamis, pOCIUHHUX Kamedis, 30KpeMa, eymiapabiky (IUB. HWKYE), noxicaxapuoié
myoepKyIbo3HOL naiuyky. Y BUIBHOMY CTaHi MICTHUTBhCS B XBOHHHUX JICpPEBaXx.

D-kcunosza — 3ycTpidaeThesl y CKIAJI POCIMHHUX KCUWIAHI6. BUKOPUCTOBYETHCS B
KOHJTUTEPCHKOMY BHPOOHHMIITBI SIK TIOXKHBHA PEYOBHHA ISl POCTY KOPMOBHX APDKIDKIB, &
TaKOX JIUIA CHHTE3Y CIIUPTY KCUJiNty, IO 3aCTOCOBYETHCS SIK JTIKapChKHiA 3aci0.

D-puébynosa, D-kcunynoza — KeTONEHTO3H, sIKi y BUNIIsLAL GochopHUX edipiB
YTBOPIOOTHCS B OPraHi3Mi JIFOIMHH 1 TBAPUH SIK META0OJITH TIEHTO30(oc(HaTHOro NUTSIXY
OOMIHY TJTFOKO3H.
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AMiHOROXIOHI MOHOCAxapuoie (AMIHOUYKpU)

/J1o Hali01IbII OMKMPEHNX aMiHOLLYKPIiB HaJISKaTh 2-aMiHOIOXi/Hi rekco3 D-rmroko3u
Ta D-ramaxrosu — eexcozaminu:

CH,OH CH,OH

H NH, H NH,
D-I'moko3ami (XiTo3aMmiH) D-T"anakro3amin (XOHAPO3aMiH)
N-areTrpoBaHi OXiTHI TeKC03aMiHiB HaUaCTiIIe 3yCTPIYaroThCS Y CKIIa/1i TeTepOTIo-
JicaxapuiB (JIMB. HKYE) — TIKO3aMIHIJTIKaHIB (KOMITIOHEHTIB TIPOTEONNTIKaHIB), OJIIro-
CaxapHIHKX JIAHIIOT 1B TIKOMPOTETHIB Ta IIKOTITi/TiB.
CH,OH CH,OH

(=0 (=0
N\ AN
CH; CH;
N-AeTHITTIOKO3aMiH N-Aneruiraiakro3amid

Heiipaminoea ma cianosa Kuciomu

BiomoriyHo BaskIMBUM aMiHOTIOX1THUM MOHOCaXapuJIiB € HelipamMiHO8d KUCIOmA.
I3 XiMiuHOT TOYKH 30py HEMpaMiHOBa KHCIIOTA € IOX1THUM MOHOCaXapH Iy KETOHOHO3H
(HoHyno3m). B Gionoriuanx 06’ ekTax HelipaMiHOBa KMCIOTa IPUCYTHS Y BUIVIsII N- Ta
O-auiIbHUX MOX1IHUX, 110 BiAOMI Mij] Ha3BOIO Cian08i KUCIOMIL.

| (‘?OOH CH,OH cHz0H
2C=0 -- - (CHOH), (CHOH),
3 CH, | — O COOH
H-*—OH ! i H
NH,~——H i OH
Ho-“—n OH H
H-.+—0H
H->+—O0H
9 CH,0H

HetipaminoBa kuciora (3,5-1uae30kcu- N-AnerunaeiipamMiHoBa

5-aMiHOHOHYJIOHOBA KHCJIOTA) (cianoBa) KMCIIOTa
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HeiipaminoBa Ta ciaioBi KHUCIOTH € CTPYKTYpHUMH KOMIIOHEHTaMH TIIIKOJIITi/TiB
OioMeMOpaH (TaHITiO3W/1iB ), IITIKOTIPOTETHIB Ta IMPOTEOTITIKaHIB OI0IOTTYHUX Pi/INH, CIIH3Y,
CITOTYYHOI TKAHWHH, BUKOHYFOYH BOKITHBI MEXaHIUHI, IMyHOXIMIYHI (DyHKIIi1.

Iikaposi (yykposi) xuciomu

[Ipw okucITeHHI MOHOCAXapH/IiB YTBOPIOIOTHCS TITIKAPOBI (I[yKPOBi) KUCIOTH, SIKi TIO-
JIIISIOThCS HA OKpeMi XiMiuHI TpyTH, 3aJIe)KHO Bijl TOTO, ska (DyHKIIOHAIFHA TpyTia
(aymperiiHa a00 TIGPBUHHOCTIMPTOBA) M IATAE OKUCIICHHIO.

Anb0onosi Kuciomu — TPOTYKTU OKHUCITCHHS aJIbl03 3a JIBJCTITHIM aTOMOM BYT-
nerrto. [prkiaiom ajbIOHOBHX KHCIIOT € 2T0KOHO8A KUCIOMA, SiKa Y BUIIIsi pocopHOro
edipy (6-hochHOrTFOKOHOBOT KUCIIOTH ) YTBOPIOETHCS B PEAKIIISIX IIEHT030-(h0C(HaTHOrO IuIsixy
OKHCJICHHS ITIFOKO3H.

Yponoei kucnomu — nponykrn OKMCICHHS IEPBUHHOT TAPOKCHITLHOI TPYITH aJbI03.
Basknmse GiomnoriyHe 3Ha9eHHSI MAIOTh YPOHOBI KHCIIOTH, IO YTBOPIOIOTHCS P OKHUCIICHHI
IIIIOKO3U Ta TajakTo3u — D-amokyporosa Ta D-eanakmyponosa Kuciomu, O, TOPSI 3
aMiHOIYKpaMH, 3yCTPiYaroThCsl B OpraHi3Mi MEPEeBaKHO SK CTPYKTYPHI €JIEMEHTH
rereporonicaxapuaiB. [loxinse rexcoszn L-imo3u L-idyporoéa KUCIOTa € CTPYKTYpHUM
KOMITOHEHTOM Te€TepOIIoTicaxapyyTy TelapHHy, JepMaTaHCyTb(]aTiB CIIOITYYIHOI TKAHUHH.

COOH COOH H
H o H OH 0 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'moxypoHoBa kuciiora D-T'anakTypoHOBa KuCIOTa L-Inyponosa kucnora
0 BinbHa DIIOKYpOHOBA KUCIIOTA BUKOHY€ BayKITHBI (DYHKIIii
I B PEaKLisfX JEeTOKCUKALlil B TBAPUHHUX OpraHizMax, yTBOPIO-
C FOUH ITPOJTYKTH KOH 0T allil — 2110KypoHiou 3 MeTaboiTaMu
| KaTaboMi3My O1ITKiB, MOP(IPHHIB, UyKOPITHUMH XIMIYHUMA
C—OH CTIOJTyKaMHU.
(ljli Ol O Ackopbinoea Kucioma— IyKpOBOIO KHCIOTORO € TAKOXK
| 2 L-ackopbinosa xucroma (y-nakton 2-keto-L-TymoHoBoi
HC KHCJIOTH). ACKOPOIHOBA KHCIIOTA CUHTE3YETHCS B TKAHMHAX
POCITHH Ta OLIBIIIOCTI BUIUX TBAPHH 13 TITFOKO3U. OpraHizm
HO—C—H JIFOAMHH, THIIMX TIPHMATiB T MOPCHKUX CBUHOK HE Ma€ dep-
MEHTHHX CUCTEeM, HEOOX1THUX ISl yTBOPEHHSI aCKOPOiHOBOT
CH,OH KHUCJIOTH, y 3B’SI3Ky 3 UMM JlaHa CHOIyKa € HEOOX1AHIM Xap4o-
L-AckopGinoBakuciora  BUM (aktopoM — gimaminom C.
Inikosuou
Iniko3uou — CTONYKH, MO € MPOAYKTOM KOHJEHcalii MoHocaxapuaiB (abo

MOHOCAXapHTHNX 3ATUIIKIB Y CKJIa Tl OLTBII CKIIAJTHOTO IYKPY) 13 CIIpTaMu a00 (heHOIaMH.
Imixo3uam GopmyroThest 3a paxyHOK B3aeMofii HartiBarietanbHoi OH-rpymn ByriieBoxy
3 OH-rpynoro criupry (peHomy). Ha3pu miiko3uiB YTBOPIOKOTHCS 13 Ha3B BiIIIOBITHIX
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MOHOCAaXapHJIiB 3a PaxyHOK 3MiHH cydikca -o3ad Ha -03u0 (HANPUKIAL: 21H0KO3UO,
2anakmosuo, pykmosuo, pubo3uo TOIIO).

['miko3u 1 3B’ S13KH, 1110 BUHUKAOTH MIXK 3aJIHIITKAMH OKPEMHUX I[yKPIiB, € OCHOBOIO
OyZOBU CKJIaTHUX BYTIIEBOAIB (1MB. HIOKYE). [Ipn B3aeMoii areTambHOTO TiIPOKCHITY
MOHOCAXapHIy 3 T IPOKCHUIBMICHIMH HEBYTTICBOTHUMH MOJICKYJIaMH BUHHKAIOTh YHC-
JICHHI DJIIKO3U/IH, 1110 € (Di310JIONTYHO AKTUBHUMH CIIOJTYKAMU; HEBYTJICBOJIHUI KOMITOHCHT
DTIKO3UY HA3UBAOTh A2IiKOHOM. ATIIIKOHAMU MOXKYTh Oy TH 3aJTUIIIKU METaHOITY, TIIiIe-
pouy, GeHony, cTepoy.

PocnunHI crepoin-
BMICHI INIIKO3UIA Ma-
I0Th KapIiOTOHIYHY Jit0
1 HaOyJTH TIIUPOKOTO 3a-
CTOCYBAaHHS B MEJINY-
Hilf TpaK T — cepye-
6i enikosuou. CepiieBi
TITIKO3U/IH, STKi BUKOPH-
CTOBYOTb JUTsl CTUMYJTSI-
i1 TisUThHOCTI MiOKap/ia
NpU cepueBili Helo-
CTaTHOCTI, BUIUISAIOTH OH
i3 pi3HHX BHIIB Ha-
MIePCTSIHKY (HaIepCTsIH-
KU IypitypoBoi — Digi-
talis purpurea, Haniepc-
TSIHKM IIEPCTUCTOI —
Digitalis lanata), cTpo-
¢anty (ctpodanty riaakoro — Strophanthus gratus, crpodanty Kombe — Strophanthus
Kombe) ta konBaunii (Convallaria).

KpimM po3rmissHyTHX TIiKO3H[IIB, IO YTBOPIOIOTHCS MPH B3aEMOIii BYTJIEBOIB i3
TiJPOKCHIBMICHIMHU criomykamu (O-TITIKO3W/IiB), B KHUBIH MTPUPOJIi IIMPOKO TIPEJICTaBIIeH]
N-mriko3uu. N-IIIIKO3UU € TIPOTyKTaMK B3aEMOJIii MOHOCAXapHIiB 3 arTIKOHAMH Yepe3
atom azoty NH-rpynu, sika BXOIUTh 0 CKJaay ainiaTUUuHHX, apOMATHYHUX,
TEeTEPOIUKIIYHIX aMiHIiB. BioJOTIYHO BaXKIMBUMH TpHUKIanaMu N-TIIIKO3UIIB €
HYKJICO3U]IH, 110 € CTPYKTYPHUMH KOMITOHEHTAMH HYKJICOTH/IIB HYKJICTHOBUX KHCIIOT
Ta Oararbox KO(epMeHTIB.

O\ O

CH,OH

OH OH

CepueBnii TTiko3u yabain

4.2. CKUIAJHI BYIVIEBOAU. OJII'OCAXAPUIMN.
I'OMOITIOJIICAXAPUIN

Cxkaaani ByrieBom (ITIKAHN) — TPOJYKTH KOHJIGHCAIll MOHOCAXapujiB Ta iX
MOXITHUX, 1110 MICTSITh Y CBOEMY CKJIaJIl Bijl IBOX-, TPhOX- (0icocaxapudu) 1o 6aratbox
TUCSY (nosicaxapuou) MOHOMEPHUX 3AJTHIIKIB ITyKpiB.

Onizocaxapuou
HatiBaxuiuBiiie 3Ha4eHHs B 010XiMii 1 (hi310/10TIT JIFOMUHE MarOTh Jucaxapuou
1aKmo3a, caxaposa, mMaapomosd.
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Jlakmosa (B-D-ranakro3ujio-1,4-0-D-1i1roKko3a) — MOJIOYHHIA ITyKOP, CKIIAIA€ThCS
i3 3amMIKiB B-ragakTosu Ta O-IJIFOKO3H, CIIOAYYEHUX |,4-IITIKO3UIHUM 3B SI3KOM.
JlaxkTo3a € BOYKITMBIM KOMITOHEHTOM Xap9yBaHHS JIFOIUHHU, BXOJSTIH JI0 CKJIa Ty )KiHOYOTO
(6-7 %) Ta xopoB’s4oro (Omu3bKo 5 %) MOJIOKa.

CH,OH
HO
OH
H
H OH H OH

Caxaposa (0-D-rmokosmi-1,2-B-D-bpykro3un) — oxuH i3 HaiibGinbmr posmo-
BCIOJDKEHHX Y IPHPOI Ta TPAKTUYHO BAYKIIMBUX JIMCAXaPH/IIB, III0 MICTUTHCS B CTEONax,
KOPEHsIX, Oy/Tb0ax Ta Iiojax pociuH. Y XapuyBaHHI JIIOMMHNA HAO1ITbIIIE 3HAYSHHS Ma€e
caxapo3a, sika yTBOPIOEThCS B IIyKpoBoMy Oypsiky (12-20 %) Ta 1ykpoBiii TpoCTHHI
(14-26 %) i € OCHOBHUM KOMIIOHEHTOM Xap4OBOTO LIyKpY.

© ®

CH,OH
o o CH,OH

OH © ¢} (2)OH

HO

OH
OH HOCH,

0

Mansmosa (0i-D-timroxo3mi- 1,4-0-D-rimroko3a), comofoBuil IyKOp — Jucaxapui,
IO CKIIAZAE€THCA 13 3aIUIIKIB TBOX MOJEKYJ TIFOKO3W. Majbro3a yTBOPIOETHCS B
TPaBHOMY KaHaJIi JIFOJIMHHU TIiJ1 TI€0 Ha Xap4oBHil KpoxMaib hepmenty B-aminasu.

CH,OH CH,OH
H O H
H
4 OH H 1
OH
H OH (0-1,4) H OH

OxpiM 3a3HaYEHHUX UCAXAPHIIB, IO OPTaHi3My JIIOJUHHU Yy CKJIadi POCIMHHHX
MPOAYKTIB XapuyBaHHs HAAXOIATh TpHCaxapul paginosa 3 IyKpOBOro Oypska Ta
IHIIMX POCIIUH, TETPACAXAPUJL CINAXIiO3q.
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Tlonicaxapuou— cknajHi ByTJICBOJIH, SIKi 38 XIMIYHOIO CTPYKTYPOIO € TIOJIiIMEpPaMH,
MOoOY/TOBaHUMH 13 3QJTHIIKIB 0araTh0X THCSY MOJIEKYII MOHOCAXapH/IiB Ta TX TOXiTHHX,
00’ €THaHMX 32 TOTIOMOTOFO PEeaKIIii MOMiKOHAEHCAITii. 32 0COOIMBOCTSIMU XIMIUHOT Oy/IOBH
i CHONYKH TOAUTSIFOTBCS HA 20MORONICAxapuou Ta 2emepononicaxapuou.

TI'omononicaxapuou — ckiaaHi ByIJIeBOAN, MOHOMEPAMH SIKHX € 3QJTUIIKH OIHA-
KOBMX MOHOCAxXapHJiB (HaifyacTimie TIIIOKo3u) abo iX moxigHux. [omonomnicaxapuau
TIOJIIISTFOTHCST HA BYTJIEBOIM TBAPUHHOTO (TIIIKOTEH, XITHH), POCIMHHOTO (KpOXMallb,
KJIITKOBHMHA, IHYJIIH, TIEKTHHH ) Ta MIKPOOHOTO (JEKCTPaH ) MOXOIKEHHSI.

T'emepononicaxapuou — cknajaHi BYTJIICBOIH, YTBOPEHI 3 Pi3HUX 3a XIMIUYHOIO
CTPYKTYPOIO MOHOMEPIB — MOX1THUX TeKc03 (AuB. 1. 4.3).

Tomononicaxapuou

Kpoxmans — pociuHHUI roMonoicaxapy, 1o CKJIAAAETHCS 3 1BOX (hpaKiiil —
aminosu Ta amironekmuwy, siki cTaHoBIATH 15-20 % ta 80-85 % 3arambHOi Macu
KPOXMAJTIO, BiIMOBIIHO.

Aminosza — NHIMHUH TTOTICaxapyui, MOJISKYJIH SKOro MicTaTh Big 200 1o 1000 Mo-
HOMEPIB (3aJIUIIKIB [JTFOKO3H); M.M. aMiio3n—40-160 k1. Y ckiajii aMiio3u MOHOMEpU
croyueHio-1,4-miko3uaHnmu 38°si3kaMu. [ oMononimepy aminosu (popMyroTh CriipasibHi
CTPYKTYPH, KO)KEH BUTOK SIKMX BKJIIOUAE IIICTh MOJEKYJ Tioko3u. Crienudiuna
KOJIbOPOBA PEAKIIisi Ha KpOXMaJb i3 o1oM (CHHE 3a0apBIIeHHS ) 3yMOBJICHA BKITFOUSHHSIM
MOJIEKYJ HOJy B MOJICKYJISIPHI KaHAI BCEPEIUHI CITipaliei aMiJIo3H.

Aminonekmun — po3TaTy’KEHUH Tomicaxapus 3 M.M. Bif 1 no 6 muH. [omoBHMN
JIAHIIOT aMIJIONIEKTHHY YTBOPEHUH OL-1,4-TIIKO3UIHUMU 3B’ S3KaMH; pO3TalyKEeHHs
(hopMyHOThCS Q- 1,6-ITIKO3UTHUMU 3B’ si3KaMu. MiXK TOYKaMHU PO3TaTYKEHb MICTATHCS
20-30 TIIFOKO3UIHUX MOHOMEDIB.

Kpoxmaib € 0cCHOBHUM JKEpesioM pe3epBHOI eHeprii B POCIMHHUX KITITHHAX, 10
YTBOPIOETHCS BHACIIAOK POTOCHHTE3Y 1 BIIKIIAIAETHCS B KOPEHSX, OyIb0ax i HaCiHHI.
Kpoxmainbs — ronoBHUi ByIJIeBO/ B XapuyBaHHI JIFOIUHU, SIKHH MICTUTBCS B 3HAYHUX
KUTBKOCTAX Yy XJTIOHUX 371aKax, KapToILTi, 0000BUX POCIMHAX.

Iikozern — roMoroicaxapyl TBAPUHHOTO ITOXO/DKEHHS 3 M.M. 0siu3bko 100 MITH.
3a XiMIYHOO CTPYKTYPOO IITIKOTeH OJM3BKHIA 10 aMUIONICKTHHY KPOXMAJTHO (““TBApUHHUN

CH;0H CH,0H CH,OH

H - 0. o) O_ H
H H
OH H OH H OH H
OH o) o
H OH T H OH H OH
(a-1,4) (a-1,6)— o
CH,0H CH,0H | CH,0H | H,C CH,OH
H g 0 o) ‘ o ' @ o o)
H
OH H OH H ! E'H H ! OH H BH H
HO 0 Lo lo o) o—---
Ho oH |} H o OH | H o OH | Ho oon 1} H  OH
(0-1,4) \ | (0-1,4)
Lo __an

DparmenT Monekynu Tikoreny. IlpencraBneni miHiiHi (0(-1,4) JTaHIIOTH Ta TOUYKH po3ramykeHHs (0-1,6).
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KpOXMaJTh ), aie Mae OUTBII po3rary»eHi MoseKysd. JIiHiiHI BiAPi3K1 OCHOBHOTO JIAHIIIO-
ra DJIIKOTeHY BMIIAlOTh 6-12 3aJIMIIKIB MOJICKYJT IJIFOKO3HU, 00’ €IHAaHUX Of-1,4-TITiKO-
3UJHUMH 3B’SI3KaMH; PO3TalTyKeHHS (POPMYIOTHCS 32 PaxyHOK Of-1,6-TIiKO3WAHUX
3B’SI3KIB.

['mikoreH yTBOpIO€ BHYTPINTHHOKIITUHHI TPaHyITA — AETI0 MeTabO0JIi9HOT €Heprii, B
SIKMX PE3EPBY€EThCS HA JTUIIIOK IITFOKO3H, 10 HAJIXOJMTH 13 Dkero. HalOibIna KibKicTh
TIIIKOTeHY B OPTaHi3Mi JIFOJMHY MICTHThCA B TediHIi (2-5 %) Ta XxpeOieBux M’ a3ax
(0,5-2 %).

Lentonosa (knimkoeuna) — romMonoiicaxapyl, sIKHi € TOJJOBHUM CTPYKTypHUM
KOMIIOHEHTOM KJIITHHHUX CTIHOK pOCJInH. J10 CKia ity nenono3u BXoauTh oubiie 50 %
YCBOTO OPraHiYHOTO BYTJIEIIO OioCc(epH; TepeBHHA CKIIaJA€ThCS 3 IIETIOII03H PUOITH3HO
HAaroJIOBUHY, @ 0aBOBHA € Mai’Ke YHUCTOIO LIEITIOI03010.

MorteKynu LeIoIo31 — HEepO3rally KeHi JaHLIOTH, 110 CKJIAAAI0THCS 13 3aJIMIIKIB
MOJIEKYJI [JIFOKO3H, CrIoTy4eHuX B-1,4-miKo3uiHMMH 3B 13KkaMu. MakpOMOJIEKyIISIpHUIA
JIAHITIOT 11eJT10103H YTBOPIOeThes 3 2500-12000 Mosnekyt Itoko3u, M.M. — 1-2 MJH. Y
TpPaBHOMY KaHaJIi JTFOAMHH 1IEJTI0I103a HE PO3LICTUTIOETHCS.

Kpim rienrornosu, 3 ero 10 TpaBHOTO KaHAITY JTFOJMHHE MOTPAITISIOTH 1 1HII pOCITHHHI
rOMO- 1 rerepornoicaxapuiy, mo GopMyrTh xapuosi eonoxkna (riasa 26). o nux
noJicaxapuaiB Hajexarb eemiyentonosa (monimep Mojekya D-Kkenino3u, cronyueHnx
B(1—4)-38’3Kkamu, 1110 MOYKYTh TAKOXK MICTUTH 3QJIMIIKH IHITUX MOHOCAXaPUIIiB —
apabiHO3H, TaTaKTO3H, MAHO3M 1 T.iH.)) Ta nexmuHu (JUB. HUXKYE).

/lekcmpan — roMoroticaxapy/1 IPHKIKIB Ta 0akTepiil 13 po3raiiyKeHo Oy/10BOIO.
OCHOBHU THII 3B’5I3Ky B MOJIEKYJIaX JEKCTpaHy — Oi- 1 ,6-IIIIKO3UIHUIL; PO3TaTyKEHHS
YTBOPIOIOTHCS 32 PaxyHOK O-1,2, o-1,3 abo o-1,4-38’s13kiB. JleKCTpaHH BUKOPUCTO-
BYIOTKCSI B KIIIHIYHIM MEIUINHI K I11a3MO- 1 KpOBO3aMiHHUKY (papMarieBTU4HI Tpera-
paru [lonientokin Ta Peononieniokin) Ta B 010XiMIYHIN TPAKTHIIL K Tl IS XpOMAaTo-
rpadiqHOTO PO3IIIEHHS MAaKPOMOJIEKYJI (Tellb-XpoMaTtorpadis).

Ximun— TBapUHHHUN TOMOTIONICaxapu/I, 0 YTBOPESHHH 13 3aHIIIKiB N-aleTHIIIo-
Ko3aMiHy, 00’ etHaHuX B- 1 ,4-IIiKO3MIHUMHY 3B’ sI3KaMK. XITHH Ha I3BHYAIHO TOIIMPEHUI
Y JKHBIH PUPOIi: TOTIOHO 0 KIIITKOBUHU POCIIMH, XITHH YTBOPIOE MilHI HEPO3TraTyKeHi
JIAHLIIOT U, 110 € OCHOBOIO ITOBEPXHEBOI'0 MAHLIMPA KOMaxX Ta PaKoNOAiOHNX.

Tnynin— pociuHHMN TOMOTIONICaXapy /I, 110 Mae JiHiiHY OyoBy. Mosekysia iHyniHy
CKJIa1aeThes i3 3anuikis B-D-ppykrosu (GpykTo3aH), CrionydeHux 2, 1 -IIKO3UIHUMI
3B’SI3KaMH; M.M. iHYJIiHY He iepeBuiitye 6 k/1. [HyIiH BUKOPUCTOBY€ETHCS y (hi310J0TiHHIX
JTOCTIKEHHSIX JUIsl BU3HAYEHHS IIBUKOCTI KITyOOYKOBOI (PUTBTpallii B HUPKaX.

Ilexmunu (IEKTUHOBI PEYOBHHH) — T'OMOIIONICAXaPU/IU, OCHOBOIO CTPYKTYPH SKHX
€ TIOJIraJIakTypOHOBA (IIEKTOBA) KUCIIOTA, KA CKIAAETHCS 13 3IMIIKIB O-D-ramak-
TYPOHOBOT KMCJIOTH, 00’ €THAHUX 1,4-ITTIKO3UTHUMHU 3B’ s13KaMHU. [ [eKTHHU CHHTE3YOThCS
Y BUILIHMX POCIIMHAX Ta JSSIKMX BOZOPOCTSIX 1 HAAXOIATH B OPTaHi3M JIIOAWHH 3 POCIHH-
HUMH MPOYKTaMH Xap4uyBaHHsI. [IleKTHHU BUKOPUCTOBYIOTHCSI [Isl BATOTOBJICHHS TETIiB
1 € OCHOBOIO PsIy JIIKAPCHKUX TIPenapariB.

[erepornonicaxapuy TBAPUHHOTO MOXOXKEHHSI Oyy Th pO3IIAHY T HIk4e (11. 4.3).
Meau4He 3HaY€HHS MalOTh JIEsIKi POCIIMHHI TeTeporoIicaxapuan, 30KpeMa po3nIsTHy Ti
BUIIE 2eMiyentono3u 1a kamedi — POCIMHHI TeTeponoicaxapuin 3 pO3rallyKeHO0
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Oy/IOBOIO, SIKi MICTSITh Y CBOEMY CKJIaJli 3aJTUIITKK MOHOcaxapu/IiB (D-ramakrosu, D-miro-
ko34, L-apabiHo3u, L-paMHO3H TOI1I0) Ta YPOHOBUX KUCJIOT. Y (hapMarieBTHYHIM MPAKTHIT
SIK €MyJIbIaTop MPU BUTOTOBIICHHI JIKapPCHKUX eMYJIbCiil 3aCTOCOBYETRCS apasilicbka
Kamiov (2ymiapabix), 10 CKIIAay SKOT BXOAATH 3K L-apabinosu, D-ranakrosy,
D-nimtoKypoHOBO{ KHCIIOTH Ta METHIIIICHTO3.

4.3.TETEPOITIOJIICAXAPUJIA. ITIPOTEOIVIIKAHM.
JIIKOIMPOTEIHA

I'erepomnoJicaxapuau

TI'emepononicaxapuou — mnonimMepu, moOyZ0BaHi 3 BEIUKOI KIIBKOCTI Pi3HHUX
MOHOCaXapUIHUX OJMHHUII Ta TX MOXiqHUX. Y Oloximii Ta (Hi3l0oril JIFOMUHY 1 TBAPUH
Hal{OLIbIIe 3HAYEHHSI MAIOTh TeTePOIONICAXapUIH iKOZAMIHSTIKAHU.

Iiko3aminznikanu — reTeponoiicaxapyn, oOyI0BaHi 3 IMCaxapHIHUX 3aJIHIIKIB,
SKi TTOBTOPIOIOTHCA. MOHOCAaXapuIHIMH KOMIOHEHTAMH JTHUCAXapUIHUX 3AJTUIIKIB
DITIKO3aMiHIITIKaHIB € HAWYaCTIIIe TeKCYPOHOBI KHCIIOTH (TITFOKYpOHOBa 200 1HO/ i;TypoHOBa
ToI110) T2 N-alleTUIITIOXI1/THI TeKCO3aMiHiB ([JTFOKO3aMiHY, TaJIaKTO3aMIHY ).

Jlo miko3amiHTITIKaHIB HaJIeXKaTh YMCIICHHI TBapWHHI OlOMONiMEpH, IO CKIIAIAI0Th
MDKKJIITHHHUH MATPUKC CTIOJTYYHOT TKaHWHH, SIKWH 3alOBHIOE TPOCTIP MDK OKPEMHUMH
KITITHHaMH. 3acTapijia Ha3Ba [UX CHOIYK — MYKONOaicaxapuou — BKa3ye, IO CTIONTYKH
JIAHOTO KJIacy OyJIu BIIEpIIIe BUJIICHI 3 MyylH) — KOMIIOHEHTY CITU3IB, 10 € 3Ma3yHUYO
PEUOBHHOIO, sIKa BUKOHYE (DYHKIIiF0 (hi310510r4HOro MacTria. HalOuUbI BUBYCHUMH [ITIKO-
3aMiHIJIIKaHAMH € 2iAIyPOHO8A KUCTIOMA, XOHOPOIMUHCYIbhamu, 0epmMamancyibghamu,
Kepamancyivghamu, 2enapancyib@amu, ki BXOIATb JI0 CKIIa Ty IIKIPH, CyXOKHJIb, XPSIIIB
Cymo0iB, 3a0€3MevyoYr MEXaHIYHy MIIHICTh Ta TPYKHICTh OpPraHiB, €MaCTHYHICTh 1X
CHOJTy4eHb. [T1iKo3aMIHIITIKaH eenapui € TIPUPOIHUM aHTUKOATYIISTHTOM.

[miko3aMiHITIKaHY € MOJTiaHIOHHUME MoieKysiaMu. L1 [oHaliMeHItie oiiH i3 MOHOCaxa-
PHIHMX KOMIIOHEHTIB Y MOJIEKYJIaX TIIIKO3aMiHTJTIKaHiB Hece KUCIIOTHE YIPYyTIOBaHHS —
KapOOKcHITbHY a00 Cysb(aTHy TpyIry, 0 3a0e3nedye X BUCOKY TipoQiIbHICTh, TOOTO
37aTHICTh YTPUMYBATH B 010JI0TIYHNX TKAHIMHAX 3HAYHY KiJTbKICTh BOJIH.

VYei riko3amiHIiKaHM BUKOHYIOTH CBOI OioxiMiuni Ta ¢iziosnoriuni dyHkmii,
Oynyuu 3B’s13aHMMH 3 OijikaMu. KoBaJleHTHI KOMIUIEKCH TITIKO3aMiHIJTIKaHIB CITOTyqHOT
TKaHWHHY (T1aTyPOHOBOI KHCIIOTH, XOHIPOITHHCYIB(ATIB TOIIO) 3 OiJIKaMH OTPHMAJIA Ha3By
npoOmMeo2ikamis, Mo € MPEJICTABHUKAMH MIIIaHUX Ol0TIONIIMEPIB (21IKOKOH T02amis).

Tab6nuns4.1l. CTpyKTypHi KOMIIOHEHTH IITiKO3aMiHITiIKaHiB

Tniko3zaminznikan Cknao oucaxapuonoi oounuyi

lNaxyponoBa kuciaora  |D-rmokyponat + N-aleTHATIIOK03aMiH

Xowgapoituacynpdatu  |D-rmokyponat + N-ameruaraizakTo3aMiHCynboar

JepmaTaHcynashaT D-inyponat + N-anerunranrakro3amincynbdart (a60 D-rirokypoHart)

Kepataucynabhatu D-ranakro3a + N-ameTunriroko3amMincyibdar

Ienapancynbdatu Ta D-ratokyponat + N-aneTunriaoko3amincyibsbar (a6o D-ixypoHart)
I'enapun
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Tianyponoea kucnoma— MHITHNHT TeTepoNONicaxapu/, y IkoMmy D-ITFOKypoHOBa
kucioTa Ta N-areTrii-D-niroko3amin crionyderi Mixk co60to B-1,3-mmiKo3uHIM 3B 513-
KOM; OKpeMi ucaxapuiai pparmMentd 06’ eqnani B-1,4-01iKo3uIHIMU 3B I3KaMH:

C|ZOOH CH,OH COOH CH,0OH
H o H o - o
0 H H H
OH H le) H H
H OH H H OH H
H OH H NHCOCH; H NHCOCH;
a 6 a 0

Bynosa MornekynH TiaypoHOBOI KHCIOTH: a — D-miokyponar; 6 — N-amernin-D-rimoko3aMiH.

lManxypoHoBa kucioTa Mae HaWOLIBITY MOJIEKYJSIPHY Macy 3 YCiX IIIKO3aMiHTIIi-
kaniB — 10°-107. Benuka kinbkictb rpyn —COO™ popmye 3HaUHUIT HEraTHBHUI 3apsi
MOJICKYJIU, CIIPUSIE YTPUMAHHIO BO/IM Ta KaTioHiB Na*. [iarypoHOBa KUCIIOTa HAsiBHA B
MyXKili CONy4Hi# TKaHWHI, CHHOBIaJIbHIN piIHHI CyTII001B, CKIIOBUAHOMY TiJli OKa.

Xonopoimuncynvghamu — TIKO3aMIHITIIKAHM, IO y CKJIaJl BINIOBITHUX npomeo-
2niKanig (IVB. HIDKYE) € BAKIMBUMH CTPYKTYPHUMH KOMITOHGHTAMH XPSIIIOBOT TKAHHHH.
MormnekynsipHa Maca XoHApoiTHHCYab(ariB — 10-60 xJ[. AucaxapumHi ¢hparMeHTH
CKJIQ/IAfOTHCA 13 TIFOKYPOHOBOI KHCIIOTH Ta Cynb(haroBaHoro N-aleTuiragakro3aminy,
crioyuenux B-1,3-miko3u M 38°si3xk0M. [ pyria—SOO™ nprcyTHs B 4-My ab0 6-My T10J10-
KEHHSIX 3aTMIIKY N-alleTHIraTakTo3aMiHy (XOHIPOITHH-4- Ta XOHAPOITHH-6-CyIb(ary,
BIJITIOBIJTHO):

COOH CH,0S0;H

H o HO ¢}
H H |H
H  OH H  NHCOCH;

a S

Jlucaxapuanuii pparMeHT MOJEKYIH XOHAPOITHHCYIb(aTiB: a — D-mmrokyponar; 6 — N-auetun-6-cynbdora-
naktosamin. OKpeMi JucaxapuiHi (pparMenTH cromydeHi Misk co60r0 B-1,4-IIKO3UIHUM 3B’ SI3KOM.

Kepamancynbghamu—riiko3aMiHIITIKaHH, CyITE(aTOBaHi B 6-My MOIOKEHHI 3AJTHIIKY
N-anerunmiokozaminy. [TomiOHO 10 xoHApOITHHCYB(hATIB, KepaTaHCyb(haTh CIoTydeHi 3
Oinkamu y hopMi rpoTeortikaHiB. Po3pi3HSIOTE kepamarcyibgham [ — TniKo3aMiHITIKaH
POTIBKH OKa Ta Kepamancyibgam I — KOMIIOHEHT KiCTKOBOT TKAHUHH.

TI'enapancynvpamu — TAIKO3aMIiHTIIIKaHU, TPUCYTHI Ha 30BHINIHIX MTOBEPXHIX
TBAPUHHUX KJTITHH. YPOHOBUMH KHCJIOTAMH Y CKJIal AUCAXapUIHIX OMHHIIb rerapaH-
Cysb(aTiB € NIFOKYPOHOBA Ta I[ypOHOBA KHCIIOTH, 1110 crioyrydeHi B-1,4-rmiko3uHuMu
3B’SI3KaMH 13 cyib(daroBaHUMHU N-alleTHIITITIOKO3aMIHHUMH 3aJTHITKaAMH.

T'enapun — TIKO3aMIHITIIKaH, KU CHHTE3YE€ThCS TYYHHMH KITITHHAMH CIIOTYYHOT
TKaHWHHM 1 BUKOHY€ (DYHKIIIFO aHTHKOATYJISIHTA 32 paxXyHOK aKTHBALlii iHr10yI04oi i aHTH-
TpomOiny 11, 1110 IpOTH/TiE€ BHY TPIIIHBOCYTUHHOMY 3rOPTaHHIO KPOBI.

[Tomi6HoO 110 renapancyibdariB, JAHIFOTH TEIIAPUHY MAIOTh AMCAXaPHIHI OJUHUILI,
JI0 CKJIaJly SIKUX BXOJAUTH iypOHOBA Ta DIIFOKYPOHOBA KUCJIOTH (iIypOHOBa KHCIIOTa
nepeBaXkae y remapuHi Ha BiAMIHY Bix remapancyibgaris, ckiagarouu 10 90 %
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3arajJbHOTO BMICTY YPOHOBHX KHCIIOT), 38 s13aHi 3a Tunom B(1—4) 3 N- a6o O-cyiib-
(haToBaHUMU 3AJTUIIIKAMU TIIFOKO3aMiHy Ta N-alle THIITIIFOKO3aMIHY:
*) ©

O0H
OH

(]
T

o
NHSO3H H  0SOsH NHCOCH;  H  OSOsH

(a) (b)

By/0Ba J1aHIOra MOJICKYIIH TEIIApHHY.
INomani Tpu qucaxapuaHi parmenty (A), (B) ta (C) (B kBagpaTHUX JIy’KKaxX), 10 CKIIALY SIKHX BXOJSTE!
(A) O- ta N-cynbdaroBanuii ITIOKO3aMiH (@), CHOIyYeHHH 13 Cy/Ib(aToBaHOIO iTypOHOBOIO KHCiI0TOM0 (b);
(B) O- ta N-cynbaroBaHuii NTIOKO3aMiH (C), CIIOIYYSHHUH i3 IIIOKYPOHOBOIO KHCII0TOIO (d);
(C) O-cynbdaroBanuii N-ane THITITIOKO3aMiH (€), CIIOTYYCHHIA 13 CYIb(aTOBAHOK iTyPOHOBOIO KHCIIO-
toto ().

l'enapuH Ta renapancyb(paT MatoTh CITUTEHOTO MONEPEAHNKA Y BUIIISII Hecybda-
TOBAHOTO MMOJTICAXaPH/THOTO JIAHIIFOTa F'EMapUHOBOTO NPOTeorTikany. Moudikarris rojica-
XapHTy B CKJIa/Ii POTEONTiKaHy BKITIOUA€ B ce0e JTit0 eriMepasy, sSika IepeTBOPIOE YaCTHHY
3aJIMIIKIB IIOKYPOHOBOT KHCJIOTH B 1lypOHOBY, Ta peakiiii O- i N-cynb(yBaHHS.

IIporeornikanu

Tlpomeoznixanu— riGpuaHi MOJEKyIH (TTIIKOKOH FOTaTH), y CKIIa i SIKMX OLIKH KOBa-
JICHTHO 3B’sI3aHi 3 MoJTicaxapyiaMy [ITIKO3aMIHITiIKaHaMK. Y CKJIaJIi TPOTEOIVTIKaHIB Ha
qacTKy OUIKiB nmpunaznae 5-10 % Macu MONEKy I 1 Ha YacTKy BYIJICBOJHOT YACTHHH —
90-95 %.

[NomicaxapuTHi JTAaHITIOTH CIIOTYYeHi 3 IO THTHAM (PparMeHTOM MOJIEKYII IIPOTE0-
TITiKaHY, YTBOPFOFOYH:

1) O-m1iko3u/THi 3B’ 13KW MiXK TIPOKCHILHUMHE IpyriaMu MoHocaxapuiB Ta OH-rpy-
TamMy cepuHy ab0 TPEOHIHY;

2) N-Di1iko311aMiHOBI 3B SI3KH MiK alleTHITBHOIO TPYTIor0 N-alleTHITITFOKO3aMiHIB Ta
aMiJIHUM a30TOM acrapariiy MOoIMenTHITY.

TwurroBa MoJIeKyJIa MPOTEOTTTIKAHY CKIIAIAETHCH 13
[EHTPAILHOT0, CEPIIEBHHHOTO MOJITTENTHAHOTO JIAH-
rora — Kopy (core — CepIeBUHA, SAPO; aHIIL), 3
OOKIB SIKOTO ITPHETHAHI MOJIEKYIIH ITIKO3aMiHIJTiIKaHiB.
3aBISKH €JIEKTPOCTATUIHOMY BiAIITOBXYBaHHIO
OKpEMUX TOJiaHIOHHUX JIAHIIOTIB TMOJlicaxapuaiB
3arayibHa CTpyKTypa IMPOTEOrTTiKaHy HATa ye B IIIIOMY
IIITOYKY 200 SITHHKY.

3a yMOB B32€MO/JIi1 B MKKJIITHHHOMY MaTpUKCi
CIOYYHOI TKAaHWHH MPOTEOTITIKAHIB 13 MOJIEKYTaMU
riaTypOHOBOI KUCIIOTH YTBOPIOKOTHCS CKJIa/HI CTpyk-  PHC. 4.1. Cxema Gynosn npoteortika-
TYPHi KOMILIEKCH 3 TiaJIyPOHOBOO KMCJIOTOKO [OCEPe- HOBOTO arperary, IO CK1a-
JIHI T2 O1YHUMU JIAHITIOTaMH TIPOTEONTiKaHIB (**SUTHHKA ARETHESR 3 MOTICKYITM rinty=

)y : POHOBOI KHCJIOTH (2), cepiie-
3 SUTMHOK ). BCTaHOBIIEHO, 110 3 O/THIEI0 MOJIEKYJIO0 BHHHHX (“KOPOBHX”) MO
TiaJIypOHOBOT KUCIIOTH MOYKE CIIoydatucs jio 150 mMo- nenrzis (b) Ta riko3aMin-
JIeKyJ Cyab(paToBaHUX MPOTEonITiKaHiB (puc. 4.1). riikauis (c).

=0

= ¢

g
fa
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[Ipoteormikanu, CrIoMydeHi 3 TiaTypOHOBIO KUCIIOTOO, YTBOPIOIOTh TeIIENONiOHIIA
MAaTpUKC — “OCHOBHY PEUOBHHY CIIOTyYHOI TKAaHUHH, siKa MPOTHII€ Tudy3ii dysKo-
PITHUX MOJEKYN Ta MIKpOOPTaHi3MiB ycepenHy TKaHWH. byaydn mosiBaleHTHUMHU
aHiOHAMH, TIIIKO3aMiHIIIIKaHOBI KOMITOHEHTH MIPOTEONTIKaHiB 3B SI3yIOTh 3HAYHY KUTHKICTh
ekcTpanetosipaoro Na* ta, BiIIOBiAHO, H,0, mo 3ymoBmroe MEeXaHi3M y4acTi
TKaHWUHHUX TIPOTEONITIKaHIB y PETYIISIII{ BOTHO-COIBOBOTO OOMIHY.

I'mikonpoTeinu

Iikonpomeinu — TiOpUIHI MOJICKYJIH, IO € CKJIATHUMHU OLTKAMH, 3 TIOJIIEITTH THO
OCHOBOIO SIKUX KOBaJICHTHO 3B’s[3aHi oJlirocaxapy/iHi (TJIIKaHOBI ) JTaHITIOTH.

I mixonpoTeiHy € YrCIEHHOO TPYTIOO OLTKIB i3 pi3HOMaHITHIMH (DyHKIIisSIMU. B 11i10My
MOYKHA 3a3HAYUTH, 0 DIIKONMPOTEIHAMHU € OUIbIIICTh MO3aAKIITHHHHX OUIKIB. e
CTPYKTYpHi Oi7IKH 6i0MeMOpaH Ta eKCTPAIIETIOISIPHOTO MaTPUKCY, 30KpEMa CIIOITYIHOT
TKaHWHH (KOJIareH, eacTHH, MyIIMHH, CITM30B1 CEKPETH, O1TKH KiCTKOBOTO MaTPUKCY);
OLITIKH KPOBi, B TOMY YHCHI ()aKTOPH 3rOPTaIbHOI CUCTEMH, TPAHCTIOPTEPH BiTAMIHIB,
TOPMOHIB, MiHEpaJIbHHX EIEMEHTIB; TOPMOHH (XOPiIOHIYHMI TOHAIOTPOTIiH, THPEOTPOITiH);
01K iIMyHHOT cricTeMu (IMyHOTI00YITiHH, iHTep()EepOHHU, KOMITOHEHTH CHCTEMH KOMIT-
JIeMeHTY); epMeHTH (TIpoTeasu, HyKJieasH, IIIIKO3UAa3H) TOIIO.

I'mikompoTeinu Ta OGMU3bKi 10 HUX 32 Oy/TOBOIO MIIIKOMIITIN CTBOPIOIOTH TOBEPXHE-
BOKITITHHHUM 27iKOKa/1iKC, KOMITOHEHTH SIKOTO OepYTh y4acTh Y MUKKITITHHHIN B3a€EMOJIi,
PEryJsLii KJIITHHHOTO MO Ta il OPYHISHHSIX PH 3JI0sKICHOMY pocTi. [tikonporeinu
KIIITUHHOT MOBEPXHI pealti3ytoTh PYHKIIIO B3aEMHOTO PO3ITi3HABAHHS KJIITHH, 1[0 M€
0CcOONMBE 3HAYECHHS B IMpOIEcaxX IMYHITETY: Iojlicaxapui KIITHHHOI MeMOpaHu €
aHTHTeHaMH, BIIHOCHO SIKUX PO3BHUBAIOTHCS PEaKIlii KIITHHHOTO IMyHITETY, 30KpemMa
NP TPAaHCIUIAHTAIlii OPTraHiB Ta TKAHUH.

BwicT ByIy1€BOTHOTO KOMIIOHEHTY B OLTBIIOCTI IIIKOMPOTETHIB HEBEIMKHIA, aJie 1HOM
cknanae 1o 50-80 % macu monekynu. KinmbkicTh ByIVIEBOIHUX JAHIIOTIB y CKIIAII
OKPEMHX MOJIEKYJI TIIIKOTIPOTEiHIB 3MiHIOETHCSI BiJ] OTHOTO JI0 KLTHKOX JECATKIB. Y CBOIO
4epry, KOKEH OJIIrocaxapy THHN JTAHIFOT TITIKOIIPOTEiHIB MiCTUTH Bif 1 10 15 MOHO3HUX
3anuuiKiB. Lli JaHIorn MoKy Th Oy TH JITHIHHIMH a00 PO3TalyKEeHUMHU.

Haituacrime y ByriieBomHOMY (hparMeHTi IITIKOTIPOTEIHIB OpraHi3My JIIOUHH 3yCTpi-
4YaroThCS TaKi IyKpH, K ramaktosa (Gal), imokosa (Glc), manosza (Man), pykosa (Fuc),
N-anermiranakrosamin (GalNAc), N-anetunnmokozamid (GlcNAc), N-ametuHeiipa-
MiHOBa (cianoa) kucioTa (NeuAc).

[lomi6HO 10 TpoTEOITiKaHIB, y MOJIEKYJIaX IIIKOIIPOTEIHIB OJIirOCaXapH IHi JIAHITIOTH
3B’s13aHi 3 MOJITIENTHTHOIO YACTUHOO MOJICKYJIH 32 PaXyHOK:

1) O-riko3uAHOTO 3B’ 513Ky MiXk IfyKpoM Ta OH-rpynoto cepuny abo TpeoHiHy;
2) N-IJ1iKO3HHOTO 3B’ 513Ky MiXK IIyKPOM Ta aMiJJHOIO TPYIIOI0 acrapariny.

[IpencraBankamu O-3B’s3aHUX TITIKOIIPOTETHIB € MYIIUHH (CIIM30B1 OLIKH) 1 AesIKi
OlTkM KpoBi Ta GioMeMOpaH. Y CKI1a/1i X DITIKOIIPOTEIHIB I[yKPOM, IO O€3M0CepeHbO
3B’ si3anmii 3 Ser a60 Thr menruauoro nanmrora, € GalNAc.

N-3B’s13aHi ITIKOMPOTETHH MAIOTh SIK OJIITOCAXapHIHUH (PparMeHT, o Oe3rmocepeTHp0
3B’ s13anmii 3 NH-rpymnoro acniapariny, nenracaxapua (Man),(GleNAc),, 3 skum criosydeni
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pi3Hi 3a OyIOBOO 30BHIIIHI onirocaxapuaHi ¢pparMeHTH. 111 30BHIIHI po3ramykeHi
oJTirocaxapH/IHi JAHITIOTH HATraIyF0Th MOJIEKYIISIPHI “aHTeH! , 0 BiIirParOTh TOJIOBHY
POJTB Y B3aEMOJIIT KITITHH Mi>K COOOFO Ta 3 iHIIMMHE OLTKOBUMH 1 TIOJTICAXapHHUMH CTPYK-
TYpamH.

CH,OH CH,OH g
gu o PN
G\ OH H CH—O—CH2—(’3H ¢ OH H /CH—N—C—CH2—$H
| | | |
HONe—c R
H HN Ho NH
-0 =0
CH, CHj

3B’a30k N-ameTuiaranakTozamMiny i3 cepuHoM (a) Ta N-aleTHirIoKo3aMiny 3 acnapariiom (0) B
MOJIEKYJIaX TIIIKOTIPOTETHIB.

IMpuknaau 6ynosu O- ta N-3B’s13aHUX OJIITOCAXapUAHUX KOMIIOHEHTIB IIIKOMPO-
TEIHIB:

NeuAc — Gal — GlalNAc — Ser

|
NeuAc :

NeuAc — Gal — GlcNAc — Man |
> Man — GIcNAc — GIcNAc — Asn
NeuAc — Gal — GIcNAc — Man

O- ta N-3B’s13aHi ofirocaxapuiHi ()parMeHTH XOPiOHAIBHOTO TOHAI0TPOITIHY.

44. MENTUAOLTIKAHUA KJIITUHHOI CTIHKA MIKPOOPITAHI3MIB

Binbricts MikpoOiB 3HAYHY YaCTHHY CBOTO JKUTTEBO- CH,OH
T'O LMKJTY POBOZSATH Y BUIVISIIL OHOKIIITHHHUX OPTaHi3MiB,
TOMy iX KpHMXKa IMTOIUIa3MaTHyHa MeMOpana oorop-
HEHa 30BHILIHBOIO KIIMUHHOIO CIMIHKOIO, 1110 3aXUILA€E
MeMOpaHy BiJi TOIIKOKYOUUX (haKTOPIB CEpeIOBHUIIIA.
OCHOBY KJTITHHHOIT CTiHKH OaKTepiii CKIIaaroTh 0CO0-
JIMBI TETEPOTIOITICAXapHIH, IO CTIOTyYeH] 3 MEMOPaHHUMH
OlTKaMH y BUIJIA TIPOTEOTITiKaHIB 200 nenmudoanikamis. O—CH— COOH
Mypamin—reTeporionicaxapyl KIITHHHOI CTIHKA OaK-
Tepiii, Hepo3raTy KeHi JIaHITFOTH SIKOTO CKJTaIal0ThC 13 3a- Mypavosa Kgcljgm (noxaro B-xor-
TvKiB N-aleTHrTioko3aMiny Ta N-arleTHIIMYpPaMOBOT  pirypauito saminxukis npu C-1).

HO
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CH,OH
q o)
H 0 -
H
N H
O?HCOOH
CH;

dparMeHT MOJICKYIH MypaMiHy.

KHCJIOTH, IO CIIO-
Jy4eHi MiX co0Or0
B-1,4-rytiko3uHIM
3B’s13Kk0M. Mypamo-
Ba KHCJIOTA € TTOXIJI-
HIM D-mroko3aMiny,
JI0 SIKOTO B 3-My HO-
JIOYKEHHI TIpH€THaHA
MOJIOYHA KHCJIOTa
(JTaKTHTEHAN 3aJTH-
ITIOK).

Oprasizartist OyZI0BU MypaMiHy IOJ1I0Ha JI0 TAKOT LIEJTFONI03H 1 XITHHY (HepO3TaTy:KeHi
JIAHITIOTH 3 [B-3B’3KaMH Mi>k MOHOMEPAMH), [0 BU3HAYAE MEXaHIUHy MIllHICTh IUX
reTeporosicaxapuiiB Ta iX CTPYKTYpHY (yHKIIOHATBEHY poJib. JI0 TOTO K NITYHKOBO-
KUIIKOBHI TPAKT OpraHi3My JFOIUHU HEe MiCTHTH (DEPMEHTIB, 110 3/1aTHI PO3IIETLTIOBATH

11 [oJTicCaxapy/Iy.
v ~ . - P
X - | X e | Y
/ / Ana / |
D-ll"ni l e X Apa
| D-I'ni |
D-T'ni
A Jliz i l
T — T |
| T " |13 i — T — Jtis
D-Ana — Ii D-Anma — i — i 1
D-Ana — T

Y/ Y/ Y/ /
I 4 |

Puc. 4.2. Cxema moJ1eKy.IsSIpHOI opraHizanii nenTuaorIikany 6akrepiajJbHOL
cTinkn — Ha nmpukJjaaai mypeiny Salmonella aureus (3a A.Jlenin-
doicepom, 1974). A. Byoosa nonepeunux nenmuOHux 36 si3Ki¢ Mijc
oKkpemumu aanyoeamu noaicaxapuoie (X — zanuwox N-ayemun-
enmoxozaminy,; Y — sanuwiox N-ayemunmypamosoi kuciomu). Tempa-
nenmuoni (L-Ana — D-Inn — L-JIi3 — D-Ana) 6iuni nanyioau KO’CHO20
noicaxapuoHo2o (MypamiHo8020) IAHYI02a CHOIYYEHI Midic COOO0K0 NeH-
manenmuonumu “‘micmoukamu” 3 n’smu 3anuwie eniyuny. B. [lapa-
JIeIbHI 2eMmepOonoNiCaxapuoti IAHYI02U Mypeiny 36 s13aHi Midic 00010
6 EOUHUT MAKPOMONEKYAPHUL KAPKAC NENMUOOSTIKAHY 3d PAXYHOK
nonepeunux nenmuoOHUX IaHyloeis.

Mypein.y dop-
MYBaHH| KJIITHHHOT
CTiHKH OakTepii
Oepe ydacth Mypa-
MiH, CTIOJTy9eHHH i3
MENTUIHAMY JIaH-
IFOTaMH Y BHUIJISII
ipoTeorItikany (abo
nenmuoo2nikany)
mypeiy. Mypein —
1€ MiIIaHui 010110-
JiMep, IO CKIIaaa-
€THCS 3 TIapaJieiib-
HHX TIOJTICAXapUITHAX
JIAHIFOT'IB, SIK1 3B’sI-
3aHi OJIUH 3 OJTHAM Y
MOTIEPEYHOMY Harl-
PSAMKY KOPOTKHMH
HEeNTUAHUME JIaH-
roramu. PakTHYHO
MypamiH MO>KHa CO-
01 ySIBUTH 5IK €JTUHY
MOJICKYIY, [0 Y
BUDJIALl TITaHTCh-
KOT'O MillIKa a0o Kap-
Kaca OXOILTIOE OaK-

TepiaJIbHy KITITHHY.
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I'paMno3uTHBHI Ta rpaMHeraTMBHi MiKpoopraHizaMu

CriHku OakTepiallbHUX KIIITHH, OKPIM OXapaKTepU30BaHOI BUIIE TENTHIOTITIIKAHOBOT
CITKHU, MAFOTh Y CBOEMY CKJIJIi JISSIKI JIOJTATKOBI O10XIMIYHI KOMIIOHEHTH OJTICAXapHU/IHOI,
TN THOT Ta OLTKOBOT MPUPOJIH, 1110 BaPitOIOTh Y PI3HUX MIKPOOPTaHi3MiB.

OCOONUBICTIO CKJIa Ty KIITUHHUX CTIHOK € MOJICKYJISIPHA OCHOBA KITACHYHOTO PO3-
MoNiTy OaKTepiit Ha epamno3umueHi Ta epamHe2amueHi, O BiIPI3HAIOTECS CBOIM
BiJTHOIIIEHHSIM JI0 3a0apBIIEHHS CyMIIIIIITIO TeHI[IaHOBOTO (hi0IeTOBOTO, oIy Ta cadpa-
HiHy. [ pamMrio3uTiBHi OakTepii 3a yMOB iX MOCIiTOBHOT 00pOOKH 3a3HaYEHUMH PEaKTHBA-
MH Jal0Th CHHBO-(ioeTOBe 3a0apBIICHHS BHACIIIOK YTPHUMaHH KOMIUIEKCY HOIy 3
TeHIIIaHOBUM (Di0JIETOBHM, TPAaMHETaTHBHI OaKTepii — He Jar0Th TO3UTUBHOI peaKilii
Ha 3a3HaYCHUH OapBHUK.

TI'pamnozumueni mikpoopeanizmu — O6aKTepii, XapaKTePHO 0COOIHUBICTIO 010Xi-
MIYHOTO CKJIaly KIIITHHHOT CTIHKH SIKUX € HASIBHICTB MeNUX0€6UX KUCIOM, BINIETCHUX Y
HENTHIONTIKaHOBUH MaTpHKC. TeHXO0€B1 KNCIIOTH € CKIIaJHUMU TTOJIMEpaMH, JIAHIFOTH
AKX TT0OY/I0BaHI 13 3aJMIIKIB CIUPTIB IIILIEPUHY Ta pUOiTY, 10 croiy4eHi gpocdomi-
edipHIMH 3B’ 13KaMH. Y JESKHUX TEHXO0€BHUX KHCIIOTAX 3 OCHOBHUM JIAHITFOTOM MOJIEKYITH
3B’s13aHi 3anuinku D-ananiny ta D-riroko3u abo N-anetuin-D-mimroko3aminy. [Tentuo-
DIIIKaHY CKIIaAatoTh Oinbiry yactury (40-90 %) Macu KIIITHHHOT CTIHKH TPaMITIO3UTHB-
HUX OaKTepiH.

I'pamuezamueni mikpoopeanizmu — O0akTepii, 10 CKIAy KIITUHHOT CTIHKHU SKUX
BXOJIUTBH JIO/IATKOBA 308HiUHA MeMOpaHa. 30BHIIIHI MeMOpaHa CKJIQIa€Thes 13 mapy
JIIOTIONTICaXapHIiB, JIIITiIiB Ta OLIKIB, IMiJ] SKUMH MICTUThCSI IIAp MENTHJIOTTIKAHIB, SIKi, B
CBOIO YepTy, BKPUBAIOTh BHYTPIMIHIO (IIUTOTIa3MAaTHIHY ) MeMOpaHy. 3araibHUN BMICT
MEeNTUIOTTIKAHIB Y CTIHIII TPaMHETaTUBHUX OakTepiil 3Ha4HO HOKUKH (5-10 %), HiX y
IPaMIIO3UTHBHHUX OPraHi3MiB.

Anmubdiomuxu — in2ioimopu cunmesy KiiMuHHOT CHIHKU

Posmerienns abo MopyIIeH s CHHTE3y OKPEMIX KOMITOHEHTIB ENTHI0TIIIKaHOBOT
CTPYKTYPH KIIITHHHUX CTiIHOK MiKpPOOPTaHI3MiB € MOJIEKYJISIPHOIO OCHOBOFO aHTHOAKTe-
piaybHOT [TiT IesTKUX aHTHOIOTHKIB.

Ileniyuninu — anTHOIOTUKH, IO MPOAYKYIOTHCS TUTICHIBIMH TPHOAMH IITAMiB
Penicillium i MaroTh 3Ha4Hy OaKTEpHUIMIHY aKTHBHICTh BiTHOCHO TPaMITO3UTHBHHUX
MiKpoopraHi3miB. MexaHi3m 010XiMiYHOI /1ii TEHIIMITIHIB ITOJISTae B TATbMYBaHHI OJHIET
13 3aKITIOYHIX CTa/li y popMyBaHHI MENTHIOTTIKaHY, a CaMe — B3aEMOJIii MEHTAITIITHHY
3 TepMiHATEHIM D-anaHiHOM O1YHHX TETparenTHIHUX JIAHITIOTB, 1110 3B’ S3aHi 3 TeTepOo-
noJricaxapuaoM. Taka Jtist aHTHO10THKA TPU3BOUT JI0 MOPYIIEHHS (JOPMYBAHHS MY-
PETHOBOTO KapKaca KIITHHHOI CTIHKA MiKpOOPTaHi3My, 0 B OCTATOYHOMY ITiJICYMKY
CIPUYHHSE 3aTHOEIh OaKTepii.

[Toni6HO 0 MEeHIMWITIHIB J0Th yegharocnopuny — aHTAOIOTUKY, 10 BHUIIUICHI 3
rpuba Cephalosporinum acremonium. lledanocrmopunn Tako CIPUYHHSAIOTH IPUTHI-
YeHHS aKTUBHOCTI (DepMEHTIB, sTKi HeoOXiTHi /15t (GOpMYBaHHS ENTH/IOTTIKAHIB KIIITHHHOT
CTIHKH OaKTepil.

Ji30uum — antrbakTepianbHU (aKTOp TBAPUHHOTO ITOXOKEHHS, IO € KOMITO-
HEHTOM HecTeIu(iqHOT Pe3UCTEHTHOCTI OpraHi3My. 3a MEeXaHi3MOM [ii J301uM €
mypaminioasoro. e rimpomitTiaauil pepMent, skuit posmernoe (1—4)-mriko3nani
3B’S13KM MK TMCaXapuIHIMH KOMIIOHEHTaMH B IOJTicaXapyuaHOMY JIaHIIIOTY MypaMiHy,
110 TIPU3BOANTH JI0 PYHHYBaHHS KIIITHHHOI CTIHKH MiKpOOPTaHi3MiB.
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IJIABA 5. JIIIIIIW. BIOMEMBPAHU

Jlinimm — xy1ac 6i0opraHivHAX CIIONYK, XapaKTEPHOO 03HAKOO SIKMX € HEPO3UHHHICTD Y
BOJI 1 THINMX IMOJAPHUX PO3YMHHHMKAX Ta 3[ATHICTH J0 PO3YMHECHHS B HEMOJSIPHUX
(rizpopoOHuX) piaurHax. HenomsipHi po3urHHUKK (ieTHIIOBHI edip, TeTpaxJiopMeTaH,
XJI0pO(hopM TOIII0) BUKOPHUCTOBYIOTH TSl EKCTPAryBaHHS JITi/IiB i3 61010TYHMX 00’ €KTIB
(KpOBi, TKAHHH TOIIIO).

B opranizmi JIFOIMHY Ta TBAPHH JITTi I BUKOHYIOTh BaKIIHBI (DYHKIIIT SIK aKyMYJISITOPHY Ta
MOCTa4aJIbHAKH €HEPT i1, KOMIIOHEHTH CTPYKTYPH KIIITHH, OCOOIMBO Oi0JIOrTYHIX MEMOpaH;
TIEBHI KJIACH JTITTi/TiB € (hi310JT0TTYHO aKTHBHUMH PEYOBHHAMH (BITaMiHH, TOPMOHH).

5.1. 3ATAJIBHA XAPAKTEPUCTHUKA JIIILAIB.
AKHUPHI KNCJIOTH

3a CBO€IO XIMIYHOIO CTPYKTYPOIO OUTBIIICTP JIMJIB € CKIAQTHAMH e]ipaMy BHUIIHX
KapOOHOBHX (PKMPHHX) KACIIOT Ta CIIAPTIB (TIIIIEPOITY, CPiHTO3HHY, XonecTepory Tomio). /lo
CKJTaJTy OaraThOX KJIaciB JIITB (CKIIAJHUX JIITITIB) BXOAATH TAaKoXK 3aMIIKe (GochopHOi
KHCIIOTH, a30THCTUX OCHOB (KOJaMiHY, XOJTiHY ), By IJIEBOIIB TOIIIO.

Kupni kucaoru. HallBaXIMBIIIIOW 03HAKOIO, IO BU3HAYa€e (Pi3WKO-XiMiuHI Ta
Oi0JTOTIYHI BIIACTUBOCTI JHITIIIB, € X YKUPHOKUCIIOTHHH CKJTaf1. KiTbKICTh ByTIIeIIeBIX aTOMIB
Ta, BI/IMOBITHO, IOBKHHA BYTJIEBOTHEBOTO JIAHITIOT A, CTYTTIHb HACHIEHOCT YKUPHUX KHCIIOT,
ITI0 BXOJISITB 10 CKJTA Ty TIPUPOTHUX JTIITI B (HEHTPAITHIIX SKHPIB, (hoCOITIITiiB, CHIHTOMIITITIB
TOIII0 ) OOYMOBITFOFOTB iX KOHCHUCTEHIIIIO (PiIKi, TBEP/Ii) T2 TOBEPXHEBY aKTUBHICTb, 30KpEMa,
3[aTHICTP JTI0 KOMIUIEKCOYTBOPEHHS 3 OLTKaMH 1, BiIMOBITHO, YTBOPEHHS MiIled, Oimapis,
TPaHCTIOPTHUX JITIOMPOTETHIB, JIMiHOTO MATPUKCY OI0JIOTTYHAX MEMOpPaH.

Jo cxmajty IirtiiB opraHi3My JTFOIMHY 1 BUIIFX TBAPUH BXOMISITH YKUPHI KUCIIOTH 3 TIAPHAM
YHCIIOM BYTJIEIIEBHX aTOMIB, III0 MicTATH Bif 12 110 24 atomiB C, riepeBayKHO Bi C,m0C,
(BuIII >KUPHI KUCITOTH) (Tab. 5.1).

B opranizmi JrOmpHN KUAPHI KUCITIOTH 3HAXOSTHCS YaCTKOBO Y BUTBHOMY, TOOTO He-
erepudikoBaHOMY, CTaHi (TaK 3BaHI Heecmepudpixosani scupni kuciomu — HEXK) —
TOJIOBHMM YMHOM, Yy IUIA3Mi KPOBI — Ta HEPEBAKHO BXOAATH JI0 CKIIAAY CKIIaTHHUX
CTPYKTYPHHX JHITIIB 1 TPULITIIIEPH/IIB YKUPOBOI TKAHWHH SIK PE3ePB EHEPreTHIHOTO MaTepiary
(Tabm. 5.2).

Cepen HaCHYEHHX KUPHUX KHUCIIOT Y >KMPax JIFOMHH [IEPeBaXka€e MajJbMITHHOBA KUCIIOTA
(C,H,,COON), cepen nenacnuennx— oneinosa (C,-H,,COOH), sika cTanOBUTE 611M3bKO0
60 % Bix 3arajgbHOI KUIBKOCTI TOJIOBHMX KHPHHUX KHCIIOT, IO BXOIATH JI0 CKJIaLy
TPUANMIITITIIEPHIB KUPOBOI TKAHUHH JIFOMUHK. HasBHICTE y Jiriax 3HaYHOI KUTHKOCTI
0JICTHOBOT KMCJIOTH 3 HU3BKOIO TEMIIEPATyPOIO TIIABICHHS 3yMOBIIIOE PIAKUN CTaH XKUPIB
TiJla JTIOIMHM, TEMITeparypa TUIaBJIeHHS SIKUX CTaHOBUTH B cepeqabomy 10-15 °C. Tak,
30KpeMa, JIIITiJIH, SIKi ISTIOHOBAHI B 3 IMTTOITaX >KUPOBOI TKAHHHH, SIBIISTFOTH COOOF0 cpeprdmy
JHITTHY KPAIUTHHY, IO CKIIAIAEThCs MEPEBAKHO 3 TPUIITIIEPHIIB; JIITiIH TIa3MH KPOBI
SIBIISTFOTH COOOFO PO3YHH JIIMIHIX MilledI, CTa0LTi30BaHNX OLTKaMH Y BUTIISIT JIITTOTIPOTETHIB.




Tnaga 5. Jliniou. Biomem6panu 73

Ta6nuusaS.l. Halinomupenimi npupoani sxupHi kucjaotu (f0.1. [yocvxuii ma cnisasm., 1997)

Kooose
nosua- Cmpykmypa
YEeHHA

Cucmemamuuna nazea| Tpusianvna nazea

Hacuueni kucaorun

Ciao CH;(CH,);,COOH n-Jlonexanosa JlaypuHoBa

Ciao CH;(CH,);,COOH n-TeTpa/iexaHoBa Mipuctnnosa
Ciso CH (CH) COOH n-I'excagexanoBa IMansMiTHHOBA
Ciso CH;(CH,),,COOH n-OKTajieKaHOBa CreapuHOBa
Cro CH;(CH,);3COOH n-Eiiko3aHoBa ApaxiHoBa
Cuo CH;3(CH,),,COOH #-Jl0K03aHOBA berernosa

Coso CH;(CH,),,COOH #-TeTpako3aHoBa JlirHonepuHOBa

HenacuueHi MOHOEHOBI KHCJIOTH

Cie1 CH;(CH,)sCH=CH(CH,);COOH yuc-I'excanenen-10-oa |[lanpmiToONEIHOBA

C CH3(CH2)7CH=CH(CH2)7COOH yuc-OxraneneH-9-osa  |OneiHoBa

18:1
CH3(CH2)7CH=CH(CH2)11COOH yuc-Jloxo3eH-13-oBa EpyxoBa

22:1

Henacuyeni moyricHOBi KHCJIOTH

CH3(CH2)4(CH=CHCH2)2(CH2)6COOH yuc,yuc-OxranekanieH- [Jlinomena

152 9,12-0Ba

yuc,yuc,yuc-Oxraneka- |JliHomeHOBa

C CH_CH_(CH=CHCH)) (CH)) COOH
372 23 2’6 .
Tpien-9,12,15-oBa

18:3

CH3(CH2)4(CH=CHCH2)4(CH2)2COOH yuc,yuc,yuc,yuc-Eliko- |ApaxizoHoBa

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

TaOnumsa5.2. BMicT :KMPHHX KHCJIOT y TPUITiLEPUAAX KUPOBOI TKAHUHH JIIOAUHU

JKupni kucnomu Bmicm, % Temnepamypa naasnenns, °C
HacunueHi kupHi KkucjaoTu
MipucTHHOBa 3 +54,4
[MansMiTHHOBA 20 +62,8
CreapuHoBa 5 +69,6
HenacuyeHi kupHi KHCJI0TH
ITansMmiTooseinoBa 5 +1,0
OneiHoBa 55-60 +13,0
Jlinonesa 10 -11,0
ApaxiioHOBa 0,2 —49.5

5.2. CTPYKTYPA TA ®YHKIIII JIMIIIB

3aIeKHO Bifl XIMIYHOI CTPYKTYpPH KOMITOHEHTIB, 1110 BUBLIBHSIOTBCS 32 YMOB ITOBHOTO
TiPOJTI3Y, JIIT I TIOUISFOTHCS Ha TaKi KJacH:
1. Ipocri imiay.
1.1. Anunritinepon.
1.2. Ctepunn.
1.3. Llepunu (Bockm).
2. CxJaHi Jimiaun.
2.1. ®ocdodmirmiy.
2.1.1. T'minepodocdomimiay.
2.1.2. Chiarodocdomimiam.
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2.2. Tmikomitm .
2.2.1. I'miko3unrinepoy.
2.2.2. I'mikociHT O IH.

1. Hpocri stimigm — iy, mo Ipy TiIpoi3i yTBOPIOIOTH CIMPT Ta KUPHI KUCIIOTH.

1.1. Ayunzniyeponu (ayunziiyepuou) — MiMiA, O € CKIATHIMH edipaMu TIiIe-
pory (TIIeprHy) Ta KUPHUX KACIIOT. AIFUIITIEPONH (30KpeMa mpuayuieiiyepoiu, ado
mpueniyepuou) MalOTh EMITIPUYHY Ha3BY — Heumpanvii dcupu. Tpuriainepuan €

0 OCHOBHOIO CKJIa/IOBOFO YaCTHUHOKO 8 TUTIOLIUTIB XKH-
| Il PPOBOI TKAHWHH JIFOJTHH 1 TBAPHH, SBITSIFOYH COOOF0
1 MOJIEKYIISIpHY (hopMy 30epiraHHst BUIIUX KUPHHIX
R,—C—O 2CH 0 KUCIIOT — HAHOLIBII €HePrOEMKOTO METaboid-

| [ Horo nasvBa. [ [pupomHi TprrTitepusm € 3MIIaHuMA
3CH,—0—C—R; T aMu, TOOTO JI0 TX CKJIaay BXOMSTH 3aTHIIKH
Tpuarpnriinepon (mpuiiyepuo) PIBHHX JKUPHHX KHCIIOT.

1.2. Cmepuodu — niriiy, MO € CKIAAHIMHI edipaMil IUKIYHAX CIUPTIB CTEPOITIB
(cTepuHiB) Ta KUPHUX KHUCIOT. CTEPOITH € 3-TiMPOKCHUTIOXITHIMH BYTJIEBOIHIO CTEPaHy
(IwKIIOTIeHTaHTIepriapodeHaHTpeny ). HaliO1ThII po3oBCIOKEHIM CTEPOJIOM TBAPHHHOTO
OpTaHi3My € XOJECTepOI (XOIECTEePHH), IO BXOAWTD SIK CTPYKTYPHHUI JITIJ 10 CKITaITy
TUTA3MaTHYHAX MEMOpaH Ta € TIOTNePeTHUKOM B CHHTE31 1HIINX CTEPHHIB Ta 1X IMOXITHIX

(ctepoiniB).

CHs S
CH—(CH,);—CH
CH \
3 CH,
CH;
OH

Crepan XonecTepon
(yuxnonenmarnnepeiopoghenanmper) (xonecmepun)

Jlo 6iooTiYHO BaKIIMBUX CTEPHHIB HaJIeXKaTh CTEPOITHI TOPMOHU KOPH HaJTHUPKOBHX
3aJ103, YOJIOBIYI T YKIHOYI CTaTEeBl TOPMOHH, BiTaMiHH TPyTiH J] Ta IX moxiIHi, >KOBUHI KHCIIOTH.

1.3. Ilepuou (60cku) — mPOCTI TN, SIKI € CKIQJTHUMH eipaMu BHUIIMX KUPHUX
KHMCIIOT Ta BUCOKOMOJIEKYJIAPHUX CIUPTIiB, 30kpema ueruinosoro (C H, OH) Ta
mipuiiosoro (C, H, OH). Jlo BOCKIB TBAPHHHOTO MOXO/DKEHHS HAJIEKAT O/DKOTMHMI
BICK, CIIEpMAIIET, JIAHOJIH, [0 BUKOPHCTOBYIOTHCS y (hapMallii JyTsl BATOTOBJICHHSI Ma3eH,
KpEMIB, Y BUPOOHHIITBI KOCMETUYHHX 3aCO0IB.

2. CrJ1a/THi JTinim — JTirmiau, 1o TpH TIpoJTi3i BUBUTLHSFOTh CIUPT (LHIEpPOJT, ChiHTO3HH,
1HO3WT), a TakoK Qocdar, aMiHOCTIONYKH, ByrieBoAu. CKIIaaHi JMiu € TOSIPHUMH,
amM}ihiTFHUMHI CIIOTYKaMH 1 OUTBIITICTD i3 HUX BUKOHYE CTPYKTYpPHI (DYHKIII1, BXOISTIH 10
CKJIa Ty O10JIOrYHMX MEeMOpaH.
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2.1. @ocgoniniou.

75

YucrneHHy rpyIy CKIaIHUX JIITIIB CKIIAIAI0Th (hocghoniniou, siKi, 3aJIe¥KHO BiJI CITUPTY,
ITI0 BXOJTUTH JI0 X CKJIa Ty, TONUTSFOThCS Ha Ttiniepodocdorimimm Ta chirrodocdomirmim.

Jo docdoririiB HasiexKaTh:

Iiyepoghocghoninion  (pocghoeniyepuou) — 1

CKJIa/THI eipH TTILIEPOITY Ta BULIAX JKUPHUX KUCIIOT, ITI0
€ TIOXITHUME  hocchamudHoi’ kuciomu, erepudiko-

BaHOT aMIHOCTIPTAMU XOJTIHOM, €TaHOIaMiHOM (koyia-  H O\ ‘

MIHOM) 1 OKCiaMiHOKHCIIOTOFO CEPHHOM.

dochoniedipanii 38’430k y ckiaji miimepo- HO

(hocorimizTiB yTBOPEHHHA T1IPOKCHUITBHIMIE TPYTIAMH

xominy (gocpamuounxoninu,
abo Jneyumumu), eTaHOIAMIHY
(pochamuounemanonaminu,
abo keghaninu) abo cepuny (goc-
damuouncepunu).

[pupoani rminepodocdo-
JHITITN MICTSITh Yy LEHTPaTbHOMY
(2-my, B-) MOJIOKEHHI 3aITUIIKH
HEHAaCUYEHHX, & B KPallHbOMY
(1-my, O-) — HaCHYEHUX KUP-
HUX KHCJIOT.

Coinecopocgoniniou —
CKJIajIHI edipu 0araToaTOMHOIO
aMIHOCTIHPTY c@iHe03UHY Ta
BUIIUX KHUPHUX KHCIIOT, IIO0
MO’KYTbh TAKOX MiCTHTH 3aJIHIII-
KU XOITiHY, pOCPOPHOT KUCIOTH.
N-ammipHI IOXiHI c(hiHTO3HHY
Ta XUPHUX KUCIOT MAIOTh Ha3-
BY yepamiois:

OH-CH,

|
CH—NH ,

OH_CH_CH:CH_(CH 2)12_CH 3

Caoinrosun

®ocdaruana kucnora
9
H,C—0—C—C7H35
| 9

0 HC—0—C—C;7Has
I

R 0—1|>—0—CH2

OH

—»XOJ‘IiH[(CH3)3: N+—CH2—CH2*O* }

docharuauixomin

_>€TaHOHaMiH I NH,—CH,—CH,—0— }

J

docharununeraHonamin

H
- Cepun <COOH—9—CH20—>
N NH, /)

Docdarununcepun

OH—(le2 o

I
CH—NH-C—-R

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

Cdpinrodocomniniau e dochopaumu edipamu 1iepamiiiB Ta aMiHOCIIUPTIB — XOJTIHY,
eTaHoNIaMiHy, CeprHy. B HepBOBill TKaHMHI JIFOAMHY Ta BUIIUX TBAPHUH MPUCYTHI cghineo-
mieninu (N-atun-cinrenin-pocdoxomiam):
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o)

I
(H3C)3EN+—CH2—CH2—O—I|’—O—CH2

OH |

@
CH—NH-C-R
OH_CH_CH:CH_(CH 2)12_CH 3
Cdoinromieninm

2.2. I'nikoniniou — CTIONyKH, B SKUX JIiMiJHa YacTWHA KOBAJICHTHO 3B’s3aHA 3
BYIJIEBOITHORO. [ TKOTITTi N € CKITaTHAMU e(hipaMu BHIIMX KUPHIX KUCIIOT Ta IITIIepoITy 2800
C(IHTO3MHY 1 MICTATh Y CBOEMY CKJIa]Ti By ITICBOHIIA KOMIIOHEHT (30KpEMa, TITFOKO3Y, TaIaKTO3y
Ta iX TOXi/THi 200 OJirocaxapuaHy TPyITy).

Thixosuneniyeponu (2nikozunaniyepuou) — TIIKOMIITHN, IO € edipamMu TIIepory.

CH,OH Thikocghineoniniou —riikominiay,

HO 0 O—CH, o o € e.(bi.paMH N—aI_II/IJ'IC(b.iHFO?I/I.H%B
X (mepamini). Lleii ximac mrikomimmiIiB

OH o CH—O0-C~Cy7H33  (aGo cinrominifis) Mae BaxmBe

i OlosoriyHe 3Ha4YCHHS Yy 3B’S3KY 3
OH CH,=0-C~Cy7H3s PO3TIOBCEO/HKEHHSIM [KOCIHTOIiITi TiB
[mixosurinieprt y ckiani 6iomemOpaH, 30KpemMa B
(Monozanakmosundiayuneniyepun) HEPBOBIH TKAHMH; /10 TOTO K, iCHyE sy
CMaJIKOBHX 3aXBOPIOBAHb, OB’ 3aHUX 3 TIOPYIIIEHHIM METa0O0Ti3My IIhOTO KJIaCy JIiTTiIiB.
3ae)KHo Bif] OyZI0BY BYTJIEBOIHOI YACTHHI MOJIEKYJTH, TIKOC(HIHTOJTIITi I pO3ILISFOTH HA
JIEKLTbKa KIIACiB: 1IepeOpO3HIN, TaHIITIO3UIH, CYITH(ATHIH Ta TTI0003U/TH:

CH,OH a) yepebposuou —
HO O o— C|H 5 0 MOHOTEKCO3H/T! TIEPaMi/IiB;
OH CH—NH - E -R HAMOUTBII MOMIUPEHUMHU

|

MpeJCTaBHUKAMH € 2a-
naxmoyepedoposudu Ta
TaakToLepeGpO3HT anoKoyepedpo3udu:

[pupoauumu nepedpo3ngaMu MeMOpaH HEHPOHIB TOJOBHOTO MO3KY € TalakTo-
1epeOpO3n/IH; aHOMATBHE HAKOIIMYEHHS! B MO3KY IITIOKOLIEPEOPO3HU/IIB CIIOCTEPIracThCsl PH
x6opo6i Towe (Gaucher), 0 CyIPOBOKYETHCS 3aTPUMKOI0 PO3YMOBOTO PO3BHUTKY Ta
BaKKUMH HEBPOJIOTTYHUMH TIOPYIIICHHSIMH.

OH_CH_CH:CH_(CH Z)IZ_CH3
OH

0) cymvghamuou — cynbdaroBaHi MOXiHI 1IEpeOPO3U/IIB, HAHOLIBII MOMTUPESHUM
MPEJICTABHUKOM SIKUX € eanakmoyepeoposuocyivgam (3'-cyib(oraiakrorepeOoposu).

leneTnunmit gedexT, sIKUi MPU3BOIUTH JIO TJIBUILICHOTO BMICTY B HEPBOBIM TKaHWHI
raJlakTorepeOpo3uAcyIb(aTy, Mae Miclie TIPH CIIaJKOBIH XBOPOO1 — Memaxpomamuyniil
JIetKOOUCmpoit, MO TPOSIBISETHCS BAKKUME TICUXIYHIMH PO3JIa[AMH.

8) 21000310U — OIIrOCaxapHu IHI MTOXiHI (OJITOTeKCO3WAN ) IepaMiIiB.

OrirocaxapwIHHI 3aJTUITIOK ITI0003HMTIB HAYACTIIIE MICTHTB Y CBOEMY CKJIa]li TAJIAKTO3Y,
nmoko3y abo N-anerunranakro3amin. [Ipuknagamu To003UIIB € TUTEKCO3UIT JIAKIMO-
SUTYEPaMio EpPUTPOLTUTAPHUX MEMOpaH, TPUTEKCO3U]T 2aIaKmMOULIAKMOZUIOYEPaMIO.
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CH,OH CH ,OH
HO 0 0 O—CH, 0
OH 0 OH CH-NH—C-R
OH-CH—CH=CH—(CH ,);,—CH
OH OH

I'mo6o3ux (axro3wepamin)

2) eanenio3udu — TIKOCHIHTOMIIIU, 0 MICTSTh B OJIrOCaXapuJIHOMY JIAHITFO3I,
KpIM TaJTakTO3H, TITFOKO3H Ta N-TeKco3aMiHiB, OWH a00 OLTbIIIe 3ITUIIIKIB IeB’ ATHBYTIIC-
IIEBOT0 MOHOCaxXapH Iy HeiipamMiHOBOT a00 N-alleTHiTHepaMiHOBOI (CiaJIOBOT) KUCIIOTH.

J171st no3HaueHHST OKPEMHX I'aHITI03H/IiB 3aCTOCOBYIOTH CIEIialbHy HOMEHKIIATY Y.
3riIHO 3 HOMEHKIJIATYPOIO MOJIEKYJIa TaHTITI 03Uy IMo3HadaeThes Jirepoto G (ganglio-
side) 3 iHIeKcaMu, 10 CKJIIAIOTHCS 3 JIITEP, SKI BKa3yIOTh Ha KUTBKICTb 3aJIMIIIKIB Ciajio-
Boi kucnioté (M —mono-; D —di-; T—tri; Q — quatro) Ta yMOBHHX ITM(PPOBUX MO3HAYCHB:

G,,,: Gal - GalNAc — Glal — Glc - Cer

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

ne: Cer — nepamin; Glc — mmroko3a; Gal — ranakrosa; NeuAc — N-areruiiHeripa-
MiHOBA KHCJIOTA.

Haii6inbimii BMicT raHmITio3u1iB y MeMOpaHaX TaHITiOHAPHNX HEHPOHIB. AHOMAaJIbHE
HAaKOTIMYEHHSI iX y TOJIOBHOMY MO3KY BHACHIZIOK T€HETHYHOTO JedeKkTy (epMeHTIB iX
MeTabomisMy (eaHenio3udo3u) CyIpOBOIKYETHCS BAKKUMH HEPBOBO-TICHXITHIMH PO3JIa-
TAMU: GMz—raHmiosymm — xBopoba Tes-Caxkca (Tay-Sachs), GMI—FaHl"J'IiOBI/I,Z[OS TOLLIO.

PosrstHyTi Knacu mimigiB (POCTi, CKIaH1) 3aTHi 10 TiApoaizy. Pazom 3 TuM, 110
JIITi/TIB BiZTHOCSTB YUCIIEHHI O10MOIIEKYIIH, 0 MArOTh (DI3UKO-XIMIUHI BITACTUBOCTI JIITi/TIB
(rimpodoOHICTh, HEPOZUMHHICTD Y MOJISIPHUX POZUMHHHKAX ), A€ HE T1IPOII3YI0ThCS 110
OUTBIII TPOCTHX CITONYK. Lle — BiIbHI )KUPHI KUCIOTH Ta 010J0T1YHO aKTUBHI ITOX1IHI
apaxiJJOHOBOI KHCIIOTH (€HKO3aHOIN ), BUILI CIMPTH, 130TPEHOI/IN Ta TX TOXi/IHi, 30KpemMa
Pi3HOMaHITHI CTEpOiH, JKUPOPO3UMHHI BiTamiHu (A, /1, E, K).

JlimonpoTeiHn — KOMITIEKCH JIITiIiB Pi3HOI XiMiuHOT Oy0BH 3 Oinkamu. B yTBO-
PeHHI IINoNpoTeTHIB OepyTh y4acTh HEKOBAJICHTHI 3B’ 13KH Ta (Pi3MKO-XiMiuHI B3aeMOIil
(BoItHEBI, 10HHI, BaH-JIEP-BaaIbCOBI, TiAPOGOOHi).

HaiiGinpme 3Ha4eHdst B 0ioXiMii MarOTh JIMOMPOTETHH, B CKIAAl SAKUX JIIiAH
3HAXOMSATHCS B IUIA3MI KPOBI JIFOJMHU, Ta JIMONPOTETHHU, IO € IHTErPAIbHIMHU KOM-
MTOHEHTaMU 010JIOTIYHUX MEMOpaH.

JlinonpoTeinu ria3Mu KpoBi € MOJIEKYJISIPHUMHU KOMIUTEKCaMH Pi3HUX KJ1aciB JTiITiIiB
(TOJIOBHMM YHHOM, TPHUIIIIEPHUIIB, XOIECTepUHY, (hochortinepuiiB) 3 OUTKaMH, 1110
YTBOPIOIOTH MILIEIISIPHI CTPYKTYPH, B CKIIaI1 SIKHX JIiTTIH pO3YMHEH] (CYCIIeH/I0BaH1) B
1a3Mi, sika 3a CBOIMM ()i3MKO-XIMIYHUMH BIACTUBOCTSAMHU € BOJHUM DPO3YMHOM.
®i310J10rYHOI0 PYHKIIIEIO KX JIMOMPOTETHIB € MIXKOPraHHUN TPAHCTIOPT JIIi/IIB —
mpancnopmHi rinonpomeinu. JletanbHO XIMIYHUH CKJ1a]] Ta MeTab0IIi3M TPAHCTIOPTHHX
JIMONPOTETHIB I1a3MH KPOBI JIIOAWHHU Oyj1e PO3IIISIHYTO HUK4E (I1aBa 16).
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5.3. BIOJIOTTYHI MEMBPAHHM

Biosoriuni memOpanu (6iomeMOpanu) — KIITHHHI CTPYKTYPH, IO BiIOKpEM-
JIFOFOTH KITITUHY Bifl HABKOJIMIITHHOTO CEPEIOBHIIIA Ta PO3UISIOTH BHY TPIITHBOKITI THHHAN
MIPOCTip Ha MEBHI KOMMAPTMEHTH (OpTaHeIUH, CyOKITITHHHI CTPYKTYpH).

[Ipotrsirom GaratbOX pPOKiB OCHOBHUM HAyKOBHM OOTPYHTYBaHHSM HASIBHOCTI Ha
MOBEPXHI JKUBUX KIIITHH CHENialbHAX CTPYKTYPHHUX YTBOPEHb — MembOparn — OyB
(eHOMEH 00MEXKEHOT Ta BUOIPKOBOI MPOHUKHOCTI KIIITUHY JIJIST XIMIYHUX CIIOJIYK B
10HHIH Ta MOJEKYISpHIN opMax. Y CBOIO 4epry, Il OOMeXeHa IPOHUKHICTh 3yMOB-
JIO€ TIpUTaMaHHy Oynb-sSKid KIIITHHI PI3HUIIO KOHIIEHTpAIlill 10HIB ycepeanHi i B
30BHINIHEOMY CEPEIOBHUIII Ta HASBHICTh €IEKTPUYHOI PI3HMIN TMOTEHIIaNiB MiXk
IIUTOTIIA3MOIO 1 30BHIITHBOKITITHHHOO PiIIMHOI0, OCOOIMBO BUPAKEHOI Y 30y/ITHBUX
HEpPBOBUX Ta M SI30BUX KIIITHHAX.

[IpsMuM 10BECHHSIM HasBHOCTI HA I0-
BEPXHi KIITHHH CHEiaTbHOr0 MOP(OIIOTid-
HOTO YTBOPEHHS — MIA3MAMUYHOL MeMO-
panu ctanu Oe3rnocepeHi eIeKTPOHHO-
MIKpPOCKOMIYHI TOCII/PKEHHS, SIKi BCTAHOBIIIA
TaKOX TPUIIAPOBY CTPYKTYPY BCiX KIITHH-
HUX MEMOpaH, 1110 BiJIITOB11a€ BHY TPIITHHOMY
JITITHOMY T1apy, BKPUTOMY 330BHI Ta 3ce-
pevHY OLTKOBIMH MOJIeKyTamMu. EnexkTpoH-
Puc. 5.1. Tpumaposa Oy1oBa miasMaTHYHOI HOMIKPOCKOTiHE 306paiKeHHA MIa3MaTH -

MemGpann eputpounTa (3a E. Sim,  HOI MCMOpaHH, 1110 OTOYy€ EPUTPOLIAT, I10-
1982). JlaHo Ha puc. 5.1.

Dyukuii diomemopan:

a) BiZIME)KOBYBaHHSI BHY TPIITHHOKIIITHHHOTO TIPOCTOPY Bi/T HABKOIMIITHHOTO XIMIYHOTO
CepeIoBHIIIA 32 paXyHOK BHOIPKOBOT MPOHUKHOCTI TUTa3MaTHYHAX MEMOpaH IS 10HIB
Ta MOJICKYII;

0) CTBOpEHHS Ta MiITPUMaHHS Ha TUIa3MaTHYHI MeMOpaHi 10HHUX TPaJiEHTIB Ta
SJIEKTPUYHHX ITOTEHITIaIiB;

B) PETYJIALS KITITHHHAX (DYHKIIIH O10peryIsITOpHIMH XiIMIYHIMH CUTHAJIAMHY, 10 Ha/l-
XOJSITh BiJl HEPBOBOI Ta €HAOKPUHHOI CHCTEM;

T') TIOZILJT KITITHHA Ha OKPEMi KOMITAPTMEHTH, 10 XapaKTePU3YIOTHCS CIIeTTH(DiTHIMEU
Habopamu (hepMEeHTIB, METAOOIITIB Ta peaKiliii 0OMiHy PEYOBHH;

JT) CTBOPEHHS CTPYKTYPHHX, 010(hi3MUHIX YMOB TSl OpraHi3alii MeMOpaHO3B’ ;3aHIX
MYJIBTH(PEPMEHTHUX KOMITIEKCIB ((pepMeHTHHX aHCaMOITiB), SIKi peati3yoTh KUTTEBO
BKIIMBI KIIITHHHI (PyHKITIT (HATPHUKIIa, €EKTPOHTPAHCIIOPTHHX JIAHITIOTIB y MEMOpaHax
MITOXOH/IPiH Ta €HAO0TUIa3MaTUIHOTO PETUKYIYMY ), PYHKIIIOHYBaHHS I0HHAX KaHAJIB
Ta HACOCIB);

€) y4acTh y Mpoliecax MKKITITHHHOT B3a€MOIii IK HeoOXiHOTO (pakTopa perymsiii
KIIITHHHOTO POCTY, CTBOPEHHS TKaHWH (TiCTOT€HE3Y ).
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Membpanni cmpykmypu meapunnoi Kiimunu:

— IUIa3MaTHYHa MEeMOpaHa;

— MeMOpaHH eHAOIIIa3MaTHIHOTO (CapKOTLIa3MaTHYHOTO) PETHKYITYMY;
— MITOXOH/IpiaJIbHI MEMOpaHH;

— simepHa MeMOpaHa;

— MeMOpaH! KOMIUTeKCY | oMb mKi;

— MeMOpaHH JTi30cOoM Ta (harocom;

— MeMOpaHH TIEPOKCHUCOM (MIKPOTIJIETIh ).

Monexynapui komnonenmu odiomemopan

TonoBHUMY XIMIYHMMHU KOMIIOHEHTaMU O10JIOTIYHUX MEeMOpaH € OLIKH, JIMiIu Ta
ByiieBoU. CITiBBIJTHOIIICHHS MK BKa3aHUMH O10XIMIYHUMH KOMITOHEHTAMHU 3HAYHO BiJI-
PI3HAETHCS B OKPEMHX TUIAaX OioMeMOpaH i1 3aJIeKUTh BiJ iX QyHKIIIOHATIBHOT Ta 010Xi-
Mi4HOT crierfiasizartii (Tadm. 5.3).

Tao6nuns5.3. Cepenniii ximiunnii ckaanx (%) AesAKHX KJIITHHHHX MeMOpaH

binku Jliniou Byznesoou

[InazmaTnyaa MeMOpaHa epUTPOLIUTIB 49 43 8
JIFOTMHU
BaytpimHs MemOpaHa MiTOXOHIpIH 76 24 0
TICYiHKH
MemOpaHH €HI0TIIa3MaTHYHOTO 55 45 0
PETUKYIYMA KIIITHH MEYiHKA
MieniHoBi MeMOpaHu MO3KY JIIOAUHH 18 79 3
Salmonella typhimurium

30BHIIHI MeMOpaHu 44 20 36

BHYTpIIIHI MeMOpaHu 65 35 0

Sk chimgare mani Tabnmii 5.3, BMICT OUTKIB Y KITITHHHUX MeMOpaHaX CTaHOBHTH B
cepenabomy 50-75 %, mimigiB — 25-45 %, syrmeBogis — 0-10 %. Jlns 30BHIMIHIX
KINTHHHUX (TJT1a3MaTHIHAX ) MeMOpaH puTaMaHHa HasBHICTh TIEBHOT KUTBKOCTI ByTJIe-
BOJIIB, III0 BXOJIATH JTO CKJTAIy TIIKOIITII/IiB Ta ITIKOMIPOTEIHIB, IS Mi€JIIHOBUX MEeMOpaH
MO3KY — 3Ha4Ha KOHIIEHTpaIlis JTimiiB. BHyTpintHi (CyOKITITHHHI ) MeMOpaH! MITOXOHIPIH,
€H/IOTNIA3MATUYHOTO PETUKYJIyMa MICTATh BIIHOCHO OINBIIY KUTBKICTH OINKIB, IO
BiZIOOpaKye HassBHICTH Y IIX MEMOPAHHUX CTPYKTYpaX BKIMBUX MYITBTH()EPMEHTHHX
KOMTILIEKCIB.

A. Jliniou memopan

JlimiHi KOMITOHEHTH 610JIOTTYHIX MEMOpaH MPEe/ICTaBIIeH] ITepeBayKHO Pi3HUMH KJTa-
caMH MONSPHUX JirifiB: Gocdominimgamu (pocharumumxorainom, hocharuauieTaHon-
amiHoM, (ocharuanncepurom, chinromieninom) — 1o 80-90% 3aranpHOrO BMiCTY
MeMOpaHHUX JIMiJiB; TIKOMiMigaMy (TIepeBaxHo mIikochiHTomimiTaMu). 30BHIMIHS
IUIa3MaTHyHa MEMOpaHa XapaKTepU3yEThCsl 3HAYHUM BMICTOM BUIBHOTO XOJIECTEPOILY Ta
fioro e¢ipiB 1 HASIBHICTIO TITIKOMIITI B, SIKi BIZICYTHI B IHIITIX MEMOPaHHUX CTPYKTypax
(Tabmn. 5.4).
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T a6 nu 5.4 Jlimignnii ckiaan (%) cyOKIITHHHIX MeMOpaH NedinKkH IypiB (3a A. Jleninooicepom, 1985)

Egipu xonecmepony
Memobpana Docghoniniou| I'nikoniniou | Xonecmepun| ma inwi minopni
Jniniou
[Ina3maTuyHa 57 6 15 22
SnepHa 85 0 5 10
MiToXoH/IpianbHa BHYTPILIHS 92 0 0 8
Enonia3MaTHYHOTO PETHKYTyMa 85 0 5 10
Amnapary ['onpmki 57 0 9 34

OcoONUBICTIO CTPYKTYPHOT OpraHizallii MOJIEKYII JIMi/IiB, IO BXOIATH JI0 CKIIaTy
OiomorigHux MeMOpaH — (oCQOTIITiiB Ta TTIKOMIII/IiB, € HASBHICTH Y HUX 2I0poinb-
Hoi' “2oniexu’”’, O yTBOpeHa 3anmikoM (ocdary, ereprudikoBaHIM TTOISIPHAMH 200
3apsHKESHUMH TPYTIIaMH, Ta 2i0podobHux “Xxeocmuxig”, siIKi yTBOPEHi allijiaMH HacH-
YCHUX Ta HEHacU4IeHUX kupHux kuciot (C , C

T

C,, Tomo) — puc. 5.2 Ta puc. 5.3.

18°

Puc. 5.2. MoJaekyisipHa 0y1oBa Puc. 5.3. MouaexyJasipaa moaeab (pocharuauiaeTaHoaMiny
docdoraiuepuais Gio- (i006pasiceno Konghopmayito 2iOpogobHUX ayunis, AKy
JIOTiYHUX MeMOpaH. BOHU HADYBAIOMb Yepe3 HAABHICIb NOOBILIHUX 36 SI3Ki6).

Ha puc. 5.4 nogano cxeMaruuHi 300pasKeHHS MOJICKYJISIPHIX MOJIENICH OCHOBHHX

MeMOpaHHUX JMIIB, y SIKUX TiApo(OOHNH KiHEIlb MOJIEKYIT CKJIaJal0Th By TJICBOIHEBI

PaarKaIy KUPHUAX KUCIOT a00 BUIIOTO CIUPTY c(HiHr03UHY, TiApodinsHIi — i0Hi30BaHi

(docdary, KOBAJICHTHO 3B’s13aH1 3 3aJIUIIIKAMH XOJTHY, ETAHOJIAMIHY, CEPUHY, DIIIIEPOITY,

IHO3UTOITY, BYIJICBOJLY.

Mornekyna XoIecTeposly BXOJUTh A0 CKIaxy 0ioMeMOpaH TakoX 3aBISKH HasB-

HOCTI B 11 CTPYKTYpi TiApooOHOT YaCTHHH (TIOMIIUKITIYHIN BYTIEBOICHB [IMKIIOTICHTaH-

nepriapodenanTpen) Ta rigpodiapaoi — OH-rpynu — puc. 5.5.
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Puc. 5.4. CxemaTu4Hi 300pakeHHs MOJICKY/JIAPHUX MojeJeii ainigis 0iomemOpan.
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MG CHy CHp

CH; CH — CH, pc

H
2| | NcH 3

Puc. 5.5. Moneab MoJIeKyJIH X0J1eCTEpOJIY.

b. binku memopan

Binku GionorivHux MeMOpaH — 11e, IepeBakHO: pepMeHTH; OLIKHM I0HHUX KaHAaJiB
Ta IHIIHUX CUCTEM MEMOPaHHOTO TPAHCTIOPTY; PELENTOPHI OLIKH, IO 3B’ A3yIOTh 30BHIIIHI
Jirasu Ta 6epyTh y4acTh y TpanchopMallii XIMiYHOTO CHUTHAITY B O10JI0TTHHY PeaKIiio
KJIITHHH,

[eBHa KinbKICTh MEMOpaHHUX OUIKIB 3B’s13aHa 3 ByIJIeBOJaMH (IVTIKO3WJILOBAHA) Y
BUIVISAII TTIIKOIPOTETHIB.

3a xapakTepoM po3TalllyBaHHsS Y MeMOpaHi OUIKH MOUISIOTH Ha 30BHIIIHI (TIepH-
(bepryHi) Ta BHYTpimIHI. 3B’ 30K OLJIKIB 13 pi3HUMH MEMOpaHHUMH CTPYKTYpaMu Oyzie
PO3IIISIHYTO HIXKYE.

B. Byzneeoou memopan

ByriieBonm B ckiajii 6ioorigaHuX MeMOpaH 3B’s3aHi 3 IHIIMMHU XIMIYHUMH KOMITO-
HEHTaMU MeMOpaHW y BUIVSIII 21iKoninioie Ta 21iKonpomeiuis.

Inikoniniou memopan €, TOTOBHIM YHHOM, TTOX1THUMH CPIHTO3MHY (TITiKOCiHTO-
Ty, abo TITiKoIepamiin).

Inikonpomeinu memopan € MONEKYISIPHUMH CTPYKTYPaMH, 110 YTBOPIOIOTHCS 32
PaxyHOK KOBaJCHTHHX 3B’ A3KiB OJIiIr0OCaxapuIHUX JAHITIOTiB 3 MEMOPaHHIMH OLTKaMH.
L1i 38’13k1 (hOPMYIOTBCS 32 YHYaCTIO T1IPOKCHIBHUX TPYTI cepuHy abo TpeoHiny (O-rui-
KO3HWJIH1 3B’ SI3KH) Ta aMiTHO1 rpynu acniapariny (N-TIiKO3UIHAH 3B’ A30K).

MOHOMEPHHUMH 3aJMIIKAMH Y CKJIAJl OJIIrOCaXapuHHUX JIAHIFOTIB MEMOpPaHHUX
DJTIKOJIITIJTIB Ta ITIKOMPOTETHIB € TaKi MOHOCAXapH U Ta X MOXI/IHI: TalaKTo3a, [II0K03a,
MaHO03a, raJlakTo3aMiH, TVIF0OKO3aMiH, HelipaMiHOBa Ta ciajoBa KHCJIO0Ta, PPyKTO3a.

[nikomniniay Ta DIIKONPOTETHU BXOSTH JIO CKJIAJy, SK MPaBUJIO, MIa3MaTHUHOL
MeMOpaHH KITITHHH, KOHTAKTYIOUH 13 30BHITHBOKITI THHHAM OTOYEHHSIM Ta MKKITI THHHAM
MarpukcoM. Onirocaxapy/iHi 3aTHIIKH BUKOHYIOTb (DyHKIIiT JTIraHiB [1s 30BHILIHIX O1IKIB,
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TOOTO 320€3Medyr0Th MPOIIEC PO3ITIZHABAHHS Ta MDKKITITHHHOI B3a€MO/Ii1, 0COOIMBO
Ba)KJIMBI B PEAKIIisIX KIITHHHOTO IMyHITETY. AHOMAITbHI 3MiHU CTPYKTYPH TIOBEPXHEBUX
TaHITIo3K/IIB y MeMOpaHax IMyXJIMHHUX KIITHH IPU3BOAATH JI0 BTPATH XapaKTEPHOTO
JUTSL POCTY HOPMAaJIbHUX KITITHHHHX TIACTiB (peHOMEHY ‘‘KOHTAKTHOTO TalbMyBaHHS
III0 CYTIPOBOJDKYETHCS MPUTAMaHHNM 3JIOSIKICHAM Ty XJIMHAM 1H(UTBTPaTHBHAM POCTOM.

Monekynapuna opzanizauia diomemopan

HasiHicTs y MeMOpaHHUX Jimtifax (miinepodocdonininax, chinroocdominigax, mi-
KOJIITIJaX ) OJISIPHUX TOJIIBOK Ta HEMOISAPHUX T1iAPOGOOHUX CTPYKTYP (BYIIIEBOIHEBUX
pajivKaIiB KUPHUX KUCIIOT Ta CIHTO3UHY ) BU3HAYAE X am@ipinony (amginamuumy)
npupody, TOOTO 3AaTHICTh A0 B3aEMOIIT K 3 TipodinbHUME (TTOJISIPHUAMH ), TaK 1 3 Til-
POohoOHNMY (HETIOIMSPHUMH ) MOJIEKYJIAMH.

3aBasku amQidinbHii OymT0BI MONEKYJI, JIiMi M, 10 OEPyTh yyacThb y moOya0Bi Oio-
MeMOpaH, 3[1aTHi 10 yTBOPEHHS B TIOJSIPHUX CEPEIOBHIIAX BIOPSAKOBAHUX CTPYKTYP:
MIIIeJT, MOHOIIIAPOBHX Ta OIIIAPOBUX TUTIBOK (MOHOIIAPIB Ta OiriapiB) — puc 5.6.

OISPHMI JTiITi T %'Bo/ﬂa/{%// /
E

B
Tizpopobui ;/% %4////; ///////;;/é
= [ -

Puc. 5.6. MeM0OpaHHi CTPYKTYpPH, 1110 YTBOPIOIOTHCS NMOJISIPHUMU JTiliamMu.

a) Miyeiu — MONEKyISpHI CTPYKTYpH, Ki ambidinpHi JMan yTBOPIOIOTh y
BOJTHOMY (ITOJIIPHOMY ) OTOUEHHI. Y Milleax ByIJICBOJHEBI XBOCTH JIIITIJIIB BKPUTI BiJ|
KOHTAKTY 3 BOJIOIO Ta YTBOPIOKOTH TiipodoOHy (hasy, a riipodijbHi TOIIBKA MOJICKYJ
PO3TAIIOBYIOThHCS HA IOBEPXHi. MilleNsIpHi CTPYKTYPH XapaKTepHi ISl JTIONPOTEIHIB
KPOBI Ta ISt T THUX KOMITJIEKCIB, 1[0 BCMOKTYIOTHCS B KHIIIKOBOMY TPaKTi.

0) MonomonekynapHi wiapu — TUTIBKH, sKi aM(iQiIbHI M yTBOPIOIOTH HA
TIOBEPXHI BOJHUX PO3YHHIB. Y MOHOMOJIEKYJIAPHUX IIapax ripodinbHi ToiBKA MOIEKYI
B3aEMOJIIIOTH 3 BOJHOIO (Da3010, a BYINICBOIHEBI XBOCTH CIIPSIMOBaHI A0 MOBITPSIHOT
(ha3u. MOHOMOJICKYJISIpHUH 111ap, 1110 YTBOPIOE B JISTCHEBUX aJibBeoax (ocdorinepu
ounanvmimoingocpamuounxonin, BUKOHYE (YHKIIIIO JISTCHEBOTO CYp@haKmanmy,
SIKAH IPOTHI€ 3ITUTIAHHIO JIETEHEBUX AJIbBEOJL.

8) bimonexynapui wiapu — MOJEKYIApHI CTPYKTYPH, B SIKHX BYIJICBOJHEBI XBOCTH
JMiiB CIIPSIMOBAHI BCEPENHY, YTBOPIOIOUN HETIEPEpBHUI BYIIIEBOIHEBHH Oimap, a
rigpodibHI (TTOJSIPHI) TONIBKY HarpaBiieHi B OiK BOIHOT (ha3u, 110 0Touye OIMOJICKYISIPHY
TUTIBKY, sIKa YTBOpHJIACs; GIMOJIEKYIISIpHI LAY € OCHOBOO OyI0BHM 010JI0TYHMX MEMOpaH.

Ampighinonuii xapaxmep memopannux ninidie € hizuko-ximiunoro enacmuegic-
mI0, W0 3yMOGIIOE iX 30amHicmy 00 YmeopeHHa Ainionux oiwapis, AKi cknadaioms
OCHOBY MONEKYAAPHOT CIPYKMYypU 0i0102IUHUX MEMOPAH.
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Piounno-moszaiuna mooenv 6yoosu diomemopanu

Briepme mpumyiieHHs mpo Te, 1o 0CHOBY MOJISKYJISIPHOI OopraHizarii 0ioMeMOpan
CKJIafIa€ TIONBIHMI Jtimitami map (Oimmap) Oymo BucyHyTe B 1925 p. [oprepom ta [ pen-
nenem (E.Gorter, F.Grendel). ¥ 1935 p. danieni ta daycon (J.F.Danielli, H.Davson)
3aMpOIIOHYBAIA MOJICIb, 3T1THO 3 SIKOFO O10JIOTTYHI MeMOpPaHU CKJIaIak0ThCs 3 TTOJIBITHOIO
1 3 { nrapy JimigiB, SIKHH BKPUTO 13
¢ l ¢ 30BHILIHBOTO Ta BHYTPIIIHBOTO
Ooky mapamu OinKiB — “OyTep-
OponHa” Moenb. Moudikaris
moneni [lanieni-Jlaycona (Mo-
nens Creitna-Jlanieni, 1956)
MOCTYJIFOBaJIa HAsBHICTH B 0io-
MeMOpaHax HOJISPHUX 0P, IPU-
Puc.5.7. Mopneni 6iomemopan 3a /lanieni-/layconom (a) Ta AaTHHX JUI TPaHCM§M6paHHO—
Creiinow-Janieni (6): / — 6irkosi wapu; 2 — O TIEPEHOCY TiAPOGUIBHUX MO-

Olwap ninioie; 3 — MeMOpanHi nopu. JeKya — puc. 5.7.

3TiTHO 3 CyYacCHOIO PiOUHHO-MO3aTUHOI0 MO-
dennro Cinrepa-Hikoncona (S.J.Singer, G.L.Nicol-
son), ocHOBY (0e3nepepBHUN Mmampuxc) Gioo-
riuHoi MeMOpaHUu CKJalae TOJSIPHUH JIiIiTHUN
Oimap, B SIKMiA 3aHypEeHi OKpeMi O1JIKOBI MOJICKYITH.
3a yMOB HOpMaJIbHUX (i310JI0TTYHIX TEMIIEpaTyp
minign OioMeMOpaH 3HaXOASTHCS B PIIUHHOMY
CTaHi, ABJISI0YHM COOO0I0 “NiMiHe 03epo”, B IKOMY
Puc.5.8. Piannmo-mo3aiuma moxens V1ABAIOTH, TMONIOHO 10 aiicOepris, MeMOpaHHi

OynoBu 6iomemOpaH. Oinku — puc. 5.8.

3a CBOEIO JIOKA-
JT3aIi€10 BITHOCHO
IHITTMX KOMITOHEH-
TiB OioMeMOpaHu
MeMOpaHHI OiTKH
MOIIAIOTHCS Ha
Taki iy (puc. 5.9):
a) nosepxnesi (ne-
puchepuuni) 6inku;
0) Ok, wo wacm-
KOBO 3AHYpEHI y
oiwap;
Puc. 5.9. Mogexyasipua opranizanis 6iomemopann. MemOpanHi Oinku. 8) enympiwni (in-
mezpanvhi) OiLIKu.

Bioghizuuni enacmusocmi memopan

1. llauHHicTh Ta B’ SI3KicTD JimiaHoi (ha3m, 110 BU3HAYAETHCS CITiBBITHOIIICHHM
MK HEHACHYCHUMH (PiIKMMH) Ta HACHICHUMH (TBEPANMH) KUPHUMH KHUCJIIOTAMH B




Tmasa 5. JIinidu. Biomembpanu

CKJIaJli MeMOpaHHUX JIITiIIB Ta MOCTIHHOK PYXOMICTIO
BYTJICBOTHEBUX XBOCTIB aIlJIiB Ta CPiHTO3MHY (TTOTIOHO 110
“KOP3UHH 13 )KUBUMHU 3MisiMu”") — puc. 5.10.

XorecTepor, 0 BXOIUTH JI0 CKIIay OioMeMOpaH, BHKO-
HYy€ BOKITHBY (YHKIIII0 MOHdikaTopa (i3Ko-XiMIYHUX Bi1ac-
TUBOCTEH JIMiJHOTO Oimapy, CTaduli3yrodn HOro MIISIXOM
00MEKEHHSI pyXOMOCTi BHY TPIIIHOMEMOPAaHHUX KOMITOHEH-
TiB, TOOTO 3MEHIIYIOYH TUIMHHICTB Ta 301TBIIIYI0UH B’ SI3KICThH
MaTPUKCY MEMOPaHHUX JIITiIiB.

2. PyxoMicTh OKpeMHX MOJIEKYJISIPHHX KOMIIOHEH-
TiB MeMOpaHu — JimifiB Ta OLIKIB.

Jliniim 6iomeMOpaH MarOTh TIEBHY BIIOPSIKOBAHICTh, aje
pa3oM 3 TUM BOHH 3/IaTHI JI0 JartepaibHOi anudysii, To0TO
TiepeMilieHHs BIIPOJIOBXK PiAMHHOI JTiITiTHOT (ha3u (piokicHo-
KpucmaniyHuti cmaH MeMOpPaHHHX JIIiIiB).

o marepanbHoi nudy3ii 31aTHI TAaKOK MOJIEKYIH MEMO-
paHHUX OiNKiB, MO CHpHUsE YTBOPEHHIO BHYTPIITHBO-
MeMOpaHHUX O1IOK-O1TKOBHX aHcaMOIiB (KacTepiB). Baxk-
JIMBUM MPHKIIAJ0M (Di310I0TT9HOTO 3HAYCHHSI KJIACTEPOYTBO-
peHHs OUIKIB Y TUIONIMHI 010JI0TYHOT MeMOpaHH € “IIanKo-
yTBOpeHHS (capping) MEMOpaHHUX PELICHTOPIB JIIM(POIUTIB
TpH Jii Ha KITITHHY 9yKOP1IHHUX JITaH/IiB.

3. AcuMeTtpist MeMOpPaHHOI CTPYKTYpH.

30BHILIHA Ta BHYTPIIIHS TOBEPXHi Oy/Ib-1K0T MEMOpaHH
CYTTEBO Bi/IPI3HAIOTHCA 32 CBOIMH (Di3UKO-XIMIYHUMH BIIac-
THUBOCTSIMH Ta 34 CKJIAJOM OCHOBHHX 010XI1-
MIYHHX KOMIIOHEHTIB, ITI0 TTOB’S13aHO 3 Pi3HOIO
(YHKITIOHAJIBHOIO CTICITialIi3aIli€lo JBOX I0-
BepxHel MeMOpaH. [3 30BHINIHBOIO MTOBEPX-
HEIO TUTa3MaTHYHUX MEeMOpaH 3B’s3aHi pe-
LETITOPH [Tl TOPMOHIB 1 THIHX (pizionoriaHO
AKTUBHUX PEUYOBHH, 13 BHYTpPIIIHBOIO —
JISsIK1 IUTO30JTbHI (DEPMEHTH Ta KOMIIOHSHTH
mUTockKeneTa. BHyTpiniHiii MoHOIIAp JTiTi -
HOT0 OillIapy BiPI3HAETHCS B/l 30BHIITHBOTO
3a cknanoM Qocdomimiais.

Hanpuknan, 30BHILIHS TOBEPXHs MeMO-
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Puc. 5.10. PyxomicTh skup-
HOKHCJIOTHHUX
3QIUIIKIB Y Mo-
JIeKyJaax mMemo-
PaHHMX JimigiB.

Puc. 5.11.Cxema MouteKyJISIpHOI OpraHi3aiiii nias-
MATHYHOI MeMOPaHH ePUTPOLUTA

paHi ePUTPOLMTY MICTHTH OTirocaxapui (A.A3asapsis, A.J] Xapasosa, 1982);
3QIIMIIKH TTKOJIIIIiB, SIKi BIAIrPatOTh POIb 1 — Ginox erikogopun; 2 — memo-
JIETepMiHaHT TPyTI KpoBi (cuctema A, B, O); pannuii 2nikonpomein; 3 — Na*, K—
i3 30BHIILIHBOO TIOBEPXHEFO EPUTPOLIUTAPHOT AT®-asa; 4— ayemunxoninecmepasa;

MeMOpaH! 3B’sI3aHUN (PEPMEHT arleTHII-
XOJliHECTepas3a, 13 BHYTPIIIHBOIO — OLIOK
cnexmpun — puc. 5.11.

5 — 6inox cnexmpun,; 6 — niniou 6i-
wap; 7 — 1iniou, wo KOHMAaKmyOmsy 3
MeMOpaHHUMU OLIKAMU.
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Poznin 1. 3ATAJIBHI 3AKOHOMIPHOCTI METABOJII3MY

I'JTABA 6. PEPMEHTH
I. CTPYKTYPA, BTACTUBOCTI

®epmentn (eH3uMH) — O10IOriUHI KaranizaTopH OLTKOBOT MPUPOJIH, SIKi CHHTE-
3YIOThCS B KIIITHHAX KHBHUX OpPTaHi3MiB Ta 3a0e3MeuyioTh HEOOXiJHI MIBUAKICTH i
KOOPIMHAITFO 010XiIMIYHUX PEaKIIii, III0 CTAHOBJIATH OOMiH peYOBHH (METa0O0Ii3M).

Po3znin 6ioximii, 10 BUBYAE CTPYKTYPY, BIACTUBOCTI Ta MEXaHI3MH JIii EepMEHTIB,
Ha3MBAETHCS eH3umonozicto. IIpuiHATI B eH3UMOJIOTI1 TO3HAYEHHS:

E — pepmenm, enzum (“enzyme”; aHmL.) — OIOJIOTIYHMIA KaTai3aTop;

S — cybcmpam (“‘substrate”; aHTII.) — XiMiYHa pEYOBHHA, CIIOITyKa, TEPETBOPSHHS
SKOI KaTaltizye )epMeHT;

P —npooyxm (“product”; aHri.) — crionyka, 10 yTBOPHUIIACS B pe3y/IbTari epMeH-
TaTUBHOI PeaKIii.

6.1. BJACTUBOCTI ®EPMEHTIB K BIOJOT'TYHUX
KATAJII3ATOPIB

SIKUX JISKATh 3aralibHi (Pi3MKO-XIMIYHI Ta TEPMOMHAMIUHI 3a-
KOHOMIPHOCTI XIMIYHOT KIHSTUKH. BiTKOBY Iprposy )epMEeHTIB
6e33anepeuno j1oBiB J[x.Camuep (1926), sikuii oTpyuMaB mepiini
KpUCTaJIuHi TIperapaT pepMEHTY ypeasu.

Bnacmueocmi pepmenmie

— (hepMeHTH 3HATHO i JIBUIITYFOTh IIBHIKICTH TTepe0iry 6ioxi-
MIYHHUX PEaKIIiii, aje He BXOATh 10 CKJIaTy KiHIIEBUX MPOIYKTIB
peakilii;

— (epMeHTH 320€3MeTyI0Th ITepeOir JIHIe THX 010XIMITHHIX
PEaKIIii, sIKi MOYKITHBI, BIIXOJISTIH i3 3aKOHIB TEPMOTMHAMIKH;
Puc. 6.1. Camuep (Sumner) — (pepMEHTH MPUCKOPIOIOTH IIBUKICTB SIK IPSMOT, TaK 1 3B0-

Haeiime B. (1887-  poTHOT peakitii mepeTBOPeHHs CyOCTpaTy, HE 3MiHIOIOMH KOHC-
1933) — amepn- paymy pigsosaru (K ) peaxisii Ta 3MeHIIyI09H TepMiH Yacy 10
KaHCHKUH 010XIMIK, P . .
npodecop Ta sapiny.  ACCATHEHHS CTaly PIBHOBAr (abo cTarioHapHOro CTaHy y BijI-
Bau naGoparopii xivii  KPHTIHA MeTaboJIIuHIN cHCTeMi );

depmentie  Kop- — TIPOTSATOM PEaKIlii ()epMEHT NIEBHUM YHHOM B3a€EMOJTIE 13
HEJbCHKOTO YH-Ty. ~CYOCTPaTOM, IO TIEPETBOPIOETHCS, alle JI0 CKIIay KiHIIEBHUX
HoGenischka npemist  TIPOIYKTIB peaktiii He BxoauTsk. [1in vac mepediry GioxiMigHOT
(1946). peaxii, 10 KaTaizyeThes, BiI0YBAETHCS IMKIIYHHIN IPOIIEC, B
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X071i SIKOTO (hepMEeHT Ta cyOCTpaT MiJIsraloTh CTYIICHEBOMY P
MIEPETBOPEHHIO 3 YTBOPEHHSIM IPOIYKTY PEaKIii Ta pereHe-
patii€to (hepMeHTy;

— (hepMeHTH € BUCOKOCTICII(ITHUMH KaTalli3aTopaMH,
TOOTO JTiF0Th, SIK IIPABUIIO, HA CTPYKTYPHO OJIM3bKI CyOCTpa-
TH, III0 MAIOTh [IEBHUH XIMIYHMI 3B’SI30K, CTPYKTYPHO TTOJIi0HI
pamukanu ado (yHkKIioHanbHI TpynH. IIposBoM BUCOKOT
cnenn@iuHOCTI PEpPMEHTIB € iX cmepeocneyugiunicmo,
TOOTO 3/IaTHICTh TIEPETBOPIOBATH TLIBLKH MEBHI CTEPEO0i30-
MepH, Hanpukaas L- abo D-aminokucnoru, D- a6o L-mo-
HOCaxapuay; E

— BIJIOBITHO /10 OULTKOBOI MPHPOIH, KaTalNiTHYHA aKTUBHICTh (PEPMEHTIB JIyKe
YyTINBA JI0 3MiH (Pi3UKO-XIMIYHUX BIACTHBOCTEH cepenosuma (pH, Temmeparypn),
SIKi MOXKYTh BIUTMBATH Ha CTPYKTYPHY OpTaHi3allito MOJIeKyJ ()epMEHTIB, CIIPHYHHSIOUN
B IIEBHHX YMOBAX iX IeHaTypalrliio;

— aKTUBHICTH (DEPMEHTIB MOXKE CYTTEBO 3MIHIOBATHCS ITi/T BIULTMBOM ITEBHUX XIMITHHX
CHOJYK, IO 301MBIIYIOTEH (axmusamopu) abo 3MEHINYIOTh (iH2ibimopu) TBUIKICTh
peaxtiii, sika KaTaizyeThesl.

OauHuni BUMipy aKTHBHOCTI (pepMeHTIB

OCKIUTBKH KUTBKICTh (hepMEHTY B 01010Ti9HOMY 00’ €KTi B OLTBIIIOCT] BUTIA IKiB BI3HA-
YUTH HEMOXKIIMBO, JUTSI XapaKTePUCTUKY MIBUIKOCTI O10XIMIYHOI peaxirii, mo KaTalti-
3y€THCS IEBHUM (PEPMEHTOM, 32 YMOB CTAJIOCTI IHIITNX TIOKa3HUKIB cepetoBrIna ((hi3nKo-
XIMIYHHX TIapaMeTPiB, KOHIIEHTpAIlii aKTUBATOPIB Ta iHT10ITOPIB) KOPHUCTYIOTHCS 3HAYECH-
HAMH aKMUHOCMI hepmenny.

OnuHUII aKTHBHOCTI (PEPMEHTIB — YMOBHI BETMIHNHHU, 110 0a3yFOTHCS Ha JIIHIHHINA
3aIeKHOCTI weuokocmi (pepMeHTaTUBHOI peakitii Bizt kizbkocmi pepMeHTy (ado Killb-
KOCTi 1OTO MOJIEKYJI, IO ITepeOyBaroTh y KaTaliTHYHO aKTUBHOMY CTaHi).

1.V GioxiMivYHIN TIpaKTHIIl 3aTaTbHOTPUHHITAME € 00UHUYL hepmenmy.

Oounuyero pepmenmy (U — unit; anen.) € maxa tio2o KintbKicmy, KA Kamanizye
nepemeopennsa 1 mxmons cyocmpamy 3a 1 xse:

1 U = I mxmonv/xs.

2. IIpu Buxopucranni oguaub cuctemu CI (SI) akTBHICTS epMEHTY BUPAKAIOTh
B xamanax (xam).

1 xaman — maxa Kinbkicms ghepmenmy, sKa kamanizye nepemsopens 1 mons
cyocmpamy 3a 1 c:

I xam = 1 moav/c.

3. PO3MOBCIOIKEHOIO OTMHUIICIO € NUMOMA AKMUBHICIb (hepMenny, AKa 8U3HAYA-
EMbCA KINLKICMIO 00UHUYL PepMeHmHoi akmueHocmi, wo npunaoaioms Ha 1 me
oinka 6 6ionoziunomy 06 ’exkmi (U/me 6inka).

VY MenuuHiN €H3UMOIIOTIi aKTUBHICTD (DEPMEHTY YacTO BUPAKAIOTH 8 OOUHUYAX
(U) Ha 1 1 6ionociunoi piounu, wo 00Cai0HCYEMbCA, — CUPOBAMKU KPOSI, CIUHU,
ceui mowo (U/n).




88 Pozmin Il 3azaavHi 3akonomipHOCME MemabOAiZmYy

6.2. HOMEHKJIATYPA TA KJIACU®IKAIIA ®EPMEHTIB

Homenxknarypa Ta kinacudikaris pepMeHTIB, 110 € MPUHHATHMH B 6i0XiMii, Oyiu
3aTBepmkeni Komiciero 3 hepmentiB MixkHapoaHoTo O6i0XimMiuHOTO coto3y (1961).

A. HomeHnkiarypa ¢epMeHTiB.

1. Cucmemamuuna Homenkiamypa.

3rigHO i3 CHCTEMAaTHYHOI HOMEHKJIATYpOro, Ha3Ba (HaltMeHyBaHH:) (pepMeHTy
BKITIOYa€ B ce0e: XiMiYHy Ha3By cyOcTpary abo cyOcTpariB; TUN peakxilii, o KaTai-
3yeTbest; cydike -asa.

2. Tpusianvha nomenxnamypa.

TpuBianbHi Ha3BU PEPMEHTIB YTBOPIOIOTHCS HA OCHOBI XIMIYHOT Ha3BH CyOCTpaTy
3 JoIaBaHH:M cy(dikca -a3a. Y 610XiMii iCHYIOTh TaKOX 3arajbHONPUIAHSITI, ICTOPUIHO
ycTaJieHi Ha3BU ()epPMEHTIB, IO HE BiI0OpaKatoTh XIMIYHOI PUPOAN PeaKiiii, 30Kpema,
nencuM, mpuncun, mpomoin, niasmin tomo. TpuBianbHa Ha3Ba (ab0 Ha3BH)
(epMeHTy 3BHYAIHO BKA3yETHCS B TyXKKaX.

E
C=O0(NH,),+H0 —= CO,+2NH,

CCHYOBHHA

Hanpuxnan:
Cuctematnuna HazBa depmenty (E): xapbamioamioozioponasa.
TpusiansHa Ha3Ba GepMeHTy: ypeasa (urea — ceuosuHa; Nar.).

b. Knacudikania ¢pepmenris.

DepMeHTH MOAUTAIOTH Ha K/IdCL 3T1THO 3 TUITOM PEAKITii, IKy BOHU KaTali3yl0Th; KIIach
(hepMeHTIB MOALIAIOTH Ha niOK1ACH, @ OCTAaHHI — HA niONIOKIACU, B CKITA]TL SIKUX KOYKHOMY
(hepMeHTY BiJIITOBITa€ TIEBHUI HOMED.

1-it kmac. Okcuoopedykmazu — GEepMEHTH, IO KaTaTi3yIOTh OKUCIIOBAIHHO-
BiJTHOBITFOBAITHHI PEAKIIii Pi3HIX THITIB.

Jlo okcumopenykTas Hanekarh OeciopoceHasu — (HepMEHTH, IO KaTali3yOTh PeaKIil
JETiIpyBaHHs, OKCUOA3U, O OKUCIIOIOTH CYyOCTpaTH IUISIXOM TPHEAHAHHS KUCHIO,
YUmoxpomu — MePeHOCHUKH €IeKTPOHIB TOLIO.

2-ii knac. Tpancgpepazu — depmeHTH, 10 KATANIZYIOTH peaKilii MDKMOJIEKYIISIPHOTO

TMepeHOCY XIMIYHHX TPYTL.
TpaHcdepasu NOAUIAIOTL HA amiHompanchepaszu, memuimpanchepasu, ayu-
mpancghepasu, ocpompancepasu, enikosurmpancgepasu — GHEPMEHTH, 110

TIEPEHOCATH AMiHHI, METHITBHI, aIAITHHI, (pocharHi, IKO3MITBHI TPYIIH, BiITOBITHO.

Jlo Tpancdepas HaeKaTh TaKOXK KiHasu, 30KpeMa npomeinkinazu — HEpMEHTH, 110
Karai3yoTh (ochOprITIOBaHHs CyOCTparTiB Ta iHIINX OUTKIB 32 paxyHOK (ocgaTrHoro
3amuuiky ATO.

3-ii kaac. I'ioponazu — depMeHTH, IO KaTaNi3yIOTh peakiii Tiapomiily, To0To
POBIIETUIEHHST CYyOCTPATiB 32 YYaCTIO MOJIEKYJIH BOIH.

INpapona3su 3maTHI PO3MISIUIIOBATH CKIIaHOC(IPHI, MEeNTUIHI, IIKO3UIHI Ta 1HIII
3B’S3KU — ecmepasu, nenmuodasu Ta npomedasu, 21iKo3UOd3u.
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4-it xaac. Jliazu — depmeHTH, 0 KaTai3yIOTh PEaKIlii po3MIETUIeHHS KOBa-
JIEHTHUX 3B’ 513KiB Mk aromamu C, O, N, S HeripomiTHIHAM IITXOM.

Jlo mia3 Hanexars dexapbokcuiazu — HEpMEHTH, IO BiJIIEILUTIOIOTh BiJl opra-
HIYHHUX KUCIIOT KapOoKeuibHy rpymy y Burisiai CO,; arboonasu, mo po3IENIoTh
BYIVICIIb-BYTJICIICB] 3B’SI3KM 3 YTBOPEHHSAM aNbJCTiiB; deciopamasu, SKi Biaien-
JIOIOTH BiJl cyOCTpaTiB MOJIEKYJTy BOAX 3 YTBOPCHHSIM MO/IBIHOTO 3B SI3KY.

5-ii kaac. I3omepazu — depMeHTH, 1O KaTali3ylOTh peakuii i3omepu3arii
cyOcTpariB (pauemisaiii, eniMepu3anii, BHy TPiLTHbOMOJICKYISIPHOT OKCUAOPETYKIii
TOLIO) — payemasu, enimepasu TOILO.

6-ii kaac. Jlizazu (cunmemasu) — QPEpPMEHTH, 1110 KaTaTI3yIOTh PEAKIIil CHHTE3Y
0ioMoJIeKyI1, TOOTO YTBOPEHHS HOBUX XIMIYHHX 3B’SI3K1B 32 paxyHOK eHeprii AT®.

Koo cpepmenmy (3a cucremarnynoro knacudikaiero pepmentis — KD) ckiana-
€THCS 3 YOTUPHOX IU(P, IO MO3HAYAIOTh: KITAC — MAKIIAC — ITi I IKIIAC — TOPSIKOBUI
HOMep epMEHTY B T AKIIACI.

Hanpuknan:

K® 1.1.1.1. Anxoeonv: HA/ -okcuoopedykmasza (ankoeonvoeciopocenasa):

Anxorons + HAJI" —— Anbnerin (keron) + HAJIH + H”

K® 2.6.1.2. Ananin: oxcoenymapam-aminompancgepaza (ananinamiHompamc-

Gepasa):
L-Ananin + Oxcornmyrapar — IlipyBat + L-Imyramar

K® 3.2.1.23. B-D-Ianakmosuo-eanakmozioponaza (B-earaxkmosuoasa; nax-
masa):
B-D-T'anakrosux + HO—— Crmpt + D-T'anakrosa

K® 4.3.1.3. licmuoun-amiax-niasza (cicmuodasa):
L-Ticrupun —— VYpokaninosa kucnora + NH,
K® 5.3.1.3. D-Ihiyepanvoezio-3-ghocham-kemon-izomepaza (mpiozoghocpam-
izomepasa):
D-Ininepanbaeria-3-dpochar —— Jiokcuanerordocdar
K® 6.3.1.2. L-Iiymamam: amiax-niecasa (enymamincunmemasa):
L-Tmyramar + NH, + AT®O —— L-Imyramin + AJI® + H,PO (D )

6.3. XIMIYHA CTPYKTYPA ®EPMEHTIB. KO®EPMEHTU

A. BbynoBa ¢epMeHTHHX OLIKIB

3a XIMIYHOIO CTPYKTYPOIO (PepMEHTH € MPOCTUMH O1TKaMu a00 CKIaJHUMH Oifl-
KaMH (TOOTO TaKWMHU, IO MICTITh Y c00i HEOLIKOBY YacTHHY).

binkoBa wactuHa cxiragHOTO OinKa-pepMeHTy Mae Ha3By anogepmenm (anoew-
3uMm), HeOTKOBa — Koghepmenm (koen3um) — nuB. HIDKYE. [l0oBHA Ha3Ba CKIIATHOTO
bepMeHTy — xonopepmuenm:

aropepMeHT + KopepMeHT XOJIO(EPMEHT
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Onizomepui Oinku-gpepmenmu

Bbararo ¢pepmMeHTHUX OINKIB CKIIAAAIOTHCS 3 JEKUTBKOX CyO00uHuYys (npomomepis),
IO SIBJISTFOTH COOOT0 Pi3Hi MOMIMENTH IHI JIAHITFOTH, CTIOTyYeH]1 HEKOBAJIGHTHHMHU 3B’ 513-
KaMU — oJicoMepHi hepmenmu.

Hali0inb1 po3noBCIOKeH] OliroMepHi )epMEHTH, 10 MicTATh y cobi asa (C,),
votupu (C,) a6o micts (C,) mporomepis. OkpiM (epMEHTIB, IO CKIANAKOTHCS 3
OJTHAaKOBHX 32 XIMIYHOIO ITPHUPOJIOI0 IPOTOMEPIB, ICHYIOTH (PEpPMEHTH, JI0 CKIIaJTy SKHUX
BXOJISITh Pi3HI 3a OynoBOIO Ta OioXiMiuHMMHU (QYHKIisIMU cyOoauuumi. Hampukian,
bepMeHT acnapmam-xapbamoinmpancghepaza CKIaga€Tbes 3 MIECTH KaTaTITHIHUX
Ta mectu perynsaropuux cybomunuip (C R ). [puknanm neskux OiikiB-(epMeHTis,
110 MalOTh OJIITOMEPHUH CKJajl, Oy HaBeieHi B Tabmuti 2. 1.

VY kJiTHHI, 0COOIMBO B CKJIai O10JOTIYHMX MeMOpaH, Neski (pepMeHTH 3/aTHi
YTBOPIOBATH Hoihepmenmui (MynvmueH3umMHi) komniekcu (cucmemu), O KaTalli-
3yFOTh ITOCIIOBHOCTI CIIPsDKEHUX Ol0XIMIYHUX peakiii. Taki momiepMeHTHI KOMIUIEKCH
CKJIQJIAIOThCA 3 ACKUTHKOX IECATKIB (pi3muHO acomiioBaHuX OLIKIB-QEepMEHTIB, KOKEH
3 SIKUX KaTaii3ye MeBHY peakiiro. Po3pizusroTs (puc. 6.1):

1. Po3unHHI MyJIBTHEH-

FIEN S AyEY  SMMHI CHCTEMH, B SKHX

8 § §§%§®§@§ i BIJICYTHSI IIOCTiiHA acOIli-

R AR antis Mixk pepmenTamMu E

)ﬁ\mo E, E,, E,; BinOyBaerbcs
E | 5 3 mudys3is cyocTparis A, B,

C, D mix okpemumu ep-
MEHTaMH.

2. MynsTHEH3UMHI CHCTEMH, B IKHX OKpeMi (pepMEHTH CIIOTyUeHi MixK cOO0FO HEKO-
BAJICHTHUMH 3B’s3KaMH, YTBOPIOIOYM KOMIUIEKCH, SIKi MOJIETIIYIOTh TepeaaBaHHs
cyOcCTparTiB Ta MPOAYKTIB M’k OKpEMHUMHU (EPMEHTHUMH OiTKaMHu.

3. MemOpano-3B’s13aHi MyJIBTHEH3UMHI CUCTEMH, B IKHX OKpeMi (pepMeHTH acorri-
HoBaHi 3 JiMigHAM OiapoM CyOKIITHHHUX OpraHes (MITOXOHJpiH, eHIoIIa3MaTHy-
HOTO PETHKYJIyMa TOIIO).

[TpuknagoM mynemuenzumuux cucmem Moxe OyTH nipyeamoeciopocenaznuil
Komniexc, Buainenuit i3 mitroxonapii Ta E. Coli. 3okpema, mipyBaTaeriiporeHa3Hui
komrieke E. Coli, mo mae m.m. 4,0 108, ckmamaetsest 3 24 Monekyn (hepMEHTHOTO
oinka nipysamoeciopocenazu (m.m. — 90 K/{; i3 K0KHCHOIO MOneKyI010 OLIKaA 36 '513a-
Huti miaminougocgham — T/ D), morexyau oucioponinoinmpancayemunasu (sxa
CKJIAJIA€THCS 3 24 TIPOTOMEPIB — OKPEMHUX TMONIMENTHAHAX JAHIFOTIB i3 M.M. 36 k/1;
KOKEH JIAHITFOT MIiCTHTh 3aJIHIIOK JIIMOEBOI KUCIOTH) Ta 12 MONeKyn oueioponinoin-
oeziopoeernazu (M.M. — 55 k/I; koxxHa Monekyia criomydeHa 3 OAJL).

Puc. 6.1. Tunu MyJIbTHEH3HMHHX CUCTEM B KJIiTHHI.

IBohepmenmu

BBoghepmenmu (i303umu) — MHOXKHAHHI MOJIEKYISIpHI ()OPMH OIHOTO ¥ TOTO XK
¢depmenty. [3odpepMenTH KaTamizyoTh OJHY Ty K 0i0XIMIUHY peakIlifo, ajge po3pis-
HSIOTBCSI 32 CBOEIO TIEPBHHHOIO CTPYKTYPOIO 1, BIIMOBITHO, (hi3UKO-XiMIYHUMH (MO-
JIEKYISIPHOIO MACOI0, PYXOMICTIO ITPH €IEKTPOOpe3i TOIIO) Ta KaTATI THIHUMH (Pi3HOIO
CIIOPIHEHICTIO pepMenTy i3 cyOcTpaTtom — K ) BIaCTMBOCTAMM.
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Pi3Hi i30¢epMeHTH OHOTO 1 TOTO K (PEPMEHTY MOKYTb OyTH ITPUCYTHIMH B PI3HUX
opraHax 1 TkaHuHax (i30(epmeHTn. Iakmamoeziopozenasut), CyOKITITHHHNUX CTPYKTYpax
(MITOXOH/IpiajIbHUAN Ta IIMUTO30JILHUH 130(hepMEHTHU i30yumpamaoe2iopocenHasi).

[30depMenTn Hanexath 0 OIMBII MHUPOKOTO KJIACY I300L1Ki6 — MHOKXWHHUX
MOJIEKYIISIPHUX (DOPM TIEBHOTO OiJIKa, 10 3yCTPIYarOTHCS B PI3HUX OPTaHi3Max B MEXKax
OJTHOTO O10JIOTTYHOTO BUY 1 € pe3yJbTaTaMu eKCIpecii pi3HUX TEHETHYHUX JIOKYCIB 200
anenomopghamu — NPOLYKTaMU OIHOTO JIOKycy. B pasi, sikmo ¢epmenr, mo npen-
CTaBIeHHH 130(hepMeHTHUMH (POpPMaMH, Ma€ OJIrOMepHY Oy/I0BY, Horo i30epMeHTH
(OpMYyIOTh 32 PaXyHOK PI3HMX KOMOIHAIlHM HelleHTHUHUX rnpoTomepiB. [Ipukinamgom
TaKoTo 130()epMEHTHOTO CIMEHCTBA MOXKYTh Oy TH 130(hepMEHTH 1akmamoe2iopoceHasu
(VIAT-a3a) — depmenTy, 110 Karalizye 00epHEHY peakIlito TIepeTBOPEHHS TIIPOBHHO-
IPaJHOI KUCIOTH B MOJIOUHY:

nipysar + HAJIH + H" === naxrar + HA/T"

3a cBoero MonekymsipHoro OymoBoto JIJII-a3a € Terpamepom, 1o moOymoBaHUH i3
nipotomepiB aBox TrriB: H (“‘ceprieBoro” — heart, aamt.) ta M (“M’sa30Boro” — muscle).
B oprani3mi JrOAMHHA TPUCYTHI IT’ATh KOMOIHAIIH 3a3HAYCHHUX MPOTOMEPIB, SKi
CTBOPIOIOTH pi3Hi i30dpepmentn JIA-asu: JIAL' (H,), JAL,(HM), JIIT',(H,M,),
JIAT ,(HM,) Ta JIAT'(M,), 1110 po3miofiiieHi NEPEBaKHO B PI3HUX OpraHax (Miokapii,
TMIEYIHI[l, CKEJICTHUX M’s13aX, HUpKax To1io). L1i i30hepMeHTH po3pi3HAIOTHCS 32 CBOEIO
eNEeKTPO(OPETUUHOIO PYXOMICTIO Ta X BU3HAUCHHS B CHPOBATLI KPOBI XBOPHX Ma€
JiarHOCTUYHE 3HAYCHHS JJIsI BUSBJICHHS MOLIKOKEHb MEMOPaHHHUX CTPYKTYp, IO
CIIOCTEPIratoThCsI IPH PI3HUX 3aXBOPIOBaHHAX (1H(PAPKTI MiOKap/ia, TemaTHTi TOIIO).

b. Kopaktopu Ta xodepmenTH

Kogpaxmopu

Bararo pepmenTiB TOTpeOyrOTH A1 peartizallii CBO€l KaTaliTHIHOT aKTHBHOCTI HasIB-
HOCTI IEBHUX HIU3bKOMOJIEKYJISIPHUX HEOLTKOBUX CIIONYK — Koghakmopis. Ponb kodax-
TOPiB MOXYTb BijlirpaBaTé 0100praHivHi CIIOIYKH Pi3HOT XiMIYHOT IpUpou 200 10HH
meranis (Mg*, Ca*, Fe*— Fe*, Cu* — Cu'" T.i.).

lonn meTauniB 3B’ s13aHi 3 artoepMeHTOM a00 BXOJISTH JI0 CKIIATy HEOLIKOBOT pocTe-
THYHOI TPy (JIMB. HIDKYE ) — HaidacTimie nophipriHOBOTO KiIbIIs FeMiHOBHUX ()epMEHTIB
(yumoxpomie, nepokcuoas, kamanasu). epMeHTH, SIKi MIITHO 3B’53aH1 3 I0HAMH Me-
TaJIiB 1 HE BTPAYatoTh LILOTO 3B’SI3KY 32 YMOB BUIUICHHS Ta (DPaKIiOHyBaHHS (PePMEHTY,
Ha3BaKOThCs memanopepmenmamu (Tadm. 6.1).

Tabaunsa 6.1. MeranodepMeHTH Ta BilnoBiaHi MeTann-kodpakTopu

M emanogepmenmu lonu memanis
Aprinasa Mn2+
ANKOTONBETiIPOTECHA3a Zn2+
Kap6oanrigpasa Zn2*
Kapboxkcunentunaza A Zn2*
Cynepokcuaaucmyrasa Zn2t, Cuzt
Kcantunokcunasa Mo¢+
I{utoxpom c Fe2+
LluToxpomu (a + a3) Fext, Cut
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VY neskux BUIAAKaX 10HH METAJIiB HE BXOMISATH JI0 CKIIaTy PepMEHTIB SIK IHTETrpaJibHi
CTPYKTYPHI KOMITIOHEHTH, & BUKOHYFOTB JIHIIE PYHKITIFO TX akmueamopis.

Kogpepmenmu (koenzumu) — 6iopraHiyfi CIOTYKH HEOLITKOBOI IPUPOIH, IO €
HeoOXiTHUMU 171 1Tii (hepMeHTy, TOOTO IepeTBOPEHHS CyOCTpaTy B KaTAIITHIHOMY
aKTi.

KodepmenTr MOXKyTh crioydarucs 3 OLTKOBOIO YaCTHHOKO (aro(epMEeHTOM ) HEKO-
BaJICHTHUMH (i3UKO-XIMIYHUMH 200 KOBATIGHTHUMH 3B’ SI3KaMH (B OCTaHHBOMY BUTIA]I-
Ky BOHH € ITPOCTETUIHUMHU TpyniaMu (hepMeHTHOTO Oinka — (raBiHOBI KohepMeHTH,
nipuaokcanbhocdar, JTMoeBa KHCIOTa TOIIO ); JEKOIH KOPEPMEHTH YTBOPIOIOTH KOMIT-
JIEKCH 3 ano(epMEeHTOM JIHIIIe B X0/ Karamitnyaoro nporecy (HAJl, HAJD).

Knacughixayis xogpepmenmis

A. 3a ximiuHot0 npupoooro K0HEpMEHTHU MIAPO3AUISIOTH Ha!

— MOXI/IHi BiTaMiHiB, 30Kpema: BitaMiny B — miaminougpocgham; itaminy B, —
prasinmononyxreomuo (PMH); Bitaminy B, — nipudoxcanvghocgham, nipudoxca-
Minghocgham; MAHTOTEHOBOT KUCIOTH — Koensum A; Bitaminy B , — memuixoba-
namin, dezoxcuadenozunrkooanamin; Bitaminy H (0lotuny) — xapbokcubiomun;
(doJtieBOT KUCIOTH — mempaziopogoniesa KUCioma,

— nuHyKIeotuau (moxiani HikoruHaminy — HAJT", HAJ1d*; moxiguuii pudodiia-
BiHy — DA/J);

— HYKJICOTHJI — TIOX1/IHI MypuHiB Ta nipumiaunis (ATD, AAD, [TD, LD,
YTO, VID);

— KOMILJIEKCH TOp(ipHHIB 3 10HAMH METAJTiB.

b. 3a munom peakuii, aKy 6onu Kamanizyrome, KOQEPMEHTH MOJISIOTh HA!

1. KodepmenTu, 110 € epeHOCHUKAMHU aTOMIB BOJIHIO Ta EJICKTPOHIB.

2. KoepmenTn, 1110 € IEpeHOCHUKaMH Pi3HUX XIMIYHHAX TPYTIL.

3. KodepmeHTr cuHTE3Y, i30MepH3allii Ta pO3IICIICHHS By ICIIb-BY IJICIICBUX 3B SI3KIB.

Taonuns 6.2. Kopepmentn Ta dpepMeHTATHBHI peakiii, B SKHX BOHH 0epyTh y4acTh

bBioopzaniuna cnonyka, Tun peaxuii, wjo
Kogpepmenmu noxionum aKoi € Kamanizyemuocsa
Koghepmenm Koghepmenmom

1. Ilepenocnuku 600HI0 ma eneKmpoHig:
HA/I (mikotuHaminageninnuaykineotun) |Bitamin PP (mikotuHoBa | IlepeHoc rigpua-ioHy

KHCJI0Ta, HIKOTHHAMI]T) (:H)
HA1® (nikoTrHaMigaaeHIHANHYKIIEO- —"— ="
tuadocdar)
DA/l (dpnaBiHaEHIHAUHYKICOTH) Birtamin B, (pubo¢umasin) | Ilepenoc aromiB BogHIO
(2QH"+2¢)
OMH (¢h1aBIHMOHOHYKIEOTH) —"— ="
Koenzum Q Yo6ixiHoH IlepeHoc aToMiB BOJIHIO
(2H"+2¢)
I'nyrarion Tpunentux: y-rayraminii- | [lepenoc Boanio B
MUCTETHUI-TIIIHH MEepPOKCUIA3HUX Ta

PEeAyKTa3HUX peaKIisx
I'emMiHOBI KOepMEHTH Meranonopgiprau INepeHoc eneKkTpoHiB
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[Iponosxenns Tadm. 6.2

2. Ilepenocnuxu inuwiux Ximiunux zpyn:

Hykneosuadocdaru:
AT® (anenozunrpudocdar)

AJl®(anenozunaudochar)
YT® (ypununtpudocdar)

YD (ypunuaaudocdar)
HUT® (uuruauaTpudocdar)

HAP (muruanaaudocdar)
[ipunokcanesi kopepMeHTH:

[ipunokcansdocdar
Hipunokcamingocdar

Koemnszum armoanns (KoA; KoA-SH)

Terparinpodomiesa kuciora (TT OK)

Jlimoesa xucnora

AneHo3uH

VYpunux

RLzgnznndice

"

Birawmin Bg (mipugokcun)

Bitamin B; (manToTeHOBa
KHCJIOTa)

Biramin B, (poieBa
KHCJIOTa)

TiookToBa KHCIOTA

Iepenoc pocharnux,
nipodocharHux,

a/ICHO3WIBHUX PAIHUKAIIB
"

[lepenoc MoHOCaXapUIHUX

panukanisB
n

[lepenoc xomiHy Ta €TaHO-
amiHy

7"7
IlepeHoc amiHOTpyII; AEKap-
OOKCHITFOBAHHS

Ilepenoc anmnbHuX
paauKaiiB

Iepenoc oHOBYTIIEIIEBHX
pamukaiiB ((hopMiUTBHOTO,
OKCHMETHIIBHOTO, METHIIb-
HOT0)

[TepeHnoc aueTHIbHIX
paavKaiB

3. Koghepmenmu cunmesy, izomepusayii ma po3uienieHHs 8y2lelb-8y2ielesux 36 '13Kie:
P- s pusay, po3uy ycieyb-gyciey

Tiamingugocdat (TAD)

Kobawminni xodepmenTu:
Mertunkobanamin
5-J1e30kcuaneHo3uIKo0aIaMin
Kapboxcubiotnn

Bitamin B, (Tiamin)

Bitamin B, (kobanamin)

Bitamin H (6iotun) —
noxigHe TiodpeHy

OxucHe eKapOOKCHITIOBaH-
HS1 OKCO(QL-KETO)- KUCIIOT;
TepeHOC KeTo-(pparMeHTiB

Peaxmii TpaHCMETHIIIOBaHHS
Peaxkii i3omepu3zamii
Peaxirii kapOOKCHITIOBaHHS
3a ygactio CO,

Cmpykmypa Haiibinew nowupenux kogepmenmis (c. 94-97).
Kogpepmenmu — noxioni eimaminy PP (nikomunamioy) (BXOIATh 10 CKIamy
nerigporeHas): HikoTmHaMinaneHiHauHYyKIeotnn (HA/Y) Ta HikoTHHaMinganeHiH-

muaykineotundocdar (HAADY).

Kogepmenmu — noxioni éimaminy B, (pubognasiny) (BX01aTh 10 CKIaLy Jie-
rizporenas ta okcunas): (prasinaneHinauHyKIeoTr (PAJ]), hraBiHMOHOHYKICOTHT

(OdMH).

Hipuookcanesi kopepmenmu — noxioni gimaminy B (nipudokcuny) (BXonsth
JI0 CKJIaJy aMiHOTpaHcdepas, AeKapOOKCHia3): MpUIoKCHH (pUI0KCOI), TPHI0-
kcanbdocdar, mpugokcaminocdar.

Memanonopgpipunu — Kohpepmenmu yumoxpomis: MeTaionopdipuHOBI CTPyK-
Typu nutoxpomis a (A), b (B), ¢ (C). (Me*": 3aimizo B muroxpomax b Ta ¢, Mijib — y

IIUTOXPOMi @).

Kocpepmenm ayuniosanns — noxionuit nanmomeHno6oi Kucaomu: KOCH3UM A

(KoA).
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NH,
= N
A x N
N N~ N
L ] \> O—CH,
> (0]
N~ N
O—CH,
= 0
o II)_O OH o HO —P=0
0 p 0 |
| C\ O_CHZ
OH—P=0 - | NH, |
N HC—OH
o—cH, N (GO
CH

| 2
o N\ N CH
o) OH j@: 3
é{-H(HAﬂ*) NH AN CH;
+
-POsH, (HAL) 0]

Hixornnaminaneninguaykineoru (HALY) ta DnasinaneninmHykeora (CALL)
HiKOTHHaMinaaeHiHmHyKIeotnapocdar (HALD")

OH
4
(|JH2— O—PYO
(HC—OH) OH

| 3

CH

| 2
N N
Oj/ X CH;
NH AN CH;
N
o
OrnaBiamonoHyKIeoTH (PMH)

CH,OH CH,NH,

P
“H OH OH
|
Hof\/rCHon HOﬁCHz—CI)—P:O HOf\/FCHT(l)—P:O
HsC ~ H5C Z OH H;C Z
. N 3 N N OH

[TipuoxcuH (TipHIoKCOIT) [Mipunoxcanshocdar Mipunoxcamindocdar




T'maga 6. Pepmenmu. I. Cmpyxmypa. Baacmusocmi 95

IfI ﬁHz
CHOH CH,4 CH CH,4
Hy,C— & r—CH=CH—R, H,C— & Nr—CH=CH,
HOC CH,4 H,C— CH,4
o g g
CH, CH, ?Hz (Isz
(leOH éOOH COOH COOH
A B
v
S
| R
CH_CH3 CH}é
I
HyC— CH—CH,
H3C— CH3
g
e
COOH COOH

MeranonopdiprHoBi cTpykTypH IuToXpoMmiB a (A), b (B), ¢ (C).
(Me?*": 3a11i30 B iuTOXpomMax b ta ¢, MiJib — y IIUTOXPOMI @).

Koghepmenmu — noxioni ¢honieeoi kucnomu (koepMeHTH B peakIlisax MepeHoCy
Ta OKCHJIOPEYKIIT OTHOBYIJICIICBUX PaIUKaiB): 5,6,7,8 — TeTparinpodoltieBa KUCIOTA.
Jlinoesa kucnoma (KOQEPMEHT y PeaKIisiX OKUCIIOBAJIBHOTO JeKapOOKCHITIO-
BaHHSI Ol-KETOKHCJIOT): JIITIOE€BA KUCIIOTA (6,8-TMTIOOKTaHOBA KHCIIOTA).
Tiaminougpocpam — noxionuii imaminy B (kopepment y peakuisx nexapOok-
CUJTFOBaHHS Ol-KETOKHUCIIOT, TPAHCKETOJIa3HIN peakilii): TiaMiHaudocdar.
Kogpepmenm xapooxcubiomun (xopepMeHT peaxiliii KapOOKCHITIOBaHHs): Kap-

OOKCUOIOTHH.
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NH,
~
= N
N | \>
Sy
N
O—CH, 0 AJIeHO3MH
HO—P=0 oy -~
|
(e}

0
| | I I
O CH,—C—CH—C—NH—CHy— CHy—C—NH—CH,—CH,—SH
CH,

)
~— ~ — e
[lanTOTEHOBA KHCIIOTA B-aminoeranTion
Koenszum A (KoA)

OH H GOOH

Ill CHZ—NH®CO—NH—CH

N7 |
| CH,

)% " CH

NN ¢ 0(2) H
— H S
YT )
ITepoesa xucnora I'myraminoBa kuciora

5,6,7,8 — TerparigpodoieBa KHCIOTa
H,

//O

N\

C
H2C( “CH—CH,—CH,—CH,—CH,—C
/ OH

S—S

Jlinoesa xucinora (6,8-ANTIOOKTaHOBA KHCIIOTA)

NH,
Nﬁ»CHZ— K | CH; OH  OH
I M ICH2—CH2—O—P—O—P—OH

H,C” N S 1 I

O O

Tiaminmupochar

nZ
0 —C—N~ \ITIH
HC CH

Hy,CA\L S/CH—CHz—CHz—CHz—CHz—COOH

KapOokcubiotrH
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HOH,C

0
H H N CH
Q m H <\ 3
HO—P 0 OH CH;
|
CH3—$H
CH2 CHZ_CO_NHZ

|

H,C

NH,—CO—CH,—CH,

HC CHs CH,—CH,—CO—NH,
CH;4
Mertunkobanamis (KOQEpMEHT y peaKiisix METHITIOBAHHS)
HOH,C
H H CH
O n @ H <\ | 3
[l H
HO—P 0 OH N CH;
NH, .
‘|) co |
| 1
CH,—CH |
CH, i

|

Jle3okcuaieHo3 mIKoOaIaMiH (KohepMEHT y peaKIIisix i30MepH3allii, CIPsDKEHHX i3 BHY TPIITHHOMOJIEKYIISIPHAM
TIEPEHOCOM TiIPHTHOTO 10HA)

Koghepmenmu — noxioni eimaminy B ,: metunkobanamin (KOPEPMEHT y peaKiisx
METHIIIOBAHHS), I€30KCHaICHO3UIIKOOanaMil (KOepMeHT y peakiisix i3oMepH3aliii,
CTPSDKCHUX 13 BHY TPILIHBOMOJIEKYJISIPHUM IIEPEHOCOM T1APHIHOTO 10HA).
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I'JTABA 7. ®EPMEHTHU
II. MEXAHI3MHU KATAJII3Y. KIHETHUKA. PET'YJISALIA

7.1. MEXAHI3MU JIIi ®EPMEHTIB

depMeHTH 301TBIIYIOTh IBUAKOCTI O10XIMIYHHUX peaKIliil, ki BOHU KaTalli3yIoTb, Y
108-10% pa3iB; npu BincyTHOCTI hepMeHTY Oy/ib-sika METabOoiYHa PeaKIlisi MPaKTHIHO
He Bifi0yBaeThest. BijoMo, 1110 KOHCTaHTa MIBHJIKOCTI XIMIYHOT PeaKIlii 3aJIeKUTh B T
eHeprii akTUBAallii Ta TeMIEPaTyPH, 110 BUPAKAETHCS PIBHSHHIM AppeHiyca B eKCIIOHEH-
TiHHIA GopMi:

k = AeaFRT,

[Tix eneprieto akruBarii (AE B piBHSIHHI AppeHiyca) B XiMiuHii TepMOAnHAMILI po-
3yMIFOTh JTOAATKOBY €HEpriro, HeOOXiqHY Ui Mepexoay MOJeKyn (cyoctpariB S) y
nepexionui (akmusosanuii) cman (S*), AKuii IepeIye iX MepeTBOPEHHIO B MPOAYKTH
peaxiiii. 3riZiHo 3 1M, eKCTIOHeHITiiHui wieH piBHsHHA ¢ AYXT (hakTop Bonmbimana) —
JIOJISl MOJIEKYJT Y CUCTEMI, SIKi MAIOTh €HEPT 10, TOCTATHIO IS XIMIYHOTO TIEpETBOPEHHSI.

OckinbKH BC1 METa0OJIIYHI MPOLIECH B )KUBUX OpraHi3mMax rnepediraroTh B i30Tep-
MIYHHX YMOBaX, KaTAJITHYHA /1isl pepMeHTIB peasizy€eThbesl 32 paXyHOK 3HUKEHHSI
octaHHiMu eHeprii akTuBauii (AE) 6ioximiuHoi peakuii, mo 30inbu1ye dakTOp
Boneimana, 1, BiAIOBITHO, KOHCTAHTY MIBUIKOCTI PEaKIii Ha IEK1TbKa MOPSIIKIB:

E
A

E[S*]

B[S*]

Kar|

E[S]

E[P]

4ac peaxiii

Puc. 7.1. EneprernyHi xiarpamu ximiunoi peakuii (S —> P) 6e3 karajizaropa (1) Ta B mpucyTHOCTI
karajizaropa — ¢epmenry (2). AE Ta AE_— enepris aktusauii peakuii 6e3 Ta B
NPUCYTHOCTI KaTaJi3aTopa, BignoBiaHo.
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[MopiBHSIHO 3 XIMIYHHMHM KaTtajiizaTropamu, GepMEHTH 3HA4YHO 3MEHINYI0Th AE
peaxiiii, siki BOHM KaTaji3ytoTh. Tak, HanpuKial, y peakiii po3ierieHHs IepeKucy

BOJIHIO

2 H,0,—>

2H,0+0,

SHeprist akTHBAITil MOKe 3MEHIITYBATHCS 11T II€F0 HEOPTaHIYHUX KaTarizaTopis (Hoauy,
TTaTuHK) 200, OLIBII CUIIBHO, TTiJl BIUTMBOM CIieu(iYHOTO GepMEHTY Kamanasu, o
MIPU3BOIUTS JIO BIIMOBITHUX BEJTMYHMH 301TBIIIEHHS IIIBUJIKOCTI PEAKIIii.

Ta6nuus 7.1. HepepmentaTuBnuii Ta epMEeHTATUBHUI KATATI3 PO3LIENJICHHS TEPEKHCY
BOAHIO (1 = 25 °C; koHCcmanmy wieuoKocmi HeKamanizyrouol peakyii nputiHsamo
3a oonunuyro) (3a S.Rapoport, 1964)

Ymosu peakyir Enepcin akmueayii | Kinvkicms akmugosanux 3oinvwmennsn
(kkan/monsv) MoneKyn KOoHcmaumu weuoKocmi
peaxuyii
Bes karanizaropa 18 1,3-107" 1
+ Hoann 14 1-10"° 8- 10?
+ Inatuna 12 3-107° 2-10*
+ Karanasa 2 41072 3-10"

AKTHBHI 1eHTpH (pepMeHTIB

3HMKEHHS eHeprii akTUBaIlii 010XiMIYHOT peaKIlii i, IK pe3yIbTaT BUCOKOI KaTaliTHd-
HO1 e(heKTHBHOCTI (DEPMEHTIB JIOCATAIOTh 32 PAXyHOK B3aEMO/Ii1 CyOCTpariB i3 IEBHUMHU
TISTHKAMH (pepMEHTHOI MOJIEKYITH (aKmueHuMu, a0 KamaiimuuHuMu YeHmpamuL),
110 CYTIPOBO/IKY€THCS 30IMKSHHSM Ta OPIEHTAIIIEFO BiIITOBITHUX XIMIYHHX TPYTI CyOCT-
partiB i CTBOPIOE CTEPUYHI YMOBH, HEOOXI THI JTsl peartizarlii crienn(pigHIX aKTiB KaTaizy.

AKTHBHUI HeHTP — AUIAHKA MOJIeKy/JIH (epMeHTHOro OlIKa, 10 B3a€MO-
Aie i3 cydcTparom mix yac pepMeHTATHBHOI peakii i HeoOXigHa 11 MepeTBO-
peHHsl cy0cTpaTy B KaTAJiTHYHOMY Mpoleci.

Bin popmyeThbest 3 eBHUX [Ti-
JISTHOK MOJIIENTHAHOT O JIAHIIIOT A,
ITI0 TIPOCTOPOBO 30JIVIKEHI 32 paxy-
HOK yHIKaJIbHOI TPUBUMIPHOT KOH-
(opmariii pepMeHTHOTO OijKa.

Jlo ckiay akTHBHUX TIEHTPIB
Pi3HUX (hepMEHTIB BXOIATH PajIH-

HOOC(C)

KaJIi TIeBHUX aMiHOKHCIOTHUX NH,(C)
3QIMIIKIB, TOTOBHUM yrHOM OH- et/

IPYIIH CEPHHY, TPEOHIHY Ta THPO- —~COOH(A)
3UHY, IMiJIa30JIbHE KiJIbIE TiCTH- ~—-NH,(B)
nuny, SH-rpymna nucreiny, COO - 5N ~~-COOH(B)
rpynu TUKapOOHOBUX aMiHO- = —-Ser 195
kucyot, NH, -rpyrm aprininy ta

nizuny (puc. 7.2). B yTBOpeHHi Asp 1027 < His 57

aKTUBHUX IICHTPIB OEPYyTh y4acTh
TaKoX Ko(akTopu naHoro ¢ep-
MEHTY: IPOCTETHYHI TPYIIH, i0HH
MeTaniB (puc. 7.3).

Puc.7.2. TpuBumipHa OynoBa (pepMeHTy XiMOTPHIICHHY. AK-
THBHHUI HeHTP (pepMeHTy chopMOBaHUIi aMiHOKHC-
JoTHuMH 3aiumkamvu Ser-195, His-57 ta Asp-102.
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Puc.7.3. Po3ramyBanHsi aToMa Zn B aKTUBHOMY LIEHTPi (hepMeHTY KapOoaHTiipa3u.

AKTHBHHI IIEHTP JIOKATI3Y€ThCS, SIK TPABUIIO, B 3aTITHONICHHI, IIPOCTOPOBIH Hillli, 1110
YTBOPIOETHCS B MakpoMoJIeKyi Oinka-pepmenTy. CTpyKTypa akTHBHOTO LEHTPY €
KOMITJIEMEHTapHOIO JI0 IPOCTOPOBOI OY/I0BH CYOCTpaTy, IO CTAI0 OCHOBOIO YSBICHHS
E.®imepa mpo BiamoBimHICTE (hepMeHTY 1 cyOcTpary gk “kioda i 3amka”. [lizaimmi
Teopii pepmenTaruBHOTO Karanizy (/1. Komuienx) BpaxoBy0Th MOXKIIMBI B3a€MHI 3MiHU
MPOCTOpOBUX KOH(popMariii hepMeHTy i cyocTparty i 9ac ix B3aemoii (“‘reopis iHIy-
KOBaHOI BIIMOBITHOCTI (pepMeHTy i cydcTpary”™).

VY cTpYKTYpi aKTUBHOTO IIEHTPY PO3PI3HSIOTH:

— OUIAHKY, w0 38°a3ye€ cydcmpam, abo KOHTaKTHY (“‘SIKipHY ) AUJISTHKY; BOHA MICTHTh
pavKaiy MONSIPHUX (3B’ A3yI0Th MOJIEKYJIH CyOCTpaTy 3a paxXyHOK BOJTHEBUX 3B’ S3KiB
a00 TUTIONHHAX B3a€MO/TiH) 200 HETIONSIPHUX aMiHOKHCIIOTHUX 3aJIHIIKIB (CTBOPIOIOTh
B aKTHBHOMY IIEHTPI r'iipodoOHi 30HH, 10 B3aEMOJIIIOTH 13 BiIIIOBITHUMH paJHKaIaMH
B cyOcTpari);

— Kamanimuuno akmugny OiIAHKY, 10 CKJIAay SKOT BXOAATH XIMIUHI TPYIH, IO
OepyTh Oe3mocepeHIo y4acTh y nepeTBopenHi cyocrpary (rpynu —OH, —SH, >N,
-NH,", -COO").

Mexanizmu nepemeopenusn cyocmpamy 3a Kkamanimuunoi 0ii ¢pepmenny

Y MexaHi3Mi (epMEHTATHBHOTO MEPETBOPEHHS CyOCTpaTy OepyTh ydacTb Taki
MOJICKYJISIpHI €(PEeKTH:

1. E¢hexmu 361udicennss ma opienmayii. AncopOuisi Ta (pi3uKo-XiMiuHa B3aEMOJIIS
cyOcTpatTiB 3 akTUBHUMHU LIEHTpaMH (EPMEHTIB CYNPOBOKYIOTHCS JIOKATHHUM
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3pOCTaHHSIM KOHIIEHTpAIli] pearyrodnx MOJIEKYJ, iX 30JIMKEHHSIM Ta HalOUThII edek-
THBHOIO OPIEHTAIIIEIO OJHA JI0 OJHOI Ta JI0 KaTATITHYHO aKTUBHUX IPYI aKTHBHOTO
LCHTPY.

2. E¢hexmu kucnomno-ocnosnozo kamanizy. IleBHi QyHKIIOHABHI TPYITH paIuKa-
JiB aMiHOKHCJIOT, III0 BXOJATH IO CTPYKTYPU aKTHBHHX LIEHTPIB, MalOTh BIIACTHBOCTI
kucnot abo ocHOB bpeHcTena, ToOTo TOHOPIB UM aKIETITOPIB POTOHIB (aMiHHI, KapOOK-
CHITBHI, CyTb(TIAPHIBHI, IMiTA30JTbHI TPYTIH).

ITpuKiTaoM KUCIIOTHO-OCHOBHOT'O KaTajli3aropa € iMiJa3oiIbHa rpyIa riCTHINHY, SKa
Y B32€EMOJIi1 3 [1JPOKCHIIBHOIO TPYTIOI0 CEPUHY CTBOPIOE KHCIIOTHO-OCHOBHY Tapy bpeHc-
Teaa. OyHKITIOHANBHI TPyTH His
>N ta —OH, 110 BimirparoTh
KaTaJlITU4HY POJIb, pO3Millle-
Hi, SIK TIPaBIJIO, B PI3HUX Mi-
JISTHKAX TTeTITH/THOTO JIAHITFoTa
Ta 30JIMKYIOTBCS 32 PaXyHOK
YHIKQIbHOL TpeTI/IHHOI- CTpyK- Iminazon-kucnota (A) Ta iminazon-nyr (B) B cTpykrypi
TypH ()ePMEHTHOTO OiiIKa. AKTUBHOTO EHTpY OiNka-(pepMenTy.

3. E¢pexmu nyxneoginonoco ma erekmpoinornoco xamanizy. OyHKIIOHAIBHI
TPyIH aMiHOKHCIOTHHUX 3QJTUIIKIB, III0 BXOASATH JI0 CKJIA/Ty aKTHBHUX LICHTPIB, MOXKYTh
BUCTYIIaTH B KaTaIITHYHOMY aKTi TIEPETBOPEHHS CYOCTpaTiB SK IOHOPH €JICKTPOHIB
(HykJIe0(11H) 200 aKIIEHTOPH EIICKTPOHIB (€7eKTPpO]iIn), TOOTO SIK OCHOBH 200 KHUCIIOTH
JIsroica, BiOBIIHO.

Hyxneoghinoni epynu 6 ckaadi akmueHux yewmpie epmenmis:

/’@ /’@ _CHZI:}{C:C}?/»@

—CH,—O: —CH,—S:
H C
H H H
lippokcuibHa rpyna CynbdrigpmisHa rpyna IminazonbHa rpyna
CepHHY LUCTEIHY TICTHANHY

EnextpodisbHi rpynuy B CKJIa1i AKTUBHUX IIEHTPIB (PEPMEHTIB:
—NH,+—rpynu aprininy Ta jizumy;
— ionu MetaniB-koakropis (Mg*', Fe**, Mn?*, Cu*").

MexaHizMu KaTaJdiTH4HOI Aii XIMOTPUIICHHY

Mexanizmu ¢epMeHTATHBHOI Ail HAHOLTBLIN BUBYEHI 1A 2i0poias, SKi € KaTajiza-
TOpaMH 3 aKTHBHUMH IIEHTPaMH KHCIIOTHO-OCHOBHOTO THITY. [ IpeicTaBHyKamu Taknx dep-
MEHTIB € 010KaTaTi3aTopH, /10 CKJIay aKTUBHUX IIEHTPIB SIKUX BXOIATH 2ICHUOUH-CEPUHOBI
KamauimuyHi Komnaexcu; e Taki nommpeHi dpepmenTy, sk xivompuncur (KO 3.4.4.5),
mpuncur (KO 3.4.4.4), mpombin (KO 3.4.4.13), enacmasza (KO 3.4.21.11), ayemunxonin-
ecmepasa (KO 3.1.1.7).

Ximompuncun (O-xXiMompuncun) — TPOTEONITHUHUN (epMeHT (TIpoTeasa), 110
PO3IIETITIOE TIETITHAHI 3B’ I3KHM 32 YYaCTIO BOJIM B MOJIEKYJIaX TIEBHUX OUTKIB Ta ITEMTH/IIB.
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Sk yxe 3a3Havanocs (puc. 7.2), KaTaliTHYHUHA [IEHTP XIMOTPUIICHHY YTBOPIOETHCS 3
TiAPOKCUIIBHOT TPYTIH CEPUHY Ta iMi/1a30JIbHOT TPYTH TICTHINHY, III0 PO3TAIIOBaHI B
195-my (Ser-195) ta 57-my (His-57) monoykeHHSIX MENTHIHOTO JIAHITIOTa MOJIEKYITH
bepmenry.

Ilepwiuii eman Kamaaimuunozo akmy.

Iminmazon nie sik ocHoBa BpeHcrena, BiTTsAryroun Ha cede npoToH Bin OH-rpynu
CEpHHY, 1[0 CIPUYHUHSIE MTOSIBY HAUIAIIIKOBOT €JICKTPOHHOT IIJIBHOCTI Ha aTOM1 KUCHEO
CEpUHY Ta MoJIeriye HykieoiipHy araky rpynu —CO— cyOcTpary TiipOKCHUIOM ce-
puHYy. SIK pe3ysbTar [bOro MpoIiecy, Bi0yBaeThCs alMTyBaHHS (EPMEHTY 32 paXyHOK
MEPEHECEHHSI AIIMJILHOTO paJivKajia BiJl CyOCTpaTy Ha CEpUHOBHI 3ayuIiok (Ser-195)
¢depmenty (puc. 7.4 a,0).

/Jlpyzuii eman Kamaaiimuunozo akmy.

Arom rictuauny (His-57) 3ailicHioe Hykineo(inbHy araKky Ha KHCEHb allMJIbHOTO
TMIOX1/THOTO CEpHHY, IO CIPHSE BIAMICIUICHHIO Ta IEPEHECEHHIO alliiTy Ha 30BHIIIHIH
aKIEeNTop — MOJIEKYIy Boau (puc. 7.4 B,T).

H O H O
R—N—C—R' R=N—G-R'
PO + - PN X
HN” SN:---H—O0 HN \N:~--H—c|)
CH, CH,
(hepmeHT (hepmeHT
a 0
R—NH, R’ I
. /*é—o +R'—C-OH
| ..
N XY (|) N XN -0
\7 CH, \— CH,
(hepmeHT bepmeHT
B r

Puc. 7.4. Yuacth (pyHKIIOHAJIBHUX TPyl AKTHBHOTrO HeHTPY XiMorpumncuHy (His-57 ta Ser-195) B
KATAJITHYHOMY aKTi Po3LIeNJIeHHsI MEeNTHIHOTO 3B 13Ky B MOJIEKYJIi cydcTpary.
MexaHi3Mu KaTaJdiTHYHOL il ameTH/xoJinecTepa3su
Anerunxoninecrepasa (Kd 3.1.1.1) — depmMeHT, 1110 po3IICIUIIOE TiPOTITHYHIM
IIUISIXOM MOJICKYITY HeMpoMe TiaTopa aleTHIIXOJiHY:

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

ATeTHIIXONTiHECTepa3a TaKOK HAJISKHTH JI0 TICTUIIMH-CEPUHOBHX TiIpOIIa3 i 3MiHCHIOE
TiIPOTITHYHE POIIEIIICHHS CyOCTpaTy 3 MPOMIKHUM YTBOPCHHSIM alleTHIHOBAHOTO 32
3aJIUIIKOM CepuHy GepMeHTy. Pa3oM i3 TiM, 10 aKTHBHOTO LICHTPY alleTHIIXOJIIHECTEpa3u
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BXOJIUTB TIPOKCUIIbHA IPyTIa THPO3UHY, 110, BUKOHYIOUH (DYHKIIIFO JIY>KHOTO KaTalli3aropa,
CIIPHISIE TIPOITI3Y alleTHIIHOBAHOTO CEPHUHY Ta PereHepallii BUXiHOi CTPYKTYpH aKTHBHOTO
HEHTPY (hepMeHTy.

7.2. KIHETUKA ®EPMEHTATUBHUX PEAKIIIN. THTTRITOPHA
®EPMEHTIB

depMeHTATHBHA KiHETHKA € PO3JILIOM XIMIUHOT KIHETHKH, 110 3aiIMA€ThCsl BUBYCH-
HSIM BIUIMBY Pi3HUX XIMIYHUX Ta (Di3UKO-XIMIYHHX (PaKTOPiB HA MIBUKICTH PEaKIii.

Bona BuBuae, 30kpeMa, 3aJIeKHICTh MBUAKOCTEH (PEPMEHTATUBHUX PEAKIN Bij
KOHIICHTpaIlii hepMeHTy, cyocTpary, pH Ta TeMrieparypu cepeioBHIIa, /i aKTHBAaTOPIB
Ta iHTI0ITOPIB.

3aranpHe piBHSIHHS OJJHOCYOCTpaTHOI (hepMEHTATHBHOI PEaKIIii:

S —— P
3 ypaxyBaHHSIM B3aeMO/Ii1 (pepMEHTY i3 CyOCTpaToM y Xo/li KaTaIliTHYHOTO aKTy (7me-
opis Mixaenica-Menmen) piBHSAHHSA (epMEHTATUBHOTO TIEPETBOPEHHS CyOCTpaTy
HaOyBa€ BUITIATY:
k+1 k+2
ES—>E+P

E+S

k

-1
J171s1 XapaKkTeprUCTUKH YTBOPEHHS (DepMEHT-CYyOCTPaTHOTO KOMIIEKCY BHKOPHCTOBY -
€TbCS cyocmpamua xoncmanma, ado Koncmanma oucoyiayii komnaexcy Mixaenica:

Ks = k-l/kﬂ

BigHOIIEHHS MiX CyMOKO KOHCTaHT HIBUIKOCTEH peakxiiiii 380poTHOro posnany (k)
1 PO3LIEIIEHHS KOMIUIEKCY 3 yTBOPEHHAM HPOAYKTiB peakilii (K. ,) Ta KOHCTaHTOO LIBU]I-
KOCTi yTBOPEHHs (pepMeHT-CyOcTpaTHOro Komiuiekey (k) HasuBaeTbes Koncmanmoro
Mixaenica (K ):
I<m = k—l + k+2/ k+1

K  Mae po3mipHICTb KOHIIEHTpaIlii (MOJIB/J) 1 KUIBKICHO BU3HAYA€E CHOPITHEHICTh
(epmenTy i3 cyOCTpaToM — 4MM aKTUBHILIMI ()epPMEHT, TUM HMKYE 3HaYeHHs Horo K .
3uauenns K uist pisHUX (EPMEHTIB KOJMBAKOTLCS B ITMPOKOMY Jialla30Hi — Bil
10°° MonB/1T IS BUCOKOAKTUBHUX (DEpMEHTIB (HANPUKIAN, nepokcudazu) 1o 1072 mist
MaJIOAaKTHBHHUX MPOTEA3.

3aJsieskHiCTh IIBMAKOCTI peakuii Big KoHIeHTpauii (pepmeHTy Ta cydcTparty

KonuenTparii ¢pepmeHTy Ta CyOCTpary € BeIMIMHAMH, [0 HAHOLIBIIT YaCcTO 3MiHIO-
I0TBCSI B YMOBaX OyJIb-s1KOi 010XiMI4HOT ()epMEHTATHBHOI peaKiiii.

LIiKoM 3p03yMiJio, IO HIBHKICTh (hepMEHTATHBHOI peaKiii Oy/ie MpsMo IPOTOPIIiHHO
3aJIeKATHU BiJl KOHIIEHTpaIlil hepMeHTy, a came:

V=k-[E],

TOOTO 301IbIICHHS B KIITHHI PiBHS TIEBHOTO ()EPMEHTHOTO OijIKa MOBUHHO CYNPOBO-
JDKYBATHCS 3pOCTAHHSM IIBUIKOCTI PEaKLii, 10 KaTali3yeThCsl LUM (DEpMEHTOM.
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AV BUIBII CKITAAHOIO € 3aI€KHICTD IIBUIKOCTI
Vb (hepMeHTAaTHBHOT peakxilii BiJl KOHIIEHTpaIlil
cyoctpary. I'padivno 151 3anmexxHicTh 300pa-
KYEThCA TiMepOOoJI0to, MO TMoIaHa Ha puc.7.5.
SIK BUZTHO 3 XOIy TinepOoJH, ISl 3aJIeKHICTh
Ma€ CKIIQJHUHN XapakTep: MPHU HU3bKUX KOH-
| LEHTpPAIlisIX cy§CTpaTy WBHKICTE peaKiif
| IPSIMO TIPOTIOPIIiitHA HOTO KOHIIEHTpaIlii (peak-
| mis 1-To MOpsAnKy), a MPU BUCOKHX KOH-
Ii( TS] LEHTPAIIISAX JTOCATAETBCS eqhekm HACuueHHs,
Puc. 7.5. 3aneKnicTs INBUAKOCTI peakuii
BiJ KoHumeHTpanii cy0cTpary

(einepbona Mixaenica-Menmen).
PiBustHHES 3anexHOCTi V Bin [S], abo pisuannsa Mixaenica-Menmen Take:

vV _ - [S]

V — max
K, +[S]

12V

max

TOOTO HE3AICKHICTH V Bix [S].

V Bunazky, komu V=1/2V_  maemo:

\Y vV _ - [S]

max  _ __max , 3BIJICH:
2 K +[S]

1 Vmax ’ [S]

2 K +[S] 7

Ta TiCIIs BiINOBIHNX ITEPETBOPEHB:
K_=[S].
Koncranra K nopiBHioe koHuenTpauii cyocrpary, npu sikiii mBUAKICTH
peakiii CTAHOBUTH MOJIOBHHY Bil MAaKCHMAaJIbHOI (puc.7.5).

PiBusaHs Mixaemica-MeHTEH MOJKHA OTPHMATH Ha OCHOBI aHai3y KiHETHKM peakiii B3aeMomii (epMeHTy i3
cybcrparom — 3a Bpircom ta XomaeitHom.

Posrnsimaemo BuXizHe KiHETUYHE PIBHSHHSA.

BeeneMo Taki Mo3HaYeHHS:

k
1 +2
E+S k‘—+‘—ES —»E+P (1)
1

[E] — 3aranmbHa KinbkicTh (epmenty (y BUIBHIN Ta 3B’si3aHiil opmax);

[ES] — xoHIeHTpalis (hepMeHTy, 0 BXOAUTh 10 CKIamay (HepMEHT-CYyOCTPATHOrO KOMILICKCY;
([E] — [ES]) — xoHIeHTpaLisi BIIHOTO, HEe 3B’S3aHOTO 3 CyOCTpaToM, (hepMEeHTY.

BBaxaemo Takox, o [S] » [E].

IIBuakicTs peakiiii yTBOpeHHs (epMEHT-CyOCTPaTHOrO KOMIUIEKCY:

d [ES]
ac = V. =k, (E]1-[ES]) - [S] 2

IIBuaKicTh peakuii po3lenIeHHs GpepMeHT-CyOCTPaTHOrO KOMILIEKCY:

_ d[ES]
dt

=V +V, =k [ES]+k,[ES] (3)
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ITicas BCTAHOBJIEHHS B CHCTEMI CTAI[lOHAPHOTO CTaHy:
V+1 = V—l + V+2
BpaxoBytouu (2) Ta (3), MOXHa BBaXKaTH, 110:
k, ([E] - [ES]) - [S] =k ,[ES] + k [ES] “)
Posp’sasyemo pisnsuns (4) wepes K =k  +k/k, :
([E] - [ES]) * [S]
m 5
(ES] )
3 piBusiaus (5) 3HaxomuMo KoHueHtpauio [ES] B cTamionapHoMy crami:
[E] - [S]
[ES]= ———— (6)
K, *I[S]
3aranpHy MIBHAKICTH (DEPMEHTATHBHOI peaxiii, TOOTO MBHIAKICTH YTBOPEHHS MPOAYKTY, MOXKHA MOIATH SIK:
V =k, [ES] M
B ymoBax, ko
[ES] =[E] ®)
(To6TO Bech (pepMEHT BXOOHUTH 10 CKIamy (HepMEHT-CYyOCTPATHOTO KOMILICKCY), MIBUAKICTh PEaKIil
V = Vmux 2
T00TO, BpaxoBytouu (7, 8):
max = Ky [E] ©)

[Mincrassoun 3uadenHs [E] ta [ES] 3 (7) Ta (9) mo piBHsHHSA (6), JIeTKO ITOKa3aTH, LIO:

O06pobka piBHsHES Mixaemica-MeHTeH 32 METO/IOM TIO/IBIHHUX 3BOPOTHUX BEITMIHH
Jla€ 3MOTY TIPEJICTABUTH 3aJISKHICTh V Bifl [S] ipsiMoto ITiHi€0 — pigHsanHs Jlatinyieepa-

bepka:
SLENN S S
v V. [SI V.

ITepeBaroro IpOTo PIBHSHHS € PSIMO MPOTIOPLIHHA
3anexHicTs Mk 1/V Ta 1/[S] (puc.7.6), axa 103Bos€
JIETKO OTPHMATH 3HAYCHHS KIHETHYHUX KoHCTaHT K Ta
V... 110 HEMOYKIIMBO IPH aHaTi31 3BUMAHOT rinepOom
Mixaenica-MeHTeH.

I3 piBasuus JlaiinyiBepa-bepka ta rpadika
(puc.7.6) OUEBUITHO, 110 Ky TOBHIA KOSDIIIIEHT MPSIMOT
(Tanrenc Kyra Haxuity) nopiearoe K /V . 3navenns
IIMX KOHCTAHT JIETKO 3HAXOIATH Ha TPpagiKy.

L
\

|’_‘

/ Vmax
/1

I
|

Puc. 7.6. 3anexuicrs 1/v Bix 1/[S] —
rpadixk JlaiinyiBepa-bepxka.

o

1
K, [S]
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3anexHicts mBHAKOCTI peakuii Bix pH Ta Temneparypu

Bnaue pH na akxmuenicms pepmenmie

Koxen ¢epmeHT mae cBiit pH-onmumym,
TOOTO 3Ha4YeHHs pH cepenoBuIIia, Mpu SKOMY HOTo
KaTaliTHYHA aKTHBHICTh MAKCHMaJbHA. “*/I3BOHO-
noAiOHa” 3aJIeKHICTh aKTUBHOCTEH (PePMEHTIB BiJT
3MiH pH BU3HAYA€THCS X OLJIKOBOIO MPHUPOIOHO,
3CyBaMH B JECOLIAI{ iI0HOTEHHUX TPy Ta (Mpu
eKCTpeMalIbHUX 3Ha4eHHIX pH) po3BUTKOM KOH-

(hopMartiifHuX 3MiH MOJIEKY.
BinbmricTs BHYTPITHBOKIIITHHHUX Ta TKAHHH-
HUX (PepMEHTIB OpraHi3My JIFOFHN HallaK THBHITII
B HEHTpaJIHbHOMY, CIIab0ITy>KHOMY 200 crtaboKucC-
p g o JIOMY cepeIoBHII (3BIYaiiHo, B Mekax pH mixk 5,0
pH ta 9,0). DepMeHTaMu 3 ONTUMYMaMH ITPU eKcTpe-
Puc. 7.7. Tunosa pH-sanexnicrs mpuy-  MAIbHUX 3Ha4eHHSX pH € nencun (pH = 1-2) 1

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

Bnaue memnepamypu nHa axmueHnicmo hepmenmis
depmMeHTH, BiJIIIOBITHO JI0 CBOET O1IIKOBOT ITPUPOITH, € TEPMOUY TIIUBHMH Ta TEPMOJIa-
OLTbHIMH yTBOPEHHSIMU:
v — 3pPOCTaHHS TEMIIEpaTypH 10 ONTUMAaJIbHUX
3HaYeHb (U1 OLTBIIOCTI (hepMEHTIB — y Mexkax
37-40 °C) cynpoBOKY€ThCS 301THIIEHHSIM IIIBH/I-
KocTi (pepMeHTaTHBHOT peakiii BiZIMOBIJHO 3a PiB-
HSHHSAM Appeniyca (3a paxXyHOK 9acTimmx edek-
TUBHUX 31TKHEHb MK MOJIEKYJaMH); CTYIiHb
301IBIICHHS MIBUIKOCTI PEaKIIii Py 3pOCTaHH] t°
Ha 10 °C no3HauarTh, SIK memnepamypHuu
koegpiyicnm Q;
— Ipy 301NIBIIIEHHI TEMIIEPaTypy BUIIIE ONTH-
oo B 0o MAIbHOIO 3HAYCHHS MBHUIKICTH (EPMEHTATHBHO]
Temmepatypa, t °C peaxiiii pizko 3MEHIIY€ETHCS 32 paXyHOK KOH(OP-
Puc. 7.8. BILIMB TeMnepaTypH Ha Bu- MAIiMHUX (JI€HATYpaifHUX) 3MiH y CTPYKTYpi
KiCTh (pepMeHTATHBHOI peakuii.  (hepMeHTHOTO OiKa.

Iuzioimopu pepmenmis

In2ioimopu — XiMiYHI CTIOTyKH, IO 3MEHIIYIOTh KaTaTiTHIHy aKTUBHICTH (hep-
MeHTiB. Ha BiiMiHY BiJl peYOBHH, Ki iHAKTHBYIOTH (PEPMEHTH 3a paxyHOK iX JeHa-
Typarlii (KOHIIEHTPOBAHI KUCIIOTH Ta JYTH, COJIi BAYKKUX METAIIB Y BUCOKUX KOHIICHT-
partisx), 1tist iHTi0ITOPIB € crierr(iTHOI0 CTOCOBHO NIEBHMX (PepMEHTIB a00 TpyTI (pepMeHTIB,
BOHH MalOTh HU3bKY KOHIICHTPAIIIIO.

3aIeKHO BiJl XapakTepy 3MiH, 10 BiI0yBarOThCsl B MOJIEKYJTi (DepMEHTY, PO3PI3HSIOTh:

— 360pomHe iHeibIpy6ants, MO ONUCYETHCS TAKAM PIBHSHHIM B3a€MOJIiT (PepMEHTY
3 iHTiOITOpOM [:
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E+1I

— He380pomHe [H2I0IPYBAHHS:

EIl

E+I—EL

36opommne inzivipysannusa ghepmenmis, 3aNeKHO BiJi MEXaHI3MYy B3aeMoOIil
(depMeHTy 3 IHTIOITOPOM, TIOMIISETHCS HA KOHKYPEHMHE Ta HeKOHKYPEHMHe.

Koukypenmmne incibipysanns.

KonkypeHTHe iHTi0ipyBaHHS CIPAYHHSIOTH JITaH/IH, ITI0 32 CBOEFO XIMIYHOIO CTPYKTYPOIO
Omm3bKi 10 cyOcTpary i B3a€MOIIIOTh 13 THM CaMUM aKTUBHHM IIEHTPOM Ha MOIEKYJIi
(epmMeHTy, 1110 1 cyOcTpar, yTBoprorour komruiekc El:

E+1 EIl

Knacnaanm npuxitaioMm KOHKYpeHTHOTO iHT10iTopa € manonosa kucioma HOOC—
CH,—~COOH, sixa nmpoTui€ 38’s3yBaHHIO aKTUBHUM LEHTPOM (DEPMEHTY CYKYuUHAM-
Oeciopoeenasu CIPaBXHBOTO CyOCTpaTy — sHmapuoi xuciomu (CyKyuHamy)
HOOC-CH,~CH,~COOH. KoHkypeHTHE 1Hri0ipyBaHHs BUKIMKAIOTh Pi3HI anmumema-
bonimu, TOOTO CTIIOITYKH, OJHM3BKi 32 OYIOBOFO
JIO CTIPaBKHIX KIIITHHHAX METa0OIITiB: aHTH- \1/— A
BiTaMiHH; PEYOBHHH, OJM3bKI JI0 aMiHOKHUCIIOT, 2
MyPUHOBHX Ta MPHMITMHOBUX OCHOB 1 HYKJIEO-
TUIIB. Y 3B 3Ky 3 BHCOKOIO Oi10JIOTi9HOIO
AKTHUBHICTIO JEsIKl aHTUMETA0O0IITH 3aCTOCO-
BYIOTh SIK aHTHOaKTepialbHi 3aco0m (Cyib-
(aninmaminy, aHTUOIOTHKH), TIPOTUITYXITUHHI
npernapary.

KonkypenTtHe iHTiOipyBaHHS (QepMeHTY max
MOYKHa TIepe0OpOTH 3a paxyHOK ITiIBHILICHHS
avi

<=

-

KOHIICHTpaIlii cyOcTpaTy B iHKyOamiitHOMY
cepenoputti. Kinernunwii anani3 3a Jlainyi-

. . ml
BEPOM-bepKOM CBITYHTD, IO KOHKYPEHTHI Puc. 7.9. Konkypenrne inridipysanns ¢ep-
IHri0iTOpPH 30l/ILLIYIOTH KOHCTAHTY Mixae- MeHTy: | — bes inzibimopa; 2 — 6
gica K ¢epmenty i He BiimmBaoTh Ha Vo npucymuocmi in2ioimopa.
peaxuii (puc. 7.9).

Hexoukypenmue ineioipysanms.

HexonkypeHTHI iHTIOITOpH HE MarOTh CTPYKTYpHOI MOMIOHOCTI 0 cyOcTpary. Bonu
pearyroTh 3 IHIIINMH, BiIMIHHUMH BiJl aKTHUBHHX IIEHTPIB, JUITHKAMI Ha MOJIEKYITi (hepMeHTy
1 MOXKYTh 3B’SI3yBaTHCS HE TUTHKHU 3 BUIBHIM (DepMEHTOM, a i 13 (hepMeHT-CyOCTpaTHIM
KOMILJIEKCOM:

—
n
[

1
KmZ

ES+I IES
[pueaHaHHs HEKOHKYPEHTHOTO iHT101TOpa 10 PepMEeHTY 3MEHIITye HOTO aKTHBHICTD
.(MaKCI/IMaJH)Hy IIBHUIKICT peakii (V ), aje He BIUIMBAE Ha CIIOPIIHEHICTL (pepMeEHTy
i3 cyoerparom (K ) (puc.7.10).
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HexonkypeHTHUMH iHTiIOITOpaMu € 10HU
Bakkux Metaiis (Cu?’, Hg?*, Ag") Ta ix moxin-
2 Hi, 1110 3BOPOTHO 3B’ s13YI0ThCS 13 SH-rpymamu
IUCTETHY B MOJIEKYyJIax (DepPMEHTIB:
E-SH+Ag" —» E-S-Ag+H’
Hezeopommne incioipyeanusa ghepmen-
1 mie — TIpOIIeC, 1O BiJI0YBAETHCSI BHACIIIOK
v py#iHyBaHHS 200 HE3BOPOTHOT XIMIYHOT MOJTU-
1 (hikarlii oHi€T UM AEKITBKOX (PYHKIIIOHATBHUX
max] rpyn pepmenty. He3BopoTHi iHri0ITOpH MaroTh
41_ 1 BIIACTHBOCTI KIIMUHHUX OMPYN.
K. [puknagom Takoi MomUdiKalii MOIeKyIn
Puc. 7.10. HexonkypeHTHe iHridipyBaHHs
(dhepmenry: | — 6e3 incioimopa;
2 — ¢ npucymnocmi ineidimopa.

<|>—
—
-

2|

(dbepMeHTy € Tistankinyrouux acenmis (30Kpema,
tlooayemamioy), 10 HE3BOPOTHO PEaryrTh
13 KaTaJlITHYHO aKkTUBHUMU SH-rpynamu:

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

[IpakTHYHO BaXKIIMBUM MTPUKIIAJOM HE3BOPOTHOTO 1HT10ipyBaHHs (PepMEHTY LIS
XOM KOBQJICHTHOTO 3B’sI3yBaHHS 1HT10iTOpa 3 aKTUBHUM IICHTPOM € BIUTUB (ochopop-
ranigyHux cnonyk (POC) Ha akTUBHICTE pepMeHTy ayemunxoninecmepasu (AX-ecme-
pasu). [penaparu POC € BUCOKOTOKCUYHUMH OTPYTAMH BITHOCHO KoMaXx (TIECTHIIH/IH)
Ta TETUIOKPOBHUX TBAPUH, MEXaHI3M aHTHXOJIIHECTEPA3HOTO e(hEKTY SIKUX TOJISIrae y
B3aemojiii 3 OH-rpymnoro cepuHy B aKTHBHOMY IICHTPI (PEPMEHTY:

_CHj; _CH;
O-CH o—CH\
CH 4 CH3
(E)-CH,—OH + F—P=0 — (E)-CH,~0—P=0 + HF
_CH; _CH;
AX-ectepaza O-CH O- CH\
N
CH 4 CH3

DOC (aiizonpomindropdocdar)

7.3. PEI'YJISILUISI ®EPMEHTATUBHUX ITPOLIECIB.
EH3UMOIIATII

YropsikoBaHuii repedir 610XiMIYHMX Peakiiii B OpraHi3Mi MOKIIMBHIA JIUIIIE 32 YMOB
MIPUCYTHOCTI KaTaTiTHYHO aKTHBHUX (hopM (DEpMEHTIB y TOTPiOHMIT Yac i B IOTpiOHOMY
MicIii (B TKaHHHI, KITITHHI, CYOKJTITHHHOMY KOMITAPTMEHTI ), III0 BUMAarae HastBHOCTI YiTKOT
cucmemu pezynayii (konmpoiro) misbHOCTI hepmeHTiB. Kpim Toro, Oyap-aki 3MiHU
OTOYYIOYOTO 200 BHYTPIIIHBOTO CEpeIOBUIIA (XapaKTepy XapuyBaHHsl, IHTEHCUBHOCTI
BIUIMBY Ha OpraHi3M OiOJOTIYHMX, XIMIYHHX Ta (Pi3HYHHX (aKTOpiB) MOTPeOyIOTH
CTPSIMOBAHUX aJIalTAIlIHUX peaKiiii pi3HUX (i310JIOTTYHUX CUCTEM, IO PeaTi3yeThCs
yepe3 3MiHM MIBUIKOCTEH MEBHUX MeTa0ONIYHUX MPOIIECiB, SKi KaTalli3yIOThCs
(dbepMeHTaMHU.
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[cHYIOTH J1Ba IPUHIMITOBUX NIUISIXH PETYISAIIT iIHTEHCHBHOCTI, 200 MBUAKOCTI 0i0-
XIMIYHUX (DepMEHTAaTUBHUX PEaKITii:

A — depe3 3MiHY KamanimuyHoi akmugHocmi gpepmenmy.

b — uepes 3miny xinbkocmi ghepmenmy (abo ¢pepmernmia), M0 BU3HAYAIOTH TIEpeOir
(hepMEHTAaTHBHOTO MIPOIIECY.

A. llepuuii X peryJasiuii nepedavae HasIBHICTb Y (PepMEHTHOMY ITYJTi KJTiITHHA
CHCHIATBHUX pe2yIamopHux (hepmenmie, ki MiCTAThCS 3BUYaifHO Ha TOJIOBHHX, KITIO-
YOBHX JIaHKax MeTadonizmy. Llei nuisix 3abe3nedye TepMiHOBY ajanTaiiro GepMeHT-
HOTO arapary OpraHi3my i peai3y€eTbCs MPOTArOM JICKUILKOX CEKYH]T 00 XBUIIMH —
MEXaHi3M “HIBUKOTO pearyBaHHs .

[cHYIOTH YOTHPY OCHOBHMX MEXaHi3MH PEryillii KaTaliTHYHOI aKTUBHOCTI (ep-
meHTiB (L.Stryer, 1995):

1. AnocreprudHa peryisiilis akTUBHOCTI (pepMeHTIB.

2. Perynsist akTHBHOCTI (DepMEHTIB 32 PaxXyHOK 1X KOBaJIEHTHOT MOTM(IKaITii.

3. AxtuBaris pepMeHTIB MUITXOM 0OMEKEHOTO TPOTEOITi3Yy.

4. AKTHUBAIIiS Ta rAIbMYBaHHS aKTHBHOCTEH (DepMEHTIB 3a JOIIOMOTOI0 OCOOIMBHIX
PETYISTOPHUX OLITKIB.

AnocrepuuHi pepMeHTH

AnocrepuuHi hepMeHTH — 1€ Pi3HOBHUJ PETYIATOPHUX (PEPMEHTIB, 110, KpiM
AKTUBHOTO [IEHTPY, MAIOTh JIOAATKOBHH PETYAATOPHHUI (ai0cmepuynuil) yenmp, 3 SKuM
B3AEMOJIIIOTh anocmepuyti peeynsimopu (egexmopu, MoOyIImopu).

AnoctepruuHi e(heKTOPH MOKYTh Oy TH SIK HOZUMUBHUMIL, TOOTO TAKUMH, 1110 30171b-
IIYIOTh KaTaTITUYHY aKTUBHICTH (DEPMEHTY (arocmepuuni akmusamopi), Tax 1 Heea-
mueHuMU, TOOTO TaKWMH, IO 11 TANBMYIOTh (a10cmepuuni iH2idimopu).

3a CBOEI0 MOJICKYJISIPHOKO OY/IOBOIO aJIOCTEPUYHI PEryNIaTOpPHI (DEPMEHTH CKJIajia-
IOTBCS, SIK IPABUJIO, 3 JIEKUTBKOX MOJIMETITHIHHX JIAHITIOTiB, TOOTO MalOTh YETBEPTHHHY
CTPYKTYpY. AKTUBHHI Ta PETYISATOPHHUN (QITOCTEPHIHUI) IEHTPHU JIOKATI3YIOTECS Ha
pi3HUX OUIKOBUX CYOOMMHUIIX — KAMAUMuyHill Ta pecyismopHii, BiJIOBITHO.

Mopaudikarist KaTamiTHIHOT Cy6erpar
AKTHBHOCTI TaKOTO (PEPMEHTY @7
3IIHCHIOETHCS MIUITXOM TIepe- r

Jlagi Ha KaTaJiTHIHI Cy0oan-
HUII KOHPOPMAIITHNX 3MiH 13
PEryJISTOPHUX CYOOJIUHUILb,
sIK1 BiZIOYBaIOThCS B OCTaHHIX

——
miciig B3aemMonii 3 Jirasma- D—: =
MH — e(eKTopaMu. AKTHBATOD

3riZHO 3  MOJIEJLII0 J}&

X.Mowno, JIx.YaiimeHa, R T Inriditop
K.-ILIMamxwo (J.Monod, Puc.7.11. Ilepexin mix kaTajitmuno akTuHol0 (R) Ta He-
J .Wyman, J .—P.Changeux, 1965) aktuBHo10 (T) popmamu anocTepuyHOro hepMeHTy
(puc. 7.11), icHytOTb /1Ba (pizHy- (moznens Monod-Wyman-Changeux). C i R — xamani-

HUX CTaHU aJOCTEPHYHOTO MUYHA [ pe2yIsimopHa cyo00unuYi, 6i0N0GIOHO.
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(hepMeHTy, 10 BiJPI3HAIOTHCS CBOEIO KOHPOPMAITIEIO Ta KaTaITHYHOIO aKTHBHICTIO:
kamanimuunui (perakcosanuil) cmar (R-cman — relaxed, anen.) Ta ineibiposanuii
(Hanpyocenuit) cman (T-cman — tensed, amen.) (puc. 7.11).

3BopoTHHIA Tiepexin Mk R- Ta T-craHamu 3amexuTh Bif B3aeMoil pepMeHTy 3
aJoOCTepUIHNMH edeKTopaMu (aKTUBATOpOM abo iHTIOITOpOM, BiAMOBIAHO), fKi,
B3A€EMOJIIFOYHN 3 MICISIMH 3B’SI3yBaHHS Ha PETYISATOPHIN cyOommHUI (QepMeHTy,
cTabiTi3yI0Th HOTO MOJIEKYITY B OJTHOMY 3 KOH(bOpMaIliifHuX CTaHiB.

Kinemuxa anocmepuunux ghpepmenmis

Kineruka anocrepuuHux pepMeHTIB Ma€ psizt
BiJIMIHHOCTEH BiJ] KIHETUKH 3BUYAIHUX epMeH-
TiB. KpmBa 3anexHOCTI MIBUAKOCTI peakilii BiJ
KOHIIEHTpaIlii cyOcTpary iis X )epMEHTIB Mae
He rinepOotiuHy, a S-oioHy (CHrMoronioHy) dop-
MY, IIJ0 BU3HAYAETHCS KOOTIEPaTUBHUMH e(heKTa-
MU B32€EMOJIii Mi’K OKPEeMHUMH CYOOJWHHIISIMU
PEryJIsITOPHOTO (PEPMEHTY i Yac 3B’ 3y BaHHS
MOJIEKYJI CyOCTpaTy: IIPU HU3bKUX KOHLIEHTPALIisiX
cyOcTpar NpakTU4HO HE IEPETBOPIOETHCSL, JINILIE
TICJIS JOCSTHEHHS! KOHLICHTPALIIEIO0 IIEBHOTO ITOPO-
TOBOT'O 3HAYEHHS, IIBHUJIKICTh PEAKIil MOYHHAE
CTpiMKoO 3pocTarH (puc. 7.12).

VA

| |
[S]
Puc. 7.12. BnuiuB koHUeHTpAii cydcTpaTty
HA WBHAKiCTH peakuii Aas

sBHuaiinoro (I — zinepboniuna AnocrepuyHi ()epMEHTH KaTalli3ylOTh 0i0-
Kpuiea) Ta ajocTepudHoro (2 —  XIMIUHI peaKIlii, 10 3HAXOMATHCS, SIK TIPaBHII0, HA
S-nooibna xpuea) epMeHTiB.  TIOYATKY HEPO3TATY)KEHHX a00 PO3rairyKeHHX

MeTabomiuHuX nuisixis. [Ipu npomy MogynsiTopamu X GepMEHTIB MOXKYTh Oy TH SIK X
BJIACHI CYOCTpaTH — 2OMOMPONHI pe2yIsimopHi (hepmermu, Tak 1 1HIII XIMiYHI eeK-
TOPH, 30KpeMa KiHIIEBi IPOAYKTH 0araToCTyIeHEBOro 010XiMiYHOTO MPOLIECY — 2emepo-
mponui pe2yisimopHi ¢hepmenmu. B 0CTaHHBOMY BHITQAKY MPOAYKT (200 TMPOTYKTH)
MeTaboJITHOTO NIIAXY (3BUYAIHO aHAOOIYHOTO, 010CHHTETHYHOTO XapakTepy) 3a Mexa-
Hi3MOM HEraTHBHOTO 3BOPOTHOT0 3B’ 13Ky TAITbMY€ aKTUBHICTB IIEPIIIOTO ()epPMEHTY MOCTTi-
JIOBHOCTI — pempoineiOipyeanHsi:

YOS

Pn

S

Kiacnuaum npukiiagqoM (GepMeHTy 3 alOCTEPUYHUM MEXaHI3MOM Perylisiii €
acnapmamxapoamoinmpancgepasza (AKT-a3a) — nepumii pepMeHT OIOCHHTETHY-
HOTO LUISIXY YTBOPEHHS MiPUMIIUHIB, IO CHHTE3YIOThCS Y BUIVISI TaKUX HYKIIEO-
sunTpudocdaris, sk ypuauaTpudochat (Y TD) Ta tutuauarpudocdar (LITD):

Kap6amoindocpar

> . — Kapb6amoindocdar S YTO OTd

Acnaprat
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BpaxoByroun posib mipuMiFHIB K KOMITOHEH-
tiB Hykieotunis JJHK ta PHK i neskux xodep-
MEHTIB, PETYJSIis KaTaJIITUYHOI aKTUBHOCTI
AKT-a3u Mae Haa3BUYaHO BEJIMKE O10JIOTIYHE
3Ha4eHHS. Y 3B 3Ky 3 UM, ICHYE YiTKa CHCTeMa
KOHTPOJTIO 32 TX KUTBKICTIO, SIKa Peati3y€eThCs LTS
XOM BIUIUBY QJOCTEPUYHMX €(EKTOPIB HA AKTHB-
HICTb MepIoro (hepMeHTy IHOTO O10CHHTETUYHOTO
nusixy — AKT-a3u:

HT® — xinnesuii MpoayKT O10CHHTE3y — €
ajoctepuyHUM iHTiOiITOpOoM AKT-a3m, o nepe-
BOAWTH (DepMEHT y HeaKTHBHY T-popmy;

Puc. 7.13. YeTBepTHHHA CTPYKTYpA ac-
napratkapdamoiarpancde-
pasu — BULIsA 3Bepxy. C —

AT® — nipoyKT 610CHHTE3Y ITypPHHIB Ta TIOKa3- kamanimuuni, R — pezyis-
HHUK BUCOKOI'O €EHEPreTUYHOI 0 CTaHy KJIITHHUA — € TMOPHI cyOOOUHUYI.
IIOCTEPUYHUM aKTUBATOPOM (pepmeHTy, mo nepe- v
BOJIUTH HOTO B akTHBHY R-hopmy. F AT®

3a cBoeto MonekysipHoro OynoBoro AKT-aza
€ TUTIOBUM DPEryJISITOPHUM (pepMeHTOM, 110 CKIIa-
JIA€ThCS 13 MIECTH PETYIATOPHUX Ta KaTATITHIHUX LUT®
cybomunuip (R,C)), axi yTBOprooTs Oinok i3 |
YETBEPTUHHOIO CTPYKTyporto (puc.7.13).

Kineruka cyOcTpaTHOT 3a11€KHOCTI IIBUAKOCTI
AKT-a3noi peaknii momana Ha puc.7.14. lona- b [S]
BaHHS all0CTEPUYHOTO akTHBaTopa (AT®) scypae  Pruc. 7.14. Kinerwuni kpusi AKT-a3u 5
KiHETHYHY KPHBY BITiBO, iHTi0iTOpa (LI TdD) — BI1iBO. npucyriocti AT® ra HT®.

Koeanenmna mooucpixayia ghepmenmie

[NocrcuaTeTnuHa KOBasIeHTHA MOTH(IKaITist (pepMEHTHHX OLTKIB € OTHMM i3 TTOIIMPEHIX
MEXaHi3MiB KOHTPOJTIO 3a TrepediroM MeTadomigHux rporiecis. [ sxamu Takoi Moardikarrii
€ 3BOpPOTHE pocghopunosantsi-Oegpochopuntosanus (HAUOLIBIT TIOMIMPEHN MEXaHI3M
perymsii), memunysanns, adeninyeanus, AJ/]D-pubosunosartsa OINKiB-(hepMEHTIB.

DochopuitoroTs OUTKH crienianbHi hepMeHTH npomeinkinazu (npomeingocghoxinasis),
ITI0 32 PaxyHOK KiHIIeBoro (Y-) pocthary ATD 3milicHIOIOT PoCHOPHITFOBAHHS CEPHHOBOTO
Y1 TPEOHIHOBOTO (JIesIKi TPOTETHKIHA3H — THPO3WHOBOTO) PaIUKAITY Bi/IMOBITHOTO OLTKa:

(®-O0H +AT® — (B—0-® +ALD

3BOpoTHA peakxiis — AepochOopriTroBaHHs OLIKIB — KaTali3yeThCs npomeinghoc-

damaszamu:
®&-0— +H,0 — (B-OH + dy

CyOctparaMul POTETHKIHA3 € YMCIICHH] (pepMeHTHI OUTKH (enikoeengocghopunasa,
Kinaza gocgopunazu b, anikocencunmemasa, Mmpueiiyepuoainasa, nipyeamoeziopo-
eenaza, ayemun-KoA-kapbokcunasa 1omo), neski Ok MeMOpaHHHUX KaHAJIB, MiCTOHU
XPOMATHHY TOIIIO.




112 Pozmin I 3azaavhi 3akoHOMiIipHOCMI MeMadOAIZMY

DocdoputoBanHs 6araTbox OUIKiB-hepMEHTIB TpaHC(bopMye iX y KaTaliTHYHO
aKTHBHY (bopMy (pochopunroBanHs rmxoreH(bou’popHﬂam kiHa3u pochopunaszu b,
TPUILEPUTINA3H TOMIO); (ochHOpHITIOBAHHS 1HIITHX (bepMeHTHI/Ix OinKiB (TIMiKO-
rercunterasu, B-I'OMK-penykrasu) €, HaBIaku, MEXaHi3MoM iX inaktusamii. [IIBu-
KicTh (hocopriroBaHHs-eGocHOpUITIOBAHHS OLIKIB KONMUBAETHCS, SIK IPABHUJIIO, B MEKaX
BiJI JICKIJTBKOX CEKYH/I JIO ICKIJIbKOX XBUJIMH, BIIMTOBIIHO /IO HEOOX1AHOCTI BKJIFOUCHHS
200 BUKJTFOUEHHSI [TEBHOT (Pi310JIOTTHHOT PYHKIIIT KITITHHU.

V perynsiuii uncieHHrX O10XIMIYHUX QYHKITH Ta (’101310J10r1t1H1/1x Tnporiecis Oepe yuacTb
yHIKaJIbHa TPOTEiHKiHA3a, IO AKTHBY€EThCS MUKTIYHAM aJieHo3uHMOHOdoCchaTom
(WAM®D) — smopunnum nocepednuxom y Jiii Ha KIIITHHY 0ararhox (Pi3i0J0riyHO aKTHB-
HUX CTOJYK (IUB. HIKYE).

Ilpomeonimuuna akmueayia epmenmie

AxruBailist (PepMEHTIB MUITXOM 00MEKEHOTO MPOTEOITI3Y TX MOJICKYJI € MEXaH13MOM
He360pomHoi TpaHCHOopMAIIil PepMEHTY B KaTaTITUYHO aKTUBHUI cTaH. [Tpu aii 11boro
MEXaHi3My BiJl HeakTHBHOT (hopmu hepMeHTy-TIoNIepeTHUKA (1Ipohepmenny, 3umMoceny)
BIIIETUTIOETHCS TIGBHUH TETITHIHUHN JIAHIIOT; Y TIENTH/II, 110 3TMIIAETHCS Ticst 00-
MEXEHOT0 TPOTEOJTi3Y, BiI0YBatOTHCs KOHPOpPMAIIiiHI 3MiHH, SKi TPU3BOASTH /10 HOpMY-
BaHHSI aKTUBHOT'O IICHTPY 1 CTBOPEHHS KaTaJlITHYHO aKTUBHOT (hopmu Olika-pepMeHTy.

Leii perymsTopauii MexaHi3M (yHKIIOHYE [TPU YTBOPEHHI aKTUBHHX (DOpM OLIBIIOCTI
MPOTEONITHYHNX (DEPMEHTIB TPABHOTO KaHAIY — HEeNCUHY, MPUNCUHY, XIMOMPUNCUNY,
a TAaKO)K aKTUBHHUX ITPOTEa3, 110 € KOMIOHEHTaMH ((haKTOpamMu) 3ropTaibHoi i hidprHO-
JITHYHOT CUCTEM KPOBI JIFOIMHHU.

Mia pecynamopnux 6inkie

AKTHBHICTh AESKUX (DEPMEHTIB KOHTPOIIOETHCS CIICHialbHIMU PErYISITOPHUMH
Oi7IKaMu, 10 MOXKYTh CIIPUUMHSTH aKTUBYIOU1 200 1HT10ITOPHI €eKTH.

[puknagamu Takux OiIKiB-€EKTOPIB €:

— kanomooynin (KM) — Ca-uyTnuBuii IpoTeiH, SIKUil € XiMIYHIM CEHCOPOM, II0
TpaHchopMye 301TBIIEHHS IUTO306HOT KOHIeHTparii Ca*” B meBHi GioximiuHi Ta
¢izionoriuni peakuii KIITHHY; TICis 3B’ sI3yBaHHS YOTHPHOX 10HIB KaJBI[IF0 KOMITJICKC
KM-4Ca*" crae 3maTHuUM 710 aKTHUBAIlil 6araThox GepMEeHTHUX OiIKiB, 30KpemMa ¢hoc-
Gooiecmepaszu YurkniyHUX HYKIEOMUOi8, KIHA3U JIeeKUX IAHYI02I8 MIO3UHY TOIIO;

— npomeinasui inzioimopu, TOOTO €PEKTOPH, IO OOMEKYIOTH (OJIOKYIOTh) aKTHB-
HIiCTh TKAHMHHUX MPOTETHA3 — (QEepMEHTIB, SIKi CIPOMOYKHI PO3IISILIIOBATH BJIAaCHI OLTKH
OpraHi3My; HaHOUTLII AKTUBHUMH 1HT101TOPAMU € O -MaAKPO2100YAIH TA O -AHMUMPUN-
cun (0L -npomeinasnuii in2ioimop), sxi 6JOKYHOTh aKTUBHICTh CEPUHOBUX Ta IHIIMX
MPOTETHA3 32 paXyHOK 3B’ 3yBaHHS 3 IX AKTUBHUMH IICHTPAMHU;

— anmueemoinoruti enodynin A (paxmop VIII 3ropraibHOI cUCTeMU KPOBI); 1ei
OLI0K Oepe yJacTh B aKTUBAIll ¢hakmopa X, 10 3aIyCKae BeCh KOAryJISI[iMHUN KacKaJl,
SKUI TIPU3BOIIATH 10 (POPMYyBaHHS KPOB’STHOTO 3TYCTKa; CMa/IKOBA HEJJOCTaTHICTh aHTH-
reMO(MiTBbHOTO II00YITiHY A TIPOSIBISIETHCS CXUITBHICTIO JI0 KPOBOTEY — 2eMOPIIETO.

B. pyruii mjsx peryjsiii € MeXxaHi3MOM JIOBIOTpUBAJIOl ajanTailii GepMeHT-
Horo amapary. J{yist ioro BKITIOUSHHS 1 TOBHOI pealtizaliii HeoOXiHO JeKilnbKa rofnuH abo
J1i0. Y OLIBIIOCTI BUTIAJIKIB BiH MOJISITA€ B 3MiHAX B IHTCHCUBHOCTI O10CHHTE3Y IIEBHOTO
(hepMeHTHOTO OiJIKa 32 paXyHOK BILUIMBY Ha CHCTEMY SJISPHOTO F'eHOMa abo prboco-
MaJIbHOTO O1IKOBOTO CHHTE3Y (TOOTO MPOIeCcH TPAHCKPHUTILIT Ta TPAHCIIALIT). Y JesKUX
010XIMIYHHMX CHCTEMaxX KiJIbKiCTh OlIKa-()epMEHTY B KIITHHI 30UIBIITYETHCS MIISIXOM
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crabinizanii iCHyIoYMX MOJIEKYJI 32 PaXyHOK TalbMyBaHHSI aKTHBHOCTI ITpoTeas, o ix
PO3ILETLTIONOTD.

Lleti Tum perysIsiii IMpoKo NpeCcTaBIeHUH y MIKPOOPTaHi3MiB, SIKi MalOTh BpayKarody
BIIACTHBICTh IPHCTOCYBAHHS JI0 3MiH Y XIMIYHOMY CKJIaJli KYJBTYPaJIbHOTO CEPEeJOBHIIA
(KOHIIEHTpAIi}f aMIHOKHCJIOT, BYTJIEBO/IiB, MPHUCYTHOCTI MEBHUX aHTHOIOTHKIB TOIIO)
NITSIXOM IIBHJIKOT aKTHBAIII] a00 rajbMyBaHHs CHHTE3Y BiJIIIOBIIHIX (PepPMEHTIB.

Po3pi3usroTh aBa Kiack GepMEHTIB MiKPOOPTaHI3MiB:

— KOHCIMUMYymueHi pepmenmu — TaKi, 0 CUHTE3YThCs OaKTepiaTbHUMK KITITH-
HaMH NIOCTIHHO, HE3aJIeKHO BiJl 3MiH B YMOBAaX i1CHYBaHHSI;

— adanmueHi epmenmu — TaKi, IHTCHCUBHICTb OIOCHHTE3y SIKUX 3MIHIOETHCS
3aJIe)KHO BiJI 3MiH B yMOBAaX iCHyBaHHSI.

AnanTuBHI epMEHTH MIKpPOOPTaHi3MiB OAUISIOTHCS Ha iHOYYUOe bHi Ta penpec-
OenbHi, TOOTO TaKi, aKTHBHICTh CUHTE3Y SIKUX, BIIMOBIIHO, IIBUIIYETHCS 200 rajibMy-
€TBCsI 3AJICYKHO BiJ J1il IEBHUX CIONYK-e(eKTopiB. MoneKysapHi MexaHi3Mu (hepMEHTHOT
iHIyKLii Ta penpecii B kumkoBoi nanudku E.Coli OyayTh po3miisiHyTi B IiaBi 22.

AnanTuBHA iHIYKIIis 00 penpecis pepMeHTiB Mae Micle 1 B KIIITHHAX €yKapioTiB.
[Mpuknamamu iHAYKIIT PEPMEHTHUX CUCTEM B OpraHi3Mi JIFOIUHA MOXKYTh Oy TH 3MiHHU B
KOHIIEHTpaIlii OUTIKiB-(hepMEHTIB y TICUIHII, 1110 BiJI0YBAIOTHCS 3aJISKHO BiJ] KUTBKOCTI
MOKMBHUX CIIONYK B 11 (amanTaiis (epMeHTIB BYIJIEBOAHOTO, aMIHOKHCIIOTHOTO Ta
JMiHOTO OOMiHIB), HAIXO/KEHHSI B OPTraHi3M YY>KOPiJHUX CIIONYK — JIIKapChKHX,
TOKCUYHHX (1HAYKIist GEPMEHTIB IETOKCUKAIlIT — ITIFOKYPOHYBaHHS Ta MiKPOCOMAaJIb-
HOTO OKUCTICHHS1).

Huxkniuni Hykneomuou 6 pezynayii pepmenmamugHux npouecie
BasxiBoto Ta MommpeHoo 01070 YHOK0 CUCTEMOIO KOHTPOIIO 33 ()epMEHTATHBHIMH
peaKIisiMH, 1110 TIOEIHYE B COO1 Pi3HI MOJICKY/ISIpHI MEXaHI3MHU PETYISLl, € cucmema

YUKIITYHUX HyKJl@Omu()lB. NH2 OH
NN
;\JE >
H,N N~ N

Huxiuni Hykieotuam 3',5'-AM® J N
(WAM®) Ta 3",5'-TM® (Il M®) — I‘i S

1ie BHyTpimHi (3’5") nudochophi edi-
pu azneninoBoi (AM®) ta ryaninoBoi
(I'M®) xucnor.

Haii6inpm mnomupeHuMHu € ‘ H ’ b
HAM®-3a51exKHI CUCTEMH KOHTPOIIIO  Q=p——() OH o=p—o0 OH
3a BHYTPIIIHbOKIITHHHUMH O10Xi- ! '

MIYHHMH TIPOIECaMHU, 30KpeMa 3a O uama OH  urmo
TaKHMH, IO MUISTAI0Th HEHPOryMOopabHil perysiii 3 00Ky [iTiICHOTO OpraHizmy, sika
peaizyeTbesi TOpMOHaMU Ta Helpomeniaropamu (rmasa 23). Perymsuis pepmen-
TaTUBHUX MPOIECIB 32 ydacTio NAM® BKIIOUa€ JEKiJIbKa MOCTIIOBHUX CTafii
nepeiaBaHHs Ta TpaHCGOopMAITil XIMIYHOTO (PEryJISITOPHOTO) CUTHAITY.

1. YTBOpEeHHS HIUKIIIYHUX HYKICOTHIIB Y PEAKIIisX, 0 KaTali3yI0ThCs (hepMeHTaMu
LUKIIa3aMU:  a0eHUIAMYUKIA3010 Ta SYaHIIAMyuKia3on 3 HyKIeo3uaATpudocharin
AT® ta I'TO, BiAmoBiaHO:

I'TO — 3'5- MO + ODH
ATO®—> 3" 5-AM® + ODu

Pozmerenns TAM® ta il M® 1o 3Br9aifHIX, HEMKITIYHUX HYKITe03uaMOoHo(pochaTiB

KaTali3yeThes: (hocghodiecmepaszor YukiiuHux HyKieomuoie.
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DepMeHT adeninamyuriaza PO3MIIICHUN Y TUIa3MaTHYHUX MeMOpaHax KIIITHH 1 0ro
aKTHUBAIlisl BiIOYBa€ThCA B pe3ysbTaTi B3a€MOJIl 3 pernentopaMn MeMOpaH MEeBHHX
(hi310JI0TIYHO AKTUBHUX CIIONYK, 30KpeMa TOPMOHIB AOPeHAIHY, 2TOKA2OHY TOIIIO.

2. AxtuBariist uKITiaHAM AM® npomeinkinaz, pyHKIIEO KX € (hoCOpPHITFOBaHHS
iHmmx QpepmenTHHX OinkiB. i nAM®-3anexHi NpOTETHKIHA3H € PETYISATOPHUMH
(bepMeHTamu, 1o aKTHBYIOThCS TAM® 3a MEXaHI3MOM all0CTEPUIHOTO KOHTPOITIO.

nAM®-3anexHa MPOTETHKIHA3A € TETPAMEPOM, 0 CKIIAIAETHCS 3 JIBOX KATATITHIHHX
Ta JBOX perynaropuux cybomuuunps (CR)), gk 1 iHII (EpMEHTH 3 aNOCTEPHIHUM
MeXaHi3MOM peryisiii. B3aemonis 9otuphox Mosekyn HTAM® i3 R-cybomuauIssMu
TIPU3BOJIUTH JI0 JIMCOITIALTii MPOTETHKIHA3HOTO KOMILJICKCY 3 BUBLIbHEHHSIM C-CyOOTMHUIIB,
SIKi CTIPOMOYKHI IO KaTajli3y BiAMOBIIHOI peaktiii (To0To hocdoprIroBaHHS BiITOBITHIX
KITITHHHUX OUTKIB):

Csz + 4I_IAM(D —» J2C+ Rz-I_IAM(D4

AXTHBOBaHa POTETHKIHA3a MOXKe (POCOPIITFOBATH JIEKLITBKA COTEHB 200 THCSY OLTKIB-
CyOCTpariB, 1110 IPU3BOIHTH JI0 3HAYHOT'O TIOCHIICHHS [IEPBUHHOTO XIMIYHOTO PETyIISITOPHOTO
CUTHAJly — KACKAOHA cucmema pe2yisiyii. BibIl IETalbHO MOJICKYJISPHI MEXaHi3MHU
BKITIOYeHHSI TAM®-3a51ekHIX Kacka/iiB O10XiMIYHIX PeaKIliii pH J1ii TOpMOHIB Ha 4y T/IMBI
KJTITHHY OYJTyTh PO3IIISTHYTI B I71aBi 23.

Hopywenna pepmenmamuenux npoyecie

Pe3ynsratom 3MeHIIEHHsT KOHIIGHTpaIlii B Oi0XiMIYHIH cHUCTeMi in Vivo Oyab-sIKOTo
(hepMeHTY € opyIIeHHs Tepediry BioBiTHOT (hepMeHTaTHBHOI peakilii. Taki mopyIeHHs
(hepMEHTaTHUBHUX MPOIIECIB MAFOTh MICIIE B OPraHi3Mi JIFOJIMHHU Ta € 010XIMIYHUM 0a3uCOM
PO3BUTKY YHCIICHHUX TATOJIOTIYHUX TPOIECIB. Y BHIIAJIKY, SIKIIO 3MEHIICHHS KUTbKOCTI
(hepMeHTY Ha TIEBHOMY META0OIIYHOMY IIUISIXY € PE3YJIBTAaTOM YPOIPKEHOT HEe3aTHOCTI
KJTITHHH JT0 HOTO 010CHHTE3Y, BHACIIIOK il CIIAJIKOBHX, TEHETHYHUX (DAKTOPIB, BAHUKAIOTh
VPOOd#CceHi 8a0u Memabonizmy.

[onsarTa “ypomkeni Bagu metabomnizmy” Oyio BucyHyTo mmie B 1908 p. mikapem
A.Garrod, SIK1i TIEpIIIM PO3MTI3HAB CTIAJKOBY IPUPOIY TaKHX MOPYIIEHb METa0oIi3My B
JIFOIMHY, SIK aJKANTOHYPIsl, IIMCTUHYPIsS, alTbOIHI3M Ta TIEHTO3Ypisl. 3aBISKH PO3BUTKY
010XIMIYHOT TCHETUKH BCTAHOBJICHO, 10 MOJIEKYJISIPHOI) OCHOBOK) YPOIKEHHUX Baj
MeTa0o/1i3My € nedexkTu pepMeHTIB (€H3UMONATI), IO CHPHMYMHEHI MyTalisiMu
B CKJIaJi reHiB, sIKi BiANOBiIAIbHI 32 cUHTe3 NeBHUX (epMEeHTHUX OLIKIB.

Jo enzumonamiii HaJeXaTh:

— YPOIDKEHI1 MOpyIIeHHS METa00Ti3MY TIPOCTHX Ta CKIIaJHUX BYIJICBO/IB;

— YPOIKEHI TIOPYIIICHHS METa0O0Ti3MY JIITTiIiB;

— YPOJDKEHI MOPYILCHHs MeTa00ITi3My aMiHOKHCIIOT;,

— YPOmKeHi TOpyIIeHHs METa0oITi3My TIOpQipHHIB;

— YpOIKeHi TIOpYIIIeHHsT MeTab0ITi3My ITypHHIB Ta MiPAMIHIB.

Ha nanwit yac Biomo 0nmi3bko 150 criajroBiX eH3UMOoTariin. 3po3yMiio, 10, SKIIO TeH,
EKCIIPECIst SIKOTO BiJI0YBAETHCS IIISIXOM CUHTE3Y OLTKa-(hepPMEHTY, € OOMIHAHMHUM, TICBHA
MaToJIOTist MeTaboIIi3My TIPOSIBIISIETHCSI BIKE B TETEPO3UTOTHOMY CTaHi; y BUIIQJIKY ieheKTy
B CTPYKTYipeyects1o20 TeHa FeTepO3UTOTHI 32 JAHUM TE€HOM OCOOKHH 311aTHI CHHTE3yBaTH
BI/IMIOBITHAIA OLTOK y 3MEHIIIeHIH KUTBKOCTI, ¥ €H3MMOTIaTisl Y BUIIISI/I CTIaTKOBOT TIATOJIOT i1
YacTo MPOSIBIISE ceOe JTNIIE 3a TIEBHUX (Di3i0IOTTIHIX YMOB.

bioximMiuHi MeXaHI3MH BHHIKHEHHS OKPEMUX THITIB €H3UMOTIATIH Ta X KITiHIYHI IPOSBH
OyIyTh PO3IIISIHYTI Y BiITIOBITHHUX IJIaBaXx.
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I'JTABA 8. OBMIH PEHOBHUH: KATABOJII3M, AHABOJII3M

O0miH peyoBuH (MeTad01i3M ) — CYKYIHICTh O10XIMIYHMX peaKiliii mepeTBOPEHHS
XIMIYHUX CTIONYK (Memabonimig), o BiOyBalOThCS B )KUBUX opraHizmax. [locTiiiHuii
00OMiH peYOBUHAMH Ta CHEPTi€I0 3 HABKOJIMIITHIM CEPEJJOBHUILEM € TOJIOBHOIO 03HAKOIO
JKUBOT KJIITUHH, 10 BU3HAYA€E ii TEPMOJAMHAMIUHO CTAI[lOHAPHUM CTaH Ta MPOTHIIE
3pOCTaHHIO EHTPOIIIT B Oy/Ib-sIKili 010JI0T1UHIM CUCTEMI.

8.1. 3ATAJIbBHI 3AKOHOMIPHOCTI OBMIHY PEYOBUH

OOMiH pe4OBHH B OpTaHi3Mi JIOJMHA Ta BHUIUX TBAPHH CKIAIAETHCA 3 JEKIITHKOX
MTOCITIIOBHUX CTa/Iii, IO BKJIIOYAIOTH Y cede:

— HaJIXO/DKEHHS 0100pTraHiYHMX PeUOBHH (TIOKUBHUX CITONYK) — OLIKIB, JTITTi/TiB, BYT-
JIeBO/IiB, BITaMiHiB, MiHEpAJILHHIX €JIEMEHTIB, BOAN — JIO OPTaHi3My B CKJIaJli IPOYKTIB
XapyyBaHHS,

— [IePETBOPEHHSI TIOKMBHUX CIOJYK (OLIKIB, TTOJTicaXapu/IiB, )KUPIB) y TpaBHOMY KaHai
JI0 TIPOCTHX CIIONYK (aMIHOKHCIIOT, MOHOCAXapH/IiB, )KUPHUX KUCIIOT, TIIIIEPHUHY ), 1110
3[aTHI BCMOKTYBATHUCSI €MITETIEM CIIM30BOT 00OJIOHKU HITYHKA Ta KHIICYHUKA;

— 010TpaHCIOPT MOJIEKYJI — MPOJYKTIB TPABICHHS OXKUBHUX PEUOBHH KPOB 10 T
nimdoro, HaAXOHKEHHS TX Yepe3 MeMOpaHH CyIWH Ta KJIITHHHI MeMOpaHH 0 MeBHUX
OprasiB i TKaHWH (TIEYiHKH, M’ 5I31B, TOJIOBHOTO MO3KY, HUPOK, )KHPOBOI TKAHUHH TOIIIO);

— BHYTPIITHBOKIIITHHHII MeTa00J1i3M 010MOJIEKYIT B OpraHax i TKaHWHaX (npomiorc-
Hutl 0OmiH, a00 BIacHe MeTa0OJi3M y By3bKOMY 3HA4YeHHI);

— BUJIUJICHHS (€KCKPEILisl) 3 OpraHi3My — 4epe3 HUPKH, JIETeHi, MKipy, KHIIEeIHUK —
KiHIIEBUX MPOAYKTIB 0OMiHY PEYOBHH (JIIOKCHTY BYTJIEIIO, aMiaKy, CEHOBUHH, BOJIH,
MIPOJYKTIiB KOH FOTAIli] ISIKUX OPTaHIIHUX MOJIEKYJI Ta ITPOTYKTiB iX OKUCIICHHS).

Peakuii BHyTPilIHBOKJIITHHHOTO MeTadoIi3My BKIIIOYAIOTH Y ceOe Taki 0ioxi-
MiUHi IEPETBOPEHHSL:

a) po3ILerIeHHs 0100praHiuHUX MOJIEKYI (TTFOKO3H, JKUPHUX KUCIIOT, aMiHOKHUCIIOT,
DIIIEPUHY) 10 KiHIEBUX MPOAYKTIB MPOMIXXHOTO OOMIHY (IIOKCHY BYIVICLO, BOIIH,
amiaKy) 3 BUBUIbHEHHSIM XiMIUHOT €Heprii Ta akyMyIsLi€eto ii y popmi aJJleHO3HHTPH-
¢dochopnoi kucnoru (agenosunTpudocary, AT®), iHmmx makpoepriuaux Gocdarin
a00 MPOTOHHOTO MOTEHI Ay, IO 3a0e3Medye eHepreTHYHI TOTPeOr OCHOBHUX MPOLIECIB
KUTTENISUTBHOCTI. CyKyITHICTD MPOIIECiB pO3IIEIUIEHHs 010MOJIEKYIT 3 BUBIJTbHEHHIM
eHeprii oTpuMana Ha3By Kamaobonizmy,

0) cuHTe3 crenu(iYHIX, TeHETHYHO MPUTaMaHHHUX TAHOMY OpTaHi3MOBi 0i0MOIIEKYIT
(GLTKIB, HYKJIETHOBHX KHCJIOT, TIOJTiCaXapH/IiB, JTiMiiB, O10peryIsITOpiB TOIIIO), [0 HEOOX1/THI
JUTSL yTBOPEHHS BIIACHUX KIIITHHHUX Ta MO3aKIITHHHAUX OiocTpykTyp. Lli mpomecu oTpu-
MaJI Ha3By aHabonizmy Ta TOTPeOyIOTh BUKOpUCTaHHs eHeprii y dopmi ATO.

B) BUKopucTaHHs eHeprii (y popmi AT abo nmpoToHHOTO MOTEHIIiay) 11s 3a0e3re-
YEHHSI TAKUX MPOLIECIB KIIITHHHOT (131010711, SIK (QYHKLIOHYBaHHS CKOPOTIIMBUX CTPYKTYP
(M’s130BE CKOPOYCHHSI, JISUTbHICTh €JIEMEHTIB LIMTOCKEJIETA, BIHOK 1 JPKT'YTHKIB TOIIO),
€K30- Ta eHJJOLMTO3, TeHepallis MeMOPaHHOT'O ITOTEHIially, aKTUBHUI TPaHCIIOPT MeTa-
OOIITiB Ta HEOPraHIYHKX 1OHIB.
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[Iporecu epeTBOpEHHS OJHUX METa0OMITIB (010MOJNIEKYIT) Ha 1HIII, 1110 KaTali3y-
I0TBCSL (PepMEHTaMU, CKIAQNAIOTh MemaboiuHi WasxXu.
[ocminoBHOCTI peaxIiit, 3 IKUX CKJIaIaF0THCS METAOOMIUHI IIUTSIXH, MOYKY Th Oy TH JIHIHIMY,
PO3TaTy’KEHUMH Ta IIUKITTYHAMH:
E E E E

1 2 3 4
A—» B—>»- C—>D—>» FE A

JliHiliHa MOCTiIOBHICTE G10XIMIYHHX PEaKIIiit @

E E E R ¢
A—>=B——>(C g
{\ F
E Lyxomigamit MeTaOOMYHIIN IUTSTX

Posrany»xena mocminoBHICTh 010XIMIYHHX pEeaKIIiit

MeTta0ostiuHi HIISIXH [OAUISIIOTECS HA:

— KaTaboITuHi IUISXH, SKi CTAHOBIISTE B CYKYITHOCTI Kamaoonizm — peaKIlii po3Iert-
JieHHs (T1ApOJTi3y, OKUCIICHHS TOIO) O100praHiYHIX PEYOBHH, IO HAJXO/SITH 13 30BHILHBOTO
CEpEIOBHIIIA Y CKITaJTi IIPOTYKTIB XapTyBaHHS (BYTJIEBOIB, JIITiIiB, OLTKIB TOIIO) Ta O10MOJEKYIL,
SIKi CKJI/IAI0Th CTPYKTYPY KJTITHH Ta TKAHUH OpraHizMy;

— aHa0OJIYHI NUTAXH, SKI CTAHOBISTH AHAOON3M — PEaKIlii CHHTE3Y CKIIaTHUX
0i00praHivHMX CIIONYK, IO CKIIIa0Th Pi3HI CTPYKTYPHI YTBOPEHHSI OpraHizmMy (30Kpema,
OioroiMepiB — OINTKIB, HYKIIETHOBHUX KHCIIOT,IOTICAXapHIiB) Ta 3a0e3MedyoTh HOro
¢yHKIioOHYBaHHS (JIiMi1iB, MOHOCAXapUaiB, aMIHOKHCIIOT, HyKJICOTH/IIB, BITaMiHiB,
Ko(hepMEHTIB, TOPMOHIB TOIIIO).

— ambiOomivHI NUISIXH, SIKI MICTSITECS Ha “TiepexpecTsix’’ Kartabomi3My Ta aHa0oi3My;
MeTaOOIITH, IO CKIIAIAF0TH aM(iOOITIUHI NITSIXH, MOXKYTh ITIEPETBOPIOBATHCS SIK B KaTabo-
JIYHKX, TaK 1 B aHA0OJIYHKX ITPOLIECAX; PUKIIAIOM MOXKE Oy TH LIUKJT TPUKAPOOHOBUX KHCIIOT.

OOMIH pedoBHH B OpraHi3Mi 0e3mocepeTHbO TOB’s13aHuit 3 00MiHOM eHeprii. Cepen
peaxiiiii MeTaboITi3My PO3PI3HSAOTH CK3EPrOHIYHI Ta CHICPrOHIUHI PEaKIIii.

Ex3epeoniuni peaxuii (npoyecu) — Taxi, 10O CyNPOBOIKYIOTBCS BHBLIBHEHHIM
XIMIYHOI eHeprii, HeoOX1THOT /TSt (DyHKIIIOHYBAHHSI JKUBUX OPTraHi3MiB.

HaiiOinp1m BaXKITMBUMU €K3€pTOHIYHIMH ITPOLIECAMU B JKMBUX CUCTEMAaX € OKUCIIIO-
BaJIbHI PEaKIIii, 110 KaTalli3yI0ThCsI OKUCIIFOBAIbHO-B1IHOBIIFOBAILHUMH (hepMEHTAMHU
MeMOpaH MiToXoH/piid. EHepris, sika BUBIIBHIETHCS B OKHACITIOBAIBHUX PEaKIIisX,
31e01IBIIOT0 aKyMYJTIOEThCS Y (POPMI MaAKpOEPSIUHUX CHOTYK.

Enoepzoniuni peaxuii (npouecu) — Taki, mo 1motpeOyrOTh U CBOET Teil BUTpaT
eHeprii; 1ie ()epMeHTaTHBHI peaKilii CHHTE3y Ta BiTHOBJICHHSI:

— peakyii cunme3y MPU3BOIATH 10 YTBOPEHHSI HOBUX XIMIYHHX 3B’SI3KiB, YCKJIATHCHHS
CTPYKTYpH 010MOJIEKYT (IPOCTHUX CIOTYK Ta OI0MOIiMEpIB); 3a JKEPEJIO SHEPrii B OLTBIIOCTI
peaxiIiii CHHTEe3y IPaBIIATh MakpoepriuHi 3B’ s3ku ATD;
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— peaxyii 6i0HOGIeHHsT — TIPUETHAHHS 10 0100pTaHIYHHUX CIIONYK (3/1€01IBIIOTO0,
HEHACHUUYEHHX 3B’ 3KiB) aTOMiB BOJIHIO; B PEAKIIisIX BiTHOBJICHHS SIK JIOHOPH BUKOPHCTO-
BYIOTHCS MOJIEKYJIH BiTHOBJICHOTO HiKOTHHaMiaaeHiHauHyKieotundocdary (HAIDH).

Cnpsasicenns eHoepeoOHIYHUX NPOUECi6 3 eK3EP2OHIUHUMU 30TIICHIOEMbCA 3a Pa-
XYHOK CUHme3y RPOMA2OM €K3eP2OHIUHOI PeaKuyil CNONYK 3 6UCOKUM eHepzemuy-
HUM ROMEHUIaNoM, AKI 8 NOOATLULOMY GUKOPUCHIOBYIOMbCA 6 €HOEPZOHIUHUX
peakuinax, wo 3adezneyye nepeoauy XimiuHoi enepeii 6i0 eK3epzoHIiYH020 00 eHndep-
20HIUH020 npoyecy.

CIoJIyKH 3 BUCOKUM €HEPreTUYHUM TOTCHITIAIOM — I1Ie 010MOJIeKyYJH (OpraHivyHi
¢ocarm), 1110 MArOTh BUCOKY CTaH/IapTHY BUIBHY SHEPTiI0 TISPEHOCY KiHIIEBOT pochaTHOT
rpymu (30kpema, rigpomisy ) AG° (a60 AG° ipu pH = 7,0). Taki GiomorneKyu Ta BiAnoBiIHi
XIMi4HI 3B’I3KH MalOTh Ha3BY Makpoepeiunux. [IpucyTHICTD y IMX CIIOTyKaX BUCOKO-
E€HEePreTHYHOTO (MaKpoepridHOro) GocdaTHOTro 3B’ SI3KYy MO3HAYAETHCS CHMBOJIOM ~
(3mak “tunpaa”), Tooto ~ O, abo ~P (anr.).

['0110BHOIO MaKpOEPTIYHOO CIIONYKOIO B KMBHUX OpraHizMax € mojekyna AT®D. V
cTpykTypi Monekynn AT® e nBa makpoepriui 3B s3ku, Monekymn AJlD — onuH
MaKpOEPIiYHUM 3B’ SI30K:

NH,
= N
LD e o0 9
Sy N o CH,~0—P—0~P—0~P—OH
OH OH OH
H H
OH OH

Anenosuntpudocdopna kucnora (ATD)

Jlo MakpoepriyHux CrHoNyK Halle)KaTh TAKOK Taki iHTepMediaTH OH
BYIJICBOITHOTO, JIITITHOTO 1 aMiHOKHCIIOTHOTO MeTabouizmy, sk (ocdo- NH ~ P=0
eHonmipysar, 1,3-mudocdorinepar Ta BaXIMBHIA EHEPreTHYHUN pe3epB ‘ \
M’s131B — KpearrHdocdar. C:NHOH

BusinbHEeHHS XiMIYHOT eHeprii BiOyBa€eThes 3a yMoB Tinponizy ATdta |

AJ1D abo nepeHocy MakpoepriyHuX GocaTHUX TPy HA IHIL aKLEITOPH: ITI_ CH;

ATO+HO —> AlDO+D, CH,
AG"= — 7,3 kkan/moib (— 30,5 KIK/MOITb) éOOH
Al® +HO —— AMOD + @, KkpeatuH(pochar

AG”=— 6,6 KKa/MOITh (— 27,6 KIDK/MOJIb)
3BopotHe nepetsopennst AJID B ATD 3a yuactro Heopraniunoro dpocdary (D), To6to
(ochopunroBarns AJD 1o ATD BruMarae BiMOBITHUX BUTPAT XIMIYHOI €HEpTii:
AJIO+ D, —>» ATO
AG”= + 7,3 xkan/mons (+ 30,5 KIK/MOITE)
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A D BignoBifmHO 10 1MX €HEPreTHYHHUX 3aKOHO-
MipHOCTeH, ukITigHi iepeTBopeHHs AT B AJ1D
AT® 3B’SI3YFOTh TPOLIECH, IO TEHEPYIOTh ~ D, 3 mpo-
LecaMy, U0 CIOKUBAIOTh ~ @. TakuM YHMHOM, y
BCix Oiosoriyamx cucremax AT® € ocHOBHOIO
CITOJTYKOXO, SIKa TIEPEJIAE SHEPI kO BiJ| SK3EPrOHITHNX
JI0 SHJICPTOHIYHHX TPOLIECIB (010XIMIYHUX PEaKITii
AL® Ta (i310JTOrYHUX (DYHKIIIH).

B C Cxema cripsbkeHHs ek3eproHidaux (A—B) 3
Puc. 8.1. Poab cucremun ATO—AJI® y eHaeproniuanmu (C—D) peakuisimu uepe3 cuc-
cupsxenni exseproniunux 1a  TeMmy AT® — AJI® nonana Ha puc. 8.1.

CH/JePrOHIYHHX NpoleciB.
Tunu o0MiHy pe4oBHH

[IpoTsirom GiomoriyHOi €BOTFOIIIT Ha 3eMITi BAHWKJIIH JIBa TUITH OOMiHY PEUYOBHH —
aymompogruil Ta eemepompoghHuil, 1O PO3PI3HIIOTHCS 3aJIEKHO Bifl TOTO, Y SKIiH
(hopMi OpraHi3Mu OTPUMYIOTh 3 HABKOJIMIITHBOTO CEPEAOBUINA HEOOXITHI JIs X JKUT-
TEMISTIPHOCTI 1 TOOYIOBH 0i0CTPYKTYP BYIIICIh Ta €HEPTIFO.

Aymompodghni knimunu (opzanizmu) MOXyTh BAKOPUCTOBYBATH K €JIMHE JKEPETIO
syrneno CO, arMocdepu, 3 IKOro BOHM 3/1aTHI yTBOPIOBATH BCi CBOI ByIJIELbBMICHI
KOMITOHEHTH. Jl0 ayTOTpoHMX Hanexars HOTOCHHTE3YI04i KIIITHHN BUIINX 3€JICHUX
POCJIMH Ta KJIITUHH JISSIKUX MPOKAPIOTiB — CHHBO-3CJICHUX BOJIOPOCTEH, 3€JICHUX Ta
nypnypoBux Oaktepiii. EHepriro ansi cBOIX €HAEPTrOHIYHUX peakiiid ayToTpodu
OTPUMYIOTh 32 PaXyHOK €HEpTii COHSYHOTO CBIT/IA, SIKa YIOBIIOETHCS Ta TPAaHCHOPMY-
€TBCS B XIMIYHY CHEPril0 CHelialbHUMH CBITIOUYTJIMBUMH OiNKaMu, 30KpeMa
X70poginamu XJIOPOILUIACTIB 3€JICHUX POCIIHH.

Cymapse piBHSHHS (DOTOCHHTE3Y:

6CO,+6HO — CH,0, +60,

T'emepompogni knimunu (opzanizmu) OTPUMYIOTH BYTJIEIb, HEOOX1THUH /I TIO-
Oy/10BM BIACHUX MOJIEKYI 1 010CTPYKTYp, Y BUIVISIII CKJIQJIHUX O100praHiYHUX CIIOTYK
(BYIJICBO/IIB, JIMIJIIB, OLIKIB TOIIIO), IO MICTATHCS B IPOLYKTAX XapuyBaHHS. 3a JHKEPEIIo
EHEepTii I MPOIIECiB JKUTTETISITFHOCTI y TETEpOTPO]IB MPABIATH PeaKilii 010I0TiTHOTO
OKHCIJICHHS MeTa0OJIITiB, sIKi YTBOPIOIOThCS MPH KaTaboI1i3Mi MOHOCAXapHIiB, JTIIiiB
Ta JEIKUX aMIHOKHCIIOT.

Jo rerepoTpohHIX HaIeKaTh €yKapiOTHYHI KITITHHNA TBAPHHHIX OPTaHi3MIB, y KX
OCHOBHI €K3€prOHIYHI IPOLIECH, 110 CYPOBOKYIOTHCS BUBIILHEHHSIM XiMIUHOT €Heprii,
BiJIOYBaIOTHCS B MITOXOHIPISIX.

8.2. METOA BUBYEHHA OBMIHY PEYOBUH

s BUBYEHHST 0OMiHY PEUYOBHH BHKOPHUCTOBYIOTH Pi3HOMaHITHI XiMidHI, (hi3UKO-
XiMiuHI Ta (PI3UYHI METOJHU, IO JIO3BOJISAIOTH 1ICHTU(IKYBaTH TEBHI MeTa0OJIITH,
OLIIHIOBATH X TIEPETBOPEHHSI, O10JIOT1YHE 3HAUCHHS ISl 3MIHCHEHHST OKpeMuX (]i3io-
JOTiYHUX (DYHKIIIH YCHOTO OpraHi3My, CIeliali3oBaHuX TKaHHWH (M S30BOi, HEPBOBOI,
CTOJTyYHOT TOIIO ), OKPEMHX KIIITHH Ta CYOKIIITHHHUX CTPYKTYD.
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CyyacHIMHU METOAaMH PO3MO/LTY, OUHINEHHS CKIaTHIX O10IOTIYHMX CyMilel Ta
BUJIIIEHHS 3 HIX OKPEMHEX CIIOIYK € XpoMaTorpadis — ioHooOMiHHa, abcopOIiiiiHa,
po3moainbHa, renb-xpomarorpadis, adinna (6iocrenudiuna) — Tta enekrpodopes. I3
METOI0 BUBUEHHS CTPYKTYpH O10MOJIEKYI 3aCTOCOBYIOTh iH(ppauepBOHY Ta yIbTpadio-
JIETOBY CHIEKTPOCKOTIIIO, CIEKTPOCKOTIIIO €JICKTPOHHOTO ApaMarHiTHOTO Ta SIIEPHOTO
MAarHiTHOTO PE30HAHCIB, PIyOpeCIIeHTHHI Ta PEHTTCHOCTPYKTYPHHH aHaTi3.

Oxpemi MeTaOoNIuHI IUISIXU MICTSTHCS y BU3HAYCHUX BHY TPIITHBOKII THHHUX JIUJISTH-
KaxX — KOMRApmMMEeHmax, o BIIOKpEMIICH] 010JIOTTYHUME MeMOpaHaMu, 30KpeMa:

— B siipax — peakuii 6iocunresy (perutikanii) AHK, cuntesy indopmaniiinux ta
inmmx knaciB PHK (tpanckpumiiii);

— B MITOXOH/IPISIX — PEaKIIil IUKITy TPUKAPOOHOBUX KUCIIOT, [3-OKHUCIICHHS JKUPHUX
KHUCJIOT, €IIEKTPOHHOTO TPAHCIIOPTY Ta OKHCHOTO (GOC(HOPHITIOBAHHS;

— B IIUTOIIIa3Mi (IIUTO30JT1 ) — PeaKIlii TIKOIIi3Y, IITIOKOHEOTeHEe3Y, CHHTE3Y KHUPHIX
KHCJIOT, 0OMiHY aMiHOKHCJIOT TOIIIO;

— B prOOCOMaxX — peaxilii OLTKOBOTO CHHTE3Y (yTBOPEHHS IOJIMENITHIHUX JIAHITIOTIB);

— y MeMOpaHaxX eHJIOIIa3MaTHYHOTO PETHKYIyMy — IUTOXpoM P-450-3anexHi
MpOLIECH OKUCHOTO TiJPOKCUITIOBAHHSI T1IpooOHIX CyOCTpaTiB €HIOTEHHOTO Ta K30~
TEHHOTO TOXO/KeHHSI (peaKiii “MiKpOCOMAILHOTO OKHCIICHHS);

—y Ji30COMax — peaKIlii FiIpOTiTHYHOTO PO3LICIICHHS 010TI0TiIMEpiB — O1JIKIB Ta
HYKJICTHOBHX KHCIIOT (SIK BIACHUX O10MOJIEKYJI, TaK 1 4y>KOPIAHUX CIIONYK, 1110 OTITHHA-
FOThCSI ICBHUMU KJIITUHAMH 32 PaXyHOK €HJIOIIUTO3Y).

Jist BuBUEHHS 010XIMIYHMX peaKiiii Ta OKpeMUX MeTaOOJiTiB, sKi JIOKaIi30BaHi B
NEBHUX KJIITHHHAX KOMITAPTMEHTaX, BHKOPHCTOBYIOTh METOX OUepeHyitiHo20 YeHmpu-
¢yeysanns. CyTHICTh METOMLY TIOIISATAE B MTOCTIIOBHOMY TIEHTpHU(YTYBaHHI 3 pi3HUMHU
MIBUIKOCTSIMH TOMOTEHATIB O10JIOTIYHNX TKAHWH (TIEYIHKH, M’ A31B, MO3KY TOIIIO), 1110
MICTATB Y 001 CyCIIeH0BaHi CyOKITITHHHI CTPYKTYpH (S1pa, MITOXOH/IPII, Ti30COMH,
pi3Hi MeMOpaHHI Be3uKymnu, pudbocomu). s oTpuMaHHS rOMOTeHATy TKaHWHY
JIe3IHTErPyIOTh Y CIIEIiaIbHOMY TOMOTEHI3aTopi, CYCIIeH YIOUH i1 B 610JI0TTIHO IHEPTHOMY
pozunHi (0,25 M po3unH caxapo3u, COIbOBI pO3YHHH ). 3aJIEKHO BiJl pO3MIpiB Ta MacH,
O3HaueHi OpraHeNy OCiIaloTh (CEAMMEHTYIOTh) 3 PI3HOIO MIBUAKICTIO, TOMY, 3aCTOCO-
BYIOUH Pi3HY HIBUKICTh 00EPTaHHS POTOPY YABTpaLeHTpUdyTH (Ta, BiAMOBIAHO, 30111b-
LIYIOYH (PaKmop ceoumeHmayii, o KiTbKICHO BU3HAYAETHCS B OAWHHILIX TIPUCKOPEHHS
3EMHOT'0 TSDKIHHS — @) IOCATaI0Th (PPaKIiOHyBaHHS TKAHUHHOTO TOMOT€HATY Ha OKpeMi
CYOKIIITHHHI CTPYKTYpH — Ta0. 8.1.

Ta6nuunsa8.1. CyOKJITHHHI CTPYKTYPH, L0 BUALIAIOTHCS 32 yMOB (ppaKiioHyBaHHS TRAHMHHHX
TOMOTreHAaTiB MeToA0M JAHepeHniiiHoro neHTpudyryBanus

Daxkmop Dpakuia Cknao ¢pakuii, mapkepni ¢pepmenmu
ceoumenmauii

600 g SnepHa Knitunsi sapa; JJHK- ta PHK-nonimepasu

10000 g MiToxoHapiansHa MiToxoHpii; GPepMEHTH HUKITY TPUKAPOOHOBHUX KHCIIOT,
010JIOTIYHOTO OKHCIIEHHS Ta OKUCHOTO (hoChHOPHIIOBAHHS

12-16 000 g JlizocomanpHa Jlizocomu; Kuchi rigponaszu

100 000 g MikpocomansHa Besukynu eHI0mIa3MaTHYHOTO PETHKYIIyMa, PHOOCOMU;
(hepMeHTH OKHCHOTO TiAPOKCHIIIOBAHHS, 010CHHTE3Y OiJKa

Cyneprnatant  |Hagocanosa dpakuisi |Po3unHHI (epMEHTH INTO30II0
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8.3. CTAJII KATABOJI3MY BIOMOJIEKY.JI

VY (hepmeHTaTHBHOMY PO3IIETIICHH] CKJIaTHIX O100pTaHIYHUX CIIOJIYK B OpTaHi3Mi
BUJIIISIOTH TPH OCHOBHHX CTa il (€Tamm), o € 3aralbHUMH TS KaTa0oJi3My pi3HUX
010MOJIEKYII.

Cranis 1. Ha nepmriii crazii xkata®omizMy CKJaJHI MOJEKYIH (MaKpOMOJIEKYIIN
BYTJICBO/IIB, O1NIKiB, HyKJIETHOBHX KHCIIOT Ta MOJIEKYIIH JIITiJ[iB) PO3IIEILIIOIOTHCS JI0
MPOCTHX KOMIIOHEHTIB!

— ToJicaxapuIu — O MOHOCaxapuaiB (IIepeBaXHO — IITIOKO3H, (PPyKTO3H, rajak-
TO3H);

— iy (TPHAUITITIEPOIIH ) — JI0 JKUPHUX KUCIIOT Ta ITILEPOITY;

— O1JIKM — 110 aMIHOKHCIIOT;

— HYKJICTHOBI KHCIIOTH — JI0 HYKJICOTH/IIB.

Peaxii mepmroi crazii karabomismy € eidporimuyHumy 3a CBOIM MEXaHI3MOM i
KaTali3yIOThCS 2i0posazamu TPABHOTO TPaKTy (IUTyHKa, Kulednrka). Lli peakmii He
CYIIPOBOJDKYIOTHCS CYTTEBUM BUBLIbHEHHSM XiMI9HOT €HEpTii.

Cranis 2. Ha npyriii cranii kaTabomi3My JeKiidbKka AECATKIB MeTaOOIiTiB, 0
YTBOPWIJIMCH Ha MEPIIIH CTalil, MiIATaloTh (pepMEHTATHBHUM PEAKITiSIM PO3IIETIICHHS
3 BUBUTFHEHHSIM TE€BHOI KUTHKOCTI XiMIYHOI €Heprii, Ska aKyMYIIOEThCS Y BUCOKO-
eHepreTHYHUX (Makpoepriyanx ) 3B’ s3kax ATO.

Peaxiiii gpyroi crajii karabomisMy BiIOyBarOThCs BHYTPIIIHROKIIITHHHO (B IIUTO-
TUTa3Mi Ta YaCTKOBO B MITOXOHPisiX ). OCHOBHUMH 3 IIUX PEaKIii €:

071 MOHOCaxapudie — TIIKOII3, KIHIIEBUM METa0OIiTOM SIKOTO € IMTPOBUHOTPAIHA
Kkuciora (mpysart), 10 B HOAATBLUIOMY OKUCIIOETHCS 10 aKTMBHOI ()OPMH OLITOBOT
KHCJIOTH — areTii-koeH3nMy A (aretmin-KoA);

O3 HCUPHUX KUCIOM — [3-OKUCIICHHSI, KIHIICBUM IIPOLYKTOM SIKOTO € areTii-KoA;

02151 2niyeporry — pO3LICIUICHHs 10 TIpyBaTy, SIKUi IEPETBOPIOETHCS B alleTHI-KoA;

0714 AMIHOKUCTIOM Ma HYKleomuodie — J1e3aMiHyBaHHs 3 BHIIUICHHSM aMiaky Ta
PO3ILICIUICHHSAM 0€3a30TUCTUX MOJIEKYJIIPHUX CKEJIETIB JI0 BO- 1 TPHBYIJICLIEBUX Kap-
OOHOBUX KHCIIOT Ta TX TOXiTHHUX; OLTBIIICTB 13 IIMX MEeTa0OJIITIB Y KiIHIIEBOMY MiJICYMKY
TAKOXK YTBOPIOIOTb alleTUIIbHUM pasukain y Gopmi anetni-KoA.

Takum unHOM, ayemun-KoA — ye 3azanvnuil Kinyeeuii npooykm opy2oi cmaoii
SHYMPIUWHbOKAIMUHHO020 KAMADOI3MY 8y21e600i8, 1inidie ma amiHOKUCIOM.

Cranis 3. Ha Tperiif cTaznii karabomi3My BiOyBaeThCsl OKUCIIEHHs aneTni-KoA
JI0 KIHIIEBUX METa0ONITIB — JBOOKHCY BYTJIEIO Ta Boau. Lls cramis mae micie B
MITOXOH/PISIX 1 CKIaIa€THCS 3 IBOX MPOIIECIB:

— yuxny mpukapoonosux kucrom (LUTK, muxmy Kpebca), B pe3ymnbrari QpyHK-
IOHYBaHHs AKOTO yTBOPrO€Thes CO,, a aTOMKU BOJIHIO BUKOPHCTOBYKOTHCS [UIsl BIJTHOB-
neHHs KoepMeHTIB HikoTHHaMinaaeHiHanaykineotuny (HAJLY) ta dmaBinageninam-
Hykneotuny (PAJL);

— cucmemu eneKmpoHHO20 MPAHCNOPMY 8 MeMOpanax MimoxoHopiil, B Kl
aTOMH BOJIHIO (IIPOTOHM Ta EJIEKTPOHH) MIEPEHOCATLCA Ha KUCEHD 3 yTBOpeHHsaM H,O;
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ISl CHCTEMa CIPsDKEHA 3 OKUCHUM (POochopuntosantsam, B Pe3yNbTaTi SIKOTO €Hepris
peaxiiiif 610TOTIYHOTO OKUCIIEHHSI BHKOPUCTOBYETBCS I CHHTE3Y Monekyn ATO —
TOJIOBHOTO O€3MM0CEePEAHBOT0 MOCTa9aIFHIKA €HEPT il Y BCiX O10JI0TTYHIX €HISPTOHITHIX
nporiecax.

MertabornivHa KapTa 3arajJbHUX IIUIIXIB Ta CTail KaTaboli3My 1mojiaHa Ha puc. 8.2:

Bicn (rl(])g.:izgil;gjll:;n) (Tpui?:f::)mn)
AMIHOKHCJIOTH Monocaxapum Iiinepun 7KupHi kucioru
/
NH, TIBK
\Co,

Auerni-KoA (C)

co co,

2H" 2H" 2H" 2H;

O,—| Juxaibuuii 1anmor mitoxonapiii |—- H,0

N
Al® AT®

~_

Puc. 8.2. Cxema 3arajibHUX ILISIXiB KaTa00J1i3My 0ioMoIeKy.1.
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[TIABA 9. BIOEHEPTETUYHI IMPOLHECHU: TPAHCIIOPT
EJEKTPOHIB; OKUCHE ®OC®OPUIIOBAHHS B
MITOXOHIPIAX

Bioenepreruuni nporiecu — 010J7IOTIYHE OKHCICHHS Ta CIIPSHKEHE 3 HUM OKHCHE
dochoprtoBaHHSI — € KiHIIEBOIO (ha3010 Karaboi3My MOJIEKYIT y )KHBUX OpraHi3Max,
110 peati3yeThCs CKIaJHUMH MYJTBTHEH3UMHUMH KOMIUIEKCaMH BHYTPILITHIX MEMOpaH
MITOXOHJIpif. Pe3ysisraToM IUx CTPyKTypOBaHUX y OioMeMOpaHax peakiliii € reHeparris
MaKpOepriuHuX 3B’ 513KiB y MoJeKyli AT® — 0CHOBHOMY NMOCTa4aIbHUKY SHEpPTil st
BCIX €HJICPrOHIYHMX TIPOIIECIB KITITHH.

9.1. PEAKIIIT BIOJIOTTYHOI'O OKUCJIEHHS

BayTpinmHboMONeKyIsipHe OKUCIIEHHSI O10I0TIYHUX cyOCTpaTiB (bionoziune oxuc-
JIeHHsl) € OCHOBHUM MOJICKYJIIPHUM MEXaHi3MOM, 32 PaXxyHOK SIKOTO 3a0€3MeqyI0ThCs
EHepreTUYHi NOTpeOu (PYHKITIOHYBAHHS )KUBHX OPTaHi3MiB.

Oxmuc/IeHHsI — 1€ TPOIEC BTPATH aTOMOM, MOJICKYJIOI0, IO OKUCITIOETHCS (Cy0-
CTpaTOM OKHMCIICHHSI ), €JIEKTPOHIB 200 aTOMIB BOJIHIO (TIPOTOHIB Ta €JICKTPOHIB).

BinnoB1eHHsI — peakxiiis, 3BOPOTHA OKHCIIEHHIO, CYTTPOBOIKYEThCS IPHEAHAHHSIM
OpraHiYHUM CYOCTPaTOM EJICKTPOHIB a00 aTOMIB BOJHIO (T1IpYBaHHIM CyOCTpaTy).

[pukiagom OKUCTIOBaIbHO-BITHOBIIOBAIBHOI PEaKIlii, MOIIMPEHOi B 010JI0TTYHHUX
CUCTEMaXx, € IEPETBOPEHHS (Peppo-iOHY B (heppHr-10H:

— ¢ (eneKTpoH)
Fez+ Fe3+

B okuciroBanbHO-BITHOBITIOBAILHOMY TPOIIEC] 3aBXKIN OEPYTh y4acTh JIBa THUIH
PEUOBHH: oKucHuK (CTIONyKa, 110 TIPUHMAae eNeKTPOHN) Ta 8iOHOBHUK (CTIOITyKa, IO
BiJ/Ia€ €TIEKTPOHHU OKUCHHKY).

EnexTponn Ta aTOMH BOAHIO, IO OEPYTh y4aCTh B OKUCITIOBAITLHO-BITHOBITIOBATLHIAX
peaKilisx, MarTh HA3BY GIOHOGMIOBAIbHUX CKGIBAICHMIE.

OKUCITIOBATIbHO-BIIHOBITIOBAJIBHA PEAKI(isi MOXKE IMOJISTaTH B MIKATOMHOMY 200
MDKMOJICKYJISPHOMY TIepeJaBaHHi BiJIHOBIIOBabHUX €KBIBAJICHTIB BiJ JAOHOpA
CJICKTPOHIB (CIIOYKH, IO OKHCITIOETHCS ) aKIIENTOPY eNEKTPOHIB (CIOMYIIi, 110 BiTHOB-
TroeThes) 0e3 O6e3nocepeIHOro MPHEAHAHHS aKIeNnTopa 10 J0HOpa. [CHYIOTh Takox
peakiii, B X0/l SKHX YTBOPIOETHCSI HOBUH XIMIYHMH 3B’S30K MiK aTOMOM BYIJICIIIO
010MOJTEKYITH, 1110 OKUCITIOETHCSA, TA TETEPOATOMOM, SIKHH € O1TBIIT €TeKTPOHETaTUBHIM
1 BUCTYTIa€ OKHCHUKOM (30KpeMa, aTOMOM KHCHIO).

OKHCHHK Ta BiTHOBHUK CKJIQJIAIOTh OKUCTIOBAIbHO-BIOHOBII08ANbHY napy (cuc-
memy) (pemnoKc-cucTeMy). 3MaTHICTh OKHCIIOBAIBHO-BITHOBIIOBAIHHOI CUCTEMHU
BiJIaBaT ab0 MPHUIMATH €IIEKTPOHU XaPaKTePU3YEThCA 11 OKUCTI08ANILHO-8I0HOG-
JIHOBANIHUM NOMEHYIanIoM, 3HAYEHHS SIKOTO OOYMCITIOEThCS 3a piBHSHHSIM HepHcTa:

[OX]

RT
E=E,+ I[RED]’
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ne: R —razosa crama, T — aOconroTHa Temmeparypa, n — KiTbKIiCTh €IeKTPOHIB,
10 OepyTh y4acTth y peakiii, F — uucno ®apanes, [OX] ra [RED] — koHuenTpaitii,
BIJITIOBIJTHO, OKMCJICHOT Ta BiTHOBJICHOT (DOPMU CIIOJYKH, E, — crangapruii okuc-
JIOBAJIbHO-BITHOBITIOBAJIBHUN MMOTEHINA CUCTEMH (TOOTO OKHCIHOBAIBHO-BIHOB-
JIFOBAJTFHUH TTOTEHITiaJ 32 YMOB PIBHOCTEH KOHIIEHTPAITiii OKHCIICHOI Ta BiTHOBIIEHOT (hopM
penoKc-mapm).

Bemunna E0 KUJTPKiCHO BH3HAYAE 3MIATHICT CHCTEMH OyTH JIOHOPOM a00 aKIETITOPOM
CJICKTPOHIB BIJIHOCHO 1HIIIOT PEIOKC-CUCTEMHU. 3T1THO 3 PEKOMEHAAIIIMU Mi>kKHApOTHOTO
COI03Y 3 TEOpPEeTUYHOI Ta mpuKIaaHoi XiMmii (International Union of Pure and Applied
Chemie — [UPAC), npuidHATO BBOXKATH, 110 Oi1bi He2amuUGHi pedoKc-nomenyianu
Mawomy cucmemu 3 RIOGUWLEHOIO 30amHicmIo gid0asamu eneKmponu, a oinvu
RO3UMUGHI — CUCMeEMU, W0 CXUIAbHI AKYenmyeamu ei1eKmpoHu.

CraHmapTHi OKMCITIOBATBHO-BITHOBITIOBAIBbHI IOTEHITIANH (Y 80/16MaX ) BAMIPIOIOTH
BiJIHOCHO IOTEHIIialy BogHeBoro enekrpona H/H,, npuiimaroun ocransiii 3a 0,0 6 mpu
pH=0. Onak 11 610J0TIYHMUX CUCTEM OUTBII 3pYYHO BU3HAYATH PEJOKC MOTEHIIAIH
3a ymoB pH=7,0 — Takuii craHIapTHHI OKUCITHOBAILHO-BITHOBIIOBAIILHUI TOTEHITIAI
HO3HAYAETHCS EO’. 3a MX yMOB EO’ BOJIHEBOTO eJIeKTposa nopiBaIoe — 0,42 6. 3HAYCHHS
EO’ 010JIOTIYHO BXKJIMBUX PEIOKC-CHCTEM HaBeeH Himk4e (1. 9.3).

TxaHnuHHe JAUXAHHSA

Peaxt1ii 010710TYHOTO OKUCIICHHS CKJI/IAF0Th MOJICKYIISIPHY OCHOBY MKAHUHHOZ0 OUXAH-
Ha— nonHaHHsA O, )KMBUMH TKAHMHAMH, SIKE € IHTErPATILHAM (i310JI0MTYHIM MOKa3HUKOM
IHTEHCHBHOCTI TIepe0iry B HUX OKHCITIOBaIBHO-BITHOBITIOBATLHHX Mpo1ieciB. Jxepenom
KHCHIO 1711 1Ib0ro rporecy € O, , IKMii HaXOIMTh B TKAHHHH
32 YMOB HOPMAJTGHOI TiSUTBHOCTI CUCTEMH 30BHIIITHBOTO TXaH-
HSI'Ta KUCCHBTPAHCIIOPTYBAIbHOT (DYHKIIii FeMOITIO0IHY KPOBI,
14epe3 IIa3MaTiyHi MeMOpaHH U YH/Tye BCEPEIUHY KITITHH.

VY pesynbrari TKAHHHHOTO TUXaHHS, K BiT0yBa€ThCS
B MIMOXOHOPIsIX, AaTOMU KHCHIO BKITFOYAIOTHCS B MOJICKY -
Iy BOJTH, & BYTJIEIh O100pTaHIYHAX CITOTYK, 1110 OKUCITIO-
I0TBCs, BUALSIEThCSL Y QopMi JBoOKKCY Byriemto. Came
MITOXOH/IpiaibHe qUXaHHS € 010XiMIYHOIO OCHOBOIO YTBO-
PEHHSI Ta aKyMYJISIIIT BUTBHOT XIMIYHOT €HEprii, sIka BUKOPH-
CTOBY€EThCS y CHACPTrOHIYHHX MpOoIiecax.

V renaronurax NeUiHKy Ta KITHHAX IESKUX iHMMX crie-  Prc.9.1. Bapdypr(Warburg) Orro,
I_IiaJ'IiSOB(leI/IX TKAHMH JIGSIKA YCTHHA KHCHIO, SIKUH TIOIMHA- ?11 %486 g_}’ll(;%) . 613(;’;?;‘;
€TCS KITITUHOIO ITi1 9aC TKAHMHHOTO JTINXaHHS1, BHKOPHCTO- SHASHH BHECOK y 3°7CY-
BYEThCsI B O10JIOTTYHOMY OKUCIICHHI €K30TCHHUX Ta CHJI0- BaHHS GIOXIMIYHIX Mexa-
TeHHUX CyOCTpaTiB y MeMOpaHax eHOONIa3MamuiHo20 Hi3MiB TKAHUHHOTO JiU-
pemuKyiyma — TIPOLEC MIKPOCOMANbHO20 OKUCLCHHS, X, GynoBi a QyHK-

. . [ i1 X ATBHAX (PEPMEHTIB,
1[0 € MEXaHI3MOM Monudikarii rixpohoOHINX MOJEKYI B xoepmentis HAJL i
opranizMi. Moro gactka B cymapHOMY OaJlaHCi TOTTHHAHHS @A /1. HoGetiBcbka rpe-
KJIITUHOIO KHCHIO CKJIafia€e B rernarouurax 10 20 %. mist (1931).

e
'T“I)'_J.' )
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Tunu peakuiii 0i0JIOriYHOr0 OKHMCJIEHHS

YCi OKHCITFOBAJTLHO-BITHOBITIOBAJIBHI PEAKIIiT, 110 BIJIOYBAFOTHCS B )KUBUX KITITHHAX,
KaTami3yloThCs (epMEHTAMH 3 KIIACy OKCUOOPEOYKMA3.

VY mporiecax 0i0IOTIYHOTO OKHCIIEHHS, 1[0 MAlOTh MICIe B KHBHUX CHCTEMax, BHU-
TIUIIAIOTH TaKi KJIacH peakIiii:

1. Peaxkmii, moB’si3aHi 3 mepeaBaHHsIM CyOCTpPaTOM, IO OKHCITFOETHCS (SHZ),
MIEBHOMY aKmenTopy (A), BOJHIO (TOOTO MPOTOHIB 1 EIEKTPOHIB):

SH,+ A — S+ AH,

Peaxii Takoro TUIy Ha3WBAIOTHCS PEAKIIIMU Oeciopyeantsi, a PepMEeHTH, 10 iX
KaTali3yloTh — 0e2i0poceHa3amu.

KogepmenTamu neriiporenas, mo BUKOHYIOTh QyHKIIT Oe3MmocepeiHiX aKIenTopiB
BIJTHOBJIFOBAJILHUX CKBIBAJICHTIB, € TaKi CIIOJTYKH:

— Hikomunamioni (nipuournoei) koghepmenmu — uyxiaeotuau HAJI" (HikoTuHaMIT-
aneHinauHykiaeorna) Ta HA D" (ikotrnHaminaaeHiHnuHyKiIeotuadocdar);

— ¢hnasinosi kogpepmenmu — mykiaeornan OAJ| (dhraBiHaeHIHANHYKICOTHT) Ta
®OMH (praBiHMOHOHYKIICOTHT).

i kopepmeHTH TIepeatoTh eIeKTPOHN Ha IOAAIBIII O10XIMIYHI aKIIETITOPH, YTBO-
PIOFOYH JIAHITFOTH NIepEe/IaBaHHS BiJJTHOBITIOBAJILHUX €KBIBAJICHTIB Y O10JIOTTYHHUX CHCTEMaX.

3anexHo BiJl XiIMIYHOT IPUPOJIN aKIETITOPa, 3 SIKFMM B3a€MO/IIIOTh JIETiIpOTeHAa3H,
peaxiii IeriipyBaHHs NOAUISIOThH Ha TaKi KJIacH:

1.1. Peakmii nerinpyBaHHs, B SIKUX aKIENITOPOM € XimiuHa criosiyka (R), BigmiHHa
BiJl KHCHIO:

SH,+R —> S+RH,

depMeHTH, 10 KaTATI3y0Th TaKl peakilii, — araepobHi deciopoceHasu.
1.2. Peaxkiiii aeriipyBaHHsl, B IKHX SIK aKI[ETITOP BUKOPUCTOBY€ETHCS KHCEHb:

SH2 + 02—> S + H202

®depMeHTH, 0 KaTalli3yIoTh IIi peaKlIlii, — aepoori de2iopozenasu, ado OKcuoasu;
B pe3yJIbTaTi IX il yTBOPIOETHCS IEPEKHC BOIHIO.

2. Peakmii, mo BigOyBaroTbCs 3 MepefaBaHHAM Bif cyOcTpaTy 110 akiemnTopa
eJIeKTPOHiB (07HOTO 200 TBOX):

Se + A—> S+ Ae

Peakiiii Takoro tumy KaTajdi3yHOThCS YUMOXPOMAMY IUXAIBHOTO JIAHIIOTA
MITOXOHJIIH.

3. Peakuii, mo nonAraioTh y 0e3rnocepeHbOMY MIPUETHAHHI 10 cyOcTpary, sSIKui
OKHUCITIOETHCS, OJTHOT0 a00 JBOX aTOMIB KHCHIO.

Taki peaktii gicTanu Ha3By OKcUeeHA3HUX, a BITOBIAHI (PepMEHTH, IO 1X KaTa-
J3YI0Th, — OKCU2eHa3. 3aJeKHO BiJ KUTBKOCTI aTOMIB KHCHIO, II0 B3aEMOJIOTH 13
cyOcTpaToMm, OKCUTeHAa3H] peaKIlii oIUII0Th Ha!

— MOHOOKCU2EHA3HI:

SH+120,— S-OH
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— OIOKCUREHA3HI:
S+0,—> SO,

MoHoOKCHTeHa3Hi peakIrii KaTami3yrTbcs uroxpomomM P-450 i jrexarts B OCHOBI
OKUCTIOBANILHO20 2IOPOKCUNIO6aHHs: 0araThoX TiApo(GoOHUX CyOCTpaTiB €K30I€HHOTO
Ta SHIOTCHHOTO TMOXO/KEHHs (MiKpOCcOMasibHEe OKUCIEHHS). J[0 MiOKCHTeHa3HUX
HaJIeXKATh PEAKIl nepeKucHo20 OKUCAeHHS Ainidie, TOOTO HEHACUYCHUX KUPHUX
KHCJIOT, IO BXOJISATh JIO CKJIAY JIIITi iB IPUPOTHOTO TTOXO/PKECHHS.

9.2. ®EPMEHTH BIOJOTTYHOT'O OKUCJIEHHSA

1. Jerinporenasm, 3ajexHi Bi1 HikoTmHamMigHux kopepmentiB (HAZ(D)-
3aJIe:KHi JeriiporeHasu).

Kodepmentamu nux nerigporenas € Hykineorunu HAJ[abo HAD", y cTpykTypi
MOJICKYJT SIKMX MiCTHTBCS ITOX1{HE MPUANHY — HIKOTHHaMIJ (T1aBa 6).

3B’s30k Mixk HA/T (abo HAJID" ) Ta GinkoBoto yacTuHOO (epMeHTy (anodep-
MEHTOM) Y CKJIaJli TipUIMH3AIEKHUX JIETiIpOTeHa3 HECTINKNAN: BiH YTBOPIOETHCS Ta
PYHHYETBCS B TIPOIIECi KaTATITUYHOTO IUKITY, IO JO3BOJISIE BBAYKATH HIKOTHHAMITHI
HYKJICOTUAHU CKOpillIe CyOcTparamMy, Hi’k IPOCTETHYHUMH I'PyIIaMU.

Peaxuii, mo karanizytorbcest HA JI(®D)-3ane:xHIME A€TijporeHa3aMu, MOXKYTh Oy TH
300pakeHi B 3arajlbHOMY BHIVISIII TAKUMH PIBHSHHIMU:

SH, + HAJI' — S+HAJH + H*
SH, + HAJI®* — S+HAJIOH +H*

AKTHBHOIO CcTpyKTyporo B moiekyrni HAJ["abo HAJID, mo akmenTye BigHOB-
JIIOBaJIbHI €KBIBaJICHTH Bij cyOCTpary, € MipUANHOBE KiJiblle HUKOTHHAMITY. Y XOmi
(hepMEeHTaTUBHOT peakiii cyOcTpar BiIIEIUTIOE 1Ba aToMH BoAHIO (2H'+ 2¢7), onun 3
SKHX y opMmi rinpua-iony: H (todro H + 2e") mpuenHy€eThCs 0 MPHIMHOBOTO KiTBITST
HAJI(®)", a apyruit y Burisii npotony (ioHy HY) HamxoamTs y peakitiiiHe cepeaoBHIIe:

i H H
C _0 ol _0
c” QC—C< HC™ ~Cc—CcT .
RH; + ] (|:H NH, R+ |(|:H NH, +H
HC\I’\H// HC\N/
|
R R

SIK cBiTUNTH HAaBENIeHE PIBHSAHHS, TTiJT 9ac peaKilii J0 YeTBEPTOro BYIIICIIEBOTO aToMa
HIKOTHHaMIy TIPHEAHYETHCS aToM BOoAHIO (ToOTO H'+ €7), a mojaTkoBuil el1eKTpoH
TIPH/I-10HY B3a€MOJIIE 3 a30TOM MIPUIMHOBOTO KUIbIlsl. B mojanbuioMy BUKIIAICHH]
TEKCTY BiHOBJIeHI (hopmu HikoTHHaMiTHUX KodhepmenTiB (cuctemu HAJI(D)H + HY)
JUTSL CIIPOIIEHHSI Oy/IyTh B JIESIKMX BUTIaIKax rmo3Havdarucs sk HAJI(D)H.

JeriaporeHasy, 3aJiekHi BiJi HIKOTHHaMITHUX KODEepMEHTIB, JTy>Ke TIOIHMPEH] B JKUBUX
KIIiTHHAX. BOHN BUKOHYIOTH (DYHKIIIT aHAepOOHUX JIETiIPOTeHas, 1o BiAMICILTIOIOThH
MIPOTOHM Ta eIEKTPOHU Bijg Oararbox cyOctparis, BigHoBmotoun HAJI"abo HA 1D,
TIEPEIat0uH B ITOIANTBIIIOMY BiTHOBITIOBaJIbHI €KBIBAJICHTH Ha 1HII aKI[ETOPH.




126 Pozmin Il 3azaavHi 3akonomipHOCME MemabOAiZmYy

HA/[-3anexcuni deciopozenasu — 1i (EpMEHTH KaTaNi3yIOTh OKHUCITIOBAIHHO-
BI/THOBJTIOBAJIbHI PEAKLIii, 10 MICTATBCS HA OKUCTIOBATILHUX UWATAXAX MEMADONIZMY —
DITIKOJI3Y, MUKy JTHMOHHOI KHCJIOTH, [-OKHCICHHS KUPHUX KHCIOT, OKHCHOTO
Jie3aMiHyBaHHS aMIHOKHUCIIOT, IMXAJIbHOTO JIAHITFOTA MITOXOH/IPIH.

HAJ[D-3anexcni oeziopozenazu — 11i pepMeHTH OEpyTh y4acTb y poIiecax 8io-
HOBI0B8ANILHO2O CUHME3Y, 10 BiJOyBaIOTHCS B LIUTO30JI1, 30KpeMa I10CTa4atoTh aTOMH
BOJHIO IPH CUHTE31 )KUPHUX KUCIIOT Ta CTEPOifiB. [ OIOBHUM JKepesioM BiTHOBIEHOTO
HAJ1® € neripporenasHi peakiii ieHTo30oc(aTHOro nUIsXy OKUCICHHS TITIOKO3H.

2. daaBiH3aJie:KHi Jerigporenasu.

JlerigporeHasu boro THITY 3a XIMi9HOIO PUPOIOIO € hrasonpomeinamu, mpocTe-
TUYHUMH TpyNamu, B sKuX € ¢raBiHageHinanaykneotun (PAJl) ta pnaBiHMOHO-
nykireotus (DA /L) (OynoBy nuB. miaBy 6).

Ha BingMiHy Bij| MIpUIMH3AJICKHUX JETIIPOreHas, y OUIbIIOCTI (aBiH3aIeKHNX
¢depmentiB kopepment (PAJ[ Ta DMH) mirHO 3B’513aHi1 3 OLIKOBOIO YaCTHHOIO 1 HE
BIILICTUTIOIOTHCS BiJT HET HA JKOJIHIM CTaIii KaTaJiTHIHOTO HUKITY. BukioueHHsM € DA -
3aJexHa okcuja3a D-aMiHOKHUCIIOT, y CKITali Kol O1710K Ma€ HU3bKY CIIOPiTHEHICTS 13
KOo(hepMEHTOM.

3araibHi pIBHSHHS OKUCIIEHHS CyOCTpaTiB 3a y4acTio (praBiH3alIeKHUX JIETiIPO-
reHas:

SH, + QAL — S+ PAJH,
SH, + ®MH — S+ ®MH-H,
AxtuBHOW0 yacTrHO Monekyan DA/ abo ®MH, mo Gepe ydacTh B OKHCIIIO-

BaJIbHO-BITHOBIIOBAJIBHIN peaKilii, € i30an10kcazunoge Kiivye pubogdraginy, sxe
aKuentye Ba atToMu BogHio (2H*+ 2e7) Bin cyOcTpary:

) Lo
@) N N CH 0] N N CH
AN 3 3
wne T e
HN N HN
N CH;4 ITI CH;4
O (0] H

Y mporiecax 610JI0TIYHOTO OKHCIICHHS MTeBHI (praBonpoTeiHoBi (hepMeHTH Bimirpa-
IOTh POJTh SIK aHAEPOOHMX, TaK 1 aepOOHUX JIeTiAPOTeHA3.

®Dnasonpomeinu — anaepooui deziopozenasu:

— HAJ[H-0eciopocenasa — OMH-3ane:xH1iT KOMIIOHEHT BHYTPIITHBOI MEMOpaHu
MITOXOH/IPiii; BUKOHYE (YHKIIIFO KOJIEKTOpa eIeKTPOHIB, 1110 3adupae ix Bix HAJIH i
riepeiae Ha OUTBIIT €IEKTPOIIO3UTHBHI KOMITOHEHTH JIUXAJIBHOTO JIAHIIOT'a MITOXOH/IPIi;

— cykyunamoeziopozenaza — DOAJI-3anexxHuidl GepMEeHT LUKITY TPUKapOOHOBUX
KHUCJIIOT, 1[0 OKHCITIOE SIHTApHY KUCIIOTY;

— oueioponinoindeciopoeenaza — DOAJl-3anexxnnii pepMmeHT, 1o Oepe ydacTb B
OKHCITIOBAJIEHOMY JIeKapOOKCHITFOBaHHI TIPOBHHOTPAJHOT KUCIIOTH;

— ayun-KoA-oeziopozenaza — ®AJl-3anexxuuii hepMEHT CUCTEMU B-OKHUCIEHHS
’KUPHUX KHCJIOT;
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— eniyepon-3-ghoccham-oeziopoeenaza — DA JI-3anexHUA PEPMEHT, IO OKUCITIOE
mrinepon-3-hocdar y MITOXOHIPIsX.

Dnaeonpomeinu — aepodni Oeciopozenasu:

— deziopoeenasa (oxcuoaza) L-aminoxuciom — O®MH-3anexuanii hepMeHT HUPOK,
cnerudiganii 10 pUpoHNX L-aMiHOKHCITOT;

— keanmurokcuoasa (kcanmunoeziopoeenasa) — DA Jl-3anexHuii GepMeHT, TKUH
OKHCJIFOE ITyPUHHU JIO CEUOBOT KUCIIOTH;

— entoko3zoxcudasza — DA J1-3anexHUNi pOCTUHHUN (PEPMEHT, 1110 BUKOPHCTOBYETHCS
JUTS KiJTbKICHOTO BU3HAYCHHSI IJTFOKO3H B O10JIOTIYHUX PiTUHAX.

3. lluToxpommu.

[uToxpomu — 3a1i30BMICHI OLIKH MITOXOHJIPIH, 10 HAJISKATh JI0 KJIacy eeMo-
npomeinie. Y TMTOXpOMax i0H 3aJli3a BXOIUTH IO CKJIAXy METaJonopQipHHOBOTO
KOMILIEKCY (eeminoge 3ai30), ONM3bKOTO 3a XIMIYHOIO CTPYKTYPOIO JI0 TPOCTETHYHUX
TpYII TeMOITI00iHy Ta MiOTIIO0IHY.

3a paxyHOK 00€pHEHOT 3MiHU BAJICHTHOCTI TeMIHOBOTO 3aJTi3a IMTOXPOMHU BUKOHYIOTh
(DYHKIIIFO TPAaHCTIOPTY €JIEKTPOHIB Y JIAHITIOTaX 0i10JIOTIYHOTO OKUCIICHHS B a8pOOHUX
KIITHHAX:

Lutoxpom (Fe*") + & — Iluroxpom (Fe*")

3aJIe)kKHO BiJl XapaKTEPHUX OCOOIUBOCTEH CIIEKTPIB MONTUHAHHS, PO3PI3HSIOTH TPH
KJIacH IMTOXPOMIB (@, b, ¢). Y MITOXOHAPISIX €yKapioTiB HasBHI I’ATh Pi3HOBUIIB
LUHUTOXPOMIB — b, ¢, ¢,, @, a,; B €HJIONIa3MaTHYHOMY PETUKYJIyMi T€NaTOLMTIB
MicTaTbest uToxpomu P-450 ta b, o 6epyTh y4acThb y PEaKIisiX OKUCIIOBATLHOTO
T'1JIPOKCUITIOBAHHS.

9.3. MOJIEKYJIAPHA OPTAHI3ALIA JIAHIIOTA
BIOJIOI'TYHOI'O OKHUCJIEHHA B MITOXOHAPIAX

Cucrema 6i0J0TI9HOTO OKUCIIEHHS, 110 JIOKATi30BaHa B MEMOpaHax MITOXOH/IPiil ,
3MIIACHIOE JIETiApyBaHHS OPTaHIiYHAX CYOCTpPATIB Ta IMMOCIIIOBHUH IIEPEHOC BiTHOBITIO-
BaJIbHUX €KBIBAJICHTIB HA KUCEHb Yepe3 Psil HPOMDKHHUX IIEPEHOCHUKIB — TPAaHCIIOP-
TepiB e€NeKTPOHIB Ta MPOTOHIB. L{g cuctema opraHizoBaHa y BUIJIMAL JlaHYH02A
eneKmpOHHO20 mpancnopmy, ado OUXanibHO20 AAHYI02A MIMOXOHOPIN.

JuxajabHuil JaHIIOr MITOXOHAPi — CYKYITHICTD MOJIEKYISIPHIX KOMITOHEHTIB
(pepmeHTiB Ta KohepMeHTIB), sIKi BOyZAOBaHI B JIITJHANA MaTPUKC BHYTPIITHIX MITO-
XOHJIpiaJbHUX MEMOpaH 1 37IHCHIOIOTH OKUCIIEHHS 010JIOTIYHUX CyOCTpaTiB Ta IMOCITi-
JIOBHE, CTYIICHEBE TPAHCIIOPTYBAHHS BiJHOBJIIOBAIBHUX CKBIBAJCHTIB Ha KHUCEHb 3
YTBOPEHHSIM MOJICKYJIU BOJIH.

Komnonenmu ouxanvnozo n1anyioca mimoxonopii:

HAJ[H-0eziopoeenaza — KOMIIOHEHT AMXAILHOTO JIAHITIOTA, IO OKUCIIOE BijI-
Hosiennit HAJI" (HA /IH); BXomuTh 0 CKITa/Ty MOJIEKYIISIPHOTO KOMTIIIEKCY BHY TPIIITHIX
MITOXOHJIpiabHUX MeMOpaH HAJ/[H-koenzum Q-pedykmasu.
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CykyunamoeziopozeHa3a — KOMIIOHEHT JAMXAJbHOTO JIAHITIOTA, IO OKHUCIOE
STHTAPHY KHUCJIOTY; BXOANTH JI0 CKIIa Ty MOJIEKYJISIPHOTO KOMIUIEKCY CYKYUHAM-KOCH3UM
O-pedykmasu.

Koenzum Q (ybixinon) — TiMTOPO3ZYUHHUHN XiHOH 3 130TPEHOITHUM OIYHUM
JIAHITIOTOM, III0 MiCTUTh Y TKAHHHAX CCABIIIB IECATH I’ ATUBYIIICIIEBUX 130TPEHOITHIX
3amuuikis (Q, ). YOIXIHOH BUKOHY€ (DYHKIIIFO KOJIEKTOPA BiIHOBIIOBAIILHUX CKBIBAJICHTIB,
aKIEeNTyIOuN TPOTOHU Ta eNeKTpOoHH He TuUThku Big ®MH-3anexxnoi HAJIH-zmerin-
poreHasw, a ii Big DA J[-3a5e:kHUX AeriaporeHas MiTOXOHAPIH (CyKIIMHATAETipOTeHa3’
Ta JIETiAPOreHas CUCTEMU B-OKUCIIEHHS JKUPHUX KUCIIOT TOLIO).

(0] (I)H
$H3 +2H $H3
-2H
H;C-0O (CH,~CH=C-CH,),, H H;C-0 (CH,—CH=C-CH,),H
o OH
LuToXpoMu MiTOXOHAPI:
Lumoxpom b.

Lumoxpom c,.

LHumoxpom c.

LHumoxpowm a.

Lumoxpom a, .

3anizo-cipkosi Oinku, o MiCTATH HereMoBe 3aii3o (FeS), — me Oinku, acoriifoBani
3 ¢maBorpoTeiHaMU MITOXOHAPIH (MeTanohIaBonpoTeiHaAMM) Ta TUTOXPOMOM b.

IlocnioosHnicms nepedasanus enekmpoHie 6i0 00H020 KOMROHEHMA OUXATIbHO20
JaHY102a MIMOXOHOPIIL 00 IHUWLO020 GU3HAUACMBCA CIMAHOADMHUMU OKUCTTIO8AIbHO-
GIOHO06I06A/IBHUMU NOMEHUIANAMU UUX KOMROHenmie — Ta0n. 9.1.

Ta6nuns 9.1. CrangapTHi OKHCIIOBAJILHO-BiTHOBJIHBAJIbHI MOTEHIIiaJI1 KOMIIOHEHTIB
JHUXAJTBHOTO JIAHIIOTa MiTOXOH/APiii

OKUcn0eanbHo-6I0H0611064IbHA hapa B Eo" 6
HAJH /HAI* -0,32
JlaktaT / mipyBar -0,19
CykuuHart / pymapat + 0,03
Y6ixiHoxn / yOiXiHOH + 0,10
{utoxpom b (Fe2+ / Fest) +0,12
{utoxpom ci (Fe?r / Fe3t) + 0,21
Lurtoxpowm c (Fet / Fe3t) + 0,25
LHurtoxpowm a (Fe2+ / Fe3r) + 0,29
Hurtoxpom a3 (Fex / Fe3t) + 0,55
H.0/1/20, + 0,82

Oxpemi pepMeHTH Ta KOYEPMEHTH, 1110 CKITAIAI0Th TUXAJTBHUHN JIQHITIOT, CTPYKTYPHO
00’e1HaHI MiK cOO0I0 B HAIMOJIEKYJISIpHI (MYJIBTHEH3MMH1 ) KOMITJIEKCH, iIHTETPOBaHI B
JIMITHUA MaTPUKC BHYTPIIITHIX MEMOpaH MITOXOHAPIH, III0 CTBOPIOE CTEPHYHI YMOBH,
HEeOOXiTHI /U1l €(heKTUBHOTO Mepediry OKMCIIOBAIHHO-BITHOBIIOBATLHUX PEAKIIiH.
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Komnnekcu ouxanvnozo nanyroza eHympiuiHix memopan mimoxonopii

HAJ/[H-koen3um Q-pedykmaza — (HepMEHTHHN KOMIUIEKC (SBIsI€ co0010 (uiaBo-
npotein, mo Mictute ®MH), sikuii oxucmoe HAJIH 1 mepenae BinHOBIIOBaIbHI
eKBiBaJieHTH Ha KoeH3uM Q (yoixiHon); y ckiani HAJIH-xoensum Q-pemykrasu HAJIH-
Jierigporenasa acomiioBana 3 FeS-0inkamu (Tak 3BaHuid komniexc 1).

Cyxyunam-xoensum Q-peoykmasa — pepmentHuit komruieke (DA [l-3anexuuit
(aBonpoTEiN), IKUH OKUCIIIOE CYKIMHAT, BIITHOBIIIOIOUH KOSH3UM Q; 10 CKJIa/1y KOMII-
JIEKCY BXOIUTH (PIIABOIPOTEIH CYKIMHAT/ETIpOreHasa, acomiioBana 3 FeS-0imkom
(xomnnexc 11).

Koenzum Q-yumoxpom c-pedykmasa (yoixinonoeziopocenasa) — hepmeHmuuii
KOMNJIeKC, O CKJIAIAEThCs 3 nuToXpomy b, FeS-6inka Ta muroxpomy c ; dpepment-
HUI KOMILIEKC TPAHCIIOPTY€E EIEKTPOHH 3 BiIHOBIIEHOro Koensumy O (QH,) Ha uroxpom
¢ (komnnexc 111).

Llumoxpom c-okcuoasa — HepMEHTHUN KOMILIEKC, 110 CKJIAAAETHCS 3 IUTOXPOMIB
ata a,(komnnexc IV); KOMIUIEKC 3IIHCHIOE KIHIIEBY CTaIit0 6i0JI0TTYHOTO OKHUCIIEHHS —
BIZIHOBJICHHSI €JIEKTPOHAMH MOJIEKYJIIPHOTO KUCHIO; BIH MICTUTb 10HH Mizi, K 1 1HII
OKCHA3U.

HInaxu eéxnioueHHs GiOHOGII06AIbHUX €KBI6ATIEHMIE VY OUXATbHUIL TAHUIOZ
Mimoxonopiit

1. BKJTFOYeHHS IPOTOHIB 1 €NIEKTPOHIB y MuxansHui aHior uepe3 ®MH ¢raBorpo-
teiny HAJIH-koenszum Q-peaykrazu. LM muisixom Ha MOJIeKyITy YOiXiHOHY HaIXOISATh
BIJIHOBJIFOBAJIbHI €KBIBAJICHTH, BIIINICIUICHI BiJ BiamoBigHux cyocrpatis HAJIH-
3aJIeKHUMH JIETiAPOreHa3aMu.

2. BKJIIOYeHHS IPOTOHIB 1 €JIEKTPOHIB Y AMXaTbHUH NaHiior yepe3 GAJ] cyknuHar-
KoeH3uM Q-penykrasu Ta feskux iHmux OAJ[-3anexnHux aerigporeHas. L{um mmisixom
Ha yOiIXiHOH HAJXOJSATh BiJIHOBIIOBAJIBbHI €KBIBAJICHTH BiJ SHTApHO! KUCIOTH —
METaboIIITy UKITY TPUKApPOOHOBUX KUCIIOT Ta IEBHUX IHIINX CyOCTpaTiB.

[TocnioBHICT BKITFOUYEHHS OKPEMUX KOMITOHCHTIB CUCTEMH TPAHCIIOPTY SJISKTPO-
HiB 1 IPOTOHIB Y JMXaJILHAH JIAHITFOT MITOXOH/IPiH TIOIaHO Ha PUCYHKY 9.2.

Sk BUTUTMBAE 3 HABEICHOT CXEMHU, TMXAJIbHUI JIAHITFOT MITOXOHIPii OpraHi30BaHUH
TaKUM YMHOM, IO MEPEHOC Y HbOMY BiJJHOBIIOBAILHUX EKBIBAJICHTIB (EJICKTPOHIB)
BiI0OyBa€eThbCS B HAIPSMKY Bijl €JIEKTPOHEraTMBHOTO KiHI ((praBompoTeiHiB) 10
€JIEKTPONIO3UTHBHOTO LIMTOXPOMY &,. BilbIIiCTh METAGOMITIB (CyOCTPATH TIKOII3Y, IIKITY
TPUKAapOOHOBUX KHCJIOT TOILO) MEPeIac aTOMU BOAHIO B AMXAJBHUH JIAHIIOT Yepes3
HAJIH-nerinporenasy (E-OMH); cykrnmaar Ta KoA-1moxitHi )KUPHUX KHCIIOT BiIIal0Th
SNEKTPOHM Ta MPOTOHHU Ha KoeH3uM Q uepe3 crnenudiuni grasonporeinu (E-OAJT),
muHaroun @MH-3anesxxHuit GpraBonpoTeiH.

Y0ixiHOH € OCTaHHIM KOMIIOHEHTOM JIMXATEHOTO JIAHITFOTa MITOXOH/IPIH, IO 3aTHUH
TPAHCTIOPTYBATH SIK €IEKTPOHH, TaK i MPOTOHH. Ha piBHI IIMTOXpOMY b LIUISIXY €IEKTPOHIB
1 IPOTOHIB PO3AUISIOTHCS — MPOTOHH MEPEXOATH 3 BHY TPIIIHBOT TOBEPXHI MITOXOHIPI-
aJbHOI MEMOpaHN Ha 30BHINIHIO, & €JIEKTPOHHU Yepe3 MOCIHiTOBHICTh ITUTOXPOMIB
TPAHCHOPTYIOTHCS HA IATOXPOM @, IKUH BiJTHOBIIOE KUCEH:

2¢ +120,— O*
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B3aemozist BiTHOBIEHOTO KHCHIO 3 BUTBHMMH TPOTOHAMH MiTOXOHAPiadbHOTO
MaTpPHUKCYy MPU3BOIUTH JIO YTBOPSHHS MOJICKYJIA BOJIU:

2H +0*— H,0

CykuuHat
I;Z-CDA}Z[-;
E
I3ommTpar [FeS]
o-KI" L T "
Manar r—— |
SH, — HAJ—> E-O®MH > [FeS
- [Mipysar A L _[_]u KoQ
I'myramar I
B-TO-amun-KoA [FeS],
E-OA]T
Anun-KoA
I'n-3-®
‘I:LI/IE — :[Fe_S] _ TH;C-I » [[UT.C > HM;G —>0
I . . U S O | | —— 2
m v

Puc. 9.2. Cxema opranizanii 1uxajabHoro Jannora miroxonapiii. I-IV — enexrponorpancnopTHi
KOMILIeKCH MiTOXOHApianbHuX MeMOpaH. [lo3HaueHHs: O-KI' — O-kemozaymapam,
B-I'O-ayun-KoA — B-eiopoxcuayun-KoA; I1-3-®@ — eniyepon-3-ghocgham.

9.4. OKUCHE ®OC®OPHJIIOBAHHS TA AT®-CUHTETA3A
MITOXOHJIPIH

Oxucne ¢ochopuoBaHHS — npoyec, WIAXOM K020 XiMIUHA eHepeis, ujo
BUBLILHAEMbCS NI0 4AC MPAHCNOPMYBAHHS e1eKMPOHIE YNPOOOBIHC OUXATLHOZO
(erexmporompancnopmuozo) 1any0ea MimoxoHOpil, Y10610EMbCs Md BUKOPU-
cmogyemvcs 0jist cunmesy adenosunmpugocpamy (ATD) 3 adenosunougocpamy
(A4D) ma neopaaniunozo ocpamy (D).

Cunres AT® 3 AJI® Ta neopraniunoro gocdary @, (P, — annn.) orpumas Ha3By
CnpsidcerHs TAXaHHs (€ICKTPOHHOIO TPAHCIIOPTY B MITOXOHJIPISIX ) Ta OKUCHOTO (pocho-
PUITIOBAHHSI.

BuBinibHeHHsI XiMiYHOI eHeprii B AMXaJbHOMY JAHLIO3I Ta IUIAHKH YTBO-
pennss AT®

TpancnopTyBaHHS IEKTPOHIB Y ANXAIBHOMY JIAHIIIO31 MITOXOH/PIH Biji IEPBUHHNX
JIOHOPIB BiIHOBJIOBAJIbHUX €KBIBAJCHTIB (CyOCTpaTiB 0i0JIOTIYHOTO OKUCIICHHS) JI0
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MOJIEKYJISIPHOTO KFCHIO CYTIPOBOJDKY€E€ThCSI 3HIKEHHIM BiIbHOI eHeprii (AG), 3Ha4eHHs
SIKOTO MOJKHA PO3paxyBaTH 32 PIBHAHHSM:
AG=-nF AE/,

Jie: TT— KUTBKICTh JIEKTPOHIB, 0 TPAHCHIOPTYIOTHCSI (JIOPIBHIOE IBOM IIPH YTBOPEHHI1
MOJICKYJIH BOJIN);

F — uncno dapanes [23,062 kkai/e - Mob|;

AE — pi3HHIIS CTaHJAPTHUX TIOTEHIlia/liB eeKTPOHOJOHOPHOI Ta eIeKTPOHOAK-
nenTopHoi cucteM (ripu pH = 7,0).

BpaxoBytoun qani Tadmii 9. 1, BAKOHaEMO pO3paxyHOK BUBLUTHHEHHS XIMITHOT €Hepril
32 YMOB IIEPEHECEHHSI JIBOX €JICKTPOHIB BiJT TipUIMH3ATICKHHX JET1IpOreHas 10 KUCHIO:

HAJIH HAJI + H + 2¢
AE/=-032¢
120, + 2H" + 2¢ H,0
AE/=+082¢
CyMyBaHHSI IBOX PiBHSIHb JIA€:
HAJHH + H* + 120, HAJT" + HO
AE/=1,14¢

1110 BiIIOBiTa€
AG=-2-23,062 1,14 =— 52,6 kxan (— 220 xJIx).

Cuntes onniei monexynu AT® 3 AJI® ta @, noTpebdye BUTpAT XiMIYHOT EHEPTii,
110 JOpiBHIOKOTH + 7,3 kKai (+ 30,5 k/Ix). OueBUIHO, 10 HEPTIi, SIKa BUBIJIBHSIETHCS
32 YMOB TPAHCIOPTY €JIEKTPOHIB Y AUXAJIbHOMY JIAHLI031 MITOXOHIPiH, JOCTAaTHBO
JUTSE CHHTE3Y JIeKibkox Monekyn AT®. besnocepeariMu 610XiMiTHUME JOCITIKEH-
HSIMH JIOBEJICHO, 1110 32 YMOB OKHCJIeHHs cyOcTpariB uepe3 HAJIH-koenznm Q-pemyx-
Tazy yTBoproeThest 3 monekyin AT®, mpu aii cykunHar-koeH3uM Q-peayKrazu — 2
Monekyiau ATO.

Koegiyieum oxucrnoeo ¢ghocghopuniosarrs — BITHOMICHHS KiJBKOCTI 3B’S3aHOTO
(erepucikoBaHOr0) HeopraHiuHoro Gocdary (Moab) 10 KITBKOCTI MOTTHHYTOTO MITO-
XOHPIAMHU KUCHIO (M01b) (mo3HauaeThes Sk O, (P.)/O) — KinbKiCHO JOPiBHIOE YHCITY
Mosieky1 AT®, 1o yTBOPIOIOTHCS NPU MEPEHECEHH] ABOX B1IHOBIIOBAIBHUX EKBi-
BaJIEHTIB Ha OJUH aToM KHUCHIO, T0O0TO AT®/O — Ttabdn. 9.2.

Ta6nuus 9.2. 3nauenns: koedinieHTa okncHoro ¢ochoprIIoBaHHS MPH OKHCJIEHHI Pi3HUX
cy0cTpaTiB y MITOXOHIPisiX

Cyocmpam Koegpivicum @./0 (ATD/0)
a-Kerornyrapar
I3omuTpar
Manar
L-I'nyramart
CykiuHar
Anuin-KoA

[\S2 1\S1 (OS] LS ] [UN ) OS]
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Ilynkmu cnpajceHHA MPAHCHOPMY e/leKIMPOHIE ma OKUCHO20 (ocghopuniosanHs

Vreopenns AT® 3 AJI® ta @, moxe BiIOyBaTHCS TUTBKH B TICBHHUX MIJITHKAX
€JIEKTPOHOTPAHCIIOPTHOTO JIAHITIOTa MITOXOH/IPi, B IKUX BeJTMYMHA XIMI9HOI eHeprii,
10 BUJUISETHCS TIPH TPAHCIIOPTYBaHHI MApH €JIEKTPOHIB MiXK JBOMa PEIOKC-CHUCTE-
MaMH (KOMITOHEHTaMH TUXaJIbHOTO JIAHI0Ta), AOCTaTHS 111 cuHTe3y 1 Monekynmu ATO
(TodTo > 7,3 kkai, ado 30,5 k/[x) — Tadi. 9.3.

Taonwuus9.3. JiIaHKr THXATLHOTO0 JIAHIIOTA MITOXOH/IPiii, 1e BUBiIILHEHHS XiMiUHOT eHepril
JOCTATHE JJI CHHTe3y Mosiekyau ATdD

inanka ouxanvrnozo nanyroza AE0 ' AG
(6010m) (kKan) (x/e)

Kommirexkc 1 0,27 12,2 51,0
(HAAH —> xoens3um Q)
Kommirexc I11 0,22 9,9 41,4
(IIUTOXpOM b — ITUTOXPOM C1)
Kommieke IV 0,53 23,8 99,6
(utoxpoM az— O2)

Cy6crparn 3a3HaueH] AISIHKY €JIEKTPOHOTPAHC-

OKMCIICHH MTOPTHOTO JIAHITIOTA HA3UBAIOTHCS YHKMA-

() MU CRPAdNCEHHS OUXanHsl (e1eKmpoHHO20

l / MPAHCROPMY) 3 OKUCHUM (DOochopunio-
HAJIH 8aHHAM — PUCYHOK 9.3.

1 Al XeMioocMOTHYHA TeOpisi OKUCHOTO

S”H, — :& S’H,  ¢dochopuioBanus
KoQ

MoJtekyaspHi MeXaHi3MHU reHepaiii
l AT® B X011 010JIOTIYHOTO OKHUCJICHHS B
MITOXOJIPiSIX MOSICHIOIOTBCS XeMioOCMO-
muunoto meopiero (3a [1.MiTtyenom —

2 ifi) PMitchell). - . )

‘, r(?:].IOBHI/II/I MOCTYNAT XeMiOOCMOTHYHOT

Teopii — cnpsascenHs eleKkmpoHHO20

l MPAHCROPMY 6 MIMOXOHOPIsAX i3 010Xi-

¢ MiuHOW cucmemoro cunmesy AT® 30iiic-

l HIOEMbCS 30 PAXYHOK €1eKMPOXIMIYHO20

3 aa, ARO nomenyiany npomonie (AW,.,), wo

l , AT® VMBOPHOEMbCA N0 4ac DYHKYIOHYBAHHS

0, eNeKmMpPOHOMPAHCNOPMHO20 IAHYIO2A.

Puc. 9.3. Jlokanizanisi myHKTiB cnipskennsi (1,2,3) Xemioocmomuuna meopin nependa-
Yae, 110:

JUXAHHS Ta OKHCHOTO (ochopuaio-

BAHHSI B €JIeKTPOHOTPAHCIIOPTHOMY JIaH- 1. qDYHKHiOHYBaHH}I JUXaJIbHOT'O (CHCKTpO-

11031 BHYTPIIAIX MeMOpaH MITOXOHIpili.  HOTPAHCIIOPTHOTO) JIAHITIOTA Y BHYTPIIITHIX
(cnpsiearouux) meMOpaHax MITOXOHAPIN CyHmPOBOKYETHCS T'EHEPALI€I0 HA IUX
MeMOpaHax eJIeKTPOXiMIYHOTO TpaaieHTa mpoToHiB (HY).
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2. OxpeMi KOMITOHEHTH €JIeKTPOHOTPAHCIIOPTHOTO JIaH-
LIOTA JIFOTh SIK IPOTOHHI TOMIIH, 110 CIIPUYMHSIOTH BEK-
TOpHHH (MePICHANKYISIPHAH TUIOMIMHI MEMOPaHH ) TPaHC-
MTOPT IIPOTOHIB, CIPSIMOBAHHH Y HATIPSIMKY ‘‘MaTPUKC —
30BHIIIHS TTOBEPXHs MeMOpaHu”.

3. ExexkTpoxiMigHHMIi MOTEHITiall TPOTOHIB Ha CIIPSTAIO-
91X MeMOpaHax, IKUil CTBOPIOETHCS 3aBISIKH 111 IPOTOH-
HUX [TOMIT IMXaJIBHOTO JIAHITOTa, € PYIIIHHOIO CHIIOIO CHH-
tesy ATO 3 AJI® ta @ .

4. Icuye depmeHTHa cucTemMa, M0 BUKOPHCTOBYE
€HEPTiI0 eIEKTPOXIMITHOTO IPOTOHHOTO MOTEHITIATY JIIS
cunTe3dy AT® 3a paxyHOK TpaHCIIOKallil TPOTOHIB Yepe3
MITOXOHJIpiaJIbHy MEMOpaHy B HAPSIMKY ‘‘30BHIIIHS T10-
BEPXHSI — MaTpPUKC’ .

Lls dpepmenTHA cHUCTEMa, sIKA 3aMHUKAE NPOMOHHUL
YUK Ha CIIPATAIOYNX MeMOpaHax MiTOXOHAPIH — npo-
monna AT®aza (H-AT®asa), abo AT®-cunmemasa.
AT®-cunTeTa3a € O1JIKOM 3 YETBEPTHHHOKO CTPYKTYPOIO,
M0 CKIIQIAETHCA 3 ICKUTBKOX OITKOBUX CYOOIMHUIIb, SIKi
yTBOpIOIOTH KoMrionenTu F ta F | (F F — AT®asza).

Puc. 9.4. Mituexa (Mitchell) ITi-
Tep L. (Hapon. 1920p.),
AHITACHKMH GI0XIMIK.
ABTOp XeMiOOCMOTHY-
HOT Teopii OKHCHOTO Ta
(OTOCHHTETHYHOTO
bochopunroBaHHs.
HobemniBcbka npemist
(1978).

5. Bynp-siki (hiznyHi, XiMigHI Ta 610J10Ti9HI (haKTOPH, IO MTOMIKOKYIOTh IUTICHICTD
CIIPSTAFOUMX MEMOPaH MITOXOH/IPiH Ta PO3CIIOIOTH EHEPT IO EIEKTPOXIMIYHOTO IPa/Ii€HTa,
nopymyoTts cuate3 AT®D, ToOto 3oBHimmHiii  Mem6pana

BUCTYMAIOTh SIK pO3 '€OHYy8ayi TpaHC-
MOPTY €IEKTPOHIB Ta OKUCHOTO (hoc-
(hoprroBaHHSI.

TakuM YMHOM, 3TITHO 3 XEMI00C-
MOTHYHOIO TEOPI€I0, CIIPSHKEHHS MIXK
MIEPEHOCOM EJICKTPOHIB B ANXAIBHO-
My JaHio3i Ta cuaTe3oM AT 3miiic-
HIOETHCS 32 PaXyHOK YTBOPEHHSI IPU
(YHKIIIOHYBaHHI MPOTOHHUX ITOMII
rpajieHTa KoHIeHTparlii H Mix mBoma
MOBEPXHSIMHU MITOXOHApPialbHOT
MemOpann. AT®-cunTeTasa, TpaHc-
MOPTYIOUN HNPOTOHHU Y 3BOPOTHOMY
HaIpsIMKY (32 eJIeKTPOXIMIYHIM Tpa-
JIEHTOM) TIPU3BOAMUTH JIO BUBIJIb-
HEHHsI XIMIYHOI €Heprii, 3a paXyHOK
SIKOT YTBOPIOIOTHCS MaKpoOepTidHi
3B’s13ku ATO.

TIPOCTIp

Puc. 9.5. XemioocMOTHYHMIA MeXaHI3M CHPSIZKEHHS TPAHC-

CxeMy mpOTOHHOTO UKy Ha MOPTY €JEeKTPOHIB y MNXATLHOMY JIAHIIO3 3
CIIpATraroIux M€M6paHaX MITOXOH/- cuHTe30M AT® AT®-cHHTETA3010 32 PaXyHOK
piil K PYIIHHOT CUIU OKUCHOTO (YHKUiIOHYBAHHS BEKTOPHO CHPSAMOBAHKX
¢dochopmwiroBaHHs MOJAAHO Ha PH- (IepneHANKYISAPHO MIOMMHI MeMOpaHH)

CYHKY 9.5. IPOTOHHUX TOMIL
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urto3o0np Memb6pana Matpuxc

1/2 0,+ 2H*

H,O

2

Puc. 9.6. Cxema BHyTpilIHbOMeMOpaHHOI opraHizamii
€JIEKTPOHOTPAHCIIOPTHUX KOMILTEKCIB Y BUIVISI-
ai “neresin”, 1110 ABiYi NePeTHHAIOTH MEMOPaHY.

CrpoMOXKHICTh MITOXOHAPI-
AIBHUX TIEPEHOCHUKIB €JIEKTPOHIB
JI0 TpaHCIJIOKAIlii MPOTOHIB Yepes
MeMOpaHy 3yMOBIIFOETHCS 0CO0-
JUBOCTSAMH X BHYTPIITHHOMEMO-
panHoi Tororpadii. BBaxkaroTs, 1o
JUXAJTBbHUHN JIAHUIOT YKJIaJICHUH y
cipsrarodiii MemMOpaHi y BUIIISAII
TPbOX OKHCIIIOBAIbHO-B1THOBIIIO-
BaJILHUX “TIETENh’, 110 BiAIOBIIA-
I0Th TPHOM KOMIUIEKCAM IIEPEHOCY
enexktpoHiB — I, III Ta I'V. Koxna
mapa BiJIHOBJIIOBaJIbHUX €KBiBa-
nentiB (2 H"+ 2 e ), mpoxonsun
yepe3 “eTio”’, TPaHCHOPTYE /Ba
iorn H' 3 mMaTpuKcy B 30BHIIIHE
cepeIoBHILEe. 3BOPOTHUH MEPEHOC
ioniB H" wepe3 mpoToHHuMit kaHan
AT®-cunrerazu CIIPSIMOBY €
eJEKTPOXIMIUHY €Heprito B OiK
cuntesy ATD:

AMH+
AID+ D, —=— ATD

9.5. IHI'IBITOPH EJIEKTPOHHOI'O TPAHCIIOPTY TA
OKHCHOI'O ®OCP®OPUIIOBAHHSA B MITOXOHAPIAX

[leBHi XiMiYHI CTIONYKH 3[1aTHI CIIEIU(IYHAM YHHOM TTOPYITYBAaTH EIEKTPOHHHHA
TpaHCHOPT (iHeibimopu eieKmpoHHO20 MPAHCNOPMY) Ta OKUCHE (OCHOPUITIOBAHHS
(ineibimopu Ta po3’e€oHysaui okucHozo gocgopunroeants) B MiTOXoHApisx. Jlari
CIIOJIYKH B3a€MOJIIIOTh 3 TIEBHUMH KOMITOHEHTaMH JNXaJIBLHOTO JIAHIIOTa a00 CHCTe-
MaMH{ OKHACHOTO (ochOPIITFOBaHHS, TIOPYITYIOUH 1X OioXimMiuHi (PyHKITII.

IHri0iTOPH €JIeKTPOHHOI0 TPAHCHOPTY

CIosryKH 11b0T0 KJIacy MOPYIIYIOTh PYHKI[IOHYBaHHS IUXaJIbHOTO JIAHIIOTa MITO-
XOHJIPiii 32 paxyHOK 3B’ 13y BaHHS 3 OKPEMHMH ()epMEHTHUMH OisIKaMu abo KoepMeH-
Tamu, 10 0epyTh O0E3MOCEePEIHIO YYacTh Y MIEPEHOCI SICKTPOHIB Bijl CyOCTpaTiB 0io-
noriunoro oxkucieHHs Ha O,. IIpyu HaIXOMIKeHHI B OpraHi3M JIOIUMHM ab0 TBapuH i
PCUYOBHHH JIOTh K KITITHHHI OTPYTH, CIIPUIMHSIOUN ()eHOMEH TKaHWHHOT T1ITOKCIi.
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Pomenon — inTi0ITOp TpaHcTopTy enekTpoHiB uepe3 HA JIH-koenznm Q-pemyk-
Ta3HUI KOMIUIEKC. POTEHOH 3aCTOCOBYETHCS SIK IHCEKTUIIH].

Amobapoiman (amitan) Ta OMU3BKUI 0 HBOTO 32 CTPYKTYPOIO cekobapoOiman
(cexonau). L1i moximHi 6apOiTypoBoi kuciaoTh (0apOiTyparH) 3aCTOCOBYIOThCS y (hapma-
KOJIOTI1 sIK CHOJIMHI 3aco0u. Pazom 3 Tum, OapOiTyparu, mogiOHO 10 POTCHOHY, €
AKTHMBHUMH 1HT101TOpaMH KIIITHHHOTO JIMXaHHsI, OJIOKYFOYH eJIEKTPOHHHIA TPAHCIIOPT Ha
piai HAJIH-koeH3um Q-penykrasu.

Iiepuyuoun A — anTndioTHK, 0 Takoxk 6J0Kye HA JIH-koeH3um Q-penykrazHuii
KOMTIJIEKC 32 paXyHOK KOHKYPEHTHOI B3a€MO]Iii 3 yOiXiHOHOM.

Anmumiyun A —aHTUOIOTHUK, IO OJIOKYE AUXATHHUMN JIAHITFOT MITOXOH/IPiii Ha PiBHI
IEPEHOCY €NEKTPOHIB Yepe3 komuteke I1I (uuroxpom b — umroxpom c)).

Lianiou (ioan CN 7)) — TOTY>KHI KITITHHHI OTPYTH, IO € IHTi0iTOpaMH TPaHCTIOPTY
CJICKTPOHIB Ha TEPMIHAJIBHIN JUISHIN JUXAJIbHOTO JIAHIIOra MITOXOHIPIiH (Y 1UTO-
xpoMokcuiazHomy komruiekci). lonu CN - yTBoprotoTh komiuiekeu 3 heppu (Fe*) —
(hopMOI0 MOJIEKYI TeMy IIUTOXPOMOKCH/Ia3H, OIOKYIOUH 1X BiJHOBJIEHHS 10 (eppo
(Fe**) — dopm.

Monookcuo gyaneyro (CO) — iHTIOIpy€E IIUTOXPOMOKCHIA3Y IIUITXOM 3B’ I3y BaHHS
3 IUISTHKOIO TeMY, 10 B3a€MOJIIE 3 MOJIEKYJIOIO KHCHIO.

InridiTopu oxucHoro gocopuiaoBaHHA

[uri6itopu okrcHOTO hochopritoBaHHS OJIOKYIOTH SIK OKHCIICHHS CyOCTpaTiB, TaK i
¢dochoprmroBanns AJ/1D y MiToXoHApISX.

Onicomiyun — aHTUOIOTHUK, 1O TpoTuie sk Gocopumosannio AJID o ATD,
TaK | CTUMYJISIIIT ITIOTIIHAHHS O,, mo cno CTEpIra€eThCs MICIIS TOAaBAHHS IO MITOXOHAPIH
AJ1® (peHoMEH “IUxanbHOro KOHTPOITHO™). MexaHi3M i1 OJiroMilHy MoJsirae B iHTi01-
pyBanHi ¢pyHkii ATD-cuHTEeTa3MH.

Po3’ennyBadi oxkucnHoro ¢gochopuaroBanas

Cronyk# 1[p0T0 KJIacy CIPUYHHSIOTH “‘HEKOHTPOIbOBaHE™ MUXaHHS MITOXOH/IPIH,
sKe He 3aJIeKUTh BiJl pyHKIionyBaHHs cucteMu pochopumonanns AD. B npucyr-
HOCTI pO3’€/IHyBa4iB CIIOCTEPIra€ThCsl AKTUBHE MONIMHAHHS MiTOXOHpisvu O, He3Ba-
YKaro4¥ Ha 3HWKEHHS MBUAKOCTI (abo BimcyTHicTh) TeHepartii AT 3 A/ID Ta D .
3riIHO 3 XeMiIOOCMOTHYHOIO TEOPIE0, PO3’ €/JHYBAYI CIPUUMHSIOTH BTpaTy MEMOPaHOI0
MIPOTOHHOTO MOTEHITI ATy — PYIIHHOT CHITH TeHepallii MaKpoepriyHuX 3B si3KiB ATO.

Jlo po3’eqHyBadiB OKUCHOTO (POCHOPUITIOBAHHS HAJICKATh:

— 2,4-0unimpogheron Ta CONyKH, OMU3BKI IO HHOTO 32 XIMIYHOIO CTPYKTYPOIO
(HITPOKpE30I1, IEHTaXJI0pPEeHOM);

— CCCP (kapooninyianio-m-xnopghenineiopazon) — croiyka, mo B 100 pazis nepe-
BHIITY€ 32 CreT(hiTHOI0 aKTHBHICTIO 2,4-THHITPO(EHOT.

3naTHiCTh PO3’€AHYBaTH TUXaHHS Ta OKHCHE (OCHOPHIIOBAHHS B MITOXOHJIPISIX
MaroTh TAKO’K TOPMOHH IIUTOBUAHOT 3271031 (TUPOKCHH, TPUHOATHPOHIH).
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[lyHKTH 1ii nesikux iHri0iTOPiB €IeKTPOHHOTO TPAHCIIOPTY, iHTIOITOPIB Ta po3’e-
HyBadiB OKHCHOTO (ocoprimtoBaHHs, TOAaH] Ha CXEMi.
CyknpHar

|

DI
Porenon l AHTUMIIIH Lianix
HAL oI KoQ b c c a —— 120,

0
l

JIHD AHO JAH®
Ouiro-
MILIH

QOutiroMinyH OutiroMinyH

I
AlO+®, ~ ATO AID+d, — ATO AlO+D  AT®

[opymenns cuatesy AT® criocrepiraeThcsi B yMOBax il Ha OpraHi3M JIFOTUHH 1
TBapWH 0araTboX MaToreHHUX (pakTopiB XIMIYHOTO (TIPHPOIHI T CHHTETUYHI TOKCHHH ),
OionoriuHoro Ta (hizmyHOTO (iOHI3yrOUa pajiallis) MOXOMKEHHS, AKi CIPUYNHSIOTh
po3’€HAHHS TUXAaHHS Ta OKUCHOTO (ocOopriIroBaHHS 332 paxyHOK IMOPYIICHHS
CIIPOMOYKHOCTI CTBOPIOBATH 1 MiATPUMYBATH MPOTOHHUI MOTEHIIAJI Ha CIIPATAIOYHX
MeMOpaHax MITOXOH/IPii.
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I'JTABA 10. TUKJI TPUKAPBOHOBUX KUCJIOT

Huksa TpukapOOHOBUX KUCIOT (IIUKI JIMMOHHOI KUCIOTH, UK Kpebca) —
IUKJTIYHA TTOCIIIOBHICTh (PEPMEHTATHBHUX PEaKIlii, y pe3yabrari askux aneTui-KoA
(CH,~CO~S-Ko0A)— nposyKT Karabo1i3My OCHOBHHX BH/IiB META0OIIIYHOIO MaTKBa
(ByTIIeBOIIB, )KMPIB, aMiHOKHCIIOT), OKUCIFOETHCS IO TBOOKKICY BYTJIEIIFO 3 YTBOPEHHIM
aTOMIB BOJIHIO, SIKI BUKOPHCTOBYIOTBCS JIUISI BITHOBJICHHSI NIEPBUHHUX AKIETITOPIB
JIMXaITFHOTO JIAHITIOTa MITOXOH/IPil — HIKOTHHaMiTHUX a00 (r1aBiHOBHUX KOpEpMEHTIB.

10.1. 3BATAJIBHA XAPAKTEPUCTUKA HUKJIY
TPUKAPBOHOBHUX KHUCJIOT

Huxkn tpukapoonoBux kuciaoT (L[TK) — 1ie 3araybHuii
KIiHIIEBUH IIJISIX OKUCITIOBAJIBHOTO KaTaboi3My KITITHHH B
aepoOHmx ymoBax. Peaxii i pepmentn LITK nokanizoBani
B MaTpHUKCI Ta BHYTPILIHINA MeMOpaHi MiTOXOH/Ipii. BoHu
(yHKLIOHATEHO Ta 610XIMIYHO CTIPsHKEH] 3 MITOXOHAPialb-
HUMH eJIEKTPOHOTPaHCIIOPTHUMH JIAHIFOTAMH, 110 BUKOPH-
CTOBYIOTbH JIJISl BiTHOBJICHHSI aTOMIB KHUCHIO BiJTHOBIIIO-
BasbHi ekBiBanenTu Big HAJIH (HAJIH + H') Ta ®AJIH,
a6o ®MHH, i yrBoprorote AT® y xozi okucHOro ¢oc-
(hopuITIOBaHHSI.

Puc 10.1. Kpeoc (Krebs) Xanc

Cxema ¢ynkuionyBannsa LHTK (1900-1981). Iparo-
6 BaB y HimewuwuHi, 3
ko TpPIKaB OHOBHX KI/ICJ‘IO}“ TTOYNHAETHCS 3 B3AEMO- 1933 p. — y Kem-
nii (KoHZeHcallil) JBOBYIVIeIIeBOI MOJeKyNH aneTHi-KoA pimkeskomy, Iled-
(C,) 3 wornpusymienesoro (C,) IaBIEBOOLUTOBOI KHC- dbingcsrkomy, Oxc-
JIOTOFO (OKCAJI0aIeTaToM ), IO IPU3BOIUTH /IO YTBOPEHHS opacromy yH-Tax
.. . (Benmnka Bpuranis).

mectuByTieneBoi (C,) MOJNEKyIH JTUMOHHOI KHCIOTH . .
o HoGeniscbka mpemist

(mmTpary). B pe3ysbTari mofaipioro 6ararocTyeHeBOro (1953).

MIEPETBOPEHHS TPU- Ta JUKAPOOHO-

Bux kuciot (intepmeniarie L[TK)
BiJTOyBa€ThCS pereHepartisi OKcao- (Cy) KoA-SH

areraty (C 4) Ta BUIUIAIOTHCS JIBI
MoJeKyH 1Bookucy Byrmeio (C,).
TakuM yuMHOM, KOEH3UM A BiJI-

MIETUTIOETRCS Bij ameTniI-KoA (“ak-

TUBHOT ()OPMHU OITOBOI KHUCIOTH ) Cq) Co)
ke B nepmriid peaxii LITK; y xomi

(DYHKITIOHYBaHHS ITOJIAITBIIIX PEAKITii
UKy BiOYBa€THCS BiIIEIUICHHS @

BIJl LUTpaTy (aJbTCpPHATHBHA Ha3Ba Cxema (yHKIIOHYBAHHS LKITY JIAMOHHOT KMCJIOTH.
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UTK — yumpamnuti yuxa) 1BOX MOJEKYJ JBOOKHCY BYTIICIIO Ta YOTHPHOX Iap
aTomiB BoJHIO (4 X 2H), 1o no3Bossie momatu Take cymapue piBHsHHES L[TK:

CH,COOH +2 HO —= 2CO,+8@4x2)H

10.2. PEPMEHTATUBHI PEAKIII ITUKJTY
TPUKAPBOHOBHUX KHUCJIOT

1. YTBOpEeHHS JIMMOHHOT KUCJIOTH (IIUTPaTy) 3a PaxyHOK KOHJeHcallii areTun-KoA 3
IIaBJIEBOOITOBOIO KHACIIOTOO (OKCAJIOAIIETATOM):

0 CH,—COOH
Vi co—cooH *HO |
CH;—C + | — (C(OH)—/COOH *KoA—SH
Nl CH,—COOH
S—KoA CH,—COOH
Arnerun-KoA Oxkcatoanerar urpar

Peakirist karanizyerbest hepMeHTOM yumpamcunmasoro. BoHa € perynsropaum dep-
MEHTOM, aKTHBHICTb SKOro TasibMyeTbesi ATD, HAJIH, cykimnin-KoA ta goBronaHiito-
roBuMH arI-KoA.

2. IeperBopenHs (i30Mepu3allisl) MUTparTy Ha i30IMTpar. Peakilis karaizyeTbcs
(hepPMEHTOM aKOHIMA3010 1 CKIIAIAETHCS 3 JIBOX CTaIliB:

2.1. Jerigparariist JAMOHHOI KUCIIOTH 3 YTBOPEHHSM IMC-aKOHITOBOI KHCIIOTH (IIHC-
aKoHiTary):

CH,—COOH _H,0 CH,——COOH

C(OH)—COOH >  (—COOH

CH,—COOH CH—COOH
L{urpar Ipc-akoHiTar

2.2. IlpueHaHHS 0 IWIC-aKOHITaTy MOJeKyii Bomu. [1pu nipretHaHHI /10 MOABIHHOTO
3B’SI3Ky B CKJIaJli Iuc-akoHiTaty H™ Ta OH™ y TpaHC-TIONOKEeHHI pe3y/IbTaTtoM Peakilii €
YTBOPEHHSI 130JIMMOHHOI KUCJIOTH (130LIUTPaTYy):

CH,—COOH L H,0 CH,— COOH
C—COOH >  CH—COOH
CH—COOH CH(OH)— COOH
Iuc-akonitar [BormTpar

3. JlerinpyBaHHS Ta IeKapOOKCHITIOBaHHS i301MTpaTy. Peaxiist karamizyerscss HA -
3aJIEKHOI0 30yumpamaoeziopoeenasoio 1 NpU3BOIUTh 1O YTBOPEHHS Ol-KETOITyTa-
POBOi KUCIIOTH (Q-KETOIITyTapary).

[3omuTparneriaporeHasa € peryiasiTopHaM (hepMeHTOM, TTO3UTUBHHUI MOYIISITOP
sikoro — AJI®, neraruBuuit — HAJIH.
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- - CH,—COOH
(|:H2 COOH +HAI'  HAJH ?Hz COOH CO, | >
(|:H — COOH ?H —COOH —> (|3H2

CH(OH)— COOH CO—COOH CO—COOH

IomTpar OKCaJIOCYKIIMHAT Ol-KeTorTyTapar

depmeHT Mae J1BI MOJIEKYISIpHI (OpMH — MOHOMEpHY (MOJIEKYISIpHA Maca 130-
UTpaTAETiAPOreHa3n 3 MITOXOHAPIH cepust nopiHioe 330 k1) Ta aumepny. B npu-
CYTHOCTI MO3UTHBHOTO MOy siTopa A /1D MOHOMEpH arperyoTh Mi>k 0000 3 yTBOPEH-
HsM auMmepy. Heratusumii momynstop HAJIH nporuaie ingykoBaniit AJl® arperarii
MOHOMepHHX GopM pepmenTy. OOnABI MOJIEKYISIpHI (POPMHU 130T TPATACTiIPOTeHA3H
MaIOTh KaTaJTiTUYHI BIACTHBOCTI, aJIe 32 YMOB HU3bKO1 KoHIIeHTpartii A I mumvep 3Ha9HO
O1JIbII AKTUBHUH.

4. OKuCNIeHHs O-KeTOITyTapary J0 CyKIIMHATY.

Leit mporiec BiAOyBa€eThCs y JIBI CTaIIT:

4.1. OxucnoBanbHe NEeKapOOKCUITIOBAHHS O-KETOTNyTapaTy 3 YTBOPEHHSIM
cykimHII-KOA — craisi, 0 KaTalli3yeThCsl MYJIBTHCH3UMHUAM Ol-Kemo2nymapant-
Oeciopocenasnum Komniexcom. KiHIeBHI IPOAYKT — BHCOKOCHEPTETHYHUH Tioedip
cykimHLT-KOoA, B MakpoeprigvHOMy 3B’S3Ky SKOTO aKyMyJhOBaHO XiMIUHY €HEpTiro
OKHCITIOBATFHO-BiTHOBITIOBATFHOIO PEAKITI€0, TII0 Majia MiCIe:

|CHZ—COOH CH,— COOH
CH, + HAI" + KoA—SH— CH, + HAJIH + H™ +CO,
CO— COOH &
hY
S—KoA
Ol-KETONTyTapar Cyxuuain-KoA

HAJIH, 1o yTBOpHUBCS B Lill peakilii, OKUCIIOETHCS B TUXATBHOMY JIaHIF031 MiTO-
XOHJIpiH 13 reHepali€ero 3 Monekysn ATD.

3a MexaHi3MOM pPeakllii 1iei MpoIlec HaraJaye OKUCITIOBAIILHE IEKapOOKCHITFOBAHHS
nipyBary no auetmi-KoA (auB. maBy 11); sk 1 mipyBaTaeriaporeHa3HUH, O-KeTo-
DTy TapaTaeTipOTeHa3HI KOMIUIEKC MAa€ Yy CBOEMY CKIaJi KoepMEeHTH TiaMiHIu-
dochar (TAD), ninoery kucnory (JIK), KoA, HAl" Ta ®AJ]. Monexymnspaa maca
1poro komruiekcy 3 kiitud E.Coli gopisaroe 2,1-10°.

4.2. NeanmmoBaHHs cyKIMHII-KOA (TiepeTBOpeHHs Ha SHTapHY KUCIIOTY (CYKIMHAT).

Peaxist katamizyeTbcsi PEPMEHTOM CYKYUHIIMIOKIHA30t0. Y pe3yibTaTi po3Iien-
JIFOETHCS MAKPOEPTIYHHIA 3B’ 130K y MOJIEKYJTi CyKInHIN-KoA, Ta 3a paxyHOK 11i€i eHeprii
YTBOPIOETHCS] HOBA MaKpOeprivHa crioiyka Hykiaeosuarpugocdar ' TO:

CH,—COOH
CH,—COOH
CH, +TAD + oy — | +TTd
(|::O CH,—COOH
S
S—KoA

CyximHinT-KoA CyknuHar
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[Motim I'T® mepenae cBoro kiHneBy ¢ocdarny rpyny Ha AJ[D y HykiIeo3ua-
(docdokinazuiii peaxiiii 3 yrBopeHHsM ATO:

ITO+AIO — = [JIO + ATD

5. OKHCIeHHS STHTAPHOI KUCIOTH 10 (GyMapoBoi KUCIOTH (PpyMapary). Peaxiris
karamizyerbcss DAJ[-3ane)kHUM PEPMEHTOM CYKYUHAMOe2i0PO2eHA30H0:

CH,—COOH AL ®ALIH, CH-COOH
CH,— COOH HC— COOH
Cyxuusar Dymapar (TpaHc-CIIOTyKa)
Oxwucnenns Binnossenoro kopepmenty (PAJIH,) 3a monomororo koensumy Q

JMXaJILHOTO JIAHIFOTa MITOXOHAPIH MPHU3BOIUTE O CHHTE3Y 338 PaXyHOK OKHCHOTO
¢dochoprnroBanHs 2 monexyin ATO.

6. [lepeTBOpeHHs HyMapoBOi KMCIOTH Ha 0JIydHY KHCIOTY (Majat) BHACIiIOK
MpUETHAHHS 10 GyMapary MOJIEKYJIH BOIH.

Peakmis karamizyersest hepmMeHTOM @ymapam-ciopamasoio (pymapaszorn):

%H—COOH +H0 H?(OH)—COOH

—_——
HC— COOH CH,— COOH
dymapar (TpaHc-CIIoNyKa) Manar

7. OxuciaeHHs MajaTy 0 OKcaloaleTary (I1aBIeBOOITOBOI KUCIOTH).
Peakiist katanizyerbcss HAJI-3anexxHuM HepMEHTOM — MaIamoeziopo2eHason
MITOXOHIPIH:

HC(OH)—~COOH HAL® HAIH co—COOH

CH,—COOH éHz—COOH
Manar Okcarnoanerar

Oxwucnennst HAJIH, mo yTBopHBCS, B TMXaJILHOMY JIaHITFO31 MITOXOHPii PHU3BO-
JITH 10 TeHepaii 3 monexyn ATO.

ManarzaerizporeHasHa peakilis 3aBepIye UK TPUKapOOHOBHX KUCIOT. Okcao-
aleTar, KU € MPOJYKTOM JIaHOT peakilii, 3JJaTHUI 10 B3a€MOJIii 3 HOBUMH MOJIC-
Kynamu anetni-KoA.

3arajibHy MeTa0O0JIIYHY KapTy KTy TPUKapOOHOBUX KHUCJIOT OaHo Ha puc. 10.2

10.3. EHEPTETUYHUI BAJAHC IIUKJTY
TPUKAPBOHOBHUX KUCJIOT

BioxiMigHHH TiICYMOK ITUKITY TPUKAPOOHOBUX KUCIIOT IOJIATAE B yTBOPEHHI ABOX
MOJIEKYT CO, (B 130U TPAT/IETi/IPOTeHasHil Ta O-KeTOTTy TapaT/ieriiporeHas i peax-
1i5X) Ta YOTHPHOX Iap aTOMIB BOJHIO, TPU 3 SIKUX akuentyoTsest HA/" Ta onna —
OA]JL. BigHoBneHi KopepMEHTH OKHCITIOIOTHCS B TUXATbHOMY JIAHITI031 MiITOXOHPIH,




Tnasa 10. [uxa mpukxapborosuxr xKucaom 141

Anerun-KoA
Okcanoarnerat Hutpat
HAI" I3ormtpat HATT
-HAI[HZ
' Mauar Oxcanocykuunar HATH)
! K C02 |
| I
! |
®dymapat [
2H! yMap C0, o-Ketpriytapar e
| ) !
| ha CykiuHat !
' DAJTH, I
! | ) : S ; |
| | * !
! 1 |
(R |—-—-—- — HAJ~ - —— o S
! @
I 2H K::%
fmm— - - KoQ
LUTOXPOM B
AL
ATD
LUTOXPOM C

LUTOXPOM a (a3)

ALLD
AT®

2H"+1/20, H,0

Puc. 10.2. MeTta6oJiiuHa KapTa HUK/Iy TPHKapOoBaHUX KucI0T Ta 3B’sa30k LTK 3
JHUXAJTbHUM JIAHIIOTOM MiTOXOHIPiii.

YTBOPIOIOUH 3 PaXyHOK OKHCHOTO (ochopuiaroBaHHs 110 3 Mosnekyan ATD Ha koxHy
monekyiry HAJTH i o 2 monekysnu AT® na koxuy monexyiny ®AJIH,. Kpim Toro, onna
Moiekyina AT® yTBOpIOETECS B cyocmpamnomy ghocgopuniosanni Ipyu NepeTBOPEHHI
cykuuHin-KoA B cykuunar (tadm. 10.1).

Tab6nauns 10.1. Cymapuuii 6ananc mosiekya AT®, uio yrBopowoTbhes npu GpyHKUioHYBaHHI
HUTPATHOTO LUKJITY

Peaxuyin Kogpepmenm | Kinoxicms monexyn AT, wo ymeoproomusca
1. [3oMTpPaT — Q-KETOTIIyTapar HAZ 3
2. a-KeToryrapar — CyKImHiUI-KoA HAJl 3
3. CykuuHin-KoA — cykinuHar jpilo] 1
4. CykiHat — ¢pymapat DAL 2
5. MaJyiat — okcayioarerar HAJL 3
Ycboro 12
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TakuM YMHOM, ITPY IIOBHOMY OKHUCJICHHI OJTHI€eT MOJTeKyJH arieTuin-KoA 10 CO,1aH,0
B I[IUKJTi TPUKapOOHOBHX KUCTIOT TeHepyeThest 12 monekyn ATO.

10.4. AHATUIEPOTUYHI M AM®IBOJIIYHI PEAKIIIT

AHaIIepoTHYHI peaknii — peakilii KJIITHHHOTO MeTaboIi3My, 10 TiIBUILYIOTh
KOHIICHTPAIIi0 CyOCTpaTiB TPUKapOOHOBOTO ITUKITY, yTBOPIOIOUH iX 3 IHTEpMEIiaTiB iHIIIIX
METa0OJIIYHUX NIIIXIB (30KpeMa, aMiHOKHUCIIOT, mipyBaty). AkruBytoun 1[TK, anarnie-
POTHYHI PEaKIIii CIPHSFOTH OCJICHHIO IHTCHCUBHOCTI KATA0O TIYHUX ITPOLICCIB B OPraHi3Mi.

Ymeopenna cyocmpamie I[TK ¢ anannepomuunux peakuiax:

1. IlepeTBOpEeHHS aMiHOKHCIIOT Ha TUKapOOHOBI KUciIoTH — cyoctpatn L[TK:
— YTBOPEHHS Ol-KETOIITyTapary B PeakwLisiX TpaHCAMiHyBaHHS;

— YTBOPEHHS OKCaJIoaLeTaTy B PEaKLisiX TpaHCaMiHyBaHHS;

— YTBOpPEHHS OI-KETOTITyTapary B IIyTaMaTJeriporeHasHiil peakiii;

— YTBOpEHHsI CyKIMHII-KOA 3 i30neiImHy, BajliHy, METIOHIHY, TPEOHIHY.

2. YTBOpEHHS OKcaJloalleTary 3 MipyBaTy B MipyBaTKapOOKCUIIa3HIN PEaKIIii:

[Mipysar + CO+ AT® ——==— Oxcanoarerar + AJI® + Ou

Kodepmenrtom nipysamxapboxcunasu € 6iotun (Bitamin H), mo B Xoni peaxiiii 380-
porno akuentye CO,, yreoproroun N-KapOOKCHO10THH.

ITipysamxapbokcunaza — anoctepudHuii pepMeHT, TOZUTHBHUM MOIYJISITOPOM
sKoro € areTria-KoA. 3a yMOB HU3bKO1 BHY TPIITHBOKITITHHHOI KOHITEHTparlii aneTun-KoA
AKTUBHICTH (DEPMEHTY 1, BiIIOBITHO, IIBUKICTh MipyBaTKapOOKCHIIa3HOT peaKIlii HU3bKi.
Haxormuenns arnetun-KoA, 1o crioctepiraeThbes py akTHBAITi{ KaTaboIiYHNX TIPOIIECiB,
CTAMYJIIOE Yepe3 YTBOPEHHS okcasioanerary inTeHcuBHICTh L[ TK i akTHBHICTB OKHCIIEHHS
ioro royioBHoOro cyocrpary — anetuin-KoA.

YTBOpeHHs OKcaoaeTaTy 3 MipyBaTy Iij €0 MpyBaTKapOOKCHIIa3H € HailBaXK-
JIMBIIIOIO aHATUIEPOTUYHOIO PEAKIIIEI0 B KIIITHHAX MTEYiHKU Ta HUPOK.

3. YTBOpeHHs okcarnoarierary 3 ¢pochoeHomnmipysary:

Peakriist karainizyetbcst hocpoenonnipysamrapooxcuxinazoro. [pu ipomy BinOyBa-
€ThCSI YTBOPEHHS MAKPOESPTIYHOTO HyKIIeo3uATprudocdary ['TdD 3a paxyHOK poO3IICIIICHHS
BHCOKOEHEPTETHYHOTO 3B’ 513Ky B MOJIEKYITi pocoeHOMTipyBaTy — MeTabOMiITy 1iKoni3y.

DocdoeHonmipyBaTKapOOKCHKIHA3HA peaKilist € aHaruiepoTuyHoto peakiieto L{TK, mo
Mae MicIie B MiOKap/Ii Ta iHIIMX M’ sI30BUX TKaHWHAaX. L5 %k peakiiisi, 32 yMOB ii mepediry
Y 3BOPOTHOMY HaNpsIMKY, BUKOPHCTOBYETHCS B TIPOIIECI CHHTE3Y IJTFOKO3H.

Amidoaiuni peakuii — peaxiii, o 3acrocoBytoTh cyoctparu LITK mist yrBoperHs
IHTepMeiaTiB, HeOOXiTHMX /I O10CHHTETUYHHX MPOIIECIB!

®ochoenonmipysar + CO, +[JI® —== Oxcanoauerar + ['TO

1) y posti aMm(piOOMIYHIX MOKYTh BUCTYTIATH PEaKIii, 0OSpHEH ISl PO3IVISTHYTUX BUILIE
MIEPETBOPEHb aMIHOKHUCIIOT — B [IbOMY pa3i IUKapOOHOBI KUCIIOTH, 110 YTBOPIOKOTHCS B
LTK, cTumyIor0Th Mpoliecu OIIKOBOTO CHHTE3Y

2) BKJIMBOIO PEAKITIE0 CHHTE3Y [IIFOKO3HU (2110KOHeo2eHe3Y) € yTBOpeHHS (pochoeHOI-
mipyBaTty 3 okcasnoarieraty Ta [ Td, To6To ochoeHomipyBaTkapOOKCHKIHA3HA PEaKIis
3a yMOB Ti1iepe0iry B HarpsiMKy, 3B0pPOTHOMY ISl PO3IISIHYTOTO BUILE aHATLIEPOTUYHOTO

TpoLIECY.
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Poznin 1II. METABOJII3M OCHOBHHUX KJIACIB
BIOMOJIEKVYJI

I'JTABA 11. METABOJII3M BYIUVIEBO/IB
I. AEPOBHE TA AHAEPOBHE OKUCJ/IEHHA ITTIOKO3U

[Ipocri ByreBou (MOHOCaXapH i — TITIOK03a, (PPYKTO03a, TAJIaKT03a, MaH03a) TTiCIIS
BCMOKTYBaHHS B KHIIIKOBOMY TPAKTi Ta IIPOHUKHEHHS BCEPEMHY KIITHH ITiUISTaloTh
MeTa0OIIYHUM TMEPETBOPCHHSM, SKi CTAHOBISATH MIATPYHTS 1X Oi0O€HEPreTHYHOT
¢ynkuii. besnocepenniii i HaitOibIMI BHECOK B yTBopeHHsI AT 371iiicHIOE OKUCITICHHS
TITFOKO3H JI0 KiHIIEBUX TIPOIYKTIB KaTabomi3My — JIOKCHITY BYTJIEITIO Ta Boau. Kpim Toro,
TeBHA KUTBKICTh BYIJIEBO/IIB, IO TIOCTIITHO HAJXOAATH B OPTaHi3M 3 MPOAYKTaMH Xap-
qyBaHHsI, (POPMYIOTh CHEPIeTUYHI JIETI0 METa0ONIYHOTO TTaJlBa y BUTIISI TIIKOTEHY
Ta HEUTpaIbHUX KUPIB.

11.1. IIJIAXHA BHYTPIINHBOKJIIITHHHOI'O KATABOJII3MY
MOHOCAXAPH/IIB

OCHOBHHMM MOHOCAXapHJIOM, III0 B pe3yibTaTi KaTaOOoNiYHUX PeaKiliil OKMCICHHS
JIO0 KiHIIEBUX MPOCTUX MPOIYKTIB YTBOPIOE HAOLTbITY KibKicTh AT®, € D-mimoko3a,
OCHOBHHM JDKEPEJIOM SKOI B OpraHi3Mi JIFOAWHM Ta TBAPHUH € KPOXMaJIb POCIHHHHX
MPOJIYKTIB XapuyBaHHs. [HIIII TPOCTI By IJICBOIH, 1110 HAJXOMSATH JI0 OPraHi3My B CKIIaIi
i (ppyKTO3a — SIK KOMIIOHEHT JMCcaxapHuly caxapo3H, rajakTo3a — SIK KOMIIOHECHT
JIAKTO3W TOIIO), MiAJSraloTh METAOOMIYHAM MEPETBOPEHHIM TEPEBAXKHO MICIs iX
TpaHcopmarii y pochopHi edipu IITIOKO3H.

OCHOBHI IJISIXM BHYTPIIIHbOKJIITUHHOIO KAaTA00/1i3My IVIIOKO3M:

— aepoOHe OKUC/IeHHs, B PE3yJIBTaTi SKOT0 ITFOK03a PO3MICTUTIOETHCS IO IBOOKHCY
BYTJICIIIO Ta BOJIH;

— STKOIMUYHUL WLTSIX PO3UenienHst (iKoNi3), B PE3YJIBTaT] SKOTO IITFOK03a YTBOPIOE
MIPOMIXKHI MPOAYKTH KaTaboJ1i3mMy (MipOBUHOTPAIHY 200 MOJIOUHY KHUCIIOTY).

I'mroko3a, sika BCMOKTY€ETBCSI B KPOB Y KIJIBKOCTI, IO TIEpEBHIIYE Oe3mocepe/Hi
CHEPreTHYHI MOTPeOu OpraHi3My, BIJKIAJAETHCS MPO 3arac y BUINISI DIIKOTEHY
(“TBApHMHHOTO KPOXMaITIO”’) 200 BUKOPHUCTOBYETHCS JJIsl CHHTE3Y TPHALMIITIIIEPOITiB
JKUPOBOI TKAHUHM.

BropunHi mIsXu nepeTBOpeHHs IIIOKO3M, IO MPHU3BOIATH 10 YTBOPCHHS
010JI0T1YHO BaXKJIMBUX META0OJITIB:

— nieHTo3o0(docharauii NuIAX (MIYHT) OKUCICHHS TIFOKO3H, B PE3YNbTaTi SIKOTO
YTBOPIOIOTHCS HEOOXiTHI JIJTs IHIIMX peakIiii MeTadbomizmy (ocdopHi edipr MoHOCAxXa-
puniB (IeHTo3, Tpio3 Tomo) Ta BigHOBIeHa (hopma HAID™ (HAJIDH);
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— MePETBOPEHHS IITIOKO3H Ha TIIFOKYPOHOBY KHCIIOTY;
— IEPETBOPEHHS IIIFOKO3U Ha aCKOPOIHOBY KHCJIOTY (METa0OMIYHIIN IIISAX (DYHKITIOHYE
JIMIIE B ISSIKUX BH/IB TBAPUHHUX OPraHi3MiB).

11.2. AEPOBHE OKHCJIEHHA ITIIOKO3H1

B ymoBax HOpMaJIbHOTO KIIITHHHOTO AMXaHHS aepOOHE OKHCIICHHS € TIePEBAKAIOUNM
JUTst OUTHIIIOCTI TKAaHWH TBAPHHHHUX OPTaHi3MiB 1 HAMOLIBII e(peKTHBHUM 3 TOYKH 30pYy
EHepPreTHYHOI IIHHOCTI IIJIIXOM METa00IIi3My TITIOKO3H.

AepoOHe OKHCIICHHS IITIOKO3H JI0 JBOOKKCY BYIJICIIO Ta BOAMW BIJNIOBiA€ TAKOMY
CyMapHOMY PiBHSHHIO:

CH,0,+60, —= 6CO,+6H0

CxkrtayiHmMiA GararoCcTyTeHeBHiA IPOIIeC aepOOHOTO OKUCTIEHHS IITFOKO3H MOUTSIETHCS Ha TaKi
eTarnu:

1. Po3wiennenus 2noko3u 00 RipoOGUHOZPAOHOT KUCTIOMU.
I[pomyKTOM IBOTO TKOTMUYHO20 emarny PO3LISTUICHHS TIIOKO3H € TTPYBAT, a TAKOX B
Mostekysu BijiHOBIeHOro HAJT" 1 iBi Monekymu AT®:

CH,0,+2HAl +2 Al0+2®, —= 2CH,0,+2HAJIH +2H +2 ATD

®depMeHTaTHBHI peaKIlii YTBOPEHHS 3 TIFOKO3H MpyBary (agpobHozo enikonizy) OymyTh
PO3DIISTHYTI HIDKYE. 3ayBaXKUMO, 1110 OKHCJICHHS B JIMXAJIBHOMY JIAHITFO31 MITOXOHIpIH
YTBOPIOBaHMX Ha [[bOMY eTarti ABox Mosekyl HAJIH cynpoBomKyeThCs reHepariiero 3a
paxyHOK OKHUCHOTO (pocoprutroBanHs ectu (2x3) monekyn ATD.

2. Oxucniosanshe 0eKapoOOKCUTIOBAHHA NIPOBUHOZPAOHOT KUCTIOMU.

VY pe3yIibTari hOro MPOLECy YTBOPIOETHCS aIICTUITKOCH3UM A — OCHOBHHH cyOcTpar
OKWCIICHHSI B ITMKJI TPHKApOOHOBUX KHUCIIOT — Ta BifHOBIEeHa opma HAJT™.

CyMapHe piBHSHHS OKUCITIOBAJIEHOTO JIEKApOOKCHITIOBAHHSI TTipyBaTy:

CH,~CO-COOH + HAJI' + KoA-SH =~ —== CH,~CO-KoA + HAJTH + H" + CO,

OKHCITFOBAJTBHE JICKAPOOKCHITFOBAHHSI ITPYBATY KATa3YEThCS NipPy6amoeciopoeeHasHUM
KOMIIeKcoM — MYIBTH(EPMEHTHOIO CHCTEMOIO, sIKa B KIIITHHAX €yKapioTiB MiCTUThCS B
MeMOpaHax MITOXOH/IPIiH, a y MPOKapioTiB — y muToruiasMi. J1o ckiay 1boro KOMITIeKCy
BXOZIATH TPU (PEPMEHTH, 110 KaTai3yroTh TPH TOCIIIOBHI CTa/Iil IEPETBOPEHHS MipyBaTy
Ha anetun-KoA: nipysamoeziopocenasa, oueioponinoinayemunmpancgepasa, ouciopo-
ninoindeziopozenasa Ta 1’ sTh KOQEPMEHTIB 1 MPOCTETUYHUX TPYIT: TiaMiHau(ocar
(THD), koenzum A (KoA), nminoesa kucnora (JIK), HAL", DA/,

Depmenmamueni cmadii ymeopenns auemun-KoA 3 nipysamy.

Crapnis I — karanisyerscs nipyeamoeciopozenasoro (E,), kodpepmentom sxoi € TID.
Ha it craii BitOyBaeThest B3aeMoytist mipyBary 3 C—2 Tia30/1bHOTO KUTbIIS MOJICKYIIH TIaMiHY;
B PE3YJIBTATI PEaKIlii yTBOPIOETHCS 3B sI3aHUI 13 PEPMEHTOM TiJIPOKCUSTUITLHU TIOX1THUN
tiamigudocdary:
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CH3 CH3 CH3
- C02
C=0 * H—TA®E)—=HO—C—TAPE|) —— HO—C—TAD(E,)

COOH COOH H

Cragia Il — xaramizyeTbcsi EHTPATbHUM (HEPMEHTOM KOMIUIEKCY Ou2iopo-
ninoinayemunmparcgepasoio (E,), ska NMepeHOCUTH TiIPOKCUETHIILHY TPYIY Bijl
TAD(E,) na mpocreTnuny rpymy (bepMeHTy E,, mo e OKHCJICHOIO (1).0pM(-)IO JITOEBOT
kucnorn (JIK); B pesynbrati peakuii yTBOpIO€ThCs aneTHaTioedip BiAHOBICHUX
JNOIMBHUX TPy pepmenty E,, 10 MICTUTh MaKpOEPTiYHUH 3B’ A30K:

CH, S 0
i
HO—C—TAD(E) + é>HK(E2)—> CHy—Cy +H —TAD(E,)
H SIK(E,y)
s~

Cranis Il — oucioponinoinayemunmparcghepaza IEpeHOCHTH allCTHITLHY TPYITY Bill
BiTHOBJICHOI JTIMIO€BOI KUCIIOTH HA KOCH3MM A
o O
I Il HS
CH;—C ~ S + KOA—SH —> CH;—C~S—KoA + _JIK(Ey)
_JIK(Ey) HS

Cranisn IV — oxucnenns BigHosnenoi gpopmu depmenty E, DAJl-3anexkHOI0
oueioponinoindeziopozenasoio (E,):

S S
SIK(Es) + DAJI(E3)—= | JIK(E;)+ ATH,(E;)
HS N
Crapist V — nepeHeceHHsl aTOMIB BOJIHIO Bijl BiiHOBIIeHOT DA J[-rpynu dueiopo-
ninoindeziopozenasu na HAJ1' 3 yrsopennsm HAJIH:

®AJTH,(E,) + HAJI' — QAJI(E,) + HAJIH + H*

Bignosnenuit HAJTH, 1110 yTBOPIOETHCSI B PE3yJIbTaTi OKHCIFOBAIILHOTO JACKapOOK-
CUJIIOBAaHHSI MipyBary, B a¢pOOHUX YMOBaX OKHCIIOETHCS B MITOXOHJPiaJIbHOMY
CJICKTPOHOTPAHCIIOPTHOMY JIaHIII031 3 TeHepali€eto mecty (2x3) monekyn ATO.

3. Oxucnenns auemun-KoA 00 08600Kucy gyzneyro ma 600u é YUK MpuUKapooHosux
Kucnom.

Luka TpukapOOHOBHUX KHUCIOT, (YHKIIOHAIBHO Ta 010XIMIYHO CHpSKEHUH 13
JIQHITFOTOM €JICKTPOHHOTO TPAHCIIOPTY B MEMOpaHax MITOXOH/IPIiH, 3aBepIirye acpoOHe
okucnenns mokosu 10 CO, ta H,O, renepyroun 12 monekynn AT® Ha KoxKHy MOJIEKYITY
areTmin-KoA, 10 po3MIerTioeThCsl.
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11.3. TJIIKOJI3: PEAKIIII, EHEPTETUKA, PEI YJIALIA

3arajgpHa XapaKkTepuCTHKA IIKOJI3Y

Puc. 11.1. Em6nen (Embden)
I'yeras (1874-1933),
HIMELLKHMIA 010Xi-
Mik. [Ipodecop Ta
3aBiTyBa4 Kadenpu
6ioximii, pexTop
yH-Ty y ®paHk-
¢ypri-Ha-MaiiHi.

=

Puc. 11.2. Meiieprod (Meyer-
hoff) Orro (1874
1951), HiMebKUI
oioximik. [Iparro-
BaB y HimeuunHi,
CILA. HoGeniBcbka

npewmis (1922).

Tixoniz (nusix EmMOnena-Meiieproga) — neHTpanbHAR
NUISIX KaTtaOomi3My IJTFOKO3H, CYKYIHICTh (pepMEeHTaTHBHUX
peaxiliii, B pe3ysIbTari IKUX [IOCTHBYTIIEIIEBa MOJICKYJIA IITFOKO3H
CH,,O, pO3LIETUTIOETCS 10 JIBOX TPUBYIIEIEBUX MOJIEKYII
MIPOBUHOIPAIAHOT @00 MOIOYHOT KUCIIOTH. [TTiKOII3 € HIIsiXoM
KaTa0oITi3My TIIFOKO3H, B SIKOMY KHCEHB He Oepe Oe3rnocepenHboi
y4acTi, poTe, 3a PaXyHOK HASBHOCTI B INTIKOJTi31 OKUCITIOBAIBHO-
BiJTHOBIIIOBAJIbHUX PEaKIii, Y pe3yiabTaTi TIIiKOTITHYHOTO
PO3IIEIIICHHS TITFOKO3H TeHEPYEThCs JBI MoieKymi ATO.

[ikoti3 € PI3HOBUIOM OpoOiHHS — OIOXIMIYHOTO TIPOLIECY, 32
PaxyHOK SIKOro 3a0e3MevyIoTh CBOIO MOTpedy B eHeprii y (opmi
AT 6inbIricTs iCHYIOUHX Ha 3eMITi aHaepOOHIX OpraHi3MiB a0
aepoOiB Mpu (QyHKIIOHYBaHHI B YMOBaxX HEIOCTaTHHOTO 3a-
0e3reueHHs] MOJIEKY/ISIpHAM KucHeM. [lommpennm Timom 6po-
JIHHS B aHaepoOiB € YTBOPEHHS 3 IITFOKO3W €THIIOBOTO CITHPTY —
MPOIIEC, IO KaTali3yeThesl (pepMEHTaMU APHKIKIB 1 IIHMPOKO
BUKOPUCTOBYETHCS /Il BAPOOHHUIITBA ANKOTOJIEHUX HAIOIB:

CH,0, — 2CHOH+2CO,

B opranizmi roniHN Ta TBAPUH PO3PI3HSIOTH:

— aepoOHHUI IIKOJII3, 1110 CYNPOBO/UKYETHCSI YTBOPEHHSIM 3
OJTHI€T MOJICKYITH TITFOKO3H JTBOX MOJIEKYJT ITIPOBHHOTPaHOT
KUCTIOTH (TTipyBary):

CH,O, — 2CH,O, (mpysar),

1276
AepoOHUH TIIIKOJI3 MOXKHA TAaKOXK PO3TISIIATH SIK
NPOMDKHHH (TTHKOIITHYHMI) eTan aepoOHOr0 OKHUCIICHHS
TIIFOKO3H JI0 KIHIIEBUX MPOIYKTIB — JIBOOKUCY BYTJICIIIO TA
BoaM (fmB. 1. 11.2);

— aHaepOOHMI IITIKOJII3, 1110 CYTPOBOLKYETHCS YTBOPEHHSIM 3
OJTHI€T MOJIEKYITH TIITFOKO3H IBOX MOJIEKYJI MOJIOYHOI KUCIIOTH
(;maxrary):

CH, O, — 2CH.O, (nakrar)

J171s1 GIIBIIOCT] TKAHHH JIFOIMHY Ta BUIIUX TBAPHH B YMOBaX

HOPMaJTbHOT YKUTTEISITHHOCTI XapaKTepHUIA aepOOHHH TITIKOITI3, TOOTO YTBOPEHHS 3 IITIOKO3H
MipyBary, sIKUK y MONATBIIOMY OKHUCITIOETBCS JI0 BYIJICKUCIIOTO ra3y i Boau. AHaepoOHHI
DIIKOMI3 Ma€ Miclle TIEPEBAKHO B M’sI3aX MPU IHTEHCUBHIN (i3WUHIl AisIIBHOCTI, TOOTO
MIPU BIJIHOCHIM KUCHEBI HEIOCTaTHOCTI, Ta B JICIKMX BHCOKOCIICIIATi30BAHUX KIIITHHAX
(30Kpema, B epUTPOIIUTAX, B SIKKX BiJICYTHI MITOXOH/IpiT) 00 3a IIEBHUX MATOJIOTTYHNX YMOB
(KJTITHY 3JIOSIKICHUX ITYXJIVH).




T'naBa 11. Mema6oaidm 6yznes00is 147

Peaxii rrikosizy mepe6iraroTh y IIUTO30I KIIITHHY 1 KaTalli3yloThCs (epMeHTaMHU,
10 JIOKAJTII30BaHi B IIbOMY KOMITAPTMEHTI.

Buninstors 1Bi cTaii mIikomizy:

1. Po3miensieHHst MONEKYJTH TITFOKO3H JI0 IBOX MOIEKYI hochoTpios (Trimepatbaeris-
3-bocdary Ta miokcianerondocdary). Ls cranis Briroyae B cede MOCITIIOBHICTD
peakiii, siKi moTpedyroTh BUTpaTu JBoX Mojiekya ATP Ha koxKHY MOJIEKyIy TIIOKO3H,
IO PO3LICTUTIOETHCSI.

2. [lepeTBopeHHs! ABOX MOJICKYJ ochoTpio3 Ha JABI MOJIEKYJIH HipyBaty (a0o jak-
tary). Lls cranis Bkitouae B cebe OKUCIIOBaIbHO-BITHOBIIOBAJIbHI peakiii (“rimikomi-
TUYHA OKCUJIOPEAYKIIis ), SIKI CYITPOBO/KYIOThCS TeHEPAIli€l0 YOTHPhOoX Momeky1 ATP.

TakuM 4uHOM, y pe3yJbTaTi pO3IIETUICHHS O/IHI€T MOJIEKYIIN TIIFOKO3U B PEAKIIIsIX
aepoOHOT0 a00 aHaepoOHOTO TITiKOMIZYy cymMapHwmii Buxiq ATP ckinanae aBi Monexyiy,
1110 MOYKHA TTOAATH TaKUM PiBHSIHHSM:

D-rmrokoza +2 AI® +2 @, — 2 nipysar(nakrar) +2 AT®

®epMeHTATHBHI peakuii NIKOoJI3y

Peaxii aepoOHOTO Ta aHaepOOHOTO ITIKOJII3Y MOBHICTIO CITIBIAJAl0Th HA TIEPIIiii
cTajii pO3IICIUICHHS TIIIOKO3H 1 PO3PI3HSIOTHCS JIMIIIE MMiCHIsl yTBOPEHHS MTIPyBaTy, SIKU
JUTSE aepOOHOT0 TIIKOJTI3Y € KIHIIEBUM ITPOTYKTOM, a JIJIsl aHaepOOHOTO — METa0O0JIiITOM,
SIKMU BIJTHOBITIOETHCS 10 JiakTary. KpiM Toro, anaepoOHHI Ta aepOOHUH THITH TIIIKOJTI3Y
PO3PI3HSIOTHCS 32 METaboIuHOIO0 YacTKoo BigHosiaeHoro HA T (HA /IH), 1o ytBopto-
€ThCS Ha eTarll DTKOJIITHYHOI OKCUIOPEAYKIIIT.

Depmenmamueni peakuii aepoono2o nikonizy:
1. AKTHBAITist MOJIEKYJIM TITFOKO3H IIISIXOM ii (hocoprmroBanHst 110 (hocdopHoro edipy —
nmok030-6-pocdary. Ixepenom docdary B peaxitii € monexymna ATD:

o-D-mmokoza + AT®  — [mmoko30-6-docdar + AJID

OH
CH,— CH,—0 P (0]
+ ATO — + AJlD
OH
o-D-rimoxosa D-I'mroko30-6-docdar

Lzt peakitist kKataizyeThbest (PEPMEHTOM 2eKCOKIHA30H0, IO HAWOLTBII AKTUBHA B M SI30BIH
TKaHWHI. Y KJIITHHAX TIEYIHKK B YTBOPEHHI IIFOK030-6-(hocdary 3 BUIbHOI MOJIEKYITH
DIIOKO3HM 3HAYHY POJIb Bifirpae TakoX (EpMeHT enrokokinaza. I'ekcokiHasa 3maTHa
(docdopmmoBaty pi3Hi rekcosn. [MokokiHaza cnenudivyHa A TIIFOKO3U, TpoTe il
AKTHBHICTB MPOSIBIIIETHCS JIUIIIE TP KOHLEHTPALISIX IFOKO3H B KPOBI, 1110 TIEPEBHIITYIOTh
¢izionoriyHmiA piBeHb ITiKeMii (aTiMEeHTapHa TieprilikeMis, IyKpOBHH fiadeT).
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2. [leperBopennst (i3oMepu3altist) TIOK030-6-pocdary y hpykrozo-6-pocdar:

D-nmoko30-6-docdar

D-¢pykro30-6-docdar

/OH
CH,—O—P=
2 X 0o
0 OH
H

H H

OH H
HO OH

H OH OH H
D-nmoko30-6-¢ocdar D-tpyxro30-6-hocdar

Peaxitist karamnizyeTrbes pepMeHTOM (hocghozcekcoizomepasoro i € 3BOPOTHOIO, TOOTO
JIeTKo Tiepebirae B 000X HanpsIMKax 3aJIeyKHO BiJl IIepeBaKHOT KOHIIEHTpaIlii cyocTpary
(mroK030-6-hocdary ado hpykT030-6-thocdary, BinmosimgHO). Y DizionoridHnx ymoBax
PIBHOBary peaxiiii 3CyHyTO IPaBopyd y 3B’5I3KY 3 BUKOPUCTaHHSIM (PpyKT030-6-hocdary
B TIOAAJIBIIINX PEAKIIISAX TITIKOII3Y.

3. docdopumoBanHs PpykTo30-6-pocdary 3 yrBopeHHsIM HpyKT030-1,6-11doc-
¢ary. Jxepenom docdary, sik 1 B 1-if peakiiii miikosizy, € Mmojekyna ATO.

D-¢pyxro30-6-hocdar + ATD — D-dpykro30-1,6-1udocdar + AJID

/OH OH
CHZ—O—P<;O —0— P O
OH LOH
0 CH,—OH CH,—O0— P (0]
q HO + ATO —— OH +AlD
H OH
OH H
D-dpyxrozo-6-pochar D- <bpyKT03o 1,6—;[Hd)octbaT

depMeHTOM, IO KaTali3ye IF0 PEaKIlito, € (ochodpykmoxinaza, ska HaJCKUTh
JIO PETYJIATOPHUX (PEPMEHTIB IIIKOJII3Y 3 aJOCTCPUYHUM MEXaHI3MOM PEryJIsiiii.

4. Posmieruienns ¢ppykro30-1,6-audocdary Ha 18I MoaeKyn GochOoTpios HIIIXOM
po3puBy koBajeHTHOro —C—C— 3B’s13Ky Mixk 3-M Ta 4-M aTOMaMH BYIJVICLIFO B IIECTH-
BYIJICIIEBOMY JIAHITI031 PpyKTO30-1,6-1udocdary.

Peaxiiis karamnizyerbes GpepMeHTOM @pyrkmoso-1,6-ougochamanvoonazoio (ans-
donazor). Y pe3ynbTari aubA0JIa3HOT peakilil yTBOPIOKTHCS JioKcianeToHpochar
(JIOA®D) Tta mninepansaeria-3-gocdar (I'-3-D):

D-¢ppykro3o-1,6-mudpocpar ~ ——=

— jmiokcianetTondocdar + rinepanbaeria-3-gocdar
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OH OH H
CH —O—P/_O — - C/
OH / OH

Cc=0 + |
) OH CH,—0—P=0
H v OH CH,—OH OH
OH \ H
D-dpykrozo-1,6-mudocdar niokciarieToHpocdar mrinepaibaeria-3-gocdar

5. BzaemoneperBoperHst Box ¢ochorpio3 (JJOAD ta ['-3-D), mo karamizyerbes
(bepmeHTOM mpiosopocamizomepazoro:

niokcianeroHgocdar mrinepanserin-3-pocdar
/OH p H
CH,—0—R=0 c
OH | ~O
C=0 H$— OH OH
| /
OH
niokcianerordocdar nrinepaibaeria-3-gocdar

Ockinpku 3a (i3ioNoriyHuX yMOB piBHOBArY JTaHOI PEakIiii 3CyHYTO MPaBoOpyd y
3B’S13KY 3 BUKOPHCTAHHSM Yy TOJANBIINX PEaKIlisX KO3y caMe Tiiiepaibaeria-3-
docdary, cyMapHUM pe3yabTaTOM 3a3HAYEHUX I1°SITH PeaKiliil pO3IICTUICHHS TITFOKO3H
€ TIEPETBOPEHHS OJIHI€T MOJIEKYJTH TIIOKO3U Ha J1Bi Mosekynu ['-3-D:

D-rmokoza  ——* 2 mon. [-3-@

6. OxucrieHns ninepaibieria-3-hocedary 1o 3-pocdonrinepuroBoi kuciotu (3-OI'K).
Le#t mporiec (TKOTITHYHA OKCHIOPETYKILif ) CKITaa€ThCs 3 IBOX €TAIliB, 1110 KaTali-
3YIOTBCSI OKpEMUMH (DepMEHTaMH:

6.1. Okucnenns mminepaibaeria-3-gocdary o 1,3-audocdorminepary (1,3-mu-
¢docdormineprnoBoi kucmotd — 1,3-mudI'K).

Peaxkiiisi karami3zyeTbess PEPMEHTOM eniyepanvoeio-3-ghocamoeziopoeenasoro,
ko(epmenToM sikoro € HAJT', 1o akiienTye BiJHOBIIOBaIbHI €KBIBAJIICHTH (€JIEKTPOHN)
Bij anberinHoi rpynu [-3-D. ¥V peaxii Oepe Takox y4acTh HeopraHiqvHui ocdar:

[minepanmbaeria-3-gpocdar + HAJL" + @, — 1,3-mpocdorminepar + HAJIH + H*

H OH
- 0. 0~P<0
=0 C AN
| | OH
HC_OH OH + HAI[+ + H3PO4 —_— HC|—OH OH + HAHH + H+
CHZ—O—P<:O CHZ—O—P<:O
OH OH

Iminepansaeria-3-gocdar 1,3-mudocdorminepar
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1,3-mu®I'K, mo yrBopmiacs, € MmimmanuM aHriapunoM (ocdopHoi Ta 3-pocdo-
DTIEPUHOBOI KUCTOT (anmindocdar) i MICTUTh y CBOEMY CKIIJl MaKpOepTidHui oc-
¢aruuii 38’5130k, T00TO 1,3-111DI'K — 118 CIIoMTyKa 3 BUCOKMM TIOTEHITIaJI0M TIEPEHOCY
¢docdarnoi rpynu (quB. masy §).

JpyruM nmpoayKToM riinepaibaeria-3-gocdarneriaporenasnoi peaknii € HAJIH
(“rmikomitnunnii HAJIH”), sxuii B aepoOHMX yMOBax Iepenae CBOi BiAHOBIIOBAJIbHI
€KBiBaJICHTH Ha BHYTpimHbOMIiTOXOHpianbanid HAJ[" Ta, mocmimoBHO, Ha MiTO-
XOHZpiaJbHUH JIAHIIOT €JIEKTPOHHOTO TPAHCIIOPTY, TEHEPYIOUH IIPH LIbOMY B Pe3yJIbTaTi
OKHUCHOTO (hochoprmtoBaHH TpH MojeKkynu ATO.

6.2. IleperBopenns 1,3-nudocdonminepary Ha 3-pocdorrinepar (3-pocdormi-
neprHoBy kuciory — 3-OI'K).

L5 peakitisi CynpoBOIKYETHCS MEPEHECEHHIM Makpoepridnoi ¢ocdarnoi rpynu
Bix 1,3-mu®I'K Ha AJ[D 3 yrBopeHHs M Monekymn AT® i karamizyeTbes pepMeHTOM
docgoaeniyepamkinazoro:

1,3-mudoctorminepar + AI® —»— 3-¢pocdorminepar + ATD

OH
O, O~ éo O\\ POH
N/ AN C
(|: OH |
A — + ATO
HC—OH M HC—OH ..
| _OH | /
OH OH
1,3-mdocdorminepar 3-¢ocdorminepar

7. lleperBopenns 3-pocdorminepary Ha 2-pocdorminepar (2-hochorminepruHoBy
kuciory — 2-OI'K).
Peaxiiist karamizyeTbcst hepMEHTOM (hocghocniyepomymasoro:
3-pocdorrinepar =—== 2-Pocdomiinepar

O, OH
\\C Y O\\ /OH
HC—OH OH H(E—O—P\:Og
CHZ_O_P\:O CH,—OH
OH
3-docorminepar 2-pocdorminepar

8. derinparais 2-docdorminepary 3 yrBopeHHsM (ochoeronmipysary (DEIT).
Peaxirist karamizyeTbest GEpMEHTOM eHOA3010.
2-pocgorminepar  ——=— Pochoenonmipysar + H,O

O\\C _OH on H,0 O\\C JOH

e al /" / [ /OH

HC—0—-P=0 C-0~P=0
. -~ OH 1 o
CH,—OH, CH,

2-pocdorminepar tdochoenonmipysar
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L5 peaxtisi € ApyTOIO B XOMI1 INTIKOJIi3Y, B PE3YJIBTATI KO FeHEPY€EThCSI MAKPOEPTTUHHUIMA
3B’s130K (B Mosexyini DEIT).

9. YTBOpenHs 3 hocdoeHonmipysary mipysary.

Peaktist karamizyeTbest PePMEHTOM nipy8amKina3010 1 CyIPOBOKYETHCS ITEpPEHe-
CeHHSIM Makpoepriunoi ¢pocharnoi rpynu Big monexynn OEIT na AJ1D:

(hochoenommipysar + AJI® — mipysar + ATO

O, OH
O\\ /OH W O\\ /OH
¢ ? ?
ﬁ—O ~P\:O + Ald — ﬁ—OH C=0 +AID
|
CH 2 OH CH 2 CH 3
docdoeHommmipyBar [lipyBar (eHONBHA Ta KETO-POPMNU)

[lipyBarkiHa3Ha peakilisi € 3aKIIOYHOIO JIJIsl aepOOHOTO TTiKoMi3y. B ii pesynbrari
YTBOPIOIOTHCS JIBI MOJIEKYJIH ITipyBaty Ta ABi MosieKyin AT®D (Ha KO>KHY MOJIEKYITy IO~
KO3H, sIKa CTa€ Ha IUISAX TKOJITHYHOTO PO3MIeTieHHs ). [lipysamxinasa, SK i ghocgho-
@pyxkmoxinaza, € perylaTOpHAM (DepPMEHTOM, Ha PiBHI SKOTO 3/TiHCHIOETHCS PETYIIAIISA
TITIKOJTI3Y.

DepmenmamugHi peakuii anaepoono2o 2niKonizy

Sx cBiuaTh 3a3HavYeHI BHIIE peakilii, B apOOHUX YMOBaX KiHIIEBHM MPOIAYKTOM
IIIKOMI3y B TBapMHHMX TKaHMHAX € mipysar; npu npomy HAJIH, mo yrBopuBCs B
pe3ynbTaTi OKUCIEHHS TiIepanbaeria-3-hocdary, peOKUCIIOETECS B MITOXOHIIPISIX
3a PaxyHOK MOJIEKYJIIPHOTO KHCHIO. 3a YMOB aHaepOoOHOro IIIKOJi3y (HampuKiaz, B
IHTEHCHBHO MPAITIOFOYHX CKEJIETHIX M’ s13aX 200 B MOJIOUHOKHCITUX OaKTEePisX ) TIIKOIMTi-
trnuanii HAJIH He Bimmae cBoi BiTHOBJIIOBANIbHI €KBIBAJICHTU B JIUXAJIbHUH JIAHIIOT
MITOXOH[pil, a BUKOPUCTOBY€THCS JUIs BiIHOBJIEHHS HipyBary 10 L-makrary:

mipysar + HAJIH + H* — L-maxrar + HAJ[*
COOH COOH

C=0 +HAJH+ H —= HC—OH +HAJI

CH; CH;
[ipysar L-nakrar

Peaxtiist karamizyeTbest hepMEHTOM 1aKmamoe2iopo2eHasoro, Ika iCHye Y BUIIISI 1T SITH
pisanx i3odepmentrux popm (JIAT,—JIIL), 1m0 BifpisHSIOTECS 32 CBOIMM KIHETHIHMMH
BractuBocTavu (K, V. cTyrieHem anocTepuyHOro iHridipyBaHHs IMpyBaToM).

3araibHy MOCIITOBHICTh (PepMEHTATHBHUX PEAKIIii ITKOIMI3y MmojaHo Ha puc. 11.3.

Takum arHOM, (hepMEHTATHBHI peakilii aHaepOoOHOTO TIIKOMI3y Maiike TTOBHICTO CITiB-
TIaJIAf0Th 13 PEAKITSIMHI aepOOHOTO TITIKOITI3Y, BiIPI3HSIOUHCH JIITIE Ha eTalli, 110 BiZI0yBa€ThCs
TTiCIIS YTBOPEHHSI MipyBaTy: P aepoOHOMY TITIKOITI3i MTIpyBar € CyOCTPaToM ITepeTBOPEHHS
Ha alleTIIKOCH3MM A Ta MOJAIBIION0 OKUCIICHHS (MB: Aepobhe OKUCIeHHs. 2TII0KO3U), &
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I'moko3a

r—-
LATD
v ANl

r-6-o

2 mon. I'-3-®
2 AJl® 2 HAJT" ﬁ

A,

2 moi. 3-®I'K

2 mon. 2-OI'K

2 mon. ©EI
2 ANID :)
2 AT®
2 monn. [lipyBar

=

2 moi. Jlakrar

Puc. 11.3. Mera6osiyna KapTa [IiKoJi3y.

—_——— —— — — ——-———

npu aHaepoOHOMY TIIKOJNi3i MipyBaT
BIJTHOBJTFOETHCS 10 JTakTary 3a paxyHok HAJIH,
[0 YTBOPHUBCS B PEaKIisIX TIIKOIITUYHOT
OKCHIOpEeyKIii. IHaKIe KayKydw, Mmicist yTBO-
PEHHSI MipyBaTy TOAAJIbIIE HOro MePeTBOPSHHS
MOKE BIJIOYBATHCS 3a OITHUM 13 JIBOX aJIbTep-
HATUBHMX IIUISXIB, 10 3aJISKAaTh BiJ] CTaHY
OKHCITIOBAJTLHO-BITHOBITIOBATLHHX IPOLIECIB Y
TICBHIM TKAaHWHI:

— 6 aepodHux ymoeax BiOyBa€ThCS OKHCHE
JICKapOOKCHITIOBAHHSI TipyBaTy JI0aleTu-KoA,
AKUA y ofabIIoMy oKuCIHoeThes 10 CO, Ta
H,O B muxm Kpebcea; HAJIH, 1m0 yTBOpHBCS
MpU OKHCJICHHI Tinepabieria-3-gocdary,
Biac CBOI BIAHOBIIOBA/LHI €KBIBAJIEHTH HA
JIXaJIbHUN JTAHIIFOT MITOXOH/IIK Yepes3 creli-
aJIbHI YOBHUKOBI MEXAHI3MU;

— 8 aHaepoOHUXYM06ax (A0O B yMOBAX TITOKCIT)
peokucienns niikoitiaroro HAJIH BinOysa-
€ThCS 32 PAXYHOK JIii JIAKTAT/ICTIIPOreHa3H, sKa
BiJTHOBJIIOE TpyBar JI0 JIAKTaTy; Teis JTaKTaT-
JIET1/IpOreHAa3HO] peaKilii B TaHOMY HalpSIMKY
renepye HAJL', 1110 3HOBY BUKOPHUCTOBYETHCS
JUTsl OKUCJICHHS DTinepanberia-3-gocdary i
MOJIAJIBIIIOTO HAKOITMYEHHS JIAKTaTy SIK TPO-
JIYKTy aHaepoOHOTo DTiKoITi3y. Taka mociios-

I'mroxo3a
I-3-®@
2 HAJ1"
7N ouan
, 2HAJIH, (/| (mitoxomuzpii)
1,3-mu®dI'K

HICTh peaKIlii HaHOUIbIII XapaKTepHa JIs
THTCHCUBHO MPAIIOIOYHX CKEJIETHIX M’ SI31B;
KpIM CKEJIeTHHX M’S3iB Ta €pPUTPOLIUTIB,
KJIITHHH JISSIKUX 1HIIMX OpPTaHiB Ta TKAHHH
(TOIIOBHOTO MO3KY, HLTYHKOBO-KHIIIKOBOTO
TPaKTY, MO3KOBOTO II1apy HUPOK, CITKIBKH Ta
HIKipH) YacTKOBO 3aJ0BOJILHSIIOTH CBOT
EHepreTUyHI MoTpeOr 3a paxyHOK aHAePOO-
HOTO IITKOJTi3Y, YTBOPIOFOYH MOJIOUHY KHCTIOTY.
B3aemoBigHOIIEHHSI MiXK aepoOHUM
OKHCJIEHHSIM IJIIOKO3H, 2ePOOHIM Ta aHae-
poOHUM LTiKoi30M TToaHo Ha puc. 11.4.

o

Mipysar —'—)» Jlaxkrar

Anernn-KoA

€O, H,0
Puc. 11.4. B3aemoBigHOIIEHHS Mi2K 2aepOOHUM OKHC-

JICHHSIM IUTIOKO3H, aepOGHUM Ta aHae-
POOHUM LTiKOJTI30M.
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YoBuukoi mexanizmu okucjiednnss HAJITH

MembOpanu MiToxonapiit HenporukHi st HAJTH, Tomy rmikonitnuanit HAJTH, o
YTBOPIOETHCS B IIUTO30JTi, He MOXe Oe3mnocepenHpo okucmosarucst HA JIH-neriapo-
reHa300 MITOXOHIPIaNbHOTO €JIeKTPOHOTPAHCIIOPTHOTO JaHIora. /st oKucieHHs
ruro3ossHOro HAJIH icHYI0Th YOBHHKOBI CHCTEMH, 110 TPAHCHIOPTYIOTH BiJHOBIIIO-
BaJIbHI €KBIBAJICHTH BIJI I1I€1 CIIOJIYKH JIO MITOXOH/IPiH HEpsiMUM ILIsIXOM. CyTHICTb
IIUX [IPOLIECIB MOJISITae B TOMY, o riikoniTnaanid HAJIH y uTo30:1i BiTHOBIIOE TIEBHUI
MeTa0OJIIT, IKMiA 3TaTHAN TPOHUKATH Yepe3 BHYTPIIIHIO MITOXOH/pialbHy MeMOpaHy
B MaTPUKC MITOXOHJPIH, /1€ BiH OKHUCIIOETHCS, BiAHOBIIOIOYN BHYTPIITHHOMITO-
xoHzpiansauit HA/JL', 1 3HOBY OBEPTAETHCS A0 LIUTO30IIO.

TpaHCIOPT NUTO30JBHOTO (TIIKOIITHYHOTO) BOAHIO B MITOXOHJIPIi 3IHCHIOETCS
Manam-acnapmamuoio Ta 21iyepopoceamnor Y06HUKOBUMU CUCTNEMAMU.

Manam-acnapmammna 406HuKo6a cucmema — CyTHICTb 11 IIOJISITAE y BiTHOBIICHHI
3a paxyHok BojHio cucremu (HAJIH" + H) okcanoarierary o Manary (LUTO30JbHA
peaxiiisl) 3 TONANBIINM TPAHCIIOPTOM MajiaTy BCEpeAWHY MIiTOXOHJpIi 1 MOBTOPHUM
HOTO OKMCIIEHHSIM J0 OKcaioarnerary 3 BigHoBimeHHsM HAJ[" (MiToxoHapiampHa
peaxiis); 3SBOPOTHUH TPAHCIIOPT OKCAJTI0ALETATy B LIUTO301b 31HCHIOETHCS Micis HOro
MEPETBOPEHHS JI0 acrapTaTy (3BOPOTHA peakxilis TpaHcaMiHyBaHHs ) — puc. 11.5.

Membpana
MITOXOH/IPii

IuTo301H Marpuke
MITOXOH/IPii
Manar @ Manar
HAIL Ol-KEeTONITy TapaT <—/T\ ~———Ql-KeTorTyTapaT HAAL
E v 2
HAJH ! Acnapm,\ N /-Acr[apTaT | HAIH
T \
Oxkcanoarnerar [nyramar /v I'myramar Oxkcanoarierar

Puc. 11.5. Manar-acnapTaTHUii IIyHT TPAHCIOPTY BilHOBJIIOBAJIbLHUX €KBiBAJICHTIB INIIKOJIITHYHOTO
HAJTH"* & mitoxonapii. £,, E, — mimoxondpianeruii ma yumonaazvamuunuii izopepywernmu
manamoeziopocenazu; T — mpanciokasu MimoxoHOPianbHux Memopan.

Iniyepogpochamua uoenukosa cucmema (PyHKITIOHYE TIITXOM BiTHOBJICHHS (32

PaxyHOK DITKOJITHYIHOTO BOJTHIO) JliokcianieToHhocdary o rinepon-3-docdary (rwro-

30JILHU MIPOIIEC), TPAHCIIOPTY DIinepos-3-hocdary BceperHy MITOXOH/IPIT Ta Horo

OKUCJICHHS B JIUXaJILHOMY JIaHIII031 JIO JioKcianeToHpocdary, skuii 3HOBY TOBEpTa-

€TBCS B IIUTO30JTb.

Perynsuisa rikodizy

Perymnsimist mmikomizy 341CHIOETHCS 32 paXyHOK BIUTUBY HEraTHBHHX Ta TIO3UTHBHHUX
MoayJsITopiB (iHriOITOPIB, aKTHBATOPIB) HA KATaNITUYHY aKTHBHICTH PETYISTOPHUX
(hepMeHTiB, 10 KaTalli3yI0Th HE3BOPOTHI peaKIlii MIiKOMmi3y:
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— 2eKkcoKinazu — U (PepPMEHTY M’ sI31B AIOCTEPUIHIM IHTI0ITOPOM € TIPOITYKT peak-
i1 ITF0K030-6-(hocdar;

— gocghogppyxmoxinasu — iHTIOITOpAMHU € METaOOIIT TPUKAPOOHOBOTO IHKITY
utpar ra AT®; akruBatopamu — cyocTpar ¢pepmenty Gppykro30-6-pocdar ra AMD;
BUCOKa IHTEHCHBHICTh OKHCITIOBAJIBLHHUX MPOLECIB, IO XapaKTEPHU3y€EThCsSI HAKOIH-
yeHHAM y kiiTrHI cyoctpatiB LITK ta AT®, cripusie 3a paxyHOK JTaHOTO MEXaHi3My
30epEeIKSHHIO M1y DITHOK03H; HOCPODPYKTOKIHA3A € UUBUOKICTb-TIMINTYIOUOH0 PEAKIIIEI0
TITIKOII3Y;

— nipysamkinazu — QpepMeHT iHrioyerscst ATD, a Takok cyOcTparaMu UKITY JIH-
MOHHOI KHCJIOTH — aneTwi-KoA Ta KUPpHUMH KHCIIOTaMH, IO 3a0e3Iedye raib-
MyBaHHS TJIIKONI3y B YMOBaxX BHCOKOI IHTEHCHBHOCTI OKHCIIOBAJIBHHUX MPOIIECIB;
TNeyiHKoBa 130(hopMa MipyBaTKiHA3M PErYIHOETHCS 3a JIOTIOMOTOK KOBAJICHTHOI MOJIH-
¢ikamii — nAM®-3anexnoro dochopmroBanHs (nedochoprnroBana hopma ax-
TUBHA, (ochopuiiboBaHa — HEaKTUBHA); KpiM TOTO, MipyBaTKiHA3a TEMaTOIMTIB €
IHIYKOBaHUM (hPePMEHTOM, CHHTE3 SIKOTO CTUMYJTIOETHCSI B yMOBAX i JBUIICHOTO HA/IXO-
JOKEHHS 3 KEIO BYTVICBOJIIB Ta 3pOCTAHHS PIBHS IHCYITIHY.

lanbMyBaHHS peakiii TIIKOMIIZY 3a PaXyHOK MPUTHIYEHHS B yMOBaX aKTHBHOTO
KIIITHHHOTO JIMXaHHS KaTaTiTUIHUX aKTHBHOCTEH (hochodpykTokiHa3m Ta mipyBar-
KiHA31 € MOJIEKYJISIPHOIO OCHOBOO epexmy Ilacmepa.

11.4. EHEPTETUKA TIUVIIKOJII3Y M AEPOBHOTO
OKHUCJ/IEHHA INTIOKO3U

Enepreruka miikoiisy

BpaxoByroun aBi Monexynu AT®, 1110 BUKOPHCTOBYIOThCSI Ha TIEpIIii cTaii mii-
KoJIi3y (TexcokiHazHa Ta pochodpyKTOKiHa3HA peakilii), Ta 4oTHpH Moekyan ATO,
10 YTBOPIOIOTHCS Ha JpyTiH cramii (hocdormineparkiHazHa Ta mpyBaTKiHa3zHa pe-
aKIIil), CyMapHH# MPOLEC aepoOHO20 Ma aHAepOOHO20 TIKOII3Y MOXKHA MOJIATH TAKUM
PIBHSHHSM:

CH,O,+2A®+2®, —= 2CH0,(CHO, +2ATD

YTBOpeHHS B peakmifax Tiikoiizy mMonekyn AT® 3a paxyHOK Oe3rocepeHbOro
nepeHeceHHs: Makpoepriuaux (ocharaux rpyn Big 1,3-mudI'K Ta OEIl na AJID
OTpUMAJIO Ha3By cybocmpamnozo gocopuniosanis (“GochopuntoBanHs Ha piBHI
cyocrpary”).

Eneprernka aepo0HOro OKHCJIEeHHS ITIOKO3H

g migpaxyHKy 3aranbHoOi KimbKocTi Mosekyin AT®D, 1mo reHepyoThes 3a yMOB
MTOBHOT'O OKHMCJIEHHS TIIIOKO3H JI0 IBOOKHCY BYTJIEIIO Ta BOJIM, BPaXOBYIOTh!

— KinbKicTh MoJiekya AT®, siki yTBOpMIMCH Ha eTari aepoOHOTo IIiKoizy (2 Mo-
nexymu ATO);
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— KiTbKicTh MoMeKyst AT®, siki yTBOPHITUCH 32 paXyHOK OKHCIICHHS B MITOXOHJIPIsSIX
nBoxX Monekyr rimikomitnaroro HAJIH (2x3 = 6 monexkyn AT®);

— KUTBKICTh MosTeKys 1 AT®, ski yTBOPHITHUCH Ha €Tarti OKICHOTO JIEKapOOKCHITFOBAHHS
JIBOX MOJICKYJI ITIpyBaTy 3a paxyHOK OKHCIIeHHs B MiToxonapisix HA/TH, yrBopeHoro B
mipyBarAerigporeHasHiit peaxii (2x3 = 6 monekyn ATD);

— KinpKicTh MoJekynl AT®, ski yTBOPHINCH 32 PaXyYHOK OKHCIICHHS B ITHKJI1
TPUKapOOHOBUX KHUCIIOT JBOX MOJeKyl aneTui-KoA (2x12 = 24 monexymu AT®).

CymapHe piBHSHHS aepOOHOTO OKHCIIEHHS TITFOKO3H, 110 BpaxoBye ATD, renepo-
BaHy Ipu cyOcTpaTHOMY (hOoCOPHITIOBaHHI Ha TINIKOJITHYHOMY €Talli Ta 332 PaxyHOK
OKHUCHOTO (hOChOPIITIOBAHHS B MITOXOH/IPISX, TaKe:

CH,0,+60,+38Ald+38D,  —= 6CO,+6H,0+38 ATD

VY 3B’s13Ky 31 3HAYHO OLTBIIOI0 €HEPTETHYHOIO e(PEKTUBHICTIO aePOOHOTO OKHCIICHHS
TITFOKO3H, TIOPIBHSHO 3 TJIIKOJII30M, OCTaHHIHN MPOIIeC pO3MIAAAETHCS SIK €BOJIOIIITHO
OUTBII TIpaJlaBHIM MUIAX KaraOoii3My TITIOKO3H, IO MaB IMEpPIIOpsIHE 3HAYCHHS B
yMOBax BiJICYTHOCTI B MIepBiCHil 3eMHili arMocdepi KHCHIO.
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I'NTABA 12. METABOJII3M BYIUVIEBOAIB

II. AVIBTEPHATHUBHI IIJIAXU OBMIHY
MOHOCAXAPUAIB. PEI'VJisAIIA OBMIHY IUVIIOKO3HU

12.1. IEHTO30®OCPATHUN MIJISIX METABOJI3MY
ITIOKO3H1

InikomiTnyami nUISx okucieHHs Toko3u renepye HAJIH ta AT® sk mxepena
eHeprii Al eHAEPTOHIYHUX MPOIECiB y OI0JOTriYHMX cucTeMax. Pa3om 3 THM, icHye
aJIBTEPHATUBHUI MEXaHi13M METa00Ii3My DIIFOKO3U — nenmozogochamuuil (pocgho-
2NHOKOHAMHUIL) WX, B PE3yNbTari (YHKIIOHYBAHHS SKOTO YTBOPIOETHCS THIUI THTT
MeTa0oIIuHOI eHeprii, a came — BijHOBNIeHUN HAJID* (HA JIOH), 110 B nogasnbiomy
BUKOPHCTOBYETBCS Y PI3HUX PEAKIIISX BiTHOBIFOBAILHOTO 010CHHTE3Y, 30KpeMa CHHTE3Y
minigie. Kpim renepanii HAJI®H, nenTozodocdaThuii nmuisgx € mocradalbHUKOM
MIEHTO3, HEOOXITHUX JJIsl CHHTE3y 0ararb0oX Ba)IJIMBUX 010MOJICKYIL.

3arajbHa XapakTepHCTHKA NeHT030¢ocGaTHOrO MISIXY

Peaxii Ta ¢hepmenTn nenrozopocharnoro nuraxy (I1DIII) okuciaeHHs TITIOKO3H
JIOKAJTI30BaHi B [IATO30J11 KIIITHH.
CymapHe piBHSHHS IIPOIIECY Ma€ BHUIIS:

6 mok030-6-ocdar + 12 HAI®" + 7 H,0 —= 5 mroko30-6-pocdar +
+ 12 HAA®H + 6 CO, + @,

Sk BUTUIMBAE 3 piBHSAHHS peakilii, B pe3ynbrari peakuiit [IDII omHa (3 mectn)
MOJIEKYJIa ITF0K030-0-(pocdary TOBHICTIO OKHCITIOETHCS 3 BUBLTEHEHHSM JTIOKCHTY BYT-
JIETFO Ta aKyMYJISIIEI0 BiTHOBITIOBABHUX €KBIBAJICHTIB ([IBAHAIIISITA aTOMIB BOHIO)
y Bursini HAJIOH.

3aransHU TPoIIec CKIAAAEThCs 13 IBOX CTaIiM:

I crapin — oxucmosanvra, B X0Ai SKOT aKTUBOBaHA MOJICKYJIA TIIFOKO3H (IIICThH
MOJIEKYIT TIIFOK030-6-pocdary) AeriapyeTbes Ta JeKapOOKCHITIOETECS 3 YTBOPEHHSIM
(hochoprITbOBaHOI IEHTO3M — pubdY030-5-hocghamy (MIICTH MOJIEKYN); HA BiAMIHY
BiJ] IJTIKOITi3y, aKIIETITOPOM BOJHIO B peakiisx neriapyBanus € HAJID™:

6 moko30-6-pocdar + 12 HAJID™ + 6 H O —== 6 pulynoso-5-pocdar +

+ 12 HAI®H + 6 CO,

II cragisi — cmadis isomepHux nepemsopers, B X0 K01 prOyio30-5-ocdar (mricts
MOJIEKYJT) 3HOBY TIEPETBOPIOETHCS Ha TIFOK030-0-(hocar (11'siTh MorneKy):
6 pubynoszo-5-pocdar + H,O —> 5 mmroko30-6-pocdar + @
CrietndpiaaiMu 114 1€l cTaii € GepMEHTH mpaHcKemonasa Ta mpaHcaib0onasd, mo

KaraJti3yroTh PeaKilii MibKMOJIEKYIISIPHOTO MEPEHOCY JIBO- Ta TPUBYIICIIEBIX KAPOOHLITBHIX
paKatiB:
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3aBISIKH Jii TPAHCKETONA3U
Ta TPAHCATBIONA3U YTBOPIO- H,C—OH H,C—OH
FOTBCS YHCITICHHI MPOMIXHI | |-
Metabomitu 1D, a came: Cll—O C|_O
(ochoprTboBaHi MOXiTHi BYT- HO-C—H
nesoniB — C; (i3omepu pu- |
Oymo30-5-hochary — prbo30-  Pamukanm, mo TpaHCOPTYeThCS Pafukal, 0 TPaHCIOPTYEThCS
5-ocdar, Kermyno3o-5-poc-  mpanckemonasoio (Tiaminau- mpancanboonason.
¢ar), C3 (tpiosogpocdar), C7 (ocdarozanexkHrM GepMEHTOM).
(cemorerrrynoso-7-¢pocar), C,

eputpo3o-4-docdar), C
(epup pocpar), C, 6 CO, 12 HAJI®H

(bpykro30-6-choccpar). 12HA£{<D*J‘
n i /
enTozodochaTnmii 6 T-6-® \ 6 Pu-5-@

IUKJI OKHCJIEHHSI IJIIOKO3U I cranis

VY pesynsrari QyHKIIOHY-
BaHHS [(BOX CTajiil IIEHTO30-
¢ocaraoro nnIXy Merado-
J3My TITFOKO3H BiIOYBAETHCS

IMenTo3ohocharunit nuKI

. II cramis
IIOCJIIIOBHE nepeTBopeHHﬂ 5 Dp-6-D
TEKCO3 Ha IICHTO3M Ta HaBIIA- P CDH/

KU (TICHTO3 Ha TEKCO3H), 110
JIO3BOJISIE MPENICTABUTH 3a3HA-
YeHi TepeTBOPEHHS Y BUTIISII
MeTa0OJIIYHOTO IUKIY —  [[BK

neHm03ogboccj)amH020 Yury Puc. 12.1. Cxema nenTo30(hocaTHOr0 HMKITY OKUCIEHHS IIIOKO3H
(I-6-D—amoxozo0-6-pocpam;; Pp-6-D— ppykmoso-6-ghoc-

Iikomis

(IIDL) okucnenns anoxozu

(puc. 12.1). ¢am; Pu-5-@ — pubynoso-5-gpocpam; [IBK —nipyeam).
Sk BurmmBae 3 HaBesieHoT cxemu, peakitii [1D1] 6C
WiyHmyloms TTKONITUYIHAN TIISIX TIEPETBOPEHHS . _/ 6 c

IJIFOKO3H JI0 MIPYBATY, ¥ 3B°S3KY 3 UAM OZlHA 3 Ha3B 6 s
METa0O0JIIUHOIO LUISXY, IO PO3MISIAETHCS, —
“rekc030MOHO(OCHATHHIA IITYHT OKUCIICHHSI TITHO-
Ko3M”.

BpaxoBytouw, 1110 B X071i IEHTO30(oCc(aTHOro 5C
ity (I1DLI) BinOyBaeThesi UKITIYHE TIEPETBO-
PEHHS IIECTH- Ta 11 SITUBYIIICIIEBUX MOJIEKYI,
10070 rekcos (C,) na nenrosu (C) 3 BUIIEHHAM |
wectn Monekyn C, (CO,), MokHa monati Taky  5x (2 C,)

(hopmastizoBaHy MOIEIb ITAKITY:

Depmenmamueni peaxuyii nenmozogochamnozo yuky

I crapisi. OxucroBasTbHA CTaIisI TIONSATAE B TIOCIIIOBHOMY JIETiIPYBaHHI JBOX MeTa-
6omitiB 1Dl — BuxigHOTO CyOCTpary mioko3o-(ocdary Ta iHTepmeniaty 6-(ocdo-
nmokoHary HA JId-3a5e:xxHuMu JieriiporeHasamu.
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L.1. OxucnenHs nmoko30-6-pocdary (mecTr MoNeKy) 10 6-PpOoCPOTTFOKOHOIAKTOHY
(pepment — HAJID-3anexna enroxo30-6-pocamoeciopoeernasa) 3 MOATBIIAM
rLuponiBOM JIaKTOHy 1o 6-¢ocdonTroroHaTy ((bepMeHT — JIaKMOHA3a):

HC OH HAM’ HAJIOH HC OH
HO- CH HO- CH
HC OH HC OH

CH2—O@

DII0K030-0-hocdar

éHz—O@

6-(0chHONTIOKOHOTAKTOH

COOH
H(IT—OH
HO—CH
H(lj—OH
H(lj— OH

(,3H2—O@

6-docdormrokoHar

1.2. OkucmoBansHe 1ekapOOKCHITIOBaHHS 6-(pOCHONTIOKOHATY /IO KETOMIEHTO3N —
D-pubynozo-5-pochary (pepment — HAlD-3anexHa 6-ghocgoentokonamoeziopo-

2enasa):

HC—OH HAJIO" HAJI®H
| g
6 [Hp—CH]
H?—OH
HC—-OH

cﬁz—o—@

6-dochormrokoHar

CH,—OH
N
6 HC—OH

|
HC—OH

éHz—O@

pubynozo-5-pocdar

YTBOpeHHsIM pulyn030-5-hocdary (KUt MOXKE JIETKO TIEPETBOPIOBATHCS B CBIM
i30Mep pH6o3o-5-(boc¢)aT), TOOTO OKUCI08ANLHOW cmadieio, HYHKIIOHYBaHHS

HAJ[®"

AJI®H |- —>| Jlimigu

ro \f/
®p-6-0 P-5-®
|
- Tmikoni3 Y
; Hyxneoruau,
. HYKJICTHOBI
Ilipysar KHCJIOTH

Puc. 12.2.Cxema pyHkuioHyBaHHsI IeHT030()0ChATHOIO HLISAXY
B KJIITHHAX TKAHHH i3 30271aHCOBAHIMH IIOTpedaMu
B HAJI®H Tta nento3ogocdarax.
Tosnauennst: ous. puc.12.1; P-5-@ - puboso-5-gpocgpam.

eHT030-(h0oCc(aTHOTO MUIIXY MO-
’ke 3aBepiuyBatuca. Taka Mmera-
OoJiyHa CUTYalIlis BiIOYBa€ThCS B
TICUiHIIl, HAJJHUPKOBHUX, CTATEBUX
3aJ103aX, JIAKTYFOU1i MOJIOUHIH 3a-
71031, TOOTO B TKAaHWHAX 3 TIepeBa-
JKaHHSIM aHAOOJIYHHX MPOIECiB
i3 30aJaHCOBaHOIO TIOTPEOOIO B
HAJI®H (reobxigHoMy aj1st CHH-
Te3y KUPHUX KHUCIIOT, CTEPOI/IiB)
Ta prbo30-5-pocdari (HeoOXis-
HOMY JUISl CHHTE3Y HYKJICOTH/IIB,
HYKJIETHOBUX KHCIOT) (puc. 12.2).
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II cragis. LIs cTaais moYnHA€ETh- CH,—OH
cs 3 i3omepu3aitii puOyno30-5-¢oc- .
¢ary i mossrae B i30MepHUX Iepe- ?_O
TBOPEHHAX IyKpodocdarib. OH— CH

II.1. I3omepu3amis mecTu mMosie- HC OH
Kyn pubyio30-5-hocdary musxom CH2 OH /
HOT0 IepeTBOPEHHS B YOTHPH MOJIe-
KyJIH KCHiyn030-5-docdary (dhep- KCUITyJ030-5- dpocqm
MEHT — ¢pocghonenmoenimepasa) Ta ¢ HC—OH
B JIBi MOeKy/Iu pu6030-5-pochary | 2 H 0O
(bepmenT — hocghonenmoizomepasa): HC|_ OH \ ,C

11.2. Tlepmia mpanckemonasua pe- CH,— O@ H(|J— OH
axyis — B3aEMOJISL JBOX MOJIEKYI
KCHITYII030-5-ocdary 3 1BomMa Monye— prOyI0%0-3-pociar H(|:_ OH
KyJiamu pu0030-5-hocdarom 3 yTBO- HC—OH
peHHSM Dinepaibaeria-3-dgocdary
Ta cenorenTynoso-7-pocdary (mo asi
MOJICKYJIH, BIIIIOBIIHO):

CH,—0«P)
pub030-5-pocdar

T 5
rCH2 OH' &7 CH,—OH
| C/H _
=0 HC—OH o $—o
2 OH~—CH +2 HC-OH =—= 2 HC—OH  +2 OH—CH
HC—OH HC—OH CH,—0~P)  (HC—OH),

| I
b0 ® b0 ® himo-(®

KCHTyno30-5-gocar  pudo30-5-dhocdar  mminepanbiaerin-3-gocdar  cemorenTyoso-7-pocdar

11.3. Tpancanvoonasma peaxyisi— B3a€MOJIs TBOX MOJICKYJI CEIOICTYII030-7-pocdary
3 JIBOMa MOJICKyJIaMH TiiLepaibaerii-3-pocdary 3 yrBopeHHs M eputpo3o-4-hocdary ta
(bpykT030-6-hocdary (110 /1Bl MOJICKYIIH, BiIIOBIIHO):

Ty CH,~OH
| gHaOH r ¢=o
| C ) | (|j/\0 C|:O OH—(|JH
IOE CH___!+2 HC-on T 2 HETOH w2 yeoop
(HC—OH); CH,—0-(P) fg-on HC-OH

CH2 o-(P) CH,~0~P) C|H2—O—®

cenorentyno3o-7-pocar  mrinepanpaerin-3-pocdar eputposo-4-gochar  bpykrozo-6-hochar
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i erarmm € meperurom [1DII i3 rmikomizom: miinepansaeria-3-docdar, mo yTBo-
puBcs Ha eTarti [1.2., Moke HamxoauTH 10 GOHAY META0OMITIB TITIKOII3Y, 200 TPOTYKTH
peaxuii 11.3. BeTynaroTe B IpyTy mpanckemonasty peaxyiro, TOOTo IMepeTBOPIOIOTHCS
no nusixy TPILL.

11.4. lpyra mpanckemonasna peakyis MOJIATa€e y B3a€MOJIIi JBOX MOJICKYJ KCHITY-
71030-5-pocdary (yrBopenux B peaxiii 11.1.) i3 1BoMa MoeKynaMu epuTpo30-4-
¢docdary (yrBopeHuM y nonepeanii peaxii — I1.3.); mpoaykTa peakiii — riinepaiib-
nerif-3-docdar Ta Gpykro30-6-pocdar (1o 1B MOJIEKYIH):

r— — 1 +
| CH,-OH | H H CH,-OH
le=0 ! el £ é—o
Ll I\O =0 |_
2 HO—C|H +2 HC—OH =—=2 HCli—OH +2H0—(|:H
HC—0OH — - HC—OH
HC—OH cH,—0(P) |

| |
CcH,~0~(P) CH,~0P) HC—OH
CH,-0~P)
KCHITYJI030-5-pocar  eputpo3o-4-pocdar niinepanpaerin-3-gochar  hpykro3o-6-docdar
11.5. /1gi monekynu miitiepaibaeria-3-hocdary, yrBopeHi B peakiiii 1.4, MoxyTs (depe3
CTajIiro0 i30Mepu3allii B JiokciareToH(ocdar) KOHICHCYBATHUCS B MOJICKYTY (DPYKTO30-6-
(ocary:

|CH2_ OH
C=0
£ " o—~P) HO—CH
NS N H,C— -
| 0 —— |70 + 2 | - I
2 H(|3— OH HC—OH C=0 H|C— OH
I _
CH,—0—P) CH,—0—(P)  CH,—OH HC—OH
CH,—0—P)
niinepaIbaeria-3- Diinepabaeria-3- JTiokcianeToHpocdar (bpykT030-6-hochar
(bochar (bocdar
I1.6. [3omepwu3artis m’siTe MoJIe-
H._ _OH Kya ppykT030-6-hocdary (yrBOpe-
|CH2— OH C Hux y peakuisx 11.3, 11.4 ta I1.5) B
c=0 HC—OH I’ SITh MOJICKYJI TIIFOK030-6-(ocda-
| _ 30~
5 HO— lCH Ty (pepmeHT Gocghoeexcoizo

5 HO—CH
| O mepasa) 3aBepmrye menTozodoc-

H?— OH H?ﬂ (hbaTHUH 1HKIT.

H?‘OH H? MerabomiyHy KapTy peaxilii
CH,—O CH,—O 11eHT030(h0C(aTHOTO IUKITY OKFHC-

bpyxT030-6-hocdar DTIOK030-6-(pochar  JICHHSI IIFOKO3M IOZIAHO Ha puc. 12.3.
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6 -6-®
6 HAJI®"
6 HAJIOH
6 6-OI
6 HAJID"
6 HAJIOH l 6 CO,
6 Pu-5-®
2 Ken-5-® 2 Ken-5-® 2 P-5-®
2T-3-® 2 Ce-7-®
2 E-4-® 2 Op-6-O

21-3-©

2 Op-6-D /\

I-3-o© JOAD

N

Op-1,6-mud
)

Dp-6-® #

} Il

2T-6-@ r-6-@
Puc. 12.3. Cxema peaxuiii nentoszodocharnoro uuray. [losnavenns: I'-6-@ — enoxo30-6-gocghams
6-D-I"— 6-pocpoenroxkonam;, Pu-5-@ — pubynoszo-5-gocgam; Kcu-5-@ — xcunynoszo-5-goc-
¢am; P-5-@ — puboso-5-ghocgham;, I'-3-d — eniyepanvoezio-3-ghocgham; JJOADP — Oiokci-
ayemonghocgham; Ce-7-@ — cedyeenmynoso-7-pocgham; Ep-4-@ — epumpozo-4-ghocham;

Dp-6-D — Pppyrkmoszo-6-pocpam; Dp-1,6-0ud — Pppykmozo-1,6-ougocpam.

2TI-6-®
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Y pe3ynbTari peaxiiii, mo po3nIgHyTi, MICTh MOJIEKYJ TITF0K030-6-(hocdary nepe-
TBOPIOKOTKCS Ha IT’SITh MOJICKYJI IITFOK030-60-(hocdary, ToOTO mporiec Mae BULIs T MeTabo-
JIYHOTO IUKITY, SIK OYyJIO0 3a3HAUCHO BUIIIE.

®DiziosioriuHe 3Ha4YeHHsI MTEHT030(0cPATHOIO HIISIXY

[ento3odocharHuii UIIX OKUCIICHHS TIIFOKO3M Ma€ BOKIIUBE (i310JI0TiUHE 3HAYCH-
Hs1 47151 QYHKI[IOHYBaHHS 1HIIUX aHAO0OMIYHNX (010CMHTETHYHUX ) MEXaHI3MiB, a came:

1) 3a paxyHOK (DyHKIIOHYBaHHS EHT030(0oCcHaTHOrO NUISIXY METa00Mi3My TITIO-
KO3H B OpTaHi3Mi YTBOPIOETHCS NpuOIm3HO nonoBuHa myny HAJIOH (pemra — B
pesynbrari nii HAJId-3anexHux i301UTpaTAeriiporeHa3u Ta MajaT/aeriiporeHasn),
I1I0 BUKOPHUCTOBYETHCS Y BiTHOBIIOBAIBHUX CHHTE3aX JKUPHUX KHCIIOT Ta CTEPOIIiB;

2) neHTo30-(pochaTHU NUIIX € MocTa4albHUKOM pr0030-5-hocdary, skuit
BUKOPUCTOBYETBCS JIJIsl yTBOPEHHS HyKJIeOTH B HykIeiHOBHUX kucioT JJHK ta PHK,
kopepmentaux Oiomonekyn HAJ] (HAL®D), A, ATD, KoA, nuKIivHIX HYKIEO-
tiaiB 3',5'-AM® ta 3',5'-I'M®;

Y 3B’513KYy i3 3a3Ha9eHIUMH O10XiMITHIUMHA (DYHKITISIMHE, peaKilii meaTo30hochaTHoro
NUISIXY HAWOUTBIT aKTUBHO MepediraloTh Y TKAHUHAX 13 BUPOKEHUM aHA0O0Ii3MOM, y
KJIITHHAX SIKUX HAaWOUIbII IHTCHCHBHO BiJIOYBAOTHCS CHUHTE3H JIMIIB, BIIbHUX
HYKJICOTH/IIB Ta HYKJICTHOBHX KHCIIOT — y KUPOBii TKaHWHI, IEYiHIIi, MOJIOUHIN 3211031
B TIepioJ JTaKTarlii, Kopi HAHUPKOBUX 3aJ103, CiM’SIHUKaxX. Y TKaHMHAX 3 MepeBakaH-
HSIM OKHCIIFOBAJIFHOTO METa0oIIi3My, 30KpeMa CKeJIeTHUX M’s3aX, peakilii MeHTo30-
(ocdarHoTO NUIAXY MepediraloTh Ha Ty’Ke HU3bKOMY PiBHI.

OCKiNBKH TIPH TUKITIYHOMY (DYHKITIOHYBaHHI TIeHT030()0C(aTHOTO MIISIXY OCHOB-
HUM TIPOAYKTOM ychoro mpotiecy € came renepaunis HAJIDH, T1DIHI mae xapakrep
metadonignoro yuxay (IO — puc. 12.1) B aagunonurax »UPOBOi TKAHUHH, JI€ TO-
JIOBHOIO HOTO (BYHKIII€IO € caMe FeHepallis BiTHOBIIOBAILHUX EKBIBAJICHTIB JJIsl CHHTE3Y
mininiB (tobto icHye mepeBaxanus norped B HAJI®H nax morpebamu B meHTO30-
¢ocdarax). Y pemti KIITHH i3 BACOKUM aHA0OIIYHIM ITOTEHITIaIOM (/1€ BiTOyBa€eThCS
aKTUBHHUM CHHTE3 SK JIIIIiB, TaK 1 HYKICOTH/IB) — TKaHWHU i3 30aJaHCOBaHUMHU
norpedbamu B HAJI®H Ta nmenTozodpocdarax — nenrozodocharauii msx ado
3aKiHYy€ThCs HA OKUCIIOBANBHIH cTaii (puc. 12.2), abo nmepexonuTh B IIIKOTI THYHUHA
NIISIX OKUCIICHHS [JTFOKO3M Ha eTari yTBOpeHHs Tpiozodocdaris;

3) nentozodocharHuii MUITX aKTHBHO (PYHKITIOHYE B €PUTPOIUTAX JIFOMIHN. biomo-
riuHe 3HaueHHs pyHKmionyBanHs [1D1] y mux kmitrHax momnsrae B renepartii HA JIOH,
1110 HEOOX1THUI JUIS IPOTULLT nEpeKUCHOMY OKUCTeHHI0 HEHACHIECHHUX KUPHUX KHCIIOT
docdoniniiiB epUTPOUUTAPHUX MeMOpaH, TOOTO /sl MONEPEHKEHHS TeMOITi3y
CpUTPOLHTIB.

CrniaikoBa HEOCTATHICTD TIIFOK030-0-QocdaraeriporeHasu NposBISETHCS T IBU-
IICHOIO CXWJIBHICTIO €PUTPOIUTIB XBOPUX JI0 TEMOJII3y, OCOOIUBO B pa3i mpuioMy
JIeSIKUX JTIKapChKHX 3ac00iB (acmipuHy, Cylb(haHiIamMiliB, TIPOTUMAISPIHHOTO Mpera-
pary Ilpumaxiny). Taki ® TOpyIIEHHS Yy TAIEHTIB i3 JeEeKTOM IITF0K030-6-hocdar-
JIeT1iporeHasu CIpuyIrHsIE CrIoKMBaHHs 00018 Vicia faba (“daBizm”) — 3axBoproBaHHs,
SKUM CTPaXKJIal0Th MIJIbIIOHW HaceNieHHs B KpaiHax Adpuku ta A3sii.
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12.2. METABOJII3M ®PYKTO3U TA T'AJTAKTO3H

BaxnuBumu cyOcTpaTamu eHepreTHIHOro 00MiHy € MoHOcaxapuau D-(ppykrosza
ta D-rajakro3a, siki HQJAXOJSTh O OpPraHi3My JIOAMHHU TIEPEBAXKHO 3 XapUYOBUMHU
JFcaxapruaaMu POCIMHHOTO Ta TBAPUHHOTO MOXOKEHHS: (QpyKTO3a — Yy CKIajl
caxaposH, IO TiAPOJi3y€eThCsl B KUIICUHUKY (PEPMEHTOM Caxapo3oio 10 TIIOKO3U Ta
(GpyKTO3H, ramakTo3a — y CKJIal “MOJIOYHOTO IyKPY’ JIAKTO3H, IO PO3MICTUTIOETHCS
KHILIEYHOI0 1akmaszoio (B-eanakmosudasoro) 10 ranakTosu Ta NIFOKO3H.

[Ticns mpoHUKHEHHS Yepes ImIa3MaTHIHI MeMOpaHu BCepeaArHY KIITHH (hpyKTO3a i
rajakTo3a BKIIOYAIOThCsl B OOMIHHI MPOIECcH HIISIXOM iX mepeTBopeHHs B ocdopu-
TpOBaHi edipu mTroko3n ado i MeTabomiTiB — iHTepMeIiaTiB TIIIKOIMi3Y.

IleperBopennst GpyKro3u

Bruttouenns GppykTo3u B 0OMiH ITFOKO3M 3MIHCHIOETHCS MTPH [IiT TAKUX (DepPMEHTIB:
a) HecnieludivHOT eexcoxinasu, Mo Karajizye GochOopUIFOBaHHS Pi3HUX FEKCO3:

D-¢dpykroza + ATO —= D-dppykro30-6-pocdar + A1D

[ponyxkrt peakiii — D-dpykT030-6-docdar € MeTaboaITOM ITIKOTI THIHOTO OKHC-
TeHHs nroko3u. e nursax merabomizmy (GppyKTo3u peartizyeThes B KIIITHHAX 0ararbox
OprasiB, 0coOJIMBO B M’si3aX 1 HUPKaXx;

0) criertudiuHOi hpyrkmokinazu, Mo Karamizye hochoprToBaHHs (HPYKTO3H HE 32
6-M, a 3a 1-M ByIJICIICBM aTOMOM:

D-¢dpykroza + ATO —= D-dppykrozo-1-pocdar + A1D

@OpykTOKiHA3HMI IUISIX TepeTBOpeHHs GpyKTo3u PyHKIIOHYE B nievinii. [Ipoxykr
peaxiii — D-¢pyxkro30-1-pocdar po3merToeTbes min mieto arvoonasu (ppykmoso-
1-pocghamanvoonasu) Ha Bi TPIO3U:

D-dpykrozo-1-pochar —= rminepansaerig + giokcianerondocdar

Hiokcianerordocdar, mo yTBOPHUBCA, € IHTEPMEIiaToOM TIIKOJi3y, KU MepeTBo-
PIOEThCS B TIiliepanberia-3-hocdar npu aii mpiozogocamizomepasu. pyruii npo-
JTyKT aJTbI0JIA3HOI peaKIlii — miinepabaeria (GochoputoeThes 3 yTBOPEHHIM TaKOK
niinepanbaeria-3-pocedary (pepment — mpiosoxinaza):

mrinepansaerin + AT® — mminepanpaeria-3-docdar + ATD
Taxum uynHOM, QPYKTOKIHA3HUH NIISIX OOMIHY (DPYKTO3M TIEPETHHAETHCS 3 TITIKO-
JIi30M Ha eTarti yTBOPEHHsI IBOX MOJIEKYJT (hocoTpio3n — miinepaibaeria-3-gocdary.
Ocoonueocmi 00MiHy (hpyKkmo3su 6 opzanizmi 1100uHuU

OCHOBHUM JKepesioM (PYKTO3M B OPTaHi3Mi JIFOIMHU € T1 HaJIXOKECHHS 3 TIPOIYK-
TaM¥ XapuyBaHHSI, BTIM IIEBHA KUTBKICTH ITi€1 TeKCO3HM CHHTE3Y€EThCSI B CIICIIaTi30BaHUX
TKaHWHAX 13 ITFOKO3H.
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CuHTe3 eHJIOreHHOI (PPYKTO3U BIIOYBAETHCSI YePe3 YTBOPEHHS 3 TIIFOKO3HM IISCTH-
ATOMHOTO CITUPTY COpOInMony 3a CXEMOIO:

HAJI®OH HAJI®* HAT HAJIH

Jl-raroxo3a J-copb6iton

- KTO3a
E, E, A-bpy

E, — anvoosopedyxmasa; E, — copbimonoeziopozenasa

1. B opranismi nronuHu GpyKTO3a yTBOPIOETHCS 3 TFOKO3HU B CIM STHUX BE3HKYJIaX;
KOHIIEHTpaIlist PyKTO3U B CiM’stHiN piauHi nocsirae 10 MM. 3aBasiku 31aTHOCTI MITO-
XOHJIPiH CTIepMaTO30i/1iB OKHUCITIOBATH (PPYKTO3Y B TIPOIIECi (hpykmonizy, BOHA € €HEP-
TeTHYHHUM JHKEPEJIOM JUTS PYXY CIIEpMaTO30iIiB.

2. DdpyKTO3a MICTUTHCS B IEBHUX KOHIIEHTPAIIISX Y KPHIITAIMKY OKa, 1€ BOHA TAKOK
YTBOPIOETHCS 3 TJIFOKO3H Yepe3 copOiToNl. AKTUBHICTh IILOTO METa0OIIYHOTO MUISXY
30LTBIITYETHCS TPH IyKPOBOMY ia0eTi; OCKUTHKH MPOHUKHEHHS COPOITONY Yepes Kili-
TUHHI MEMOpaHU € yTPYJAHEHHM, BiH, pa3oM i3 (PyKTO3010, HAKOTIMIYETHCS B KPHUIII-
TaJMKY, 110 CKJIaIa€ O10XIMIYHY OCHOBY PO3BUTKY J1ia0eTHYHOI KaTapaKTH.

3. IcHYIOTh CITa/IKOBI €H3UMOTIATii, OB’ 13aHi 3 TCHETHYHUMH JAe(PEKTaMu CHHTE3Y
(epMeHTiB MeTaboi3My (PPYKTO3H:

@) HenepeHoCUMicmb PyKmMo3u — 3aXBOPIOBAHHS, MOJIEKYIIIPHOIO OCHOBOIO SIKOTO
€ YPOJPKeHA HEIOCTATHICTh (hpykmo30-1-ghochamanvoonasu, Mo CIPUIHHSE HAKOTIH-
YeHHs B TKaHMHaX QpyKT030-1-(ocdary, skuii € iHri6ITopoM AesKuX GepMEeHTIB ByIJIe-
BOJTHOTO O0OMiHY, 30kpema (ochoprnazu mikoreny. [laromoris nposiBnsieTbest Gpyk-
TO3EeMi€I0, PPYKTO3YPIE0 Ta BaXKKOIO TIMOMIIIKEMIE0, 110 PO3BUBAKOTHCS IICISL
CIIOKMBAHHS JIIETH, SIKA MICTHTB (PPYKTO3Y;

0) @pyxmozemiss — matonorisi 0OMiHy (QpYKTO3H, CIIPUUUHEHA HEIOCTAaTHICTIO
@pyxmoxinazu. EH3UMONATisi XapaKTepru3yeThesl TOPYIICHHSIM KIIITHHHOT YTHITi3atii
(dpykTO3M 0€3 CYyTTEBUX KIIIHIYHUX TPOSIBIB.

IlepeTBOpeHHs raJIaKTO3U

BruttoueHHS TaiakTo3u B METa0O0IIIUHI IPOIECH BiI0yBa€THCS 32 TAKUM MEXaHI3MOM:
(1) docdopumoBanns D-ramakrosn 3a 1-M ByTiierieBuM atoMoM ((pepMeHT eanak-
MOKiHa3a):

D-ranakroza + AT® — D-ranakro3o-1-dochar + AAD
(2) meperBopennst D-ranakro3o-1-hocdary B emimMepHy Mojekyay D-riroko3o-1-
docdary. Peakiist BinOyBaeThcs IpH yyacTi HyKIeoTHy KodepmenTHoro Tuiy Y/ 1D
(ypunuaandocdary), sikuii BUKOHYE (QyHKIIIF0 IEPEHOCHUKA TeKCO3HUX TpyN Y hopmi
HyKJeoTuanykpy Y®D-1-rekcos3u:
D-ranakro3o-1-pochar + VD-1-mroko3za —> D-mimoko30- 1-pocdar +
+ V]I®D-1-ramakTo3a

Peaxirist karanizyeTbcst GepMEHTOM eanakmoszo-1-gocham-ypuounmparncghepaszoro
(Vd-enmoxosa: D-eanaxmoso-1-gpocham-ypuourmpancgepasorn).
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Perenepartis V/1®-
1-nroKo31, TOOTO rIepe-
TBOPCHHSI T'aJIaKTO3HO-
T0 pajvKaia B [IIFOKO3-
HHH (Ta 3BOPOTHHIA €TTi-
MEpPHUH [pOoIIec) BiI0y-
BA€ThCS Y CKIIJIi MOJIe-
KYITH HYKJICOTHIITYKPY
Y]1d-rexcosn mpu il
HA /I-3anexHoro dep-
MeHTy VY/d-canax-
mo30-4-enimepasu.

(3) ['mroxo30-1-thoc- |
¢ar, 1m0 € IPOYKTOM
peakuii (2), mepeTBo-
PIOETHCS B TIIFOKO30-6- H
¢docoar npu gii goc-
¢hoemoxomymasu.

165

V]J1®-1-ranakrosa

O H

OH OH OH

H
VI®-1-mmoko3a OH OH

[TocnigoBHICTE peakiiii BKIFOUEHHS TajakTo3W B OOMiH TIIFOKO3H TOJaHO Ha

puc. 12.4:

PosrnsiHyTa moCiIoBHICTh pe-
aKIiif MepeTBOPEHHs TajJaKTO3H B
TITIOKO3Y BUKOPHCTOBYETHCSI TAKOXK
JUISL 3BOPOTHOTO MPOLIECY — CUH-
Te3y B MOJIOYHHX 3aJI03aX TajaK-
TO3H, 16 MOHOCAXapH 1 BUKOPHCTO-
BYETHCS JUISl yTBOPEHHSI MOJIOYHOTO
LYKDY JIaKMO3U.

T'anaxkmo3semin

CnankoBuil 1e(heKT CUHTE3Y
eanaxmoszo-1-pocam-ypuoun-
mpancghepazu MPOSIBISIETHCS YPO-
JOKEHOI0 €H3MMOTIATIE — 2a-
nakmosemiero. BHACTiIOK HeCIpo-

T'anakrosa

E, ATD
v ALLO
TNanaxro3o-1-docdar
V1 ®-rmoko3a
E, E,
v Y]®-ranakrosa
I'moko3o-1-docdar

E

4

I'mroko30-6-hocdar
Puc. 12.4. Cxema BKJIKOUYEHHS rajiakKTo3M B MeTA00Ji3M
TJIK03H. £ | — 2ANAKMOKINA3a; E , — 2anax-
mosun-1-poccham-ypuounmpancepepasa; £, —
V/[®-2anaxmoso-4-enimepasa; E,— gocgo-
2NIHOKOMYmMAa3d.

MOXKHOCTI O10XIMIYHMX CHCTEM OpraHi3My NEepPETBOPIOBATH TalaKTO3y B IIIIOKO3Y, B
KpOBI Ta BHYTPIIIHIX OpraHaXx XBOPHX HAKOMMYYIOTHCS I'ajlakTo3a Ta rajlakTo3o-1-
¢docdar, Mo MposABIAETHCS 30UTBIIEHHSIM TIEUiHKH, 3MyTHEHHSIM KPHINTAINKA, 3a-
TPUMKOIO PO3YMOBOTO PO3BUTKY. [1aTomnorist BUSBISETHCS B pAHHBOMY JTUTSYOMY Billl
MpH CHOKMUBAaHHI MOJIOKa, ii PO3BUTOK MOXe OyTH 3aTpMMaHUi BiAMOBITHUMH
ETUYHUMHA OOMEKEHHIMHU.




166 Pozpin III. Mema6oaidm ocHo8HUX Kaacie O6iomonexya

12.3. BIOCUHTE3 INIIOKO3U TA HOI'O PETYJSLIS

[onoBHOM JKEPENIoM ITFOKO3H SIK METa0OIIYHOTO MAIMBA JJIsl OPTaHi3My JTFOANHH
€ 11 HaIXO/PKEHHS 3 Xap4OBHUMH NPOAYKTaMHU y BUTTISAI MOJicaxapuy KpoxXMalio Ta
caxaposu. HaiMiiok miroKko3H, 1110 He BUKOPUCTOBYETHCS B OKUCITIOBATIBHUX PEaKIIisiX
aepoOHOT0 Ta aHAEPOOHOTO TIIIKOJI3Y, BI/IKJIAIAETHCSI Y BUIVIS/I CHEPTETUUHUX JICTIO —
DIIKOTeHY Ta TPHALMINIIIEposiB. BTiM, icHYIOTh MeTabOoMiuHI NIISIXH, 10 3a0e3re-
YYIOTh OPraHi3M IJTFOKO3010 33 paXyHOK il CHHTE3y 3 HEBYIJIEBOAHUX O10MOJIEKYI.

I1roxoHeoreHe3 (ITIKOHEOTEHE3) — CHHTE3 TITFOKO3H 3 HEBYTIIEBOHUX METa00i4-
HUX TIOTIEPETHUKIB, 0 SKUX HaJle)KaTh: MIpyBaT (Ta JaKTar); AesAKi aMiHOKHCIOTH
(TTFOKOTE@HH1 aMiHOKHCIIOTH); TTeBHA KUTBKICTh TITFOKO3M MOYKE YTBOPIOBATHUCS 3 TITiIle-
POy Ta IPOAYKTIB KaTaboMi3My KUPHUX KHCIIOT 3 HETIAPHOKO KUTHKICTIO BYTIIEIIEBHX
aTOMIB y BYIJIEBOTHEBOMY JIAHIIFO31.

®DizioyioriuHe 3HAYEeHHS [NIIOKOHEOTeHe3y

Peaxiiii mirokoHeoreHe3y BiJI0yBatOTHCS MIEPEBAXKHO B MEUIHIII Ta, B JCSKIN Mipi, B
KipKOBOMY IIIapi HUPOK, OCKUIBKH B KITITHHAX caMe IMX OPTaHiB MPUCYTHIN TOBHUH
Habip HeOOXiTHUX (EepPMEHTIB.

3a 00y B opraHi3Mi J0poCIIoi JFOANHN CHHTE3y€eThes 10 80 r nmoko3u. biocunTe3
IIIOKO3H 3a0e3medye 1i HopMaIbHy KOHIICHTPALIIO B YMOBAaX 3MEHIIIEHOTO HaIXOKEHHS
MOHOCAaxapuIy 13 30BHIIIHBOTO CEPEIOBHUINA Ta BUYEPITAHHS TOJIOBHOTO aKyMYJIbOBa-
HOTO JDKeperia TITFOKO3U — TIIIKOTeHY TIediHKY Ta M s131B. Taka (hizionoriyaa cutyartis
CHIoCTepiraeThes 4epes3 AeKiTbKa TOIUH ITiCIIs TPUHOMY 1K1 (nocmabcopomusHuii cma,
110 BiI0YBa€ThCs 3paHKy, HATIIIECEpIIE ), B YMOBaX TPHBAJIOTO TOJIO Ty BaHHSI, ITiCIISl BUC-
HaKIMBOI (i3nuHOT poOoTH. OCOOIMBO Yy TIUBHHA 10 3MEHILICHHS BHY TPIITHHOKIII THH-
HOT KOHIICHTPAIIIT TJTFOKO3H TOJIOBHUH MO30K JIFOJIMHU, JIJISI SIKOTO TJIFOKO3a € OCHOBHUM
CyOCTpaTOM EHEPreTHYHOrO OOMIHY, 0 CIIOYKMBAETHCS B KUTLKOCTI OJTi3bko 120 132 100y.

Meta0osriyHMii IUIAX [JIIOKOHEOTeHe3y
MeTa0omiyHIi NUTSIX TITFOKOHEOTEHE3y € 3HaYHOI0 MIpOI0 OOEPHEHHSM TITIKOII3Y
(110 YTBOPIOE 3 TIFOKO3M MIPYyBAaT Ta JIAKTAT) 32 BUKIIOYEHHIM TPHOX TIKOMITHYHUX
“KiHa3HUX peaxiii, sIKi € TePMOTUHAMIYHO HE3BOPOTHUMH 1 MOTPEOYIOTh 00XiTHUX
(IIyHTOBHX) MEXaHI3MiB.
He3BopoTHUMH peakIisiMy ITIKOJI3Y €:
1) eexcoxinasna (a00 MOKOKIHA3ZHA) PeaKyist:
emokosa + AT® —= amokoz0-6-gpocgham + AJ/[D
AG’=—4,0 kkan (16,7 kIIx)
2) ochoppykmoxinasna peaxyis:
@dpyrmoszo-6-pocgpam + AT — dhpykmoso-1,6-ouchoccham + AJ/[D
AG’=— 34 kkan (14,2 k[Ix)
3) nipyeamxinazua peakyis:
gocgpoenonnipysam + AJ{® — nipysam + ATD
AG’=—17,5 kkan (31,4 xJk)
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Buxonsau 3 HE3BOPOTHOCTI 3a3HAYECHUX PEAKIIiid, IS TIEPETBOPEHHS MTipyBarty (abo
JIaKTaTy) B TIIIOKO3Y HEOOXiHI JoAaTKoBi, cmenugivyHi AJs TIIOKOHEOreHe3y
(depmenTaruBHi peakiii. Lle peakii:

— MePETBOPEHHS TITIOK030-60-(hocdary B IITIOKO3Y;

— nieperBopeHHst (pykT0o30-1,6-mudochary B hppykrozo-6-docdar;

— MepeTBOpEHHs MipyBary B (hocoeHomipyBar.

Peaxuii ma pepmenmu 2nioKoneozenesy

1. Ilepemeopenns nipyeamy 6 hocgo- T
EHOANIpYeam. CH COOH

Peaxist BinOyBa€eThCst B JIBi TTOCIIIOBHI | 3 |

_ [P CH,

CTaii: C=0 + COy

1). IlepeTBopeHHs MipyBaTy B OKCallo- | C=0
areTar (1aBJIeBOOLITOBY KHUCIIOTY) 32 Y4aCTIO COOH Cl OOH
(I)epMeHTy nipy@amKap5OKCWZa3ui HlpyBaT Okcasoarierar

nipysat + CO, + AT® —s okcanoanerar + AII® + @

[MipyBarkapOokcuiasa JoKali30BaHa BCepequHi MiToxoHapii. [IpocreTnuHor0
rpynoro GepmenTy € kapbokcubiomun —xodepmentna Gpopma CO -TpaHCTIIOPTYIOIOTO
Bitaminy H. Maxkpoepriuamii 38’130k AT® BuUTpadaeThCcsi Ha KapOOKCHITIOBAHHS
3B’s13aHOTO 3 pepMeHTOM OiOTHHY (IUB. maBy 15, m. 15.1).

2). IlepeTBopeHHs -

okcajoanerary B (oc- i GH,  OH

doenonmipysar (PEIT) 2 +ITO C-0—P=0 +CO,+I'ND
3a yuactio pepmenty ~ ¢-O COOH
dochoenonnipysam- COOH

kapboxcukinasu (QEI- ~ CA03eTar OEI

KIHA3U):

okcajoanerar + [ T —= OEII + CO2 + 1D

VY xmitTuHax Oinbirocti TBapuHHUX opranizmiB @FEll-kina3a mokarnmizoBaHa B
LIUTO30JIi, y JIFOMUHA — B IIUTO30J1i, YaCTKOBO — B MITOXOHJIPIsIX.

Komnapmmenmanizayia nepemeopenna nipyeamy ¢ ®EII

[TipyBarkapOoKcrIa3Ha peaKilisi € OHIE0 3 AHANIepOMUYHUX PEAKITIH IIUKITY TPH-
KapOOHOBHUX KHCJIOT, IO 3a0€3Meuy0Th MiATPIMaHHS BUCOKOT KOHIICHTpAIlii IIEBHUX
metabomitie [ITK — B nanoMy Bunajky — okcanoarierary (nuB. iay 10, 1.10.4).
Peaxriist BinmOyBaeTbesl BCepearHI MITOXOHAPIH, 1 /U BKITIOUEHHS OKCAJIOAIIETaTy B
peaxiiii DIFoKoHeoreHe3y (3a paxyHoK jii ruro3onbHoi DEIN-kiHa3m Ta iHmmx dep-
MEHTIB TIIIOKOHEOTeHe3y ) He0OX1THO TPaHCIIOPTYBaTH OKcaoarerar yepe3 MeMOpaHu
MITOXOH/IPIH Y IIUTO30Tb.

TpaHcnopTyBaHHS OKCAIOAIEeTaTy B IATO30J1b 320€3MeYy€eThCs 3a JOTIOMOTOIO OJTHI€ET
3 yogHuKosux cucmem (wynmis — shuttles, auriL.), IPUHIIUT i1 SKUX TOJISITAE B IIEPe-
TBOPEHHI MITOXOH/IPiaJIbHOTO OKCAJIOAIETaTy, ISl SIKOTO BHYTPIIIHI MEMOpaHH MiTO-
XOHZIpIi € HEMPOHWKHUMH, B CIOJIYKY, II0O MOXE TU(PYHIYyBaTH B IIUTO30Jb 1 TaM
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PO3IIEILTIOBATHCS 3 YTBOPEHHSIM 3HOBY OKcasoareTary. YOBHHKOBI MEXaHi3MH BHKO-
PHCTOBYIOTBCS JUISl BUXOY 3 MITOXOHJIPIH y IIUTO30JIBHHI MPOCTIP OKCAlOaIeTary,
anetnin-KoA, HaaXomKeHHS 3 IIATO30II0 B MITOXOH 1T miikomitiaHoro HA JTH.
YOBHHMKOBI CHCTEMH TPAHCIIOPTY OKCAJIOALETATY:
1) manammua 4o6HuK06a cucmema — BKIIOYAE B ceOe: BITHOBICHHS OKCaI0aleTaTy
JIO MaJIaTy 3a y4acTIO MITOXOHJPIATBHOTO 130(epPMEHTY MAIamoe2iopoceHA3U:

oxcanoanerar + HAJTH + H' — manar + HAJT',

BHXIiJl MasaTy 4epe3 MeMOpaH! MITOXOH/PIH y IIMTO30IIb 1 MOJAIbIIe OKUCICHHS
MaJjaTy 70 OKCaoareTaTy MUTO30JIbHUM 130()epPMEHTOM Manamoe2iopoeeHasu:

manat + HA "

okcamnoanerar + HAJIH + H*

2) acnapmamua 408HUK08A cucmema — (PYHKIIIOHYE NUISIXOM BHYTPIITHHOMITO-
XOH/IPI1aIbHOTO TTEPETBOPEHHS OKCATI0ALETaTy B aCTIapTaT:

okcanoauerar + L-rimyramar

acmaprat + o-Ketormyrapar

3 TIO/IANIBIIIMM BHXOJIOM acrliapTary B IUTO30J1b 1 3BOPOTHUM HOTO MIEpEeTBOPCHHSM
3HOBY B OKCAJIOAIETAT; MEXaHI3M 3a0€31e4y€eThCs TOCIIIOBHOKO €10 MITOXOHApIiaib-
HOTO Ta IUTO30JILHOTO 130()ePMEHTIB acnapmamaminompancgepasu.

3) yumpamna wosHukosa cucmema — QYHKIIIOHYE TIISIXOM BHYTPIITHBOMITO-

I'mroko3a

.

[nikoniz 3

®DEIT
ATD { I'T®
Co, pI

Okcaoarierar

AIlD K - HAJT
HAJIH

Mamnar

Manar

'Okcasoanerar
\_co

2

+ [roxoneorenes

HAJIH |
,Q HAJT

{
)

[ipysat

Puc. 12.5. Cxema MaJIaTHOIO IIYHTA.

XOH/IPiaJIbHOTO YTBOPEHHS 3 OKCaJIoaleTaTry
LUTparty (3a paXyHOK [Iii yumpamcunmasu):
okcajoanerar + anetun-KoA —= nurpar,

MTOJJATTBIIIOTO BUXOY IIUTPATy B IIUTO30Jb i
HOTO PO3IIETUICHHS 3 BUBLILHEHHSM 3HOBY
OKcaJoareTary 3a Jiii yumpamiuiazu:

uutpar + KoA-SH ——= oxcanoauerar +
+ anetuia-KoA

OCHOBHUM MEXaHi3MOM BHXOJy OKCallo-
aleTary B IIMTO30J1b, L0 MOCTAYa€e IUTO-
3onmpHAN OEILL siKuii 1asni BUKOPHCTOBYETHCS
B PEAKIIAX IIIOKOHEOTCHE3Y, € MaJaTHHI
IIYHT, OPUHONTH (yHKIIOHYBaHHS SIKOTO
nojiaHo Ha cxemi (puc. 12.5):

2. llepemesopennst hpykmoso-1,6-oughoc-
gamy 6 ppykmoszo-6-pocham:

¢pykro30-1,6-mudocdar + H,O —=
— (pykT030-6-Pochar + O

Peakist karanizy€eThCsi peryIsITOpHUM
dhepmenToM ¢pyxkmoso-1,6-oupocghama-
3010 (Dp-1,6-0ughocgpamaszoro), Mo MICTUTH-
cs1 B TIEUiHII (TOJTOBHUM YHHOM), a TaKOXK
y HUpPKaxX 1 eMiTeJiomUTaX KUIICUHHKA.
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Opyxro3o-1,6-audocdarazna peaxiiis 3ade3nedye MIyHTYBaHHS HE3BOPOTHOI (hoc-
(dodhpyKTOKIHAZHOT peaKIii IIiKOmi3y.

3. [lepemeopenns enoko30-6-ghochamy 6 enrkosy:

[JIF0K030-6-(hocdar +
+H,0 —> nmokoza + @

Peakuist 3a6e3neuye nryH-
TyBaHHs HE3BOPOTHOI F'EKCO-
KiHa3HOi (TTIOKOKiHAa3HOT)
peaxiii nIikomi3y; KaTaizy-
€TbCs PEPMEHTOM 2T10K030-6-~
gocpamasoio (I-6-D-az010),
HaWOIBII BUCOKHI BMICT
SIKOTO — B MeMOpaHaxX CH-
JIOTIIIa3MaTHYHOTO PETHUKY-
JIyMy TENaToLUTIB. 3aBIsKU
HAsIBHOCTI B I€YIHI{l BUCOKOI
KOHIICHTpamii TIoKo30-6-
¢docdarasu, came el opran
3a0e3nevyye BUXiJ Y KpOB
BUJIBHOT IJTFOKO3HU 32 PaXyHOK
ripoJii3y NIHK030-6-hoc-
(ary, 0 YTBOPIOETHCS TIPU
rIIF0KOHeoreHe31 abo ¢oc-
(OpOTITHIHOMY PO3IIETIICH-
Hi mikoreny. Lleit mexaHizm
€ OCHOBHHUM Yy TiATpUMaHHI
HOPMAaJIbHOI ~ 2710K03eMil,
0COOJIMBO B YMOBaX roJIofy-
BaHHSI.

Cymapna peakuyia ma
eHepzemuKka 2alKOHeo-
2enesy

Perrra peaxitii, 1o Heo0-
Xi/THI JUIs TIEpETBOPEHHS He-
BYTJICBOJTHUX CyOCTpaTiB y
TJTFOKO3Y, € PeaKiisiMH TITiKO-
T3y, SIKi MOXKYTh repedirarun
y (hi3i0TOTIYHNX YMOBAX SIK Y
HPSIMOMY, TaK i B3BOPOTHOMY
HanpsiMkax. CyMapHa peaxiist
HTIOKOHEOTeHe3y (BpaxoByIOUH

I'mroxo3a

* Ly
Anerun-KoA

¥

Hucrein
Tmirua
Tpeonin

Aanin
[ Cepux
|

Acmaprar BN <
Acmaparin N
/ €4
( Hutpar
\ |
\ /
Cyxkuuain-KoA 4
V.
N - - _(ﬁ ,eTornF'TapaT
Banin
N ['myramar
I30nelinun
Mertionin
Imyramin
ApriHin
lictuaun
[ponin

Puc. 12.6. MeTa6oJ1iuHa KapTa [IIOKOHeOT eHe3Yy. [[o3HaueHHs:
I-6-® — anoxo30-6-pocgham; Op-6-@ — gpykmo-
30-6-pocham; Dp-1,6-0u® — Gppyxkmoso-1,6-ou-
Gpocpam; I-3-& — eniyepanvoezio-3-ghpocgpam;
3-DI'K— 3-pocghoeniyepunosa kucioma; 2-OI'K —
2-¢pocghoeniyepunosa xucroma; OEI — ¢hocgho-
eHONNIpysam.
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Butpatu 2 monekyn AT® ta 2 monekyn HAJIH st 3BOpoTHOrO nepeTBopeHHs 2
Morekyn 3-ochormineprHOBOI KUCIOTH Ha 2 MoneKynu 3-(ocdortinepnHoBOro
aJIbJIETi/y) Ma€ BUIJISIL:

2 mipyBar +4 AT® +2I'T® +2 HAJIH + 2 H" + 4 H O — nmokosa + 2 HAJ[" +
+4AND+2TID+6 D,

HaBenene piBHSHHSI TOBOAWTH, IO ITFOKOHEOTEHE3 € CYTTEBO CHICPTOHIYHUM
MeTaOOTIYHIM IUISIXOM: CHHTE3 OJIHI€T MOJIEKYIIH IJTFOKO3H 3 JIBOX MOJIEKYII IipyBaTy
NoTpeOy€e BUTPAT WieCmu MaKpoep2iyHuX 36 s13Ki6; TOMY TIIFOKOHEOTeHE3, SIK 1 TIIIKOJII3,
€ He3BOPOTHNUM O10XIMIYHHIM TTPOIIECOM.

3arajbpHy CXeMy IIIIOKOHEOTeHe3y mojaHo Ha puc. 12.6. CylimbHUME CTpiTKaMu
MO3HAYCHI peaKilii IIIOKOHEoreHe3y, IepepBHUME — peakiii rikonizy ta L{TK. Ha
cXeMi 3a3Ha4eHi TaKOK MiCIlsl BXOIKEHHS B TIIFOKOHEOTCHE3 OCHOBHUX TIIFOKOTCHHUX
aMIHOKHCIIOT (ITUB. HIDKYC).

Cyocmpamu 2niokoneozemnesy

OCHOBHUMH TTOTIEpPEIHUKAMU (CyOCTpaTaMu) TIIFOKOHEOTEHE3Y € MipyBar (JaKTar)
Ta aMiHOKHCJIOTH (TIepeBaXXHO ajlaHiH), 0 YTBOPIOIOTHCS, TOJOBHUM YHHOM, Y
(YHKIIIOHYFOUNX CKENIETHUX M’ sI3aX, EPUTPOLMTAX Ta KIITHHAX ACSKUX 1HITUX TKAaHWH.

1. Ymeopenus nipysamy 3 1akmamy 6 nedinyi
Jlakrar, yTBOpEHHHUI 3 TTipyBaTy B aHaepOOHOMY IJTIKOIMI31, € KIHIIEBUM MPOIYKTOM
MeTaboIIi3My; HOr0 BKITIOUEHHS! B OOMIH PEYOBHH (OKHCIICHHS a00 BUKOPHCTAHHS B
CUHTE31 TITFOKO3H — TITFOKOHEOT€HE31) MOYKIIMBE JTUIIIE Yepe3 PEOKUCIICHHS 10 TTipyBaTy
B JIAKTAT/IETiIPOTCHA3HIN PEeaKIIii:
L-nmaxrar + HAJl" — mipysar + HAJIH + H*

Peaxitist kaTamizyeTscst po3mIsIHYTOFO BUtIle (11aBa 11) rakmamoeziopoeenasoro i €
MIPOTHJICIKHOO 32 HANPSIMKOM BIJIHOCHO JIAKTATACT1IPOreHa3HOI PeaKilii, sika yTBOPIOE
JIAKTaT i3 MipyBaTy B yMOBaX aHaepOOHOTO TIIIKOIi3Y.

Hanpsmox JI[AT-a3Hoi peakiii B Oik yTBOpeHHs mipyBaTy HasiBHHH came B
2NIOKOHe02eHHUX mKaHuHax (MediHKa, HUPKH), e IOTO CIIPSIMOBAHICTh BU3HAYAETHCS
BignoBigarMy BigHomeHHsMu HAJ[/HA JIH, mipyBat/nakrar, mprCyTHICTIO IEBHOTO
i3oepmenty JI/IT. I1pu iboMy JHKEpEIOM JIAKTaTy IS TEYiHKOBOTO TIIFOKOHEOTEeHE3Y
€ JIAKTaT, IKWH HaIXOJJUTh Yepe3 T1a3My KpOBi 3 MiCIb HOTO YTBOPEHHS — MEPEBaKHO
CKENIeTHUX MSI31B.

Inoko30-nakmamnuuit yuxn

TakuM yrHOM, (POPMYETHCS MUKIYHUHN Tporiec (TITFOKO30-TaKTaTHUHN MUK, a0o
yuks Kopi), 1110 OB’ s13y€ NIPOIIECH YTBOPSHHS JIAKTATy B KIIITHHAX M S30BOi TKAHUHU
B XOJi aHaepoOHOTO TIIKONI3y, HOro BHXiJ y KpOB 4epe3 Iula3MaTHuHI MeMOpaHH
M’S30BHX KJIITUH 1 BUKOPUCTAHHS JIAKTaTy (TIiCIISI OKMCIICHHS B IPYBAT) B TEMaTOLUTAX
JUTS TTFOKOHeoreHe3y (puc. 12.7). Uactuna mipyBary (He 3a3Ha4eHa Ha CXeMi) OKHCITIO-
€ThCS B TPYBAT/IETIPOTeHA3HIN peakilii 10 areTmi-KoA.

VY ckenernux M’s3ax JI/II'-a3nHa peakiiis nepedirae mepeBaxxHo B OiK yTBOPEHHS 3
mipyBary jakrtary (miaBa 11). 3a paxyHOK BiJHOBIIEHHs MipyBaTy B JIaKTaT Ta
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TOAAJIBIIIONO HOTO BUKOPHCTAHHS JIJIsl IITFOKOHEoTeHe3y B neviHt (1iukit Kopi), ckenerHi
M’SI3M HE TUTBKU BTPavatoTh “3aliBY” MOJIOYHY KHCIIOTY, IO YTBOPIOETHCS B OCOOIHMBO
3HAUHMUX KIUTBKOCTSIX MPH IHTEHCUBHIM (i3WuHiil mpami, a i mATPUMYIOTh BHCOKE
crieigHomenHss HAJ['/HAJIH, HeoOXiiHe 17151 akTUBHOTO (DYHKIIIOHYBaHHS TIIIKOJI3Y
(Buxopuctanus HA /I y mporieci DKoM THIHOT OKCHAOPEYKITiT).

M'sa3u Kpos Ieuinka

I'moko3a <—————— I'moko3a <—— I'moko3a -
=
l :
= 8
2 Mipysar Mipysar E
= HAJIH HAJIH =
HAJTY HAJT 3

Jlaktat — Jlaktatr — > Jlakrar

Puc. 12.7. I'moko30-nakrarauii uuka (ki Kopi).

2. [miokozenni aminoKuciomu

besnocepeaniMu monepeHUKaME TITFOKO3H TIpH ii CHHTE31 (Ta, BIacHe, MeTabo-
JTaMH TIIOKOHEOTeHEe3y) € MipyBar, okcanoanerar ta (ocdoeHommipysar. AMiHO-
KHCIIOTH, SIKi B PE3yJbTaTi BTPAaTH aMiHOTPYNH (B peakilisx jae3aMiHyBaHHS abo
TpaHCaMiHYBaHHSI ) IEPETBOPIOIOTHLCS B 3a3HA4CHI 0€3a30TUCTI CIIOIYKH, MOXKYTh, TAKUM
YMHOM, PO3IIISAATHCS K CyOCTPAaTH TIIIOKOHEOTeHE3Y; TaKi aMiHOKUCIOTH OTPUMAITH
HAa3BY 2110KO2eHHUX aminoKucaiom (aMIHOKUCIIOTH, BYTJICBOJHEBA YACTHHA SIKUX T1epe-
TBOPIOETHCS B arieToarerar abo aneTni-KoA, 3 IKMX CHHTE3 [NIIOKO3H 32 PaXyHOK IITFOKO-
HEOTeHe3y HEMOKIMBUI — Kemoz2eHHi AMIHOKUCTIOMU).

OxpeMi IITFOKOTeHH] aMiHOKHCIIOTH Ta IUISTHKH 1X BKITFOUYSHHS B METa0OIYHIH IIUISX
DIIOKOHEOTeHe3y 3a3HadycHi Ha puc. 12.6.

I'mroxoHeoreHe3 3a yyacTiO aMiHOKUCIIOT HAHOUIbII aKTUBHHUN 32 YMOB TIOBHOTO
TOJIOLyBaHHSsI, KOJIH TiITPUMAaHHS PiBHS eHEPTeTHYHUX MPOLIECIB B OPTaHi3Mi, 30Kpema
HOPMaJIbHOT KOHIIEHTpalii INTFOKO3U KPOBI Ta TOIOBHOTO MO3KY, 3[1MCHIOETHCS 32 paxy-
HOK KaTa0boJi3My BIIaCHUX TKAHMHHHUX O1IIKiB.

Itoko30-ananinosuit YUK

BaxxmmBum cyOcTparoM ITFOKOHEOTeHE3y B MEUiHIII € aaHiH, KU MOXe YTBOPIO-
BaTHCS B CKEJICTHUX M’s3aX Y 3BOPOTHIN peakilii TpaHcaMiHyBaHHS MipyBary 3 DiyTa-
MaToM:

mipyBar + rmyramar — L-amaHiH +

+ Ol-KeToryTypar [0K03a M 13I8 <—  [I110K03a newinKu

BUBITBHSAIOYMCE 13 PAIIOI0YUX M- l T
31B y KPOB, aJIaHiH OITIMHAETHCS TeMaTo- Tipysar i Tlipysar newinku
IIUTaMH 1 (TTicIIs IepEeTBOPEHHS B ITipyBaT)
BUKOPHCTOBYETHCSI B TIIIOKOHEOTEHE31 l T

(enroxo30-ananinosuil Yuxi): Ananin m’azsie ———» AnaHiH newinku
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Perysisiisi riirokoHeoreHesy

KoHTposib MIBUIKOCTI MPOIIECIB IIFOKOHEOTCHE3y 3a0e3Ieuy€eThCs 38 paxyHOK
METa0OMITHOI (AJIOCTEPHYHOT) PeryIIsiLlii, TOPMOHATBHOT PETyIIsIlii aKTHBHOCTI Ta CHHTE3Y
MEBHUX DIFOKOHEOTCHHUX (DEPMEHTIB.

1. Memabonimua pezynauia 2noKoHeozene3y — Peai3yeThCsl Ha PiBHI TaKUX
peryasITOpHUX (HEPMEHTIB:

nipysamxapookcunaszu — (HepMeHTy, TO3UTHBHAM MOJTYJIATOPOM SIKOTO € areTn-KoA;
3a BificyTHOCTI aneTmin-KoA mipyBaTkapOOKcHiIa3a € IpakKTHYHO HEaKTHBHOIO;

@pyxkmo3so-1,6-ougocgpamasu — HepMeHTy, aKTUBHICTb SIKOTO 3aJICKUTH BiJl CITIB-
BiJTHOIIICHHST MK KOHIICHTPAIiSIMU ITO3UTHBHOTO Monyssitopa AT®D Ta HeraruBHOTO
Moaynstopa AM®, sikuii € iHTi0ITOpOM aKTUBHOCTI (pyKT030-1,6-1nocdarasm.

TakuM 9rHOM, Yepe3 PETyIIiio PiBHIB KaTATITHYHOI aKTHBHOCTI 3a3HaYEHUX
AIOCTEPUYHHX (PePMEHTIB KOHTPOITFOETHCS IIBHAKICTD YCHOTO CHHTE3Y TITFOKO3H, 3aJIeK-
HO BiJ] 3araibHOI MeTaboivyHOi cuTyarlii B KIITHHI:

— IJIFOKOHEOT€HE3 aKTUBYETHCS B YMOBAX 3MEHILICHHS! BHYTPIITHBOKJII THHHOT KOH-
LEHTpALi] TIIIOKO3H, PO 10 CBIIYUTH HAKOMMUeHHs aneTii-KoA (mpomykry aepo0-
HOTO TITIKOJII3Y), Ta 32 YMOB JIOCTaTHHOTO 3a0€3MCUeHHSI JKSPEJIOM XIMIUHOI eHeprii
(y bopmi ATD);

— DIIOKOHEOTeHe3 TaJbMYEThCS TIPH 3MEHIIEeHHI KOoHIeHTpaii anetmi-KoA (o
Bi10OpaKye 3MEHIIIEHHS ITBUJIKOCTI PO3IICTUICHHS [IIFOKO3H) T 32 YMOB HEIOCTAaTHHOTO
EHepreTUYHOro 3a0e3nedeHHs npolecy (30inbieHHs criBBigHomeHHs AM®D/ATO).

2. I'opmonanwvha pe2ynayia 2noKoHeozeHe3y — 3IIHCHIOETHCS 3a Y4acTIO IVIIO-
KaroHy, aJjpeHainy (emHeQprHy ), NIIOKOKOPTUKOTTHUX TOPMOHIB KOPH HATHUPKOBHX
3aJ103 Ta IHCYIiHY.

2.1. I'mokaroH, axpeHalid Ta IIIOKOKOPTHKOIIN i ABUIIYIOTh IIBUAKOCTI CHHTE3Y
B IemarolfTax IIYHTOBUX (PEpMEHTIB TIOKOHeoreHesy — @DElI-kinaszu, @p-1,6-
oughocgpamasu, I'-6-D-azu.

2.1. IHCyniH MPUTHIYYE CHHTE3 3a3HAYCHHUX TIIIOKOHEOTEHHHX (DEpPMEHTIB, IO
raJbMy€ aKTUBHICTh MPOLIECY IIIIOKOHEOTCHE3Y.

12.4. PETYJSAIIA OBMIHY INIIOKO3W. IIYKPOBUM TIABET

[Ipouecu, 1o IIpouecu, 1o
361m,u1y10.T1, 3MEHILYIOTS HopManbHa
2II0K03eMit0 2II0KO03eMit0 .
KOHIICHTpalls IJ1r0-
KO3HW B KPOBI 3/10-
Pe3opOiiist m1r0K03U B [onokosa OKHCIIeHHS TITIOKO3H B -
KkpoBi (3,3- [=— . poBoi moguHu (B
KHIIEYHHUKY M’5138X, MO3KY TOLLO
5,5 MMoITB/1) mocTabcopOTHBHO-
Mobimizarrist _ CuHTE3 IITIKOTeHY B My CTaHl) CKJ1ajae
DIKOTeHy HeYiHKU HediHui, M’43ax TOIO 3,3-5,5 MMoub/a
. = - 0, %
T Jlinorenes B kupoBii (60-100 mr %0). Leit
JIFOKOHEOTCHE3 TKAaHWHI Ta TIediHIi P1BEHB TIIIOKO3EMI1I
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€ KUTTEBO HEOOX1THUM U1l HOPMAJIBHOTO EHEPTEeTUYHOIO OOMiHY TOJIOBHOTO MO3KY 1
MiATPUMYETHCS 32 PAXyHOK JMHAMIYHOI piBHOBaru Mix (pizionoriqanmMu ta 6ioximid-
HUMH TIPOLIECaMH, 110 TOCTABIISIOTH TIIFOKO3y B KPOB, Ta BiAMIOBIIHIMH IIPOIIECaMH,
110 3MEHIITYIOTH 11 KUTBKICTh Y TTa3Mi KPOBi 32 paXyHOK HaIXOKEHHS y KIIITHHHA BHYT-
pilIHIX OpraHiB.

3MiHM KOHIIEHTpAIIii TIFOKO3H B TIa3Mi KPOBI IPU3BOJIATH JI0 3CYBIB Y O10CHHTE31
Ta CeKpellii B KPOB TOPMOHIB, SIKi MArOTh HAOLTbIIe 3HAYEHHS IS PEryJISAIii MpoIeciB
(epMEHTaTHBHOTO KOHTPOJIIO METa0O0Ii3My IIIOKO3H, TOJIOBHIM YHHOM TITFOKAroHY,
IHCYITIHY, TIIFOKOPTHUKOI/IIB Ta COMaTOTPOITiHY.

I'nokazon. Incynin

CriBBiIHOIICHHS TJIFOKAroH/IHCYIiH Mae HalOIble 3HAYSHHS ISl PEryIsiiii
B32€MOBITHOIICHHS MK aKTUBHOCTSIMU TPOIIECIB TIIFOKOHEOTEHE3Y Ta TIIIKOJi3Y.

1. 3Men1IeHHs PiBHS MIIOK03eMil (cinoeniokozemis, cinoanikemis), 0 HACTAE Ye-
pe3 JeKiNbKa TOAWH MiCis OCTaHHBOTO CIIOKHBAHHS 1Ki, CYMPOBOKYETHCS ITiBH-
LICHHSIM PIBHSI CEKpelil O-KIITHHAMH OCTPIBKOBOI YaCTHHH MIJIIITYHKOBOI 3aJI03H
TOPMOHY 27IH0KA2OHY, IKUH CTUMYITIOE ITPOLIECH IITFOKOHEOTEHE3Y 3 PO3IIISIHY THMH BHILIE
MexaHi3MaMu. 3a paXyHOK aKTHBAIlii KaCKaIHOT aJICHIIaTIIMKIIA3HOT CHCTEMH B MEMO-
paHax TemaronuTiB TIIOKArOH CTUMYIIOE ochopoti3 TIKOTeHY, 10 TaKOK POOUTH
CBiif BHECOK Y 301IbLICHHSI PiBHS BUTBHOT INTIOKO3H.

2. 30inblIeHHs PiBHA IIOKO3eMii (cinepaniokozemis, cinepaiikemis) CTUMYIIOE
CEKPEILi0 B-KITiTHHAMH ITiIITYHKOBOT 381031 TOPMOHY IHC)/IiHY, SIKHH TTi/IBUIILYE CTYITIHE
MIPOHUKHOCTI ITa3MaTHYHIX MEMOpaH 0ararb0X KIITHH JUTS TITFOKO3H (OKPIM TOJIOBHOTO
MO3KY), CITPHSIOUH iX BHYTPIITHBOKIITHHHOMY MeTa0o0mi3My. [HCyTiH 3MEHIITy e IIBH/I-
KiCTh CHHTE3Y ()epPMEHTIB IIIIOKOHEOTeHEe3y B TEUiHIII Ta, HABIIAKH, CTUMYJIIOE CHHTE3
KITIOUOBHX PETYIATOPHUX (DEPMEHTIB ITTIKOJI3y — I'eKCOKiHa3H, (hochodpyKToKiHaA3H,
mipyBaTKiHA3M, IEPEBOASIYH, TAKMM YMHOM, OOMiH INIFOKO3H 3 NIFOKOT'€HHOTO Ha TITiKO-
TmiTHYHUHA nUIX. Kpim Toro, iHCYITiH CTUMYITIOE CHHTE3 Y TISUiHITl Ta M 533X IIIIKOTeHY,
10 TaKOX € METa0OJIYHMM MPOLIECOM, CIIPSIMOBAaHUM Ha 3MEHIICHHS KOHLIEHTpalii
BIIbHOI INIFOKO3H.

Aopenanin— ropMoH MO3KOBOI YaCTHHH HaTHUPKOBUX 3aJ103, 301IbLIIEHHS CEKpeLii
SIKOTO TIPU3BOAUTD JI0 MiABUIIECHHS BMICTY INIFOKO3U B KPOBi 33 PaXyHOK CTHUMYJISILIT
(docdopomizy mIiKoreHy (IeTaabHO — TUB. TiaBy 13) B M’s3axX Ta 4aCTKOBO B TEUiHIII,
o, uepe3 I'-6-D-a3Hy peakiito, CynpoBOIKYEThCS 2inepeioKO3eMicro.

InrokoxopmuKoeiou, OCHOBHUM TIPEACTABHUKOM SIKHX € KOPMU30J, CTUMYIIOIOTh
nIoKoHeoreHe3 (1, BiIOBIIHO, MiIBUIIYIOTh PiBEHb TIIFOKO3eMii IPH TPHBAJIOMY BBe-
JICHH] B OpraHi3M) 3a paxyHOK CTUMYJISALIi CHHTE3y B MEUiHIli ()epMEHTIB ITFOKOHEO-
reHe3y — rojgoBHuM unHOM DEII-kiHa3u, Ta epMEHTIB, 1110 IEPETBOPIOIOTH Y CYOCT-
paTH DIFOKOHEOTeHE3Y JISsIKI IIIFOKOTeHHI aMiIHOKHCIIOTH (CepHH, TUPO3UH, TpUNTO(aH).

Comamomponin — TOpMOH aJieHorinogi3a, 10, MOAIOHO 10 THCYIiHY, 301IbIIy€e
MPOHMKHICTh MJIa3MaTUYHUX MEMOpaH KIITHH M S30BOI Ta >KUPOBOT TKAHWHH JUIS
TITFOKO3H, aJie, Ha BiZIMiHY BiJl iHCYJIiHY, — aKTHBY€ TIIFOKOHEOTEHE3 B TICUiHIII.
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Lykposwuii xiader

Lykposuii diabem — eHIOKpUHHA XBOPOOa, IO XapaKTEPH3y€EThCS TEHETHIHO
JIETEpMiHOBaHNM a0COFOTHIM 200 BITHOCHUM JIe(iITOM TOPMOHY T IILTYHKOBOI 3aJ1031
incyniny. B OCHOBI pO3BHTKY ITyKPOBOTO Jia0eTy JISKUTh 3HIKEHHS ITPOYKIIii iHCYTiHY
B B-xiiTHHAX OCTpiBKOBOTrO (IHCYJIIPHOTO) amapary MiJIuTyHKOBOI 3a7103H a0o
HE3/IaTHICTh BIAMOBITHUX KIITHHHUX PEIENITOPIB pearyBaTy Ha iHCYJIiH.

BinnoBigHO 10 3a3HaYEHOTO PO3PI3HSIOTH!

— iHcyninozanexcrhull yykposut oiabem (I131]/]), sikuii pO3BUBAETHCSI BHACIIJIOK
pyiHYBaHHS 3HAYHOT KUIBKOCTI (3BUuaitHo Oinbie 90 %) cexpeTyrounx iHcyiiH B-kiii-
TrH. [[pUurHOIO IeCTPyKIiT B-KITITHH € TeHETHYHO 3yMOBIICHHUIT aBTOIMYHHHIT [IPOIIeC.
B/ ckmamae 10-15 % Bcix BUNAAKIB I[yKPOBOTO Jia0eTy 1 MPOSIBISETHCS Tilep-
[ITIKEMIER0 Ta CXUITBHICTIO JI0 KeTOHEMIT Ta keToanua03y. Llst popma mykpoBoro miadety
PO3BUBAETHCS 3BUYAIHO B paHHBOMY Bimli (0 30 pokiB), Haiiwacrime y nmiTed Ta
MIUTITKIB;

— iHcyniHOHesanexcHull yykposutl oiabem (IH31]/]) — dbopma 1ykpoBoro Jiadery,
3a AKOTO y OLIBIIOCTI XBOPHUX 30€piraroThes P-KIITHHU B IHCYJISAPHIiM YacTHHI
MiANITYHKOBOT 3aJ103H, ajie MOpYyIIeHi crenudiyni peakuii KIITHH Ha JAiI0 1HCYIiHY
a00 peryJisiiis Horo ceKpeltii i1 BIVIMBOM 301IbIIEHOT KOHIICHTPAIIIT IIIFOKO3U KPOBI.
IH3LI/{ po3BuBaeThest 3BU4aifHO y mopociux (crapmie 30 pokiB) Ta 0Ci® MOXHIIOTO
BIKY 1 TIPOSIBIISIETHCS TIMEPIIKEMI€I0 Ta OXKUPIHHSIM.

Haii6iip1r xapakTepHUM KITiHIKO-010X1IMIYHIM TPOSIBOM ITyKPOBOTO JIia0eTy € 30111b-
meHHs (TIOPIBHSHO 3 HOPMOKO) PIiBHSI IIFOKO3W B KPOBI B yMOBax Hatiecepie abo
TTicIIst NpUIOMY 1K, SIKUH TIepeBUILLY€ 3HAYESHHST, XapaKkTepHi IU1sl (i31070T14HOT, ariven-
maproi 2inepenoxozemii, nocsraroun 3aa4eHb S00 mr % ta Oubie. [Ipu nerkux dop-
MaX 3aXBOPIOBAHHS 2inepaioko3emis He CTIOCTEePIracThCs B TOCTA0COPOTHBHOMY CTaHi
1 BUSIBJIIETBCS JIMIIE 32 YMOB BU3HAYEHHS TOJICPAHTHOCTI OPraHi3My JI0 TIIIOKO3H, SIKE
3IIHCHIOETHCS IIUIIXOM “IlyKpOBOTO HaBaHTAKEHHS .

CranmapTHAM METOJIOM BUSIBIICHHS IyKPOBOTO Jia0eTy € “OpallbHHUN TITFOKO30TOlIe-
PaHTHHUIA TECT”, IO 3/IHCHIOETHCSI IUITXOM HaJlaHHs namieHTy (micis 10-14-roquaHoro
TOJIOyBaHHsI) Per 0S PO3UMHY, [0 MICTUTB 75 T TIIIOKO3H; KOHTPOJIbHI BU3HAYEHHS TITIO-
KO3H KPOBI MPOBOASITH MPOTATOM 2 TO1 3 1 5-XBHIIMHHUM iHTEepBasoM (Tadmurt 12.1).

Ta6nuuns12.1. liarnocTnuni KpuTepii MyKPoBoro 1iaGeTy y 10POCINX JI0/€H, 3aPONOHOBaH]

HamionanbHoro giaderosoriunoro rpynoro CIIA (3a R.Berkow (Ed.): The Merck
Manual of Diagnosis and Therapy, 1992)

Ilokasnuk Tniokosa kpoesi, m2%
300po6i ocobu uyKpoeuii diadem
T'TIH! Hiokae 115 He Hk4de 140
OI'TT? Hwkue 140 He Hmxue 200

| — mIrOKO3a ITa3MH HaTIIeCepIIe;
2 — opaJibHUII TIIFOKO30TOJICPAHTHHUI TecT (uepe3 2 Tox).
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Puc. 12.8. “LlykpoBi kpuBi” mic/isi NoOABIiHOr0 HABAHTAKEHH INIIOK03010. A — 300posa ocobda;

b — nayienm i3 yyxposum oiabemonm.

Kpim 3a3Ha4€HOTO METOITY 3 OTHOPA30BHM BBEIICHHSIM MAII€EHTY TIIFOKO3H, BUKOPH-
CTOBYIOTh TaKOX “TIOJIBIHHI I[yKpOBI HaBaHTaxeHHs~ (npoba [lImayb6a-Tpayeomma)

(puc. 12.8).

V pasi 3poctanHs piBHIB mroKo3eMii Oibie 180 mr % (“HupKoBuUil mOPIr” mIst
TIIIOKO3H ), OCTaHHS IIOYMHAETHCS BUBOIUTHUCS 13 CEUCTO — 2170K03ypis. Bakki popmu
HEKOMIIEHCOBAHOTO IyKPOBOTO A1a0eTy CyNpPOBOKYIOTHCS 3HAYHUMH 3PYILICHHAMH
JITIHOTO 00MiHY — Kemonemier Ta kemownypiero (tnasa 16, 1.16.4), a TakoX Imi1BA-
IIEHUM KaTa0OoIi3MOM O1NIKIB 1 aMiHOKHCIIOT 13 pO3BUTKOM a30memii Ta azomypii.
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I''TABA 13. METABOJII3M BYIUVIEBO/JIB
III. OBMIH TJIIKOTI'EHY TA INIIKOKOH’IOT'ATIB

Inikoren — TBapWHHUI TOMOTIOTICaXapH/I, IO MICTUTHCS B ITUTO30J1 KIIITHH y
BUTJISIII MIKPOCKOTIIYHUX TPaHYJ 1 SBJIsiE COOOI0 AETO JIAOITFHOTO METabOoIiYHOTO
nanuBa. [JTKoreH € pe3epBHOIO (OPMOIO IITFOKO3M, 30epeKeHHS HA/UIHIIKIB SIKOT y
BUIVISIII MOJIEKYJI MOHOMEPIB HEMOXKIIUBE Y 3B’SI3KY 3 11 BHCOKOIO OCMOTHYHOIO aKTHB-
HicTI0. OCHOBHUMH OpTraHaMH, B SIKUX JICTIOHYETHCS HAWOUIBIA KITBKICTh TITIKOTEHY,
€ TIEYiHKa Ta CKeJIETHI M’ 513U, IKi MOXKYTh 3a0€311eUyBaTH BIIacHI eHepreTHYHI MOTPeOn
Ta piBeHb TITiKkeMil (TIeuiHKa) B TiepepBax MiXk CITOKHBAHHIM TKi.

Inikokon’0raTn — CKJIaHI MOJIEKYIH, 10 MICTATH OJIro- abo rmosicaxapuiaHi
JIAHITIOTH, CIIOTYYEeHi 3 IeTITHIHUM a00 nimiHnM pparmenTom. Hopmansauii 6iocuH-
Te3 Ta PO3IICIUICHHS BYIJIEBOJHOI YACTHHH IVTIKOKOH TOTATIiB € BYKIIMBOIO TTEPETyMOBOIO
peautizartii 6ioyorigHuX (GYHKIINA TPOTEOTTTiKaHiB, TIIIKOMPOTE{HIB Ta TIKOMIITIIB.

13.1. BIOCHUHTE3 TA PO3MEIIVIEHHA TVIIKOT'EHY

Peaxmii meTabomi3My MOJEKYN TJIIKOT€HY KaTalli3yrThCs (epMEeHTaMH, M0
CTPYKTYPHO 3B’S3aHi 3 IUTO30JFHUMH TpaHyJIaMH THoJicaxapuay i 3a0e3nedyroTh
KOHTPOJIb IIBUIKOCTI HOro cuHTe3y abo MoOimi3allii, 3aeHO Bix PiBHS TiiKeMii
(TTroKO03eMil) Ta cTaHy PeryJIATOPHUX CUCTEM OpraHi3My.

@epMeHTATHBHI peakilii CHHTe3y IJIiKOreHy (rJIiKoreHesy)
1. Ymeopenns nyxieomuoyykpy-nonepeonHuxa.

0
CH,OH NI
0 o 9 o o=
OH + HO—P-0~P~0~P-0~CH, N
HO 0—PO;H, OH OH OH 0
OH
I'mroko30-1-¢pocdar YT® OH OH
CH,OH 0
0 NH)j
OH o 0 O%\N + H,P,0,
HO 0—P-0—P—0—CH,

OH OH OH

OH OH
V®-1-rmoko3a
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Yci 6ioxiMiuHi peakilii yTBOPEHHS CKIIaTHIX BYTJICBOJIIB — OJIITO- Ta MOTiCaXapu/IiB
MoTpeOy0Th HAsBHOCTI METa0OIYHO aKTHUBHUX ()OPM MOHOCAXapHIiB, Y PO SIKAX
BUCTYNAIOTh CHONYYEHI 3 IyKpaMU HYKJICOTHIH (IUB. TAKOK HIDKYE — CHHTE3
DITIKOTIPOTETHIB Ta MIPOTEOTITIKaHIB).

MeTabomiuyHO aKTHBHOIO (POPMOIO TITIOKO3H, 1110 BUKOPUCTOBYETHCS Y (POPMYBaHHI
HEepOo3rally)KeHUX TOMOIOJIiCaxapuIHUX JIAHIIOTIB TIikoreny, € Y/1®d-1-rmoko3a, sika
YTBOPIOETHCS B peakilii, HaBeaeHii Ha ¢.176.

Peaxiiis karazizyetbest pepmeHToM V] D-entoxozonipogochopunaszor 1 € odep-
HEHOIO0, ane y (i310J0rYHIX YMOBaX i piBHOBAra 3CyHyTa paBopyd Y 3B’s3Ky 3 OCTil-
HUM Tifpornizom mipodocdary, mo yreoproetses (H,P,0.), nipogocgpamasoro.

I'moko30-1-docdar, skuii € cydcTpaTtom peaxilii, yTBOPIOEThCS 3 TIFOK030-6-(hoc-
¢ary (muB. rnaBy 11) 3a paxyHok mii ghocghoenrokomymasu.

2. DopmysanHs HepO32aNYHCEHUX TAHYIOLIE 2NIKO2EH) .

[Ipu cunTe3i O-1,4-TTiKO3UAHNX (aMiTIO3HUX) JIAHITIOTIB TIIIKOT€HY B POJTi aKIleT-
TOPiB aKTUBOBAHUX 3AJIHIIKIB TIIFOKO3W BUCTYIAIOTh HEPO3TaTy)KeHi TOicaxapyIHi
JIAHITIOTH B)Ke HassBHUX Y KIITHHI MOJIEKYJI TITiKoTeHy (“‘3aTrpaBouHuid” TimikoreH). dep-
MeHT V/[®-enikocenmpancgepasa (enikocencunmasa) NEpeHOCHTh MOJICKYJ M MOHOCA-
xapuay Bix YA®-1-rmoko3u Ha C-4-TiApOKCUIIBHI TPYNU TEPMiHAJIbHUX (71-HX)
3QJIUIIKIB [TIOKO3H:

Y®-1-tmokoza + (CH, O,) —== VY1 +(CH, O, .,

CH,OH

o
OH

0] (0]
I I
OH OH OH
Y]1®-1-nmoko3a

CH,OH CH,OH
O O
OH (n) oH (n-1 —
HO 0 O—:---
OH OH
(CGH]OOS)n
CH,OH CH,OH CH,OH
(0] O O
on @1 og™ oy (@-1) + VD
HO O O O—. .o
OH OH OH

(CGHI 005)n+1
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3. Qopmysantist po3eanysicersb Y MOICKYIL 2KO2EHY .

O-O-O-O0O0O0OBOOO0O0O00—--0O  Posraryxenns b

> ~ ~ ] MOJIEKyIli TIIKOTeHY

BUHUKAOTh 32 paxy-

HOK BHYTPIIITHHOMO-

@ U JICKYJIIPHOTO Tiepe-

HOCY OJlirocaxapui-

HOTO (pparMeHTa 3 6-7

MOHOMEPIB 13 KIHIL

JIHIAHOI TUISHKY Ha

C-6-T1ApOKCHIIBHY

TPYITy DITIOKO3H, IO

BIJICTOITh BiJ KIHIIA

MOJICKYJIH Ha KiJTbKa

MOHOCaxXapHuJHUX

3aJIMIIKIB. Peakiis

ce —O KaTalli3yeThCs AMiNO0

(D/CD/ (1,4-1,6)mpanc-

enikozunazoro (pos-

Puc. 13.1. CxemMa yTBOpeHHSsI po3rajy:kKeHb y MOJIEKYJIi [NIIKOreHy. eanyscyrouuil ¢ep-
MeHm).

3a MexaHi3MOM, [0 PO3MISTHYTHH, CHHTE3YIOTHCS MaKPOMOJIEKYJIH TIIKOTeHY

(M.m. 1-108-2-10%), 1110 MICTATH BiJ KIJIBKOX THUCSY 10 MiJIbIHOHA MOHO3HHUX 3aJIHIIKIB 1

¢dopmytoTs rpanyu po3mipom 40-200 HM.

DepuenmamueHi peakyii po3uieniieHHa 2ikozeny (J1iKozeHoniy).

1. Ilporec TIKOTEHOMI3Y peali3yeTbesl 32 MEXaHI3MOM pocdhoponimuunozo pos-
wenjients, sike monarae y hocopoutizi 1,4-mmiKko3uaHoTO 3B SI3KY Ha HEPEAYKYI0UOMY
KiHITI MOJIEKYJH TIKOTeHY (TakoMmy, 1o MicTUTh BibHY (C-4)-OH-rpymy). B peakii

OH
OH_ .}lT _OH
CH,OH 0 CH,OH CH,OH
0 l 0 0
e K A K P, -

HO O O O—. .o

OH OH OH

(CH,0y),
CH,OH CH,OH CH,OH

0] o) 0]
— N OH OH N OH OH
HO O-P\=O HO o) O—---
OH OH OH OH

DIIOK030- 1 -(hocdar (CH,0)),,
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BUBLIBHIOETHCS TITFOK030-1-(hocdar, a HeposramykeHui (parMeHT MOJICKY/IH [JTIKOTCHY
CKOPOUYEThCSI HA OJIMH MOHOCAXaPHUTHHUHN 3aJTUIIIOK:

(CH, 0, +H, PO, —=mmokoso-1-pocdar + (CH, O,) ,

depMeHT, 110 Karati3ye peakiliro, — arikoeeHpochopunasa.

2. ®ocdopuiiaza Bigpizac MOHOCAXapHIHI 3aIMIIKN Y BUTIIS TITFOK030- 1 -hocdary
BiJT HEpPO3TaTy’KeHIX aMiJIO3HMX JIAHITEOTIB TTiKoTreHy. Po3ierieHHst posramyskeHux Qpar-
MEHTIB BiI0YBa€ThCS i Ti€10 amino- 1, 6-enikosudazu (Oepozeanyicyouuii hepmenm).

depMeHT Katamizye enikozurmpancghepasiy 1a amino-1,6-enoko3udasny peakiii,
a came:

— TIEPEHOCHTDH OJIrOCaxapuIHi 3aJMIIKH, IO CKIAJAIOThCS i3 TPHOX MOHOCAXa-
pHIiB, B KiHEIIb HEPO3TATYKEHUX JIAHIIIOTIB, IO €KCIIOHYE 3aJHIIKU TITIOKO3H,
CIOJTy4YeHi 3 OCHOBHHUM JIAHIIFOTOM O 1 —> 6)-TJTIKO3HTHUMU 3B’ I3KAMH;

— po3puBae (1—>=6)-ITIKO3UIHI 3B’SI3KU TiPOJITHYHUM IUISIXOM, BUBUIBHSIFOUU
MOJICKYJIH TIIFOKO3H.

3. I'moxko30-1-pocdar, mo yTBOproeTbes mpu Gocdopornizi TIKoreHy, mix A€
hochoenrokomymasu TIEPETBOPIOETHCS B TITFOK030-6- Tirixorest
docdar. (CH,0,).

4. Iopane1r MeTaboiuHI IUITXH 0OMiHY TITFOKO30-
6-hocdary BiAMiIHHI B KITITHHAX TIEYiHKH 1 M SI31B:

— B MEYIHII TITIOK030-6-(pochar mpu il mIroKo30- [mokozo-1-Gocdar
6-(hocdarasu NepeTBOPIOETHCS Y BUTBHY IITIFOKO3Y, KA
HaJIXOJJUTh Y KPOB 1 BUKOPUCTOBYETHCS B IHIIIMX Opra-

. I'mroxo30-6-¢pocdar
HaX 1 TKaHUHaX;

R . . M’ 5131 | | ITeuinka
—y M’s13aXx, SIKi He MICTSTh IIIFOK030-0-(ocdarasu, ‘
III0K030-6-(hocaT BUKOPHCTOBYEThCS 71 BIACHUX Tipysar imoko3a
CHEPreTUYHHX TOTPeO, OKUCITIOIOUUCH aepOOHUM a00 (naxTar)
aHaepPOOHNM LIISXOM. Puc. 13.2. MeraGoiiuna cxema
Cxemy ¢ochopoiti3y IIIKOTeHY B KJIITHHAX MIEYIHKA docdoponizy Liikoreny
Ta M’sI31B ITOJIaHO Ha puc. 13.2. B nevinmi Ta M’si3ax.

13.2. PEI'VJsAlIA INIIKOT'EHOJII3Y TA TVIIKOTI'EHE3Y

['mikoreH € TOIOBHOIO MOJIEKYIISIPHOIO (DOPMOTO 3armacaHHsl BYTJIEBOIIB B OpraHi3Mi
JIFOZIMHY 1 TBAPUH, 1110 aKyMYJIIOE€ThCS Y BUITISI BHY TPIITHBOKITITHHHUX TPaHyIl, TIepe-
BOXKHO B TEYIHII Ta M’s3aX, MiJl 4ac TPaBJCHHS 1 BUTPAYacThCcad B MPOMIKKAX MK
npuiiomamu ixi. KoHIIEHTpallisl IIIKOTeHy B TeMaToIMTaX 3Ha4HO MEPEBHILYE HOTO
KOHIICHTPAIIIIO B KIIITHHAX M 5I31B, aJie, BpaXOBYIOUH 3arajbHy Macy CKeJIETHHX M sI3iB,
B OCTaHHIX 30epiraerbcs OiIbllla YaCTHHA TOTAJIBHOTO TIIIKOTEHY OpraHi3My.

KinbKicHi TOKa3HUKK BMICTY IJIIKOTEHY B OpraHax J0pOCIOi JIOAWHN HaBE/ICH] B
Tabmuui 13.1.
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Tab6nxumsa 13.1. BumicT miikoreny Ta nioKo3u B oprasismi Jwoaunu (mMacoro 70 Kr, micus
CIIO’KMBAHHS k1)

Iy ey2neeodis Konuenmpauia 3azanvna Kinvkicmo
I'nikoreH nevinku! 4,0 % 72t
I'nikoreH M'sa3iB2 0,7 % 245
['m10K03a ekcrpanenonsipHa’ 0,1 % 10T
Beboro 327r

! — maca newinku — 1,8 ke;

2 — maca m’a3i6 — 35 k2;

? — zaeanvnuil 06°'em exempayenonsproi piounu — 10 1.

3aBsKM HAsIBHOCTI IITIOK030-6-(hocdaraszu, MoOiizalis IIiKOTeHy MeYiHKH TpH-
3BOJIUTH JI0 YTBOPCHHS BUIBHOI IITIOKO3H, IO BH3HAa4Ya€ (PyHKIIIO TeNaToIHTIB Yy
MiATPUMaHHI PiBHS TITiKeMil B yMOBax 3MeHIIEeHHs a00 BiZICYTHOCTI abcopOii Tiro-
KO3M 3 KHUIIIEUHUKA. BuuepnaHHs pe3epBiB IIKOreHY MEYiHKH CIIOCTEPIraeThes y
nrouHU uepe3 12-18 rox micist mpuiHSTTS 1Ki; B IMX yMOBaX PiBEHb IIIFOKO3H B KPOBI,
HEOOXiAHUN TSI HOPMaJIbHOTO (PYHKIIOHYBaHHS IHIINX TKaHWH, Hacammepes
TOJIOBHOTO MO3KY, T ITPUMYETBCS 32 PaXyHOK IJIFOKOHEOTSHE3Y B MEUiHIll Ta HUPKaX.

Ha BinmiHy BiJI Te4iHKH, M’ 131 BAKOPHCTOBYIOTb [ITIKOT'€HOJII3 JIUIIIE IS TOKPUTTSI
BJIACHUX CHEPTreTUYHMX MOTPeO. 3HaYHEe 3MEHIIICHHS KOHIICHTpallil ITIKOTeHy M’ sI31B
CIIOCTEpPIraeThCsl JIUIIE MICIIsl TPUBAIOT Ta BUCHAXKIIUBOI (Pi3HYHOT pOoOOTH.

Buxoasun i3 3a3Ha4eHOT0, B OpraHi3Mi MOBHHHI iCHYBaTH PETYSTOPHI MEXaHi3MHU,
II0 KOHTPOJIOIOTH KOOPAWHOBAHI 3MIiHM MPOLECIB CHHTE3y Ta pO3Maay ITKOTEHY B
YMOBaxX 3MiH y PeXHMI XapuayBaHHsI, IEPEXOy OpraHi3My BiJl CTaHy CIOKOIO IO
AKTUBHOI HISJILHOCTI.

KuirouoBy poab y peryasiuii peakuiii LIIKOreHo1i3y Ta INIIKOreHe3y BilirpanTb
KJIIOYOBi (hepMeHTH po3lIeNUIEHHsI Ta CHHTe3Y IUIiKoreHy riikorendgocdopuiasa
Ta IiKoreHcHTa3a. KOHTponb akTUBHOCTEH enikocengocgopunasu Ta enikoceHcun-
mas3u 3MIACHIOETHCS TUITXOM X KOBaJleHTHOI Momudikarii (dhochoprmroBanas —
nedochOpUTIOBAHHS) Ta YACTKOBO — 3@ MEXaHI3MOM aJIOCTEPUYHOT PeryJIsiii.

Perynsiuisi akruBHocTi rikorendgocdopuiiazu

ImikoreHdochopunasa nediHKu Ta M’ 31B — 1€ JUMED, SKUH MICTUTB Y CBOEMY CKIIaIi
mipuokcanbhocdar. PepMeHT MOXke TepeOyBaTy B akTHBHIN (ochopriiboBaHii hopmi
(¢pocghopunasza a) Ta HeakruBHi nedochopriboBanii popmi (pocgopunasza b).

1. TlepeTBOpEeHHSI HEAKTUBHOI hocghopunaszu bB akTuBHY (hocgopiuiasy aBiiOYBaEThCS
nusixoM (hochoprTroBaHHS CEPHHOBHX 3AITUIIKIB y MOJIEKYJTi (poC(OpHIIasn 3a paxyHOK
MaKpoepriuHux 3B’ s3kiB ATD:

¢docthopunaza b + 4ATO —= pochopmnaza a + 4A 1D
(oumep) (mempamep)

HedochopumoBanns dochopunazu a npomeingocghamaszor (ocghamaszoro)
MPU3BOMIUTH JI0 YTBOPEHHST HEAaKTUBHOI (hocopuas b.
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2. @epment, 1o (ochoprmoe hochopunazy b, — kinasa ¢ocghopunasu b. Kinaza
(ocdopuazu b Takox iCHye B IBOX MOJIEKYIISIPHAX (pOpMax — HEAKTHUBHIHN Ta aKTUBHIH,
SIKi B3a€EMOTIEPETBOPIOIOTHCS IIIISIXOM (POCQOPIITFOBaHHS — JIepOCOPIITFOBAHHSL.

dochoprmroBanns kina3u pochopmnazu b (KD b) BinOyBaeTses 3a yaactio ATD
i aiero yAM®-3anexcroi npomeinkinazu:

nAM®-3anexna
npoTeiHKiHa3a
K® b (neaxtnBHa) + ATO — KO b (aktuBHA) + AJlD

HedochoprttoBanns kinaszu ¢ochopunasu b gpocgamazoro CynpoBOIKYEThCS 3BO-
POTHUM Tiepexo/ioM (PepMEHTY B HEAKTUBHY (QopMy.

3. KaraniTuuHo akTUBHA MpOTEiHKiIHA3a (OPMYETHCS 3a YMOB ii B3aeMoii 3
3',5-AM® (HAM®), yTBOpEHHS SIKOTO B aJICHIIATIIMKIIA3HINA PEaKIlii € IMyCKOBOO
MOJICKYJISIPHOIO TIOZI€I0, IO BKIIIOYAE KACKAOHULL Mexanizm Peryismii (epMEeHTHUX
MpoLIECiB y KIIiTHHI (T71aBa 7).

AxTuUuBanisg
a/IeHUTATINKIIa3H
B TermaToluTax
BinOyBaeThCs 3a
YMOB B3aeMOJIii 3
MEeMOpaHHUMH pe-

HENTOpaMH TopMO-

Hy O-KJIITHH M-
LUTYHKOBOI 3aJ103U

emoxkaeony. B -

THHaxX M’s131B ep-

MEHTHHUIl KacKas HAM®-3arnexHi
TIIiKOTEHOIi3y AT®  nporeinkinasn ~ AID

Anpenanin
I'mroxaron

AleHiIaTIMKIIa3a

AT® HAM®

BKJIFOYAETHCS [IPU
B3aemoii 3 B-ai- K®b > Kdb @
peHoperenTopamMu (HeaxkTHBHA) (axTHBHA)

MeMOpaH MioIH- |

TiB TOPMOHY MO3- AT / ATl
KOBOTO IIapy HaJl-
HHpKOBUX 3amo3 Pochoprnazab > Qocoprnaza a
aopenaniny (eni- (neaxTiBHa) (akTHBHA)

Hegpumy).

Cxemy dep- _
MEHTHOTO KacKa- [nikoren
Iy perynsmii ak-

TuBHOCTI (oc-
¢dbopomdizy riiko- I'mokoza
reHy IOJaHO Ha (CO,, H0)
puc. 13.3: Puc. 13.3. ®epmenTHuii kackan gochoporisy riikoreny.

— [moko30-1-pocdar
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4. Y M’s13aX iCHYIOTh TaKO)K MEXaHI3MH CTUMYIIAIT TIIIKOT€HOMI3Y MUIIXOM aJo-
crepuuHoi aktuBailii Gochopmwiazu b ta kiHazu pochopurasu b 6e3 dhochopuitio-
BaHHS IIUX OUTKiB ()EPMEHTHOTO KAaCKaIy:

— 710 CKJTafy KiHasu (pochopuaasu b BXOAUTH CyOoauHuIs, 1m0 € Ca’ -3’13y 0unm
O1IKOM, 32 CBOIMH BIIACTHBOCTSIMH 1IEHTHYHHM KaibMOOYIiHY. 3B’ SA3yBaHHS €0
CyOOAMHUIICIO YOTHPHOX 10HIB KAJIBIIiF0 AKTUBYE KaTaIITHYHUH IIEHTp KiHa3u (pocdo-
pwiasu b, xoua MojeKyna GepMeHTy 3aMIIAeThes B AeochoprIboBaHOMY CTaHi.
Le#t mporec Mae (hizionoriuHe 3HAYCHHS TEPMIHOBOTO MEXaHi3MYy 3a0e3IIeUeHHS eHEeP-
Ti€F0 M’SI30BOTO CKOPOYCHHS, SIKMH BKITFOYAETHCSI B pe3ynbrari BuBiIbHEHHsS Ca®' 3
CapKOIUIA3MaTHYHOTO PETHUKYITYMa TiCIIsl HaIXOHKEHHSI HEPBOBOTO IMITYJIBCY;

— aKTHBaIlis M 5130B01 Gocdopunazu b M’s3iB MOXKE TaKOXK BimOyBarucs 0e3 ii
dochopmtoBaHHSA. AJOCTEPUIHAM aKTHBAaTOpoM (epMeHTy € AM®D, KOHIeHTpais
SIKOTO B M 532X 3HAYHO 3pOCTAa€ B YMOBAX TPUBAJIOTO (i3MIHOTO HAaBAHTAKEHHS, 110
MPU3BOIHTH 10 BrdepiianHs pe3epBiB AT® i naxormmuenust AJID ta AM®. AktiBoBaHa
AM® docdopmnaza b 3marHa 3a0€3MEYUTH IBUIKICTH TIIIKOTCHOMI3Y, AOCTATHIO JIJISI
BUKOHAHHSI M’ s130BOT pOOOTH TIOMipHOT iHTEHCHBHOCTI.

PeryJisinisi akTHBHOCTI IVIIKOT€HCHHTA3U

AHaJIOTIYHO JI0 IiKoreHpochopunasu, enikoeeHcunmasa MOXe iICHYBaTH B JIBOX
MOJIEKYJISIpHUX (hopMax — (ocopritboBaHili i nedochopriiboBaniii. Ae, Ha BiIMiHY
BiJ TirikoreH(ochopuiasu, KaTaliTHYHO aKTUBHOIO € AedocopiiiboBana Gopma
(bepMeHTy — enikoceHcunmasa a, a HeakTuBHOI — (ochopunboBaHa Gopma —
enikoeencunmasa b.

DochopuroBaHHS TIIIKOTeH-CHHTA31 3IHCHIOETHCS 38 CEPUHOBUMH 3TUILKaMU (ep-
MeHTy A M®-3a1eXHOI0 TPOTETHKIHA30I0 32 PaXyHOK Makpoepriyanx ¢ocgaris ATD:

nIKoreHcuHTasa a + 2AT® — nimikorencundTasza b + 2AJID
(axmusna) (neaxmusna)

3BopoTHA peakiis — aedocopriroBaHHs (aKTHBAIlS) TIIKOT€H-CHHTA3H Kara-
J3y€eThCS BIMOBITHOIO hochamaszoro.

I3 HaBemeHOTO 3pO3yMiJIO, IO CTUMYIIAIIIS Kackamy (ocdopodmizy mmikoreHy aape-
HaJIIHOM 200 ITFOKarOHOM, sIKa CYTIPOBOIKYETHCS 3pOCTaHHIM KOHIICHTPAILIT B KIIITHHAX
HAM® Tta aktuBHOCTI HAM®-3aeKHIUX MPOTETHKIHA3, TPU3BOAUTS 10 (hochopuitto-
BaHHS TIIKOTEHCUHTA3M 1 1i iHAKTUBAIlil, TOOTO JIO TIPUTHIUCHHS PEaKIliii CHHTE3y
TITIKOTEeHY.

Takum unHOM, IJ1iKoreH(ochopuiiaza i IIIiKOreHCHHTAa3a PeryJolThCs penui-
pokHo: akTuBaNif riikorendochopuaazu (i ¢pocdopoiizy riikoreny) Biady-
BAETHCSl B YMOBaX iHaKkTHBAWil niikoreHcunTasu (i cuHTedy Kiikoreny). Lls pe-
[UMPOKHA PETYISIis MeTab0Ii3MYy € SICKPaBUM MPOSIBOM MOIEKYAAPHOT 102IKU FKUBUX
OpTraHi3MiB, SIKi BKJIFOYAIOTh KaTabomiuHi pepMEeHTHI CHCTEeMHU MPH HEOoOXiTHOCTI 3a-
Oe3medeHHs KIIITHH eHeprieto (M’ s130Ba JisTFHICT BUMarae po3ieTyIeHHs pe3epBHUX
BYIJICBO/IIB) 1 MEPEKITIOUalOTh O10XIMIYHI peakiii Ha NUIIXu aHaboisMy (B TaHOMY
BUTIAJIKy — CHHTE3Y TIIIKOTeHY) B TIepio (izionoridyHoro crokoto (puc.13.4).
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Cunrazaa |
(axTHBHA) OH
dochopunaza b
Py (neaxrnua) | OH ATO
H,0 AJlD

Cunrazab | O—@
(HEeaKTUBHA)

®dochopunaza a
(axTHBHA)

Puc.13.4. Cxema penMnpokHoi pery.isiuii akTUBHOCTeil niiikoreHgocgopuia3u Ta LIKOreHCHHTA3H.

T'opmonasnbHa peryJisiniss MeTad0J1i3My IUIiKOreHy

Y4acTh TOPMOHIB y PETYIALIi ITIKOTEHOMI3Y Ta IITIKOTEHE3Y B M s3aX Ta MeYiHIIi
MOXe OyTH MiJICYMOBaHA TAKMM YAHOM:

A. Y m’azax.

AOpenainin — CTUMYITIOE TIIIKOTEHOII3 Ta TaThMY€ TITIKOTEHE3 IIUITXOM:

a) aKTBallii mIikoreHpocdopuiasm 3a paxyHok ii HTAM®-3anexHoro (ochopu-
JIFOBaHHS;

0) iHriOipyBaHHS TIIKOTCHCHHTA3M 3a paxyHoK 1l nAM®-3anexnoro ¢ochopu-
JIFOBaHHSI.

Incynin — CTUMYITIOE TJTIKOTEHE3 1 TalTbMY€ TIIIKOT€HOJI3 IJISIXOM:

a) MiIBUIICHHS TPOHUKHOCTI MeMOpaH M’S30BUX KIIITHH JIJIsI ITIFOKO3H, 1110 BUKO-
PHUCTOBYETHCS ISl CHHTE3Y TIIIKOTCHY;
posmierieHHs pocdoiecTepasoro.

b. Y neuinui.

IoKazon — CTUMYIIOE TIIIKOTEHOINI3 Ta TajJbMy€ TIIKOTEHE3 32 MEXaHi3MOM,
AHAJIOTIYHUM JIii a[peHaTi3y B KIIITHHAX M SI3iB.

Incynin — TIBATIYE aKTUBHICTH ()epMEHTATHBHUX PEAKIIil CHHTE3Y TITIKOTeHY 3a
paxyHOK Oi0XiMIYHUX MEXaHi3MiB, OIM3bKHX JI0 PO3IISIHYTHX BHIILE.

TakuM YMHOM, CHIBBIJHOIICHHS IJIFOKArOH/IHCYIIIH € BOXKJIMBUM (i310JIOTTHHUM
MeXaHi3MOM, 10 KOHTPOJITFOE TIIKOTEHHY (DYHKITITO TIEYIHKH Ta PiIBEHb TITFOKO3H B KPOBi
ITiCIIs CIIOKMBAHHS TKi:

— MepeBaXKaHHsI [HCY/IiHY CIPHUSE YTBOPSHHIO B OPraHi3Mi pe3epBiB BYIJICBOJIB Y
(dhopMi IJTIKOTeHY TEUYIHKH;

— IIepeBaKAHHS 2TF0KA2OHY CTIpUsie MOOLITI3aIli{ 3armaciB IIIKOTeHY MEYiHKH B YMOBaX
3HIDKEHHS PIBHS 271F0K03€eMil, SIKe CTIOCTEepIiraeThes Yepe3 KiibKa TOAWH MiCiIs CIIOXKHU-
BaHHS TKi.
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13.3. TEHETHUYHI IIOPYIIEHHA METABOJIIBMY INIIKOTI'EHY

CriaIkoBI TIOPYIIICHHSI peaKIliil po3LICIIICHHS a00 CUHTE3Y ITIKOTeHY MPOSIBIISIOTHCS
Y BUIJISIZL €H3UMOIIATIH — X80P0O HAKONUYEHHS 2IIKO2EHY — 2NIKO2eHO3168 Ta A2iKO-
2€HO3I6.

T'nikorenos3mn

I'mikoreHo3u — CIaIKoBi XBOPOOH, MOJICKYJISIPHOIO OCHOBOIO BHHUKHEHHS SIKUX €
YpOIlKEeHA HETIOCTATHICTh CHHTE3Y MEeBHUX (PePMEHTIB TIIIKOT€HOJi3Y, OB’ s3aHa 3 Jie-
(exTamMu B TeHETUYHIN cucTeMi KITiTHH. [Ipy DIiKOreHo3ax y BHYTPIIIHIX OpraHax Ta
TKaHUHAX (3/1e0UIBIIOTO B MEUIHIl, M 533X, KIITHHAX KPOBI) CIIOCTEPIra€ThCsl HAKO-
MMYCHHS aHOMAITLHO Ha/IMiPHOT KIJIBKOCTI ITIKOTEHY, 1HO/ 31 3MIHEHOO MOJICKYJISIPHOIO
CTPYKTYPOIO, SIKUI HE MOYKE BUKOPUCTOBYBATHCS y METa0ONIYHHUX Ipoliecax — Tad-
s 13.2.

Tab6nuuns 13.2. Bioximiuni xapakTepucruxu rikorenosis (3a R.Berkow (Ed.): The Merck Manual of
Diagnosis and Therapy, 1992, i3 3miHamu)

Tun Depmenmua cucmema, w0 Yuwkooiceni opeanu i Tpusianvni
nopywena MKAHUHU (enonimiuni) nazeu
I'nikorencuHTasa Ileuinka, M'si3u —
I |T'moko30-6-docdaraza [leuinka, HUPKU XBopoba ['ipke
I |Jli3ocomaibHi TIIiKO3HIa3H Bci oprann XBopoba [Tomne
III |Amino-1,6-rimoko3ugasa Ieuinka, M'134, MiOKapI, XBopoba opbdcea
JIEHKOIIUTH
IV |Amino(1,4 —1,6)tpancriikosunasa |[ledinka, m's3u, Miokapa Tomo [ XBopoba Anzmepcena
(posraryxyounii epMeHT)
V [®Dochopunaza m's13iB Xpebduesi M's31 XBopoba Mak-Apaist
VI |Dochopunaza nediHku Ileuinka XBopoba Xepca
VII |®ochodpykTokiHaza XpeO1ieBi M'sI3H, ePUTPOLIUTH XBopoba Tapyi

KniHi9HO ITIKOT€HO3M TPOSIBIISIOTHCS BAXKKOKO TIMMOTTIFOKO3EMI€I0 BHACIIIOK He-
37IaTHOCTI ITIKOT€HY TEYiHKU PO3IIETUTIOBATHICS 3 BUBUIBHEHHSIM MOJIEKYIT TIIFOKO3H.
I'mikoreHo3u, NpH SIKMX YHIKOKEeH] (PepMEHTHI CHCTEMU MOO1Ti3allil IIIiKOTeHY TIeqiH-
KU, XapaKTepH3yIOThCs 30UTBIICHHSIM MacH OpraHa, JKUPOBOIO TUCTPO(DI€I0 TeTaToHTIB
Ta SIBUIIAMH IIUPo3y. HemocTaTHICTh (hepMEHTHHX CHCTEM IITIKOTEHOII3Y B M’ sI3aX Cy-
MPOBOKYETHCS CYIOMaMH 32 YMOB (Di3MYHUX HABAHTAKCHb.

ATrJIiKOreHO3H

ATDTIKOTEHO3M — CHAJKOBI XBOPOOW HAKOMWYCHHSI TJIIKOTCHY, MOJIECKYJISIPHOIO
OCHOBOIO SIKMX € TeHETUYHI JIS(PEKTH, 1110 TIPU3BOJIATH JI0 TOPYIICHHS YTBOPESHHS (hep-
MEHTY TJIIKOTeHCUHTA3H.

BHaciok HeZ0CTaTHOCTI IIIKOTEHCHHTA3W TeMaTOlUTH HE 3JIaTHI yTBOPIOBATH
pe3epBH MITIKOreHY, KOHIICHTPAITisl TKOTO BCEPE/MHI KIIITHH 3HAYHO 3MeHIIIeHa. BHac-
JI/TOK BiJICYTHOCTI TJTIKOTEHOBUX PE3€PBiB XBOPI ITPH arliKOTeHO3aX, SIK 1 PH TITKOTe-
HO3aX, CTPaXIAI0Th BiJl INIMOOKOI TIITOTITFOKO3eMii, 0COOIMBO HATIIIECEPIIe, IMiCis 3HA-
HOT TIepPEPBH 3 Yacy HaJIXOJKEHHS XapuoBOi IITFOK03H. [ IMOrToK03eMist TIPH arTiKoreHO-
3aX MOXKE CYTPOBO/KYBATUCS BAYKKOFO KOMOKO BHACITIIOK €HEPreTHYHOTO TOJIO/Y BAHHSI
TOJIOBHOTO MO3KY. Taki XBopi 3BUYaifHO BMUPAIOTh Y PAHHBOMY JUTSYOMY BiIli.
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13.4. METABOJII3M BYIUVIEBOJHUX KOMIIOHEHTIB
IVNIIKOKOH’IOTATIB

['miko3MITIOBaHHSI HEBYTJIEBOTHUX MOJICKYJI € BOYKJIIMBHM KJIaCOM O10XIMIYHUX peak-
1Ii#4, 1110 IPU3BOJISATH JIO YTBOPSHHS TIOPUIHUX MOJICKYJI 21iKOKOH tocamis. Y pe3yibTari
peaKIiii DTKO3WITIOBaHHS OJIiTOcaxapu/IHi Ta MoicaXapu/IHi JIAHIIOTH PUETHYIOTHCS
KOBaJICHTHUMH 3B’S3KaMHU JI0 TIOMIMENTH/IIB a00 JIiMiiB, yTBOPIOW0YH (Hi310JI0rIYHO
BKJIMBI TIIIKOTIPOTETHH, TIIKOMIIIN Ta IPOTEONTiKAHH.

BiocunTe3 riikon’oraris

[Ipornecu mIiKO3MITFOBaHHS OUTKIB 1 JIMIJIIB BiJOYBAaOTHCS B SHIOMIA3MATHUHOMY
peTuKynyMi Ta anapari [ob/pKi 1 KaTami3yoThes crienupiuHuME rikozurmpanchepa-
3amu. BioxiMivHi peakiii CHHTe3y oJlirocaxapuaHuX (YparMeHTiB ITIKOMPOTETHIB, IITi-
KOJIITI/TIB Ta TeTepoItoiicaxapiaHuX (PparMeHTIB MPOTEONTiKaHiB (ITiIKO3aMiHTIIIKaHiB)
B I[IJIOMY CITiBIIaJAaI0Th 1 Oyl Th PO3MIISIHYT1 Ha MPUKJIal OUIBII IETalbHOTO BUBYEHOTO
TIPOIIECY YTBOPEHHS BYTJIEBOJHIX KOMITOHEHTIB ITikompoTeiHiB. [IpoTe icHyt0Th CyTTEBI
BIJIMIHHOCTI B MOJIEKYIISIPHHUX MexaHi3Max OiocuHTe3y O- Ta N-3B’S13aHUX ITIKOMPOTETHIB.

1. Cunmes 0-36’a3anux 2nikonpomeinis

Omirocaxapu/iHi JaHIIOTH DTKOMPOTeTHIB O-IITIKO3UAHOTO THITY KOHCTPYIOIOTHCS
LUISIXOM CTYTIEHEBOTO MPHEAHAHHS MOHOCAXapuIHUX 3ainuiikiB 1o OH-rpyn cepuny
a00 TPEOoHIHY MOJIINENTHIHOT YACTHHHU MOJICKYITH. JJOHOpaMu ByTJICBOIHUX 3aJIMIIKIB
y IUX PEaKIisIX € HyKICOTHIIYKpH, 30kpema Y]J[D-N-anerunranakrozamin (UDP-
GalNAc), Y/I®-ranakrosza (UDP-Gal) Ta IM®-N-aueruineiipaminoBa (cianosa) Kuc-
nora (CMP-NeuAc).

depmMenTH, 10 KaTalli3yloTh IEPEHOC MOHOCAXAPHUIIHOTO 3AIIUILIKY BiJl HYKJICOTH/I-
ykpiB Ha OH-Ser(Thr), — mMeMOpaHO3B’s13aHi enikonpomein-eiiko3urimparcgepasu.

Ilepuium yykpom B on1irocaxapuHOMY JIAHLIFO31 NIIKONPOTETHY, 110 IPUEIHYETHCS
6e3nocepennbo 10 OH-rpynu cepuHy (TpEeoHIHY) TOMIITENTHTHOTO KOMIIOHEHTA €, SIK
nipasuito, N-arermnranakro3amid (GalNAc), dpyeum —ranakrosa (Gal) abo N-aneru-
HelipaminoBa kuciora (NeuAc):

1) UDP-GalNAc + HO-Protein —= GalNAc-Protein
2) CMP-NeuAc + GalNAc-Protein —= NeuAc-GalNAc-Protein

Taka MocIiOBHICTh peakiliii TIKO3UIIOBAHHS MTPU3BOAATE /10 YTBOPEHHS 0i0MO-
JIeKyJ1, IpUKIagaMu sKux € O-3B’s13aH1 TosicaxapuIy TIKONPOTEiHIB CITMHU (MyTIU-
HiB) (@) Ta ClaJOmTiKONPOTEiHIB epUTPOIUTAPHUX MeMOpaH JroauHu (0):

(a) : 6) :

| |
NeuAc—GalNAc— Ter(Thr) (lial— Ga}N Ac— |Ser(Thr)

: NeuAc NeuAc .

[Nouarok nporiecy MiKO3WITIOBaHHS, TOOTO MPUEIHAHHS EPITUX MOHOCAXapHIHUX
3aJIMIIKIB A0 MENTUIHOIO JAHIIOTa, B1IOYBA€THCS B €HAOIIA3MaTHUHOMY PETHUKYITyMi,
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TOOTO TIiJ] 9ac CHHTE3Y MOIMENTH Ly (TPaHCIIAIl), IpHUeTHAHAS TEPMiHATBHUX MOHO-
caxapu/iB — B KOMIUTEKCI [0k,

2. Cunme3 N-36’a3anux 2nikonpomeinise

Oco6nuBicTio cuHTe3y N-3B’s13aHHUX IIIKOMPOTETHIB € y4acTh BUCOKOMOJIEKYJISIPHOTO
CIUPTY 130MPEHOITHOT IPUPOIUN — Q01iX0NPOoCchamy, TKUH BUCTyTIAE B POJII TPOMIXK-
HOTO TIEPEHOCHHKA OJIITOCaXapuIHUX (parMeHTiB.

3a XiMI9HOTO OYTOBOFO JTOJIXOJI € BHCOKOMOJIEKYIIAPHUM CITUPTOM, II10, TTOIOHO 110
Kay4dyKa, Ma€ HalOUIbITy JOBXKHHY 3 TPUPOTHUX ByreBOAHIB. ['inpodoOHa ocHOBa
JIOJIXOJTY 3aHypEHA B TOBIILY JIIITTHOTO Oiciior0 OiomeMOpaH, a OH-rpyria, 1o B3aeMoie
3 BOIHOIO (pa3oro, 31aTHa aKIenTyBaTH MOHOCaXapuIHi ()parMeHTH MPH MOCITIJOBHIH
T crienugiYHuX TTKO3UITpaHchepas.

i cH c;
HO —CH,—CH,~ C~CH, T CH,~CH=C~CH,=CH,TCH,~CH=C~CH;
CH, .

Bynosa monekynmu gpomixomy. n = (17 — 20) — xinbxicmy i30npeHOIOHUX 3ATULUKIB.

Brumrouennto gomnixony (Dol) B peakiii Tiriko3uirtoBaHHS Tiepeye ioro ¢ochopriio-
BaHHS 32 ydacTio hepmeHTy donixonxinazu Ta ATP sk moropy docdary:

Dol + ATP —== Dol-P + ADP

DochopunboBaHHi 10TIX0T B3aEMOIIE 3 aKTHBOBAHOIO MOJIEKYJI0F0 N-alleTHIIIIIIO-
kozaminy y popmi UDP-GIcNAc B peakiiii, sika CTaHOBUTB MEPIIHIA €Tall TII1KO3UITIO-
BaHHS JIOTIXOJTY:

Dol-P + UDP-GlcNA¢c —= GlcNAc—P—P-Dol + UMP

3a paxyHOK ITOCITII0BHOI /1i1 CIIeNM(iIYHMX TIKO3MITPaHC(epas Ta 3a y4acTIO BiJIIo-
BIJTHAX HYKJICOTHIITYKPIB Bi/IOyBa€ThCs (POPMYBaHHS 0ticocaxapud-nipogocghopundo-
JiX01Y — MOJIEKYISIPHOT CTPYKTYPH, IO € JOHOPOM OJIrOCaXxapuIHUX (parMeHTiB y
rporieci N-TIIKO3MITFOBaHHS TITIKOMIPOTETHIB. Y MOJANBIIIOMY OJIr0CaxapHi, CIoy-
YeHi 3 MOJISKYJIaMH JIOTiXoJi-iipodocdary, B IJIOMY BUIJISII IEPEHOCSITHCS HA aMiJTHI
TPYIH OAHOTO 200 MEKIIBKOX 3AJMIIKIB acliapariny akienTopHoro Oinka. Peakirist kara-
JI3Y€ThCSI MEMOPAHO3B I3aHOK0 0/1i20Caxapud-mpancghepaszoio 1 Bii0yBaeThCs B €HJI0-
TUTa3MaTHYHOMY PETHKYITyMi Ta anapari [ ombmKi.

N-3B’s13aH1 IIKOMPOTETHH, IO YTBOPHIIUCS B PE3yNbTaTi PO3MISHYTOI MOCITiT0B-
HOCTI peakIfid, MarlTh CIIJbHE JIJIS BCiX TIIKOMPOTEIHIB TIEHTACaXapHIHEe SAPO
(Man),(GleNAc),, cionyuene 3 NH-rpymoro acniapariny:

Man N |
Man—GIcNA ¢c—GIcNA c—Asn
- I
Man

[lenTacaxapumne sapo, COiTbHE U1t MOJIEKY N-3B’sI3aHUX TIIIKOMPOTETHIB.
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I3 3a3HaveHnM TIeHTacaxapuoM 3B’s13aHi pi3Hi 3a OyIOBOIO 30BHIIIHI Olirocaxa-
punHi nanimtory. Ll 30BHINTHI po3ramyXeHi omirocaxapuai (parMeHTH, 3aJIe)KHO BiJ
CKJIaJly MOHOCAXapHUIHUX 3QJIMIIKIB Ta Oy/JIOBH JIAHITIOTIB, MMOJIUISIOTHCS HA CKIAOHI,
2IOpuoHi Ta 30a2aueHi Mano30i0 OJIIroCaxapujiy.

I'mixonpoTeiny, mo yTBOpUIIKCS B pe3yasTati nporeciB O- Ta N-ITiKO3MITIOBaHHS,
3aJIMIIAIOTHCS 3B’ A3aHUMH 3 MEMOPaHHUMH CTPYKTYpPaMH y BUITISAI IHTETpajbHAX O1JI-
KiB MeMOpaH a00 CEKPETYIOThCS B EKCTPAIICIOJIIPHUAN TPOCTIP.

3. Cunmes 2nikoninioie

I'mikomimigyn — BaXkIHBI CTPYKTYpHI KOMIIOHEHTH OioMeMOpaH, 10 BU3HAYAIOTh,
pa3oM i3 MeMOpaHHUMH TIIIKOIIPOTETHAMH, AaHTUI'CHHI BIIACTMBOCTI KJIITHH.

[NoxiGHO 10 YTBOPEHHS ITIKOMIPOTETHIB, (POPMYBaHHSI IIIKOJIII B, 30KpeMa 21iKo-
cpineoniniois, BimOyBaeThCS 32 MEXaHI3MOM TOCIIOBHOTO HAPOIIYBaHHS OJirocaxa-
PUIIB 32 yUaCTIO CTIeU(pITHUX enikozuimparcgepas. JJoHopaMu MOHOCaxapHIiB Ta
X TOXIIHUX € HYKJICOTH/IYKPH, 110 MEPEHOCATH 3aJIHUIIKH IIYKPiB HAa MOJICKYIISIPHY
OCHOBY, SIKOI0 BUCTYTIA€ yepamio (aumncdinrosun). [Iporiec Bi10yBaeThCS 32 CXEMOKO:

UDP-Gal + Cer —= Gal-Cer + UDP
UDP-GalNAc + Gal-Cer —= GalNAc—Gal-Cer + UDP

3a po3MIIHYTUM MEXaHi3MOM BiIOYBAa€ThCsl CHHTE3 TITIKOJIIIIiB MEMOpaH epUTpO-
IUTIB, IO CKJIA/IAI0Th aHTUTeHHI ICTePMIHAHTH 2pY1 KPogi IIIOIMHN 3a cucteMoto ABO.
I'eHeTHUHO leTepMiHOBaHI Bi/IMIHHOCTI B IpyTax KPOBi BU3HAYAIOTHCS OCOOIMBOCTIME
MOJIEKYIISIPHOT OyZOBH OJIrOCaxapuJIHUX KOMIIOHEHTIB MEMOPaHHUX DIIKOMIMIIIB Ta
DJTIKOIIPOTEIHIB, 30KpeMa IHTErpajibHOTO O1JIKa MEMOpPaH SPUTPOIIUTIB — 2TiKODOPUHY.

B oci6 13 rpymoro kpoBi O ¢pyHK-
uionye ren (H), excipecist sikoro cy-
MIPOBOIKY€ETHCS HASIBHICTIO B MEMO-
paHax epUTPOIMTIB TIIKOMIIiLY, IO
MICTHTb Y CBOEMY CKJIaai 0a30BUi
omirocaxapuj i3 TepmiHanbHOIO Py-  (0)  Fuc—Gal —GleNA c—Gal —Gle — Cer
K03010 — oJtirocaxapuy tuiy O, abo Cl}alN Ac
Tak 3BaHu# aHTtured H. Ocobunu 3 \ N J
rpynamMu KpoBi A Ta B maroTh aneipHi Onirocaxapuy THITy A
reHIfI G Tz,l I%, BIHHOBM,HO)’ 1o Bl () Fuc—Gal —GlcNA ¢c—Gal —Glc —Cer
TMOBIIJIBHI 33 CHHTE3 TIIKO3MIITPaHC- |
depas, sxi 3maTHi MoaUiKyBaTH \___ Gal J
0azoBuii onirocaxapuy O, npueHY- Oniroca>;1gm my B
FOUH 10 HBOTO 3aNMIIKK N-areTuira- Ostirocaxapu iHi 3aJMIIKH, IO TPUCYTHI B ITIKOMIITIIaX
NaKkTO3aMiHy (Tl A) a00 TaNakTO3M  epurpomutis moneit 3 rpymamu kposi O, A, B ta AB.
(Tun B).

I'erepo3uroTHi 0COOWMHM, B EPUTPOIUTAX SIKMX EKCIIPECOBaHI OOM/IBA THITH OJIITO-
caxapuziB (A ta B) matots rpyny kpoBi AB. Bigomo Oinbmie 30 pi3HuX rpymn KpoBi,
IO PO3PI3HAIOTHCS AHTUTEHHUMH JICTEPMiHAHTAMHU EPUTPOLUTIB, TOOTO OYIOBOIO
MEeMOpaHHUX TIIKOMIMIIB Ta NIIKOMPOTETHIB.

() Fuc—Gal —GlcNA ¢c—Gal —Gle —Cer
N y

Omnirocaxapuy Ty O
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Kara6oai3m riikokoHn’oraris

Posmierennst rereporonicaxapuaHuX (parMeHTiB TIIKOKOH I0raTiB — MpOTeOo-
[JTIKaHIB, TIIIKOMPOTEIHIB 1 MIIKOMIMIIIB peati3yeThCs 3a Y4acTIO 2niko3udas, 1o
JIOKAJTi30BaH1 B JII30COMaXx, Ta CIICIU(IUHI 10 PI3HUX THIIIB TIIIKO3UTHHUX 3B’ SI3KIB.

Haii6inp1 BUBUCHUMH € TTi30coMalbHI pepMeHTH, sIKi OepyTh y4acTh y JAerpaaarii
BYIJICBOJHUX KOMIIOHEHTIB MPOTEONNTiKaHiB (IIIKO3aMiHIMIIKaHiB) Ta TIIKOMIMiIiB.
VYpomKkeHi TopyeHHsI pO3UICIUICHHS IIHX CIIONYK (€H3UMOTIATi1) POSIBISTIOTHCS 21iKO-
3u003amu, 3a IKUX BiIOYBA€THCSI BHYTPIIIHBOKITITHHHE HAKOITUYCHHS IIEBHUX (POPM
reTeporonicaxapuuIiB.

Jerpananis rerepornonicaxapiIHAX CTPYKTYp IPOTEOTITIKaHiB KaTamizy€eTbes dep-
MEHTaMH, SIKi 33 CBOEIO CYOCTPATHOIO CHEIU(IYHICTIO TOAUISIOTECS HA eHO0TIKO3U-
oasu, exzoanikozudasu, cyrvghamasu. J1o Tiiko3u a3, mo 0epyTh y4acTh y karadomi3mi
[TIKO3aMIHIIIKAHIB, HAJIC)KATh:

Tianyponioaza — MMPOKO PO3MOBCIO/KEHA B TKAHUHAX SHIOTIIKO3H/a3a, 110 JIi€
Ha T1aJlypOHOBY KHCJIOTY Ta XOHJIIPOITHHCYIb(}ATH, pO3IMICIUTIOIYH 1X 10 TeTpa-
caxapuIHHUX (parMeHTiB.

B-Imokyponioaza — eK3011iK0311a34, IO BiAIIEILIIOE IFOKYPOHOBY Ta i[ypOHOBY
KHCJIOTY BiJl TeTpacaxapuiB (JUB. BHUIIE) Ta TAKHX IeTePOIONicaXapuaiB, siK JepMa-
TaHcynb(daTy, renapancynbpar, XOHAPOITHHCYIb(haTH, TiarypoHoBa Kuciota. [Ipu
CMaJKOBil HEOCTATHOCTI (PEPMEHTY Y XBOPHUX CIIOCTEPIra€ThCsI BUALICHHS ITIIKO3aMiH-
DITIKaHiB 13 cevero.

B-Ianakmosuoazu — MHOKUHHI (PEPMEHTH, 1O PO3IIEIUTIOTL BHYTpimmi B-ra-
JIAKTO3M/IHI 3B’SI3KH B OJIITOCaXapUIHUX 3aJUIIKaX MPOTEONTiKaHiB, ITIKOMPOTEIHIB
Ta DIKOJIMIIB.

B-D-Ayemunzexcozaminioaza — eK30IIIKO3K/1a34, 10 BiAUIEIUIIOE BiJl BYJIEBOIHHUX
KOMITOHEHTIB TTIKOKOH "toratiB TepMinanbHi N-anernirekco3aminn GIceNAc Ta GalNAc.
CrniaikoBa HEJJOCTATHICTh ()EPMEHTY CIIOCTEPIraeThesl MPU TAKUX TIIKOMIMII03aX, SK
xBopooOu Tesi-Cakca Ta 3anaxodda.

a-L-Ioyponioasza — exk3oriko3nasa, o BiAMICIUTIOE BiJ MOJTicaXxapuIHUX JIAHITO-
B TePMiHAIbHI 3MUIIKH L-171ypoHOBOT KuCIoTH. BifjoMo Jiekiibka popM criaIKOBUX
MOPYIICHB, OB’ SI3aHKUX 13 HEJOCTATHICTIO IIOTO (PSPMEHTY.

IcHy€ nekibKa J1i30 COMaIbHUX CYIb(haras, 0 BUIIICIUIFOITH CyIb(aTHI 3aTUIIKA
BiJI pi3HUX MOHOMEPHHX OJMHUIb Y CKJIaJIi TNIIKO3aMIHIJIIKaHIB, 30KpEMa apuicyibgha-
masza A, apuicyrspamaza B ta apuncyrvgpamasa C. HenocratHicTh cynbdaras
MPOSIBISIETHCS IEKUIbKOMa (pOpMaMH TITKO3UI031B.

13.5. I/IHIKO3UAO03U. TEHETUYHI INOPYHWIEHHSA
METABOJII3MY TJIIKO3AMIHIJIIKAHIB

Iiko3u0do3u — TeHETHYHI MOPYUICHHS METa0oi3My TeTenomicaxapuiiB, o €
CTPYKTypHUMHU KOMITOHCHTAMHM MPOTEONTIKAHIB Ta TIKOMIMiAiB. [1iko3um03u, ki
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MOB’5I3aHi 13 CITaJIKOBOIO HEIOCTATHICTIO ()EPMEHTIB PO3IMICTUICHHS BYTJIEBOJTHUAX
KOMITOHEHTIB TIPOTEOTTIiKaHiB, MalOTh HAa3BY MYKONOLICAXapuoo03ig, THIKOMIMIIIB —
21iKoiNni003ie (abo mMyKoninioosie 1 cghineoninioosis).

I'miko3umo3w i, 30KpeMa, MyKOIIOJIiCaXapH03H, € THKKUMHU 3aXBOPIOBAHHIMH,
SKi TIPOSIBIISIOTHCS ITMOOKMMH TTOPYIICHHSIMH 3 OOKY CITOTyYHO! TKAaHHHH 0araTthox
BHYTPIIIHIX OPTaHiB, 30KpeMa, MOMYTHIHHSM POTiBKH, TTATOJIOTIEI0 KiCTOK Ta CyII00iB,
3aTPUMKOIO PO3BUTKY JUTHHH Ta CKOPOYCHHSM TPUBAJIOCTI XHTTA. JliarHocTHUHE
3HauUeHHsI Ma€ Ha/IMipHA €KCKPEIlisl TIEBHUX ITIKO3aMIHITIIKaHiB 13 cedero.

bioximiuHi XapaKkTepUCTUKH HAMO1TIHIII PO3NMOBCIO/PKEHNX MYKOTIOTicaXxapH103iB
(MIIC) nmrogmaM, TOOTO CIIaIKOBHX MTOPYIICHb KaTa00oJi3MYy TITIKO3aMiHTITiKaHiB, MMO-
nmani B Tabmum 13.3.

Tab6nuus 13.3. bioximiuni xapakTepucTuku Mmykonosaicaxapuaosis (3a R.Berkow (Ed.): The
Merck Manual of Diagnosis and Therapy, 1992, i3 3minammn)

Dopma Ha3zea xeopoou Heoocmamnuicms ghepmenmy | I'nikozaminznikanu
MIIC ceui
MIIC I*  |Cunnpom ['yprepa a-L-Inyponinasa Jepmarancynbdaru,
Cunnpowm Lleite remnapascyyisparu
Cunppowm I'ypaepa-Lleiie
MIICII  |Cunnpom ['yarepa Inyponocynsdarcynbdarasa Jepmarancynbdaru,
remnapascyyisharu
MIIC III  |Cunnpom Candininmo I'enapancynedarcynsdaraza  |[emapancynbdaru
MIIC IV  |Cunnpom Mopkio
IVA Cunnpom Mopkio N-Aunerunrekco3amil-6- Keparancynsdaru
Ty A cynbdarcynbhaTaza
IVB Cunapom Mopkio B-T'anakro3unasa Keparancynbdaru
tuny B
MIIC VI |Cunnpom Mapoto-Jlami Apuncynsdaraza B Jepmarancynsharu
MIIC VII | lediuur B-rmokyponinasu | B-TiiokypoHinasa JlepMmaTaHcynb(haTu

[pumitka: * icaytots ¢popmu IH, IS, IH/S.
Kara6o:mi3m rikosiniiiB Ta MOJIeKyIsIpHI MeXaHi3MH BUHUKHEHHS TIIIKOJMIITiA031B
OyayTh PO3IVISIHYTI B TIaBi 15.
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I'JTIABA 14. METABOJII3M JIIIIAIB
I. KATABOJIIBM TPUAHWITJITIEPOJIIB TA "KUPHUX KUCJIOT

Jlimim — HelTpanbHi XUpH (TPUAIMITITINEPOITH ), CKIaaHi Jimiau (mrinepodoc-
¢omimiu, cinrodocdomimniam, TKOIIIIN) Ta CTEPOIIH MOTPAILISIOTH IO OPraHi3My
JIOTMHY 3 1KEF0 1 CHHTE3YIOThCSl BHYTPIIIHBOKIITHHHO, BUKOHYIOUH €HEpPreTHYHI,
CTPYKTYpHI Ta PeTyISATOPHI (QYHKIIII.

14.1. IVIAXW METABOJII3MY JIIIIIAIB

[Ticns mepeTBOpeHHS B TPAaBHOMY KaHaJi Ta BCMOKTYBaHHS €HTEPOILIUTAMH KUIIIET-
HUKA JIITIN Ta TPOAYKTH iX TiAPOITizy TPaHCIIOPTYIOTHCS KPOB 10 IO Pi3HUX OPTraHiB i
TKaHWH, JIe ISTIOHYIOThCSI, yTBOPIOIOYH JKHPOBI PE3EPBH, SIKi BUKOPHCTOBYIOTHCS Bi/IITO-
BiJTHO /10 (pi310TOTIYHHUX MTOTPed OpraHizMy.

BuyTpimHboKIITHHHMI MeTa00J1i3M JIiliTiB — CyKyTHICTh OioXiMigHMX (hepMeH-
TaTWBHUX peakIliif kKaTaOomi3My i aHa0OIII3MY Pi3HUX KIIACiB JITIIB, 10 HAIXOSATH B
OpTaHi3M JIIOMHH SIK KOMIOHEHTH Xap4OBUX MPOIYKTIB T CHHTE3YIOTHCS B HBOMY,
BUKOHYIOUH B)XJIMBI €HepreTndHi (GyHKIi, BUCTYIAIOYH CTPYKTYPHUMH KOMITOHEH-
TaMU KJIITHH i O10JIOTTYHO aKTHBHUMH CIIOTYKaMH.

OCHOBHI IJISIXYM BHYTPilIHbOKJIITUHHOIO MeTa00.1i3MYy JIili/tiB:

— TiAPOIi3 HEUTPATHHHX JKUPIB JI0 )KUPHUX KHUCIIOT Ta TIinepoiy (JIinodi3);

— OKHUCJICHHS Ta 010CHHTE3 )KUPHUX KUCIIOT;

— 010CHHTE3 TPUAIMIITITIIEPOITiB Ta CKIIaTHUX JIITiiB;

— OloCcHHTE3 XOJIECTepUHY Ta HOTO MepeTBOPEHHS B 010JI0TIYHO aKTHBHI CTEPOINH.

Haiibinpmury eHepreTHYHy pojb B OpraHi3Mi JIFOIWHH Ta TBAPWH BiNirparoTh
HEUTpabHi )KUPH — TPHANWILITIIEPOJIH (TPUITIIEPU/IN ) — CKIIaHI epipy TTirepory
Ta BULIMX KapOOHOBHUX (>KUPHHUX) KUCIIOT, IIO €, Pa30M 3 BYIJIEBOAAMH, TOJIOBHUMHU
moxepenamu AT®D, HeoOXiTHOT UTs BCIX eHAeProHIYHUX (DYHKIIIN KITITHH Ta MTICHOTO
opraHisMy. Pi3Hi Kjlacu CKJIaHHX JIMIIiB Ta TIOXiHI CTEpPHUHIB BUKOHYIOTh YHCIICHHI

CTPYKTYpHI Ta PEeryIATOpHI (QYHKIIII.
14.2. KATABOJII3M TPUAINUJIIJVIIOEPOJIIB

Tpuanunriineponu (HeUTpanbHi )KUPH, )KUPH ) TIOTPAIUISIOTH 10 OPTaHi3My JIFOAUHA
SIK KOMIOHEHTH TBapMHHOI 1 pocarHHOT iki. JIimian mporo Kiacy po3IIeIuTIoI0ThCS B
TpaBHOMY KaHaJli 10 MOHOTJIIIIEPUIB, BUTBHUX YKUPHHUX KHCIIOT Ta TIIIEPOITY, SIK1 MiCTIst
BCMOKTYBAHHSI B KUIIIEYHUKY Ta CKJIAJHUX O10XIMIYHUX MIEPETBOPEHH B EHTEPOIIUTAX,
KPOBI Ta TIEHiHIIi ICTIOHYFOTHCS B )KUPOBii TKaHWMHI. HakomaeHHs pe3epBiB HEUTpab-
HUX JKUPIB € HAHOLIBII epeKTHBHUM MEXaHi3MOM aKyMYJIIOBaHHsI METa0O0JIuHOT eHep-
Tii, OCKUIBKY 3aB/SIKM BUCOKOMY CTYIICHIO BiTHOBJICHHS )KUPHOKHCIIOTHUX 3aJIUIIKIB,
110 BXOZSITh JI0 CKJIAy MOJICKYJI TPHALIMIITIIIEPOITIB, TIPH X OKUCIICHH] BUBLILHSETHCS
3HAYHO OLJIbIIIE XIMIYHOT €Heprii, HiX TP KataboJi3Mi ByTJIeBOIIB Ta OUIKIB (T1aBa 26).
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OcHOBHe MicIIe JIOKaJi3allii pe3epBHUX TPUTTIIIepH-
JIiB B OpPTaHi3Mi JIFOMUHA — AOUNROYUMU JKUPOBOi TKAHUHN
(rinoyumu), 3Ha4HA YaCTUHA LIUTOIIA3MH SIKMX 3aiHsTa
TiraHTCHKOIO CPePUIHOIO JITiTHOIO Kparuiero — puc. 14.1.
VY 3HayHO MEHIIii KiJTBKOCTI TPHULIINEPUAN HasBHI B
KITITHHAX IHIIAX OPTaHiB, 30KpeMa IemaToIUTIB Te9iHKH,
Jie BOHU 11epeOyBatoTh y BUIVISLI JKUPOBUX KPAIUTHH y LIU-
TOILIA3MI.

’KupoBa TkanuHa, 10 65 % Macu kol npunanae Ha Puc. 14.1. Knitina s)upoBoi Tka-
HEUTpaITbHI )KUPH, € BHCOKOCTIEITIai30BaHOI0 TKAHWHOIO, HURH (aunoyum).
110 aKyMYITIO€ 3HaYHi KiJIbKOCTI METa0O0IIYHOTO MAINBa, EHEPTeTHYHA I[IHHICTh SKOTO
CYTT€EBO MTEPEBUIIY€ HEPTeTUYHI Pe3epBHU BYTIIEBOIB 1 OUTKiB. Maca »KMpoBoi TKaHMHU
Y 10pOCII01 JIFOOMHU CepeHbOI Baru JOPiBHIOE B cepeanboMy 10 Kr, 1 3araabHAN BMICT
TPUIIIIIEPU/IIB Y Hil OCTATHIN g 3a0e3NeUeHHs] eHePTeTHYHNX TIOTPed OpraHizMy
MPOTATOM, TIpHHaiiMHi, 40 JTHIB TOIOTyBaHHS.

Peakuii karadosizMy TpuanmiIriinepoJis

depMeHTATUBHUI TiAPOIi3 (1i10/i3) TPUANIMITIIICPOIIIB B aIUMOIMTAX Ta THIIUX
KIIITUHAX, JIe HAKOITUYYIOTHCSI HEUTPpaJIbHI JKUPH, € (Pi310JIOTIYHIM MEXaHi3MOM, IO
Ma€ CyTTEBE 3HAUCHHSI SIK PE3EPBHE JPKEPENIO SHeprii, 0COOIMBO B yMOBaX BUYEPITAHHS
BYIVICBOJIHUX PE3EPBIB Ta IPU CTPECOBUX CUTYaITisiX. [Ipoiiec po3IIenieHHs TpUaIui-
DITIIEPOITiB i3 BUBUTFHEHHSM JKUPHUX KHUCIIOT, Ki BUXOJSTH Y KPOB, OTPHMaB Ha3BY
MOOINIZAYIT HCUPHUX KUCTIOM. I3 HCUPOBOT MKAHUHIL.

BryTtpimabokTiTHHAAN Tinmomi3 Tpranuirtineporis (T1) 3nificHIoeThes B AEKITbKa
CTafi#, MPOIYyKTaMH SKUX € miammiriineponu (aurminepumu — /1), MoHOoarmi-
nrinepony (MoHOTIiNepuan — MI), Tiitepor Ta BiTbHI KUPHI KUCIOTH:

(0] O
] I
CHZ_O_CNWV\ CHZ_O_CNVVV\ CHz_OH CHZ_OH
0 Q ®_ |
1 1 1
O
1 H)0 R;COOH H)0 R,COOH H0  R3;COOH
CHy—0-Connmn CH,~OH : CH,~OH " CH,—OH
T Ar MIr

CymapHe piBHSIHHS JIITOMI3Y:

0 0
I //
CH,—0—C-R, CH,—OH Ri=Cion
I 20
CH—O0-C-R, +3H,0 CH—OH + Ry=C{j,
Q )
7
CHy—0—C—R, CH,—OH R3—CZ,
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BinpHi xxupHi kucnotu (neecmepudpixosani scupri kucromu —HEXK) € cyOcTpa-
TaM1 OKUCIICHHS JJIsI KJIITHH 0ararb0X TKaHWH, 30KpeMa MioKap/ia, XpeOIIeBoi, Iia/IeHb-
KOi MyCKyJIaTypH TOILO, KPiM T'OJIOBHOTO MO3KY. [licis HaaxXomkeHHs B Iu1a3My KpOBi
HEpO34YHMHHI y BOAHIH (ha3i m1a3Mu KpOBi BUCOKOMOJIEKYIISIPHI JKHPHI KUCIIOTH TPaHC-
MOPTYIOTHCS Y 3B s3aHIHN 3 cupo8amrosum aibOyMiHOM MOJICKYJISIPHINA (opMmi.

MounekyaspHi MexaHi3MH peryJsinii JinoJizy

3a3Ha4eHUIl CTYyNEeHEeBUH MPOLeC JNoi3Yy, 10 Bi0yBa€EThCs B aIUIIOLUTAX JKHU-
POBOI TKAaHMHH, KaTali3y€eThCsl TPhOMa (PepMEHTAMU — mpuiiyepuo-, Ouiiyepuo-
Ta MOHO2NiYepuoninazo. AKTUBHICTB BOX ocTanHiX (epmentis (E,Ta E,) B ne-
KiJlbKa IE€CATKIB pasiB MEPEBUILY€ aKTUBHICTB mepmioro ¢pepmenty (E,). 3pnuaino
3arajibHa OIBHJIKICTh 0araToCTyIEHEBOTO METa0O0IIYHOTO JIAHIIIOTa KOHTPOIIOETHCS
aKTHUBHICTIO (PepMEHTY, 1110 KaTalli3ye HalOUTbII MOBUTHHY (JTIMITYIO4Y) CTaIit0 TTPO-
tecy. Tomy Takuii pepMeHT € peeyasimopHum, i, IiCHO, aKTUBHICTh TKAHUHHOT mpuei-
yepuoninaszu (T1 -ninaszu) perynsieTbes 6araTbMa ropMOHAMHE, 30KpeMa a0peHaiiHOM,
2NHOKACOHOM, IHCYINITHOM, COMAMOMPONIHOM.

MouiekyIsIpHOI OCHOBOIO PeryJsilii AKTHBHOCTI TPUIVIILEPUATINA3H aAuIonu-
TiB € ii KoBaJleHTHa Moaudikauis mJIsiXoM 00epHeHOro (pochopuIrOBAaHHA —
aedochopuaroBaHHA.

Anpenain dochopunboBana dopma TI-minazu
[ rokaron € KaTaJliTHYHO aKTUBHOIO, Aedochopu-
JbOBaHa — HeakTHBHOI0. Docopuimo-
BaHHS BIIIIOBIIHOTO O1JIKA 3/1IHICHIOETHCS

AT®D @ 1] AM® 3a paxyHok AT® mpu yuacti ¢pepmeHTy

YAM®D-3anexcnoi npomeinkinazu. Y
CBOIO 4epry, 301IbIICHHST BHYTPIIIHBO-
KIITUHHOI KoHIIeHTpatlii TAM® € pesyiib-
TaTOM B3a€EMOJIIT 31 CHICIU(DIYHUMH PeLIeT-
TOpaMH TJIa3MaTUYHUX MEMOPaH aJuIio-
IIUTIB aJpeHalliny a0 TIIOKAaroHY, 110
MIPU3BOIUTH JIO AKTUBALIIT MEMOPaHO3B s~

AT® ALlD

TT - minasa TT - mimaza
HEaKTHBHA aKTUBHA

3aHOI adeninamyuxiazu. Jlepocdopn-

JIFOBAaHHS KaTaliTHYHO akTuBHOI TI-mi-

nasu gocghamaszoro NPU3BOAUTS JI0 YTBO-
D) H,0

PEHHSI HEAKTHBHOI MOJIEKYJISIPHOT (POpMHU

Puc. 14.2. Cxema kacKkaHOI peryJisiuii akTHBHOCTI (bepMeHTy.

TPULTILEPUUTINA3H ATUTIOUTIB. VY mizoMy mporiec KOHTPOJIFO aKTHB-

El—adeninamyuxnasa, E2—npomeii-  yeri TT-inasn B sKUPOBIiH TKAHHHI €

Kinasa, E3 — npomeinghocgpamasa. .

MPUKIAIOM 3aJIeKHOr0 Bil HAM® kac-

KaIHOTO MEXaHi13My TOPMOHAJIBHOT peryIsiii 010XiMiYHUX Ta (i310T0riIHIX QYHKITIH
KJIITHHH, 10 OyB paHilie po3misiHyTHi (TaBa 13) Ha npukiai Gocgopodtizy MIiKoreHy
B IIEYiHIl Ta M’ s13aX.
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HeiiporymopanbHa peryJsinisi jginoJtizy

Perynsmist meTaOomi3my JiMiAiB 3MIHCHIOETHCS 32 PaXyHOK BIUTABY (hi3i0JIOTIHHUX
Ta 610XIMIYHUX e()eKTiB HEUPOSHIOKPHHHOI CHCTEMH BiTHOCHO MIBHKICTRIIMITYFOUHX
peaxiiiift 0OMiHy JaHOTO Ki1acy 6iomornekys. [IeBHi ropMOHM Ta HEWpPOMEiaTOPH BILIH-
BaIOTh HAa KaTAJIITHYHY aKTHBHICTh 1 BHYTPIITHBOKIIITHHHY KOHIIEHTPAIIIFO KIIFOUOBHX
(bepMeHTiB po3mierieHHs i OiocuHTe3y JimiaiB. Hait0imbpin BUBUEHOIO € HEHpOTyMO-
palibHa PeTYISAIis JIIMOMi3y — BHYTPIIIHROKIIITHHHOTO T1IPOITi3y pe3epBHIX TPHAIINII-
[JTIIIEPOITIB.

Aopenanin, HOpaopeHain, 21OKA20H

AJpeHatiH Ta HOpaJipeHaliH — KamexoldmMiHu, 0 aKTUBYIOTh JIIMOJII3 y )KUPOBIT
TKaHHHI 32 paXyHOK CTUMYIIALIT TAM®-3ae:KHOT0 KaCKaTHOrO MEXaHi3My peryIsiii
aktuBHOCTI TT'-ninasu agumonwris. JlimomiTiHyHA Tist IFIX TOPMOHIB peai3yeThes 3a
yMOB (hizionoriuaux ((pi3uuHe HANPYKEHHS, 3HIKSHHS TeMITepaTypy HABKOJIUIITHBOTO
CepeIOBUINA) Ta IICUXOJIOTIYHUX (CTpaX, TPUBOTA) CTPECIB, 110 CYTIPOBOHKYIOTHCS BU-
BIUJIBHEHHSIM 3 MO3KOBOIO LIapy HAJHUPHUKOBUX 3aJ103 AOPEHANiHY, @ TAKOXK CTUMY-
JSILIEI0 CUMIIATUYHOT HEPBOBOT CUCTEMH Ta BUBIJIBHEHHSIM y CHHAIICAX HEUPOHIB HOp-
aoperaniny, MO B3aEMOJIIOTH i3 aIpEHEPTIYHIMH PELENTOPaMU MEMOPaH a TUITOIIUTIB.

['mrokaroH — nmaHKpeaTn4yHUi TOPMOH, 1[0 CTUMYJTIOE JIITIOJIITHYHY CUCTEMY B JKHPO-
Bill TKAaHHMHI 32 MEXaH13MOM, ITOJIIOHKM JI0 JIii KaTeXO0JIaMiHiB, TOOTO 3a paXyHOK I1i/IBU-
IICHHS B aIUIONUTaX BMiCTy HTAM®, 1MOB’s13aHOT0 3 aKTUBALIIEIO aJICHIIATIIMKIIA3H.
Jlist DIIOKaroHy MposIBISIEThCS B YMOBaX 3HMDKCHHsI KOHICHTpAIIIT [ITIOKO3H B KPOBI
Yyepe3 3MEHIICHHS 11 HaIXO/DKEHHS 3 KUIICUYHUKA a00 MOCHUIICHOTO BUKOPHUCTAHHS B
TKaHHHAX.

VY mizomy 3a paxXyHOK PO3IVISTHYTHX 0i10XiIMIYHMX MEXaHi3MiB MeTa0oIiYHi eheKTH
KaTeXOJIaMiHIB Ta TIFOKAroHy MPHU3BOAATH A0 IIBUIKOT CTUMYIIALIT TIIIKOTEHOII3Y B
TIEYiHII 1 M’s[3aX Ta JIIOMi3y B )KUPOBIM TKaHWHI, 0 3a0e31eye IiABHIICHI eHepre-
TUYHI IOTPeOH OpraHi3My 3a YMOB CTpecy abo roJioyBaHHSI.

Incynin

Ha BinmiHy BiJ 3a3Ha4€HHX T'yMOpalbHUX (aKTOPiB, MO aKTUBYIOTH T -imazy
aIUMonuTiB, cipuuunstoun Mooinizamito HEXK i3 >kupoBoi TkaHWHH, TOPMOH iHC)/1iH
rajJbMye€ IIPOoIIec JIIMONi3y Ta BUBLIFHEHHS )KUPHUX KUCIOT. [HTr10ipyroda Jiist iHCymiHy
BIZTHOCHO JIIOJI3y B aJUMONUTAX pealli3yeThCs 3a paXyHOK JIBOX Ol0XiMIYHMX MeXa-
HI3MIB:

a) 3MeHIeHHs KoHeHTpamii TAM®D, mo Moxe OyTH MOB’SI3aHUM 3 aKTHBAIII€I0
¢dochomiectepazu TAMD;

0) 30UIBIIIEHHS IPOHUKHOCTI MEMOpPaH aJUITOIHTIB JI0 TIFOKO3H, PE3YIIETaTOM Y0TO
€ aKTHBALIIS B )KUPOBil TKAaHHUHI IJIIKOIIRY 1, BIIMTOBITHO, HAKOTTMYEHHS TITIKOJTI THIHUX
MeTabomiTiB miokcianeToHpocdary Ta 3-pochorminepunansaeriny. Lli meradomitu, B
CBOIO UEPrYy, € MOMePEeAHUKaMH TIIilepoi-3-gocdary, mo HeoOXiTHUH A peeTepu-
(iKarii JKUPHUX KUCIOT PH O10CHHTE31 TPHALMIIITILEPOITiB. TaKUM YHHOM, CTUMYJTBO-
BaHE IHCYJIIHOM IIi/IBUIIICHE HAJIXO/PKCHHS B aJIUIIOLIUTH [JIFOKO3HU TMIEPEKIII0Yae METa-
00J1i3M )KUPHUX KHCIIOT Ha BUKOPHCTAHHS X 371€01IbIIOr0 B CHHTETHYHUX PEaKIisx i
3MEHIIYE X BUXiJ Y KPOB.
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Po3mistHyTI 610XiMIYHI 0COOMMBOCTI i1 IHCYJTiHY ITOSICHIOFOTB TIEBHI 3MiHHU ByTJICBO/I-
HOTO Ta JIITiTHOTO OOMIiHiB, ITI0 CIIOCTEPITatOThCS TIPH 207100V8AHHI TA UYKPOBOMY Oiabemi.
3a3HauyeHi cTaHW, JIJIs SKUX BIACTHBE 3HIDKEHHS KOHIIEHTpAIii iHCYNiHY B KpOBI,
XapaKTePHU3YIOTHCS TAKOXK 3HIDKEHHSM HAIXO/DKSHHSI B aJUIIOIUTH ITIOKO3H, 1110, 3MEH-
IIYIOYH TITFOKO303aJIeKHE TalbMyBaHHST MOOITI3aIlii )UPHUX KHUCIIOT (IMB. BUIIIE),
CTIpHsi€ IX BUXOJY B IUIa3My KPOBI Ta BUKOPHCTAHHIO IHIIMMHU TKAaHUHAMH SIK SHepre-
TUYHOTO JpKepera. BBemeHHs IIIOKO3M Ta 1HCYJTiHY XBOPUM Ha I[yKpOBHH AiadeT abo
eKCTIEpUMEHTAIPHAM TBapHHAM, 10 TOJIOAYIOTh, CIPUIHHSE 1HT10ipyBaHHS JIITOMIZy
B Q/IMTIONIUTAX 1 mpoTHie HaamipHoMy 30imbpienH0 HEXK y mmasmi kposi.

Comamomponin — TOPMOH TIepeIHbOI YacTKH rinodiza, KU TaKOXK CTUMYITIOE
JITIOII3 Y )KUPOBii TKAaHWHI 32 YMOB TOJIOTyBaHHSI, aJie HOTO JIMOMITHYHA JIisl CYTTEBO
BiJIPI3HAETHCA BiJI JiT KaTeXOJMaMiHiB Ta ITIOKaroHy. CoMaToTpoITiH CIPUYHHSE TTiIBH-
IIEHHS TPOIIECIB JITIOMI3Y 3a paXyHOK ITiIBUIIIEHHS CHHTE3Y BiAMOBITHIX (DepPMEHTHHX
OinkiB. MerabomiuHi epeKTH COMaToTPOITiHY PO3BHBAIOTHCS TTOBLIBHO, IO CBIAYUTH
PO HOTO 3Ha4YeHHS B MOCTYIIOBIH ajanTamii 10 roJIoyBaHHsI.

Jlimomi3 B iHIMX TKaHWHAX (M’ 532X, TIEYiHIII ) PETYTIOETHCS 32 TTOAIOHIMHI HEHPOTy-
MOpAJIEHIMH MEXaHi3MaMH.

14.3. OKUCJIEHHA KUPHUX KHCJIOT TA INIIIOEPOJIY

[Iponykramu Jinosni3zy TpHALITIIIIEPOIiB Ta IHIINX ITIIEPUIIB € )KUPHI KUCIIOTH
1 TTiIepoIt, o 3/1aTHI 10 OKKCIICHHS 3 TeHepalieto 3HaqHoi KijbkocTi ATD.

OKHCJIeHHS JKMPHUX KHCJIOT

OxucIIeHHs )KUPHUX KUCIIOT BiIOYBAa€ThCA B MATPUKCI MITOXOHPIN y pe3yibTari
IUKJTIYHOTO TIPOIIECY, KU BKIFOUae B ce0e TIOCiIOBHE BiIMIETIIICHHS BiJT JIOBTOJIaH-
LIOTOBUX MOJIEKYJI HACHUEHHX KUPHHUX KHUCIIOT, 10 CKJIAAIOTHCS 3 MAPHOI KUIBKOCTI
BYIVICTIEBHX aTOMiB (TTasibMiTHHOBOT — C ., creaprHOBOT — C " TOIIO), JBOBYTJICIIEBUX
(parmenTiB — muKny B-oxucnenns.

Sk 1 B pa3i MeTaboi3My IVIFOKO3H, IEPEAYMOBOIO BXOKEHHS KUPHOT KMCIIOTH Ha
LIUISIX OKUCIICHHS € ii (hepMeHTaTHBHA akmueayis, TOOTO NEPETBOPEHHS B aKTHUBHE
TOX1JTHE B Pe3yJIbTaTi peaKilii, o morpedye BukopucTanHs Monexymn ATO.

AXTHBAIIIS] JKUPHUX KHCIIOT BiZI0yBAEThCS B IIUTOILIA3MI 32 y4acTro crierudiaanx (ep-
MEHTIB ayui-KoA-cunmemas (miokinas), mo yTBOPIOOTH Ko A-T10Xi THI )KUPHUX KUCIIOT:

R-COOH + KoA—-SH + AT® — R-CO-S—KoA + AM® + ®Pr
Kupna Anun-KoA
KHCJI0Ta

167

Depmenmamueti peaxuyii B-oKucaenns HeupHux Kuciom

1. lerinpyBanns KoA-mmoximHUX )KUPHUX KHCIIOT 3a yaacTio DA Jl-3anexnoro dep-
MeHTy ayui-KoA-odeziopocenasu.

V pesyIbrari peakiiii yTBOPIOETHCS TPaHCHEHACHYICHE (B TTONOKEHHsIX 2,3, a6o al, )
KoA-moxigHe ®HupHOi KUCITOTH:
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0)

/5
R—CH,—CH,—CH,—C~ + ®AJl—= R—CH,—CH=CH—C { + ®AJH,

hY
(Cn) S—KoA

S—KoA

2. I'inparariis Henacuuenoro KoA-arwty gpepmenToM enoit-KoA-eiopamaszoro 3 yTBo-
PEHHSIM CIMPTOBOTO MOXiHOTO armia-KoA — 3-oxciayurny-KoA (B-rinpokciammny-KoA):

0
2
R—CHZ—CH:CH—C\

S—KoA

0
+H,0 —» R—CHZ—-?H—CHZ—C//

Y
OH S—KoA

3. Jerinpysannst okcuroxigaHoro anui-KoA HAJ-3anexxHuM pepMeHTOM 3-0Kciayu-
KoA-oeziopozenasoro. Tponykr peakuii — 3-kemoayun-KoA (B-xeroarmn-KoA):

/
/
R—CH,— ?H— CH,—C

OH S—KoA

_O
#HAL —=R—CH—C—CH,—C”

+HAJIH,
o S—KoA

4. TionitTrune po3mierieHHs 3-keToari-KoA 3a paxyHOK B3a€MOii 3 MOJIEKYIIO0
KoA nipu yuacri pepmenty B-xkemoayun-KoA-mionaszu. B pesynbsrari peaxiiii yTBopro-
eTbest MoieKysia KoA-nmoxigqHoro »HUpHOI KHCJIOTH, CKOPOUEHOTO Ha /IBa BYIVICLEBI

aroMmu, Ta areTuia-KoA:
(0]

// ~ O /, O
v 4
R=CH,—C=CH,~C_ +HS —KoA —=R—CH,—C + CH;—C
v Y
0o S—KoA S—KoA S—KoA
(Ca2)
Aunn-KoA

V pesynsrari oqHOro MUKy [B-oKucieHHs 3 —_ &
MOJICKYJI! JKHPHOI KUCIIOTH BUBLIBHSETHCS OJTHA ~ DALl
MoJeKyna aneTui-KoA i, BigmoBigHo, BUXiqHA Nor DATTH,
MoseKysia anui-KoA ckopouyeThest Ha 1Ba ByT- 2.3 - panc-Eroin-KoA
JIeLeBHUX aToMu. JIerko 3po3ymiTy, 110 /715 OB- H,0
HOTO po3IIeruIeHHs J1o aneTui-KoA Oyab-skoi 4
MOJICKYJIH KUPHOT KHCIIOTH 3 TIAPHOIO KiIbKiC- 3-Oxciamur-KoA
TIO ByIJICLIEBHX aToMiB () moTpiOHO (n/2 — 1) DAL
IUKITIB B-OKHCIICHHSI. (

Buxonsiuu 13 3a3Ha4€HOT0, CyMapHE PiBHSH- v PAJTH,

. 3-Keroarpn-KoA
Hs [-OKHCIICHHS MOIMIUPEHOI B MPUPOJHUX HS—KoA
TPUALMIITTILEPOJIaX NAIbMITMUHOBOT KUCIOMU
Mae B CH;— CO—S—KoA
7 uuKkitie B-oxucneHHs Armu-KoA
C,H,~CO-SKoA —8 CH,~CO-S-KoA (%)
|

3aranbHy cxeMy UK B-OKMCIIEHHsT HACH-
YEHHX KUPHUX KHUCIIOT TOJaHo Ha puc.14.3.

Puc. 14.3. Mera6oaiuna kaprta npouecy

B-OKI/ICJ]GHHH KHPHUX KHUCJIOT.
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Ponv kapnimuny 6 OKUCIeHHI HCUPHUX KUCTOM
®epmentr B-OKHUCIEHHS KUPHUX KHUCIIOT JIOKAIi30BaHi BCEPEIMHI MiTOXOH/IPIH,
ajie BHYTPIIIHSA MITOXOHJpialbHa MeMOpaHa HENPOHUKHA JISl JOBrOJAHIIOTOBUX
arpHEX NoxXimHX KoA. Tomy Ha BHYTpIIIHIA MiTOXOHApiaibHI MeMOpaHi GpyHK-
LIOHYE CTienialIbHa TPAHCTIOPTHA CUCTEMA, 10
BKJIFOYA€ aMiHOCTIMPT KapHimuH, sIKUiA Oepe
OH y4acTh y epeHeceHH1 MoJieky arui-KoA 1o
Kapritun MITOXOH/IPiaJIbHOT'O MaTPUKCY.
TpancriopTHa (QyHKIIS KAPHITHHY PEali3yeThCsl 3@ YOBHUKOBUM MPUHITUIIOM
(puc.14.4.):

(CH 3);N"-CH 2—C|H—CH ,—COOH

Memb6pana

Amunn-KoA

@—> AHHﬂKapHiTI/IH\ /AAHHHKapHiTHH HS-KoA
Kapnitun ) /®
- k KapHitna Auun-KoA

B-oxucneHns

Puc. 14.4. Y4acTh KapHiTHHY B IePeHECEHH] JOBr0JIAHIIOTOBUX KUPHUX KHCJIOT Yepe3 BHYTPIlIHIO
MemOpaHny MIiTOXOHApii. £, — xapuimun-ayunmpancpepasa I; E, — xapnimun-ayun-
mpancgepasa Il; T — mpanciokasa.

a) Ha 30BHINIHIN MOBEPXHI BHYTPIIIHBOT MITOXOH/[piaIbHOT MEMOpaHH 3a y4acTio
bepmenty kapuimun-ayurmpancgepaszu 1 BinOyBaeThCsi yTBOpeHHs edipy ayui-
KapHImMuHy:

armi—S—KoA + KapHITHH ——s= anpuiIkapHiTHH + HS—KoA

0) TpaHCTOPTHHIA OIIOK KAPHIMUH-AYUIKAPHIMUH-MPAHCIOKA3A TIEPEHOCUTH
AIMITKAPHITHH Yepe3 MeMOpaHy MiTOXOApiii;

B) Ha BHYTpIIIHIN TOBEpXHI MeMOpaHu PpepMeHT xapuimuH-ayuimpancpepasa 11
PO3IIETLTIOE AIMIIKAPHITAH Y HACTYITHIHN peaxilii:

arkapHiTHH + HS—KoA —= anmi—S—KoA + kapHiTHH

Anun-S-KoA Betynae Ha nuisix B-oKucieHHs, a BUTbHUN KapHiTHH BUXOIUTH 3 MITO-
XOHJIpiii 1 Oepe yuacTh y TPaHCIIOPTYBaHHI HOBOT MOJICKYJIH YKUPHOI KUCIIOTH.

Enepzemuxa -okucnenns s»cupuux xKuciom

1. V ko)KHOMY IMKIIi B-OKHCIIEHHS BUBIIBHACTHCS OJHA MOJEKyna aneThia-KoA,
OKHCIICHHS SIKOT B ITUKJII TPUKAPOOHOBUX KUCIIOT CYTIPOBO/DKYETHCS YTBOPEHHIM 12
Mojiekya AT® (rmasa 10). B-OkuciieHHs TaIbMITaTy (JIMB. BUILE) IPH3BOIHTH 10 YTBO-
peHHst 8 MoJieKyn aueTii1-KoA, moBHE OKUCIEHHS IKHUX J0 CO2 Ta HZO nacTb 96 (12x8)
Mouekys ATOD.
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2.V KO)XHOMY LHKIT B-OKHCIIEHHS yTBOPIOIOTHCSI JIBI MOJICKYITH BiJHOBJICHUX KO-
depmentis — GAJIH, Ta HAJIH, sixi MOKyTh Bi/U1aBaTH CBOi Bi/IHOBIIFOBAIIbHI €KBiBa-
JICHTH JIAHLIIOTa €JIEKTPOHHOIO TPAHCIIOPTY B MITOXOHIPISX, CIPHUSIOUN IeHepalii B
pesynbrari okucHoro (ochopumosanns 2 (PAJIH,) Ta 3(HAIH), To6T0 cymapro 5
Moniekyst AT®. V pasi OBHOTO OKHCIIEHHS MajabMiTary B 7 HUKIaX B-OKHCIEHHS 3a
PaxyHOK JJaHOTO MeXaHi3My yTBOPHUThHCS 35 (5x7) monekyn ATO.

BpaxoByroun Butpary 1 monexynmu AT® Ha erari akTuBaIlii )KHUPHOi KACIIOTH, 3a-
rajbHa KiIbKicTb MoseKys1 AT®D, o MoXke CHHTE3yBaTHCsI B yMOBaX TIOBHOTO OKUCIICH-
HS IO JTIOKCHY BYTJIEITFO Ta BOJHM MOJIEKYIH TanbMmiTary, nopiBaioe 130 (96+35-1).
Buxoastuu 3 11b0T0, MOXKHA TIOIaTH CyMapHE PiBHSHHS OKHCJICHHS MajJbMiTHHOBOI
KHUCJIOTH B MITOXOHPISX:

C,,H, COOH +23 O, + 130 AJI® + 130 @ —16 CO, + 16 H,0 + 130 AT®

OxkucJieHHs 1J1inepoJy

['mitiepon, 0 yTBOPIOETHCS MPH PO3MICTUICHH] TPHAITMITITIIEPOITiB 200 Tmiepo-
(docdomimiziB, MOXKe BCTyNaTH Ha NIISX KaTabomi3mMy (OKuciIeHHs) ab0 3HOBY BHKO-
pHUCTOBYBaTHCs /st O10CHHTE3y Pi3HHX KiaciB Tiinepuis (rasa 15).

1. BKJIFOUCHHIO TITITepOITy

JI0 METabOJIIYHUX TEPETBO- _ /_O H
PEHb TIepeTye HOro akTHBAITS, (fH 2~ OH CH,—0O _P\_O %
sIKa MoJIsITae B Horo Tpanchop- ?H —OH +AT® — C|H —OH + AP
Martii 3a yuactio AT® o .Z.lll- CH,—OH CH,—OH
yepon-3-gocpamy (o-aniye- X .
[itepor [ninepon-3-dpocdar
poghocgpamy) ipu nii pepmeH-
Ty eniyepongocgoxinazu. JOH OH
2. o-Tininepodocdar 3nar- (|3H »~O0—P=0 CIH ,—0-P=0

HUIA 10 OKUCJICHHS MITOXOH-  CH—OH OH HAJl — CH—OH OH
IpiadbHUM (QEepMEHTOM O- | l_o
aniyepoghocghamoeziopocerna- CH,—OH C <H
3010 3 YTBOPCHHSIM LITILIEPATb- o-Tminepodocdar Tinepanberin-3-pocdar
nerin-3-pocdary (I-3-D).

Ininepanpueria-3-gocdar € oqHUM 3 HEHTPATBHUX META0OMITIB TIIIKOJTITUYHOTO
okucieHHs nokosu. [Topaneiie neperBopenss [-3-@, yTBOpEeHHOTO TIPH OKHUCIICHHI
DIILEpOITy, CHiBIAAAE 3 KaradbomnizMoM rimikomithaHoro I'-3-® (miasa 11):

+ HAJH,

[-3-0 —>13-mudlI'K —=3-OI'K — 2-O'K —= OEI] ——mipyBar

14.4. BIOCHUHTE3 TA KATABOJII3M KETOHOBHUX TIJ1

B ymoBax HOpMaibHOTO METa0OIi3MY 37I0pPOBOTO OpPTaHi3My OCHOBHHM HIISIXOM
BUKOPHCTaHHsI alleTHI-KOA, 1110 yTBOPIOETHCS IPH [B-OKKUCIIEHH] YKUPHUX KUCIIOT, € IHKJT
TPUKapOOHOBUX KHUCJIOT. B ymMoOBax mepekirodeHHsi MeTadolizMy Ha Gi0CHHTETHYHI
NUISIXU IUTOTIa3MaTHIHUH areTHi-KoA 3HOBY BUKOPHCTOBYETHCS LTS (DOPMYyBaHHS
KUPHUX KUCIIOT, TOOTO YTBOPEHHS Pe3epBiB imiaiB (m1aBa 15).
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Pazom 3 Tum, y miediHtti icHye izionoria-
CH;, CH,4 CH,4 HO BOKJIMBHIN IIITAX yTHITI3aMi] areTiia-KoA,
I | | 10 TIPU3BOJIUTB JIO YTBOPEHHST MOJICKYJT AJTb-

C=0 HC—OH C=0 . .

| I | TEPHATUBHOIO METabOIIYHOTO MannBa, sKi
?Hz ?Hz CHj BUKOPUCTOBYIOThCS B 1HIIMX TKAHUHAX —
COOH COOH TaK 3BaHUX KeMOHOBUX (AYemOHOBUX ) MINLAX.

Aueroanetar  B-Tinpokcubyrnpar  Aneron /10 KETOHOBHX TLT HAJISKATh ayemoayeman,
B-2iopokcubymupam ta ayemon.
®epMeHTHI peakuii yTBOPeHHs KeTOHOBHX Tijl

Y TBOpEHHS KETOHOBHX TiJI BiIOYBA€THCS B IIUTO30JT1 (TIOYATKOBI €TAITH) Ta MITOXOHAPISIX
TeNarolUTIB 32 PaXyHOK TAKUX PEaKLIii:

1. KonneHncartist ABOX MO-

(I:}_I 3 nexyn anetui-KoA 3 yTBo-

CH3 CH; ¢=0 pennsaM ayemoayemun-KoA.

| -0 + | -0 — CH; + HS-KoA Peaxkmiis xaramizyeTbcs -

C\ S-KoA N\ S-KoA C F\% KoA TO30JILHUM (DEPMEHTOM mio-
Anernin-KoA Anerun-KoA Aue'maue(:')rnn-KoA Ha3010. .

2. Bzaemomisa areroarie-

CH, " (Ijo OH tni-KoA 3 HOBOIO MoIeKy-

CI -0« CH, CH, noro anetui-KoA 3 yrBopeH-

CH, * é;o + H,0—=HO—C-CH;+ HS-KoA HAM B-ziopoxcu-B-memun-
| ,é S-KoA CH , enymapun-KoA (B-TOMK).

X _0 ITpu yTBOpEHHI KETOHOBHX
S-KoA  Auerur-KoA HC S koa TiJI peakiist BinOyBaeThes B
Aneroaneri-KoA B-TOMK MITOXOHJIPISIX 1 KaTami3y€eThCst
depmentom B-I'OMK-cun-
COOH CH; CH memasoro.
CH C=0 . | ; 3. Posmerutennst B-ria-
HO —CI—CH 3 —> (IZH ) C¢O poKcH-B-MeTHITITy TapHII-
CH, [ NS KoA KoA wmitoxoHapianbsHUM
I COOH .
Cz dbepmenrom B-I'OMK-nia-
NS KoA  Aweroanerar  Auetui-KoA 3010 3 YTBODEHHSAM aIeTO-
B-TOMK arerary Ta anetui-KoA.

HeoOxiaHo 3ayBakuty, 1m0 yreoperss B-I'OMK i3 aneroaneri-KoA € nporiecom, sikuii
MOXKE 3IIHCHIOBATHCS B LIMTO30JI TeNaroluTiB; y oMy Bunaaky B-I'OMK migisrae
010XIMIYHUM TIEPETBOPEHHSM, SKi CTaHOBJISATH METAOONIYHUN MIIAX OlOCHHTE3Y
xoyecTepuHy (iara 15), 110 BiOyBa€eThCs B KIITHHAX MEYIHKH, KUILICYHUKA Ta HIKIPH.
Opnnak y remaronurax Oinbiia yacTrHa aneTi-KoA, 10 yTBOPIOETHCS TIPH OKHCIICHH]
BYIJIEBO/IIB, KUPHHUX KHCIIOT, aMiHOKHCIIOT 1 HE BUKOPHCTOBYEThCSI B IUTPATHOMY LUK,
BCTYITIA€ Ha IIUISIX YTBOPEHHS KETOHOBHX TiJL.

B-Iiopoxcubymupam yTBOPIOETHCA 3 alleToAIeTaTy MUIIXoM BigHoBieHHs HAJI-
3QIEKHOI0 B-2idpoxcubymupamoeziopozenazoio:
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CH3—ﬁ—CH2—COOH +HAJH+H  — CH3—C|H—CH2—COOH +HAJL"

o) OH
Arieroarierar B-TinpokcuOyTupar

Peakiiist iepebirae B HaNPsIMKY YTBOPEHHSs B-IiApOKCHOy THPATy 32 YMOB BUCOKOT'O
criBBigHOMmEeHHs B renaronmtax HAJIH/HAJTY, sike OyBae B yMoBaX TOJI0lyBaHHS.

Ayemon yTBOPIOETHCS B HE3HAYHIH KIJIBKOCTI 3 aIIeTOAIIeTaTYy, [0 MICTHTBCS B IIUP-
KyJIFOIOUii KPOBI, 32 paXyHOK HOTr0 HE()epMEHTATHBHOTO JICKApOOKCHITFOBaHHS a00 il
bepMeHTy ayemoayemamoexapookcunasu. ANETOH BUAAIIETCS 3 OpraHiMy Jiere-
HSIMU; 3HaYHE 301IbIICHHS BMICTY alleTOHY Y BUIMXYBAaHOMY TTOBITPi CIIOCTEPITAETHCS
B YMOBAX JICKOMIICHCOBAHOTO I[yKPOBOTO J1ia0eTy.

Peakuii yrutizanii KeTOHOBHX Tijl

Hicsis yTBOpeHHSI B renaroMTax KeTOHOBI TiJia (MepeBaskHO al[eTOAIeTaT) BUXOIATH
Y KPOB i TPaHCHOPTYKOThCS B nepudepruyHi TKAHWHU, /Ie BOHH BHCTYNAKTH SIK
BAKJIMBI cy0cTpaTH 0i0JIOTIYHOTO OKMCJICHHSI.

BukopucranHiO areroanerary sk cyocTpary MeTaOoNivHOTO MajikBa Mepeye Horo
aKTHBAIlis 3 YTBOpEeHHsM aneroanetui-KoA. IcHye nBa depMeHTaTHBHI MeXaHi3MH
rerepatiii aneroanerni-KoA B renaronurax:

a) B3aEMOJIist alleToaIeTaTy 3 CyKIMHLUI-KoA:

0
CH;—C—CH,—COOH HOOC—CH,—CH,—C~
I . S-KoA
Aueroarerar CykiuHin-KoA
.0
CHrﬁ—CHz—C HOOC—CH,—CH,—COOH

"\ S-KoA

Arneroarermi-KoA Cyxuunar

0) aktuBarris aneroarerary HS-KoA 3a yuactio ATO:

-0
CH;-C—CH,~COOH + KoA-SH + AT® — CHfﬁ—CHz—C{ + AM® + ®D,,
(|)| 0 S-KoA

Auneroarietrii-KoA, 1110 yTBOPHBCS 32 OHUM 13 3a3HAUCHUX MEXAHI3MIB, IiJIJISArae
TIONMITHYHOMY PO3IICIIICHHIO 32 YUaCTIO MIioaa3u 3 YTBOPSHHSIM JIBOX MOJICKY aleTHI-
KoA, siKi OKHCITIOFOTHCSI B LIUKJT TPUKAPOOHOBUX KHCIIOT:

aneroareTin-KoA + KoA-SH —— 2 anternin-KoA

ATnieroarierar € BayKJIMBAM JPKEPEIIOM €HEPreTHYHOTO MaInBa JTsl MiOKap/a, CKeJIeTHUX
M’s131B Ta KOPKOBOTO IIAPY HUPOK, B KIITHHAX SIKUX KaTaOOIi3M M€l CIIOIYKH TIePEBHUIIYE
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yTI/IJ'IiBaLIiIO IroKo3u. B YMOBax ToJIOAYBaHHA aleTroancTar CTa€ IepeBaKarouum
CY6CTpaTOM OKHCJICHHS TAKOX IS TOJIOBHOI'O MO3KY, SIKHHA B HOPpMaJIbHUX YMOBax
BUKOPHUCTOBYE JIsI CHEPICTUIHUX HOTp€6 BUKIIFOYHO TTIFHOKO3Y.

MeTa60:1i3M KETOHOBHX TiJ1 B yMOBaX NMaToJI0rii

Y HOpMi KOHIIGHTpAIlisi KETOHOBHX TiJI y KPOBI Ta OUIBIIOCT] TKAaHWH HE3HAYHA (B
cepeanbomy 10-20 mr/mn). Ilpote, 3a yMOB TOJNOAyBaHHS Ta I[yKPOBOTO jiadery
CTBOPIOIOTHCS] METa0OMIYHI YMOBH, 32 IKHUX KUJIbKICTh KETOHOBHX TiJ1 Y TKAHUHAX Pi3KO
SK KOHIIGHTpAIlisi KETOHOBUX TUT Y KPOBI (Kemouemis), Tak 1 IX BUAIUJICHHS 3 CEUYCIO
(xemonypis).

BioxiMiuHOI0 0CHOBOIO 3pOCTaHHS BMICTY KeTOHOBHX TiJl B YMOBaX NMATOJIOTii
€ 3MeHILIeHHS cTyneHs yTuiizanii anetny-KoA B nukiii Tpukap0OHOBHX KHCJIOT
BHACJIIOK MOpYyIIeHb BYIJIEBOJHOIO 00MiHY.

CrpaBa B Tomy, 110 BXopkeHHs arieTii-KoA B 1[TK 3anexuth Bij HasBHOCTI B
KJIITHHI JIOCTaTHBOI KIJIBKOCTI OKCAJIOAIETaTy, HEOOXiTHOTO ISl yTBOPEHHS IIUTPATY.
B cBoto uepry, yrBOpeHHs OKcalloareTary, He0O0XiHOTO JUIsi HOpMaJIbHOTO (pyHKITIOHY-
BaHHS TPUKApPOOHOBOTO ITUKITY, 3aJICXKHTh BiJl KUTBKOCTI mipyBary (masa 10, po3zin 10.4),
OCHOBHHUM TOCTaYaJIbHUKOM SIKOTO € IIIKOJITUYHE PO3UICTUICHHS IIIFOKO3H. B ymMoBax
3MEHIICHOTO HAIXO/KEHHSI B KIIITHHY TIIFOKO3H (TOJIOyBaHHS, IyKPOBHIA 1iabeT) oK-
cayioaleTar CpsIMOBYEThCSI Ha IIISIX TIIFOKOHEOTEHE3Y 1 CTa€ HEOCSHKHUM JIJIS B3a€-
Moii 3 aneTun-KoA B iurparcuHTasHil peakiiii. Y 3a3HaueHUX MeTaOOJIIYHUX YMOBAX
anetwi-KoA B 3HauHiil Mipi BUKOPHCTOBYETHCS JJIsi YTBOPCHHSI KETOHOBHX Till —
aneroanerary ta B-rizpokcubyrupary. Cripusie HAKOITMYEHHIO B KIIITHHAX aneThi-KoA
TAaKOXk HOTO MiIBUIIIEHE YTBOPEHHS MPH [3-OKUCIICHH] JKUPHUX KUCIIOT 33 PAXYHOK CTH-
MYJISIIi B YMOBaX TITFOKO3HOTO TOJIO Y BaHHS JIIMOII3Y B )KHUPOBii TKaHuHi. L1i GioximiuHi
3aKOHOMIPHOCTI MOSICHIOIOTh JaBHIN BUCIIB “JKupu 32opsitomsv y nonym i 6yenesoois”.

BBezieHHs B OpraHizM TIIIOKO3H (TIpH TOJIOAYBaHHi ), a00 TIIFOKO3H 3 THCYIIHOM (TIpH
IyKPOBOMY Jia0eTi) MiBHINY€E BHYTPIIIHHOKIITHHHUI PiBEHb MOHOCaxapuay i
HOPMAaJII3y€ DIIKOJII3, 0 MPU3BOAMUTE JIO aKTUBAIlil yTumizamii anetui-KoA B nukii
TPUKapOOHOBUX KHCJIOT 1 3MEHILICHHSI YTBOPEHHSI KeTOHOBUX TiJl. IIpoTe, B ymMoBax
BiJICyTHOCTI HEOOXI/IHOT Tepalrtii KOHIIEHTpallis areToarnerary, B-rigpokcudyTupary Ta
alleTOHY B OpraHi3Mi XBOPUX Ha I[yKPOBHUH Jia0eT MOKe 3pOCTaTH B JICCSATKH pasiB,
CYNPOBODKYIOUMCH IOPYIICHHSIM KUCIIOTHO-ITY’)KHOTO OaJIaHCy 1 pPO3BUTKOM MeTa0oiu-
HOTO Kemoayuoosy, SKUi € HeOe3MeUHNM JUTSI HOpMaJIbHOTO (DYHKITIOHYBaHHSI KJIITHH
TOJIOBHOTO MO3KY.
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I'JTABA 15. METABOJII3M JIHIIAIB

II. BIOCUHTE3 TPUALMJIIJIIOEPOJIIB
I CKUTAJHUX JIIIAIB

BiocunTes mimigiB pisHUX KIIACIB € BaKIIMBOIO CKJIAZIOBOIO X MeTaboi3My, 110
3a0e3reuye opraHi3M pe3epBaMu MeTa0OIIYHOTO TAJIMBa Y BUIVISII aKyMYJTbOBaHHUX Y
YKMPOBIH TKAHWHI Ta KJIITUHAX 1HIIUX OPTraHiB TPUAIMIITIIIICPOIIIB 1 € HEOOX1THUM JIJIst
TIOHOBJICHHSI CTPYKTYPHUX KOMITOHEHTiB OiomeMmOpan (docdorminepuais, chinro-
JIMIIIB, TIKOJIMIJIIB).

15.1. BIOCHUHTE3 BUIIIUX )KUPHUX KUCJIOT

biocuHTe3 BHIIMX JKHUPHHUX KHCIOT i3 MOAATBIIMM iX BKIFOYEHHSIM 0 CKIIAIy
TPHALWITITILIEPOJIIB KUPOBOT Ta IHIIMX TKAHUH — Jino2eHe3 — € MeTaboIIuHUM
HITSIXOM, TII0 JI03BOJISIE aKyMYITIOBAaTH B OPTaHi3Mi JIFOIUHU Ta TBAPHH 3HAYHI eHepre-
TUYHI pe3epBH META0OIYHOTO MAINBA.

dizionoriuHe 3HaYCHHS LLOTO MPOLECY TOSCHIOETHCS TiE0 00CTABUHOIO, IO
3[aTHICTh TBAPMHHUX KIIITHH JI0 CTBOPEHHSI 3aM1aciB MOJicaXapy/IiB Y BUIJISIII TIIIKOTEHY
€ JIOCUTh OOMEXEHOI, 1 TOMY TJIFOKO3a, IO HAJXOAUTh 13 1KEH B KIJIBKOCTSX, SIKI
TIEPEBUIIYIOTH OE3ITOCepeHI SHePTeTHYHI TOTPEOH OpraHi3My, TIEPETBOPIOETHCS Ha
XKUPHI KUcT0TH. HalfO1TbIIT akTHBHO CHHTE3 KUPHHUX KUCIIOT BiI0YBA€THCS B 8 IHITOIIN-
Tax JKAPOBOI TKaHWHU, T'€MATOIMTAX MEYiHKH, CMiTeNiadbHUX KIITHHAX MOJOYHOI
3aJI03M 111 Yac JIaKTarlii.

MeTta0oJ1ivHi J2Kepesia CHHTe3Y sKUPHUX KHCJIOT

B oprani3mi qroauHu 1 TBApUH 3AIHCHIOETHCS CHHTE3 HACHYEHHX KUPHUX KUCIIOT 13
MApHOIO KUTBKICTIO BYIJICIIEBUX aTOMIB (ITEPEBaKHO MaJIbMITaTy Ta CTeapary); MeTa-
OOJIYHUM JDKEPEIIOM JUTS IILOTO CHHTE3Y € aneTi-KoA, sIKHit yTBOPIOETHCS 3a paxyHOK
aepoOHOTO OKHMCIIEHHS TIFOKO3U. AKTHUBHICTB TPOIECY OIOCHHTE3Y KHPHHUX KHUCIOT
3aJIOKHTH BiJl XapaKTepy JII€TH; 1Ka, 10 MICTUTh 3HAYHY KiTBbKICTh )KUPIB, IPUTHIYYE
IIBUJIKICTh IIbOTO CUHTE3Y.

depMenTHI peakiii 0i0CHHTE3Y JKUPHUX KHCIOT 3 aneTmin-KoA, Ha BiqMiHy Bif iX
OKHCJICHHSI, BiJIOYBAOTHCS B IIUTOILIA3MI KJIITHH; OCHOBHUM ITPOTYKTOM I[LOTO CUHTE3Y
€ manpmiTuHOBa kucnora C, H, COOH.

BesmnocepenHiM JOHOPOM JIBOBYIVIEIIEBUX (DPArMEHTIB, 110 BUKOPUCTOBYIOTHCS KITi-
THHOIO JUTSl CHHTE3Y JIOBIOJIAHIIFOTOBHX XHPHHUX KHCIIOT, € aneTi-KoA, yTBoproBaHmit
Y peaxiiii OKUCITIOBAIBHOTO JIeKapOOKCHITIOBaHHS MipyBary (TnaBa 11), axa mepebirae
B MaTpPHUKCi MITOXOH/IPii. OCKITBEKH BHYTPIIIHSA MEMOpaHa MITOXOHIPii € HEMPOHUKHOO
qutst aneTiil-KoA, To it BukopucTanHs anetnin-KoA B nporieci 6i0cHHTe3y ) KUPHUX
KHCJIOT 3aCTOCOBYETHCS CIIeTialIbHA YOBHUKOBA CUCTEMA, TKA TPAHCTIOPTYE MITOXOH/I-
pianpHuit anetnin-KoA B mmto3oms. [Iporiec BiOyBaeThCs 32 TAKUM MEXaHI3MOM:

1. Ycepenuni MiToxoHpii anetnii-KoA B3aeMojiie 3 OKcanoareTaTtoM, yTBOPIOIOYH
JIMMOHHY KUCJIOTY (IIUTPAT), SIKa € TOIOBHUM CYyOCTPaTOM OKUCIFOBAILHOTO IMTPATHOTO
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ity (LITK), aje Moke 9acTKOBO 3aJTMIIATH MITOXOHAPIT 1 BAXOIUTH B IIUTO30Jh 32
JIOTIOMOTOFO CTENiaTbHOT TPAHCTIOPTHOT CUCTEMH TPUKAPOOKCHIIATIB:

1a) ammetm-KoA .+ okcanoalerar —— LIUTPAT + KoA-SH

MITOXOH/IpiaJibHHUi MITOXOH/IpiajibHUi

10) mutpar —> [UTpaT

MITOXOH/IpiaIbHUI LUTO30JIbHUI

CTuMyIsIList BUXOAY IUTPATy 3 MITOXOH/PIH Y IUTOIUIA3My MOYKITBA B YMOBAX, 1110
CIPUSIFOTh aKTUBAIlIl aHAOOJIIYHKX TPOIIECIB B OPraHi3Mi, 30KpeMa TP MOCHICHOMY
Xap4uyBaHHI IFOKO30¥0 Ta IHIINMH IIyKPaMH, ITIKOTITHYHE OKUCIICHHS SIKUX CIIPHYHHSIE
HaKOTIMYEHHS IUTpary i iHmmx merabomitiB LITK y MaTpukci MiTOXOHIpIH.

2. YV IUTO30JIFHOMY TPOCTOPI IHUTPAT PO3IICIUIIOETHCS CIEIIAIBHOI0 1id3010 3
YTBOPEHHSIM OKCAJIOaIeTaTy Ta IIMTO30J6HOT0 aneTua-KoA, sKHit HaXoUTh y cucTeMy
CHHTE3Y BHIINX )KUPHHUX KUCIIOT:

UTpaT .+ KoA-SH + AT® — oxkcanoarerar + anetmi-KoA

LMTO30JIbHUI LMTO30JIbHUI

+ AJIO + D

Okxkcatoarierar moBepTaeThCs 10 MATPUKCY MITOXOJIPIii 3 JOTIOMOTOF YOBHHUKOBOI
CHCTEMH, 1110 BKJTFOUAE HOTO BiJIHOBJICHHS JI0 MaJIaTy, IKHI MOYKE IIPOHUKATH Yepe3 MITO-
XOHJIpiaJTbHY MeMOpaHy. AJIETepHATHBHUM MEXaHI3MOM [TOBEPHEHHS By IJICIIEBUX aTOMIB
Majary B IIUTO30J1b € HOTo TIEPETBOPEHHS B MipyBaT — HUISIX, SKUH T€HEPY€ BiTHOBICHUH
HAJI®", HeoOXiHMIA [UTI CHHTE3Y KUPHUX KUCIOT (IUB. HIXK4e) — puc.15.1.

-M anHKC-v IluTo3omb
MITOXOHJPIH
a0
Hutpar > Hurpar
Okxcaloauerar Okcaoanerar
HAJTH HAJIH
HAT HAZ
- Manar C Maiar
IMipysat — 1 )= IMipysar HAJI®"
N
CoO,
CO,
HAI®H

Puc. 15.1. YoBHuKoOBa clcTEMAa TPAHCIIOPTY AL THIbHUX PATUKAIIB i3 MITOXOH/Pili y HUTO30/1b.
Cunre3 Manonis-KoA

IHimiaris pocTy ByIJIEIIEBOTO JIAHITFOTA BUIIIO1 YKHPHOI KUCIIOTH BiIOYBA€ETHCS IIUISIXOM
B3aeMoyiii aneTni-KoA 3 akTHBHORO ()OPMOFO MaIOHOBOI KUCIIOTH — MaloHiN-KoA, sikuit
0e3rocepeIHRO TIocTavYae BOBYIIICIIEBI CyOCTpaTh I IbOTO CHHTE3Y. TakuM YHHOM, Y
pasi GiocuHTe3y ManbMiTaTy MajoHUI-KoA € MeTabomyHnM TIOTIepeTHIKOM, SIKHIA CTae
ToxepesioM 14 3 16 aToMiB ByIJIEITIO TIAJIEMITATY.
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Mamnonin-KoA yTtBopro- COOH
€TbCS 3 UNTOMIA3MATHYIHOTO  CH C|H2
aHeTI/IJ'I—.KOATaI.[IOKCI/II[y- BYT- (|:¢O +CO,y+ ATO — | _0 +AID+ D,
JICLIEO I J1i€F0 OI0TUHBMICHO- NS-KoA NS-KoA
ro gepmeHTy ayemun-KoA- Anernn-KoA Maronin-KoA
KapOOKcunasu.

Anetmi-KoA-kapOokcmnaza MicTuTh KoepmenT oiomun (Bitamidn H), mo €
MIPOCTETUYHOIO TpyTIol0 pepMeHTy. KapOokcunpHa rpyma 0ioTHHY 3B’ si3aHa aMiTHUM
3B’SI3KOM 13 E-aMiHOTPYIIOIO JII3HHOBOT'O 3QJIMILIKY, SIKUH PO3TAIIOBAHUN B AKTUBHOMY
HEHTpPi PEepPMEHTY.

AKTHBHOIO ()OPMOIO BYTLIHHOI KUCIOTH, sKa Oepe ydacTh Y KapOOKCHITIOBAHHI
anetnin-KoA, € kapboxcubiomun, 0 YTBOPIOETHCS B TaKill peaxiiii:

HN- - NH 0 ATO ANl
R 11
HE—¢H cHo—t-0r SN

Hzc\S/CH—(CH2)4—CO—NH—6in01<

Hzc\S/CH—(CHz)rCO~NH—6in01<

Bioximiuni cTaii cHHTe3y HACHYEHMX KUPHUX KHCJIOT

Cunmemasa JcupHux KUciom € MyJbTHEH3UMHUAM KOMIIIEKCOM, 10 CKJIaIy SIKOTO
BXOJISITh JIEKLTbKa (PepMEHTHUX OIITKIB i3 KaTaiTHYHOIO aKTHBHICTIO, 10 3a0e31euye
TIOCITIOBHE NOIoBkeHHs Byrenesoro janiora (C,, C,, C, ...) 10 yTBOPEHHS allIILHOTO
3AUIUIIKY 3 HEOOXIIHOKO KUTBKICTIO ByTienieBrX aromiB (nepeBaxHo C, ). CyKynHicTs ep-
MEHTHHX PeakLiif 010CHHTE3y AaIIbMITHHOBOI KUCIIOTH HA3UBAETHCS HUKJIOM JliHeHa.

Auunmpancnopmyrouuit npomein

Lentpanbhe Mictie y (PepMEHTHOMY KOMIUIEKCI CHHTETa3W >KHPHHUX KHCIOT MOCiIae
ayunmpancnopmyrouuii npomein (Acyl Carrier Protein, ACP, anri.). I3 monekynoro ACP
crionydeHi (hepMeHTHi OLIKH, 110 KaTalli3yroTh OKpEMi PeaKilii CHHTe3y KUPHHUX KHACIIOT
C1 T2 C1s~ ACP mae 1Ba SH-BMiCHUX IIEHTPH 3B’ I3y BaHHSL:

1-i1 1IeHTp —3aHMINIOK yucmeiny nominenTuaHoro yanirora ACP, skuit City»kuThb JUist
aKLENTyBaHHs aneTuibHoro pagukany (CH,~CO-) Bin auetun-KoA;

2-ii ieHTp — (ochoprITbOBaHe MOXITHE BITAMIHY NAHMOMEH080I KUCLOMU —
4'-cpocghonanmemein, wo € cTpykryporo, SH-rpynu skoi akienTyoTh MaJOHUTbHUI
panukan (HOOC-CH,~CO-) Bin manonin-KoA. 4'-®ocdonanrerein (D) KoBaIEHTHO
CTOJTyYEHHH 13 3QTUILIKOM CEpHHY B 36-My NOJIOKEHHI TostinenTuaHoro gaxiora ACP.
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ITanToTeHar
1 (0] (I)I OH (FH3 1 O

I i i
HS-CH,—CH,—NH—-C—-CH,—CH,—NH —C—CH—CI—CH Z—O—II’—O—CH »,—CH
T CH 4 OHT
’ 4' - ®ochonanrerein !

ACP
Bzaemomis anetiin-KoA 3 ACP mae Bumsazn:
0
I
HS-KoA CH;—C
O \S
CH}_C,\, N HS Z @ + HS-KoA
S-KoA  HS—®;
HS— @]

[Noni6anm urHOM B3aemorie 3 APC (HS-rpymoro @) i manonin-KoA.

Ilocnioosnicms hepmenmamuenux peaxyii

[Ticnst akuenTyBaHHS AUITPAHCIOPTYIOYUM O1IKOM alleTHIIBHOTO i MAJIOHIIBHOTO
paauKaiiB (opMyBaHHs JJAHLIFOTA BUILIO1 )KUPHOI KMCIIOTH MOKE Oy TH MOJaHUM Y BUIJISIIL
3a3Ha4YeHOI HIKYE TIOCTIZIOBHOCTI PEaKITii.

1. IlepeHeceHHs aleTUIIBHOTO paiuKaty, 38’ s13aH0ro 3 SH-rpymoro nucTeiny, HaMano-
HUTEHHHN painKalt, 38’ s3aunit 3 SH-rpymoro gocdomnanTereiny, 3 yTBOPEHHSM arieToarie-
THJIBHOTO pajiuKaa, mo 3B’ s3anuii 3 SH-rpymoro hocdomnantereiny. Ll peakiis koH-
JeHcalii karamizyerbest pepmeHToM 3-ketoanmn-ACP-cuHTaz010:

HS_

| |
1 CH3_C_|S
L —_4 \ 9 9 /q)n +CO
K CH;—C—CH,—C—S 2
‘\ (0] ®n

- 11
HOOG—CH,—C—S
S~—

Y pesyinbrari peakiiii yrBoproethes ateroaretisi — APC 1 BULISEThCs (pereHepye)
monekyna CO,, mo Oyya BAKOPUCTaHa JUisl CHHTE3y MaIOHiI-KoA.

2. BinHoBITeHHS KapOOHIIBHOI TpyTH B MOIeKy:Ti arieroanetun-ACP 3 yrBopeHHsM 3-
rinpokcnOyTrpn-ACP. Peaxmis karamizyersest HA IPH-3anexuor0 3-kemoayun-ACP-

PeOyKmasor:
HS @ HAJ®H + HY HAZI®® HS
0 0 ® U OH 0O o,
n n yal | 1 /
CH3—C-CH,—C—S$ CH;—C~CH,~C-S$
H

3. Jlerinparariist 3-rijpoKCUOYTUPUIBHOTO paJIMKaia 3a y4acTio (epmenty 3-2io-
poxcuayun-ACP-oeciopamasu. TIpoayKT peakiii — HEHACHYEHE IOXIHE MAaCJISTHOI
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Kucnoty (OyTupary), IOIBIHHI 3B’ 30K B SIKOMY PO3MIIIEHHI MiX 2-M 1 3-M aToMaMu
ByIIeLio (A%) Ta Mae mpanc-KoHdirypairo — mparnc-0yrenoin-A*-ACP:

H,O
OH (@) /CDn Z c H (“) /ch

|
CH3—('|:—CH2—E—S H;—C=C-C-8
H H
4. BiTHOBJICHHSI TIOABIMHOTO 3B’S13Ky B MOJIEKYITi mparc-0yTeHoin-A>-ACP 3a yuacTio
dbepmenty enoin-ACP-pedykmaszu. [Iponykr peakilii — OyTUPWIBHHI pajiuKa,
crniony4ennii i3 ACP:

HS HAJI®H+H"  HAJI®O" HS
/CI)n U

0 Q@ O
CH;—C=C—C=S CH;—CH,—CH,—C—S

H

VY pesynbTari po3nsIHyTOT MOCTIIOBHOCTI YOTHPBOX PEaKIliil ABOBYIJICIICBHIA alle-
TIIbHUIA pajmkai (C,) epeTBOPUBCA Ha YOTUPHBYIIIENEBUI Oy TUpuIIbHIiA pagukan (C,).
Jli1st TpOTOBKEHHS TIPOIIECY CJIOHTAIlil By IJICBOJAHEBUX PaJIMKaIiB HEOOXIHE MPUBE-
JIeHHS ()epMEHTHOI CHCTEMHU CHHTETAa3! )KUPHUX KUCIIOT y BUXIJJHAHN CTaH, 110 10CsTa-
€ThCs TIepeHeceHHsM Oytupmiry Bint SH-rpymu dpochomantereiny va SH-rpymy nucrei-
Hy Ta IpreHaHHAM 10 SH-rpynu ¢ocdonanteTeiny, 10 3BUIbHIIIACS, HOBOTO 3AJIUIIKY

MAaJIOHIITY:
T ;
CH;—CH,—CH,—C—S
9 /CDIl
CH;—CH,—CH,—C—S _—

HS—@,
0
o CH3;—CH,—CH,—C—S HS—KoA
HOOC—CH,—C’ +
S—KoA
HS — @,

(0]
1l
CH 3_CH2_CH Z_C_S

. .

1
HOOC—CH,—C—S—®,

VY MoJasbIIoMy TOUHHAETHCS HOBHUHM IMKII PEAKIIii, 1110 TOJISTAIOTh Y TOJOBKCHHI
BYIJICBOJTHEBOTO paJIMKaiia KapOOHOBOT KHUCIIOTH III¢ HA OJIUH JBOBYIJICIICBHI (hparMeHT.




206 Pozgin III. Mema6oaidm ocHoéHux Kaacié 6iomonexysn

I[TpomykTOoM ceMu 3a3HaYEeHNX IUKIIB € YTBOPEHHS PauKaily MajJbMITHHOBOI KHCIOTH
(C, ), Axui BimmueruoeTbest Bit ACP y pesynbrari TiapomiTiaHOi mioecmepasHoi peakii:

nanpMiToin—S—ACP + HZO —» qrasnipMiTar + HS—ACP

CymapHe piBHSHHS 010CHHTE3y naybMiTary 3 anetui-KoA B pe3yibsrari il cuHTe-
Ta3M BUIIUX KUPHUX KUCJIOT:

CH,~CO-S-KoA + 7 HOOC-CH,-CO-S-KoA + 14 HAZIOH + 14 H' ——
—> CH,~(CH,), ~COOH + 14 HAJI®* + 8 KoA-SH + 7 CO,

[icepena HA/I®H, neodxionozo 0nsa diocunmesy HcUpHUX KUCTOM

VY Ko’KHOMY IMKJI O10CHHTE3y MaibMiTaTy BiAOyBa€ThCs MO AB1 BiTHOBIIOBAIBHI
peaxiiii, monopoM BomHO (2H + 2¢°) B sikux € HAJI®H. OganuM 3 0OCHOBHUX TTOCTa-
YaIbHHUKIB MOJIeKy nTo30mbHOro HA JIOH, BiTHOBIIOBaIbHI €KBIBAJICHTH SIKFX BHKO-
PUCTOBYIOThCS TIPH JIIIOTEHE31, € peakilis MepeTBOPEHHS Majary 0 IipyBarTy, 0
crpspKeHa 3 QyHKI[IOHYBaHHSM YOBHUKOBOT CHCTEMH TPAHCIIOPTY alleTHIILHUX pajin-
KajiB (quB. puc. 15.1).

1. V mepmriii peakiiii okcajoarerar BiJHOBIIOETHCS 0 MajaTy 3a y4acTiO ITUTO-
30JIbHOT MAIAmMOe2iopoceHasu:

okcanoarerar + HAJIH + H" —s= mamar + HAJI*

2.V nmpyriii peakiii BiOyBaeThCS OKUCITIOBAIBbHE AEKapOOKCHITIOBAHHS MaJIaTy 110
mipyBary 3a goniomororo HA JId-3anexxHoro pepMenTy maikeH3umy:

manar + HAJI®" —s=mipysar + CO, + HAJI®H + H*

HAJI®H, mo reHepyBaBcsi B peakilii, BAKOPHCTOBYEThCS B JIIOTEHE31, a MipyBaT
MEPETBOPIOETHCS JI0 OKCAJIoaIleTary B MipyBaTKapOOKCHIa3Hii peakuii.

Kpim posmisiHyTOT0o MexaHizmy, moctadanbHIKoM HA JIOH, 1110 BUKOPHCTOBY€ThHCS
B 010CHHTE31 MATBEMITaTy, BUCTYIIAOTh TAKOXK TITFOK030-6-(ocar-aeriiporeHa3Ha peak-
1ist neHT030(oc(haTHOro LUKy OKUCIeHHS miroko3u Ta HAJId-3anexna i3ouuTpar-
JIETiIpOTeHa3Ha peakKilis, 1o mepedirae B IATO30ITi.

Perysisinisi OiocuHTe3y HACMYEHUX KHPHUX KHCJIOT

ICHYIOTh JIBa MyHKTH PEryJSIlil CUHTE3y BHUIIMX HACHUYCHHMX XHUPHUX KHUCIIOT B
OpraHi3Mi JIFOJMHU:

1. Pecynauia na pieni ayemun-KoA-kapookcunazu.

Anetnn-KoA-kapOokcriiasHa peaxilisi, B AKiif yTBOPIOETHCS MaoHiI-KoA, € mmimi-
TYFOYOIO CTaJTIEF0 B KOHTPOITI IIIBHKOCTI O10CHHTE3Y )KUPHUX KUCIIOT. Perymnsmis nepe-
Oiry peaxiiii 3iiCHIOETBCS 32 IBOMAa MEXaHI3MaMH:

1.1. lInaxom arocmepuunoi pe2ynayii akTMBHOCTI arieTii-KoA-kapOokcria3y o3u-
TUBHMMH Ta HETaTUBHUMH MOZYJISITOPaMU:

a) TIO3UTHBHAM MOAYIISTOPOM (aKTHBATOPOM) (hepMeHTy € yumpam. 301TbIICHHAS
KOHIIEHTPAIIii TMMOHHOI KHCIIOTH B MITOXOH/IPisiX BHACTINOK “‘TiepeBaHTaxkeHHs” LITK
MeTa0OJIIYHUM MMaauBOM (TICIIs CIIOKMBAHHS BYTJIEBOIB, CEKpEIlii B KPOB IHCYIIHY
TOII0) O3HAYAE CTBOPEHHS O10XIMIYHMX YMOB JIJIsl aKTHBAIll aHAOONIYHUX TPOIIECiB,
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TOOTO 3amacaHHs Ha UTUIIKIB aneTriI-KoA y Bumisii sxupiB. [lizBumeHui y 1iux ymoBax
BUXIJI IUTPATy B IUTO30JIb aKTUBYeE aneTmi-KoA-kapOokcminasy (MajJoakTHBHY 3a
BiJICYTHOCTI TTO3UTHBHOTO MOXYJISATOpPA) 1 CIPUYHMHSE YTBOPEHHS MalloHiN-KoA —
JDKeperta IBOBYIJICICBHX PAJIMKAIIB ISl 010CHHTE3Y KHPHUX KHCIIOT;

0) HETaTUBHUMH MOJTYJISITOPaMH (aJI0CTepUIHUMH iHTi0iTOpamn) aneTni-KoA-xap-
Ookcunasu e nanbmimoin-KoA ta cmeapoin-KoA — KiHIeBi MeTa0OMITH O10CHHTETHY-
HOTO nuIsxy. Hakomu4yeHHs B IUTO30J1 MPOAYKTIB OiOCHHTE3y 3a NMPUHIIUIIOM
HETaTHBHOTO 3BOPOTHOTO 3B’SI3Ky T'aJIbMY€ MIBUIKICTB TX yTBOPSHHS.

1.2. nsaxom xoeanenmnoi moougpixayii anetnn-KoA-kapOokcHiasu 3a paxyHoOK ii
nAM®-3anexnoro dpochopunoBanHs (YTBOpEHHSI HEaKTUBHOT (POpMHU (DepMEHTY) Ta
nedocdopuntoBanus (yrBopeHHs akTHBHOI Gopmu depmenty). Ciin 3ayBaKuTH
PELMIPOKHUH XapaKTep 3MiHU aKTUBHOCTI MIPOLIECIB JIIIOTeHE3y Ta JIINOMi3y B yMOBaX
i1 Ha KIJIITHHY )KUPOBOi TKAHWHH Ta TIEYiHKH (i310JIOTTYHUX CTUMYIIIB, 110 TO3UTHBHO
(agpenanin, HOpagpeHalliH, IIFOKATOH) Ta HEraTHBHO (IHCYJiH) BIUIMBAIOTh Ha aK-
TUBHICTh aJICHIJIATIMKIIA3H 1 BHY TPIIHBOKIITHHHUE piBeHb TAM® (nuB. TnaBy 14;
po3nin 14.1).

1.3. llnsaxom 3minu akmusnocmi cunmesy ayemun-KoA-xapbokcunasu:

a) 30UTBIIICHHAST aKTHBHOCTI CHHTE3Y (epMeHTy (hepMeHTHA THTYKITis) CIPUIHHS-
€THhCS JTOJJATKOBUM HAJIXO/DKEHHSM B OPTaHi3M Ta B KIITHHH BiAMOBIHUX OpraHiB
DJIFOKO3H (CIIOKMBAHHS BUCOKOBYIJICBOJHOT [II€TH ) Ta 3MEHIIEHHSIM BMICTY B ITPOAYKTaX
XapuyBaHHS KHPIB;

0) IpUTHIYEHHST aKTUBHOCTI CHHTE3Y (DEPMEHTY CIIOCTEPIraeThCsi B yMOBaX TOJIO-
JyBaHHS 200 CIIOKMBAHHS JIIETH, 30ara4eHol KHUpPaMH.

2. Pezynayia na pieHi KOMRIEKCY CUHIMEMA3u HCUPHUX KUCTIOm
AKTHUBHICTh CHHTETAa3HOTO KOMIUIEKCY (UMKITy JIiHEeHa) perymroeThesl TaKoXK SIK
MeXaHi3MaMH aJl0CTEePHYHOTO KOHTPOJIIO, TaK 1 MeXaHi3MaMH (PepMEHTHOT 1HAYKIII1.

2.1. Anocmepuuna akmugayis OKpeMuX (EPMEHTIB MYJIBTHEH3UMHOTO KOMILICKCY
3MIHCHIOETHCS 32 PAXyHOK O3UTHBHOTO BILTUBY (POCHOPUITEOBAHUX MOHOCAXAPH/IIB.
301IbIIIeHHST KOHIIEHTpallii IykpodocdariB € METadOIIYHIM CUTHAJIOM, IO CBiTYNTh
PO BUCOKY aKTHBHICTh IJIIKOII3Y Ta CTBOPIOE OIOXIMiYHI YMOBH JUIS CIPSMYBaHHS
00MiHYy PEYOBHH y HANPSMKY aHAOOTIYHIX TTPOIIECIB.

2.2. 3minu 6 akmueHOCmi Npoyecié cunme3y OKpeMuX (EPMEHTIB CUHTETa3HOTO
KOMIIJICKCY BiJIOYBAarOTHCS B HAIllpsMKaxX i METaOOJIUYHMX yMOBaX, 3a3HAUCHHX JIJISI
anerun-KoA-kapOokcunasm.

EnoHraniss HacM4eHMX KUPHUX KUCJIOT

Hanemitnnosa kucnora (C, ), 0 TIPOLYKYETCS B PE3YIIBTATI JIii CHHTETA3U BUILX
KHPHUX KHCIIOT, € MOTMIEPETHIKOM B YTBOPEHHI JKUPHHUX KUCJIOT 13 OUIBIIOI0 TOBXKH-
HOIO JIAHIFOra — CIS’ Czo, sz, C2 " VY winithiHaX QYHKIIOHYIOTh JIBI cUCHeMU el0HeaYil
KUPHUX KHUCIIOT, sIKi 3a0€3Me4yI0Th MOCIiJOBHE NMPUETHAHHS 10 BYIJICBOJHEBUX
AIMIIBHUX PaMKaJIiB IBOBYIIICIIEBUX (PparMeHTIB:
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a) cucTeMa eJOHTalil eHIOTUIa3MaTHYHOTO PEeTHKyIyMa (“MiKpocoMalibHa €JIOH-
rariiinacucrema’). L{s crcTemMa BUKOPHCTOBYE SIK KEPEIIO JBOBYIIICIEBUX (pparMeHTiB
MantoHLT-KOA 1 tie 3a MexaHi3MOM, OJTM3BKHAM JI0 PO3TJISTHYTOTO JIJISl CHHTETa3HOI CUCTe-
MH IHTO30JTIO:

arr-KoA (Cn) +ManoHin-KoA — 3-keroarmn-KoA — 3-rigpokciammi-KoA
—2,3-eH0in-KoA ——= anun-KoA (C )

Cy0cTparaMu po3mIstHy TOi IOCHTIOBHOCTI PEaKITii € HACHYeHI YKUPHI KUCTIOTH (aITH-
mi C, | Ta GUIbIIOT IOBKUHH). VY MEYiHIIl IPY BUKOPUCTAHHI K CyOCTpar nanbmirary
YTBOPIOEThCS NepeBakHo creapar (C ). Cucrema enonrartii )KUpHAX KUCJIOT y TOJIOB-
Homy Mo3Ky cuntesye C, - ta C,,-KMpHI KUCIIOTH, SIKi BXOJATB JI0 CKJIaty C(IHTOMiImiIiB
MI€TIHOBHX HEPBOBHX BOJIOKOH;

0) MITOXOH/IpiaJIbHA CHCTEMA IIOHT ALl JKHPHUX KUCIIOT — BUKOPHCTOBYE SIK JOHO-
pH IBOBYIVIEIEBUX (pparMeHTiB MosteKy:n aneTii-KoA. Crucrema 31aTHa oJJOBKYBaTH
KHUPHI KUCIIOTH, 10 MatoTh 12-16 aToMiB ByTIIEIrO (CIZ—C1 6):

ammi-KoA (C)) +anetnn-KoA (C,) — amun-KoA (C ) + KoA-SH

YTBOPCHHH HEHACHYICHHUX KUPHUX KUCJIOT

1. Mononenacuueni scupni Kuciomu
Mononenacuueni kucaoti — mnanpmitooneinosa C, - ta oneinosa C . MiCTATH
MOABIMHUIN 3B’ 130K Mixk 9-M Ta 10-m aromamu Byrieiio (A%).

LIi >KupHI KUCTIOTH MOXKYTh YTBOPIOBATHCS B OPraHi3Mi JIFOOUHU 33 paxyHOK Jie-
TiIpyBaHHS BiIMOBITHIX HACHYSHUX KUCIOT (MTAIbMiTHHOBOT C, ; T CTEaPHHOBOT Clg):
C—2H—>=C,

Ci—2H—=C

Y TBOpEeHHs 3a3HAYEHOTO MOJABIMHOIO 3B’ 513Ky 3IIMCHIOETHCS 3a YUaCTIO CUCmEMU

Odecamypayii scupnux kucrom (ayun-KoA-oxcueenasu), 1o HaIEKNTh, 32 MEXaHI3MOM

JIi1, 10 MIKpOCOMaJTbHUX MOHOOKCHT€HA3 (OKCHT€HA3 MilllaHo1 (DYHKIIi1), sIKi moTpedy-

10Th 151 cBoro (ynkuionysanns HAJI®H (abo HAJTH) Ta BKIFOYaroTh LUTOXPOM b,

@JICKTPOHTPAHCIOPTHOTI'O JIAHIIFOT'a, JJOKAJI130BaHOTO B MeMOpaHax eHAOIIa3MaTHIHOTO
PETUKYJIyMa IeNaToLHTiB:

creapoin-KoA (C ) + HAJI®H + H" + O, —= onein-KoA (C

18:1

)+HAJI® +2H,0

18:1

2. Iloninenacuueni scupui Kuciomu

oninenacuyeni kucnoru — ninonesa C, . (A”') Ta o-ninonenosa C,  (A*'>") —
TIOTICPE/THAKH B YTBOPEHHI 1HIIINX, JKUTTEBO HEOOX1THUX aIHITiB, HE MOKYTh CHHTE3yBaTHCS
B KJIITHHAX JIFOICBKOTO OPTaHi3My Y 3B’SI3KY 3 BIICYTHICTIO pepMEHTHUX CHUCTEM, 10
HeoOXiTHi 1J151 yTBOPEHHSI I0IaTKOBUX NOABIiiHMX 3B’sA3KiB Mik A’-moaBiiiHUM
3B’SI3KOM i METHJILHUM KiHIIeM KUPHOI KUCJIOTH.

3a3HaveHi (hepMEeHTH MPHUCYTHI B 0araThb0X POCIMHHUX OpraHi3Max, i TOMy iCHYy€
notpeda B MOCTIHHOMY HaIXOKEHHI JIIHOJIEBOI Ta Ol-JIIHOJICHOBOT KUCIIOT B OPraHi3M
SIK KOMITOHEHTIB POCIMHHOI 1K1, IO € He3aMiHHUMHY (hakTopaMu XapuayBaHHS (“‘eceH-
iaJTbHI YKUPHI KUCTIOTH ).
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VY pasi HaIXO/PKEHHS X KUPHUX KUCIOT Y CKIaJi Mi€TH, (PePMEHTHI CHCTEMH
SHIOIUIa3MaTHYHOTO PETUKYIyMa IelaToIMTIB 32 PO3IISHYTHMH BHIIE MEXaHi3MaMU
JlecaTtypailii Ta eJoHTallii MoKy Tb TpaHc(hopMyBaTH JIIHONEBY KHCIIOTY B TaKi ITOJIiHEHA-
CHYEHi KMCIIOTH, sIK Y-nironerosy C . (A**'1?) Ta apaxioonosy C, , (A>*1"1%), a at-nino-
JIEHOBY — B dokoszaneexcerosy (C,, ) KACIOTY.

ApaxiZoHOBa KHCIIO0Ta — MONEPEAHUK Oi0JIOTIYHO aKTUBHHUX eUK03aH0i0i6
(npocmaenanounis, npocmayuriinie, MpomOOKCcanie), yTBOPIOETHCS 3 HE3aMIHHOT JIi-
HoJeBoi kuciaoTu C, . MUIIXOM MOJIOBKEHHS ii ByIJIEIIEBOTO JIAHITIOTA Ta YTBOPEHHS

18:2
JIOJIATKOBUX TIOJIBIMHUX 3B’ S3KIB:
_ _OH—
C,,—2H+2C-2H C,a
3arasyibHy cxeMy OpMyBaHHS B OpTraHi3Mi JIFOIMHI HACUYCHUX | HCHACHUCHUXUX BUIIHX

YKUPHUX KUCJIOT MOIAHO Ha puc.15.2.

I'moko3a KommnoHeHTH pocnuHHOT TKi

Jlinonera kucnora o-JIiHOJIEHOBA KUCIIOTA

i (Cls:z; A9712) (C18:3; A9,12,15)
Anernn-KoA —2H
+2(20)
l y-JlinoneHoBa
: KHCJI0Ta ~3(2H)
l (Clgp A%
TTanpMITHHOBA +2C I[OKO3aHI‘eKC€HOBa
xucrora (Cyo) Eiiko3aTpienoBa knenora (Cy)
+2C KHCJI0Ta
(Cpss AP
CreapuHoBa [Mamemito-
kuciora (C ) oJieiHOBa -2H
kuciora (C
+(20) -2H ©e) Apaxinonosa
! KHUCJIOTA
Buini nacuueni Ouneinosa (C,pps A1
JKUPHI KHCITOTH kucyora (C )
Cc.,C
( 2 24) +3(2C)
Hepsonosa
kucyora (C,, )

Puc. 15.2. Merabostiuna kapTa 6iocMHTe3y HACHYEHHX | HeHACHYEHHX KUPHUX KUCJIOT (hepMeHTHUMH
CHCTEMAMH JTIOACHKOTO0 OPraHi3My.

15.2. BIOCHUHTE3 TPUAIIUJIIVIIIEPOJIIB

Tpuanuiariinepon (HeWTpaIbHI )KUPH) — AN, IO CKIIAIal0Th OCHOBHY Yac-
THUHY XapYOBHUX JII/IiB Ta B HAHOLIBIII I KUTBKOCTI IPE/ICTABIICHI B 8 TUITOIIMTAX KHUPO-
BOi TKAaHWHH, JIe BOHW BUKOHYIOTh (DYHKIIiO pe3epBy MeTabomiuHoro nanmsa. KijgbpkicTh
HEWTpabHUX JKHPIB B OPraHi3Mi JOpOCIOi JonauHu Macoi 70 Kr JOpiBHIOE B
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cepenabomy 10-15 kr. Kpim sxupoBoi TKaHWHU, G10CHHTE3 TPHAIMIITITIIIEPOITIB B 0OMe-
YKEHIH KUTbKOCTI BiIOyBAa€THCS TAKOXK B IHIIINX TKAHUHAX, 30KpEMa MIEHiHITi, KHIIIEYHUKY,

MOJIOYHIH 3aJ1031 B IIePioJ JTaKTariii.

Meta0omiyHIMH TIOTIEPETHIKAMHU B O10CHHTE31 TPHALMIITTIIIEPOTIB € aKTHBOBaHI
xupHi kucnoty (anmin-KoA) ta minepo:n-3-docdar, 1o, B CBOIO Yepry, MOCTaYaloThCs

3a paxXyHOK OKHCJICHHS TJIFOKO3HU.

®epMeHTATHBHI peakuii CHHTe3y TPHALMJIIIINEPOJIiB

1. YTBOpEHHs akTHBOBaHOI (hopMHU DIiIepoiy — eriyepon-3-ghocghamy (0-riine-

podocdary).

Lett mporec Moske BiIOyBAaTUCS 32 OJJHUM i3 JIBOX MEXaHI3MiB:
1.1. lInsxom dochopusiroBaHHS DIILEPOITY 3a y4acTio PePMEHTY ariyepordocgho-

Kinazu (qUB. TakoXk miaBy 14, po3nin 14.3):

rrinepon + AT® —= mrinepon-3-pocdar + AJ1D

1.2. llnsgxoM BiTHOBIEHHS JioKciaeToHochaTy — iHTepMeTiaTy ITiKOTI THIHOTO
po3mierieHHs TroKo3u. Peaxiist karamizyersest HA JIH-3anexuor0 eniyepon-3-goc-
Gam-0eziopozenasoio (O-eniyepogochamoeziopozenasoio):

niokcianerordocdar + HAJIH + HY ——= rminiepon-3-¢ocdar + HAJT

0
1
H,C=OH  Ri-Costor  xon-sn HyC=O~C—R,
H? —OH H? —OH
H,C—0—(P) H,C—0~P)

[ninepon-3-pocdar 1-Armunmninepon-3-pocdar
(mizodocdarumar)

0 0

I
H2$_O_C_R1 R,-COSKoA  KoA -SH H,C=0=C—R,
HC —OH HC—O—&—RZ

Hzé_o'@

1-Armunrninepon-3-pochar

H,C—0~(P)

®docdarnana kuciaora

0 0
’ H,0 Pi HzC_O_C_RI

A
HC —0-C-R, H?—O—C—Rz

H,C—OH

docharuana KuCIOTA 1,2-lianumiineposnt

2. AnWIroBaHHSA TIiLe-
poi-3-pocdary 3 yrBopeH-
HSM pochamuoroi kuco-
mu 3a paxyHOK JIBOX MOJIe-
KyJ1 aKTHBOBAHUX YKUPHUX
KucaorT — anui-KoA.
[Mpouec BinOyBaeThcs B
JIBA ETAIlN:

2.1. Ilepuie anusoBaH-
HS 3a y4acTio (epMeHTy
aniyepon-3-gpocchamayun-
mpancgepasu 3 yTBOPEH-
HaM [-ayuneniyepon-3-goc-
gamy (nizogpochamudany).

2.2. pyre auumroBaH-
Hs 32 y4acTi (epMEeHTY
1-ayuneniyepon-3-gpocgham-
ayunmpancgepazu 3 yTBo-
penssMm 1, 2-diayuneniye-
pon-3-ghocgpamy (gpocgpa-
MUOHOI Kuciomu).
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Y mpoMmy amnuiroBaHHI

Oepe yJacTh 3aJIMIIIOK HEHa- 0 0
CHUYEHOI AKUPHOI KUCIIOTH. H,C—0—-C—R, H,C—0—C—R;
. . . 0 R;-COSKoA  KoA -SH | 0
3. T'ippomni3 pocdaruanoi I \ / I
Kucaotd go 1,2-oiayun- H?_O_C_RZ HC—0-C-R,
eniyepony (Oueniyepudy) 3a  H,C—OH 9
y4acTio pepmeHTy ghocgha- HC=O0—=C—R;3

mudam-gpocgozioponasu: 1,2-Aiamunrmineposnt Tpuanunrinepon

4. AummoBanHs 1,2-Tianuiniinepoiy TpeThoro MoseKynoro aiuia-KoA (dpepmeHT
oiayuneniyeporayunmpancghepasa) 3 yTBOPEHHSIM TPUALIITIIIEPOILY.

Oco6auBocTi 6i0cMHTE3y TPHANMJILIILEPOTiB B AAUIOIUTAX

VY 5KUpOBi TKAHWHI PAKTHYHO BIJICYTHIN QEPMEHT aniyepongocghokinasa, Tomy
TOJIOBHHUM JKEPEIIOM TIiIeposi-3-pocdary B aUIIoONuUTax € peaKiiist Bi{HOBICHHS Jii-
okciarerordocdary, 10 MoCTa4aeThCs 32 PaXyHOK DIIKOJMITUYHOTO PO3IICTUICHHS
TITIOKO3H.

TakuM YMHOM, JIIIOTEHE3 Y KUPOBil TKAHMHI CYTTEBO 3aJI€KHUTh BiJl IOCTaYaHHS
AJIMITOIIUTIB ITHK03010. OCKUTBKH MPOHUKHICTh MEMOPAH aTUIOIUTIB JIJIS TIIFOKO3H €
IHCYJIIH-3aJIC)KHOI0, HOPMaJIbHE BUPOOJICHHS TIINUTYHKOBOIO 3210300 1HCYJIIHY €
BaXKJTUBOIO MIEPETYMOBOIO OI0CHHTE3Y TPUAIMIITIILIEPOJIIB B aTUTIOIUTAX.

15.3. BIOCUHTE3 ®OCO®OIJIIINEPU/IIB

®ochorminepunu (rminepodocdoninminun) — docharumixomnin, dhocharuami-
eraHonamis, pocaTuanIceprH i KapAioJimiH HaJlesKaTh 10 CTPYKTYPHHX JITTIJIiB, IO
CKJIQJIAtOTh JIIMITHUEN MaTpHUKC OiojoriuHux MeMOpaH. 1le — ckiaui mimiau, nooy1o-
BaHI Ha OCHOBI IJIIIEPOITY, TOMY MIEPIITi €Tanu X 010CHHTE3Y € OJIHAKOBUMH 3 PO3IIISTHY-
TUMU BHIIE (DEPMEHTATUBHUMU PEAKIIISIMUA YTBOPSHHS TPUAIWITIIIIEPOJIIB, a came:

nTinepuH ——s= Trinepon-3-(ochar —=— docdarumna krcnora

[Ticnst yrBOpeHHsT pochaTuaHOI KUCIOTH PEaKIlii CHHTE3y TPUALMITIIIEPOiB Ta
dochontinepuiiB TUBEPryOTh. PO3MISIHEMO CXEeMy CHHTE3y HaHOLIbII MONIMPEHUX
MeMOpaHHHUX (QOocOmTIIEepUIIB HA IPUKIAI YTBOPEHHS pochamuduxoniny ta
gochamuounemaronaminy.

VY pazi 6iocuHTe3y 3a3HaueHUX (ochortinepuaiB 1o 1,2-aianuaninepoiy, mo
YTBOPIOETHCS B pE3yIIBTaTI TiAponi3y hocharnaHol KUCTIOTH, PHETHYETBCS TiApodiibHA
TOJTIBKA, sIKa MICTHTh aMiHOCIHPT (XOJiH ab0 eraHoiaMiH). OCOOIMBICTIO MPOLIECY €
BUKOPUCTaHHS B PEaKIlii aKkTHBOBaHUX (JOPM aMiHOCIHPTIB — KOMIUICKCIB XOJIIHY

(CH3);N—CH,—CH,~OH + AT® —= (CH 3);N-CH,—CH,~0<P )+ AJl®

Xomin Docdoxonin
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(eranonaminy) 3 Hykiteosummudocharom LJID, sKi yTBOPIOIOTHCS 32 paXyHOK TaKHUX
peaxiiii:

NH,

Nﬁ
|
|
CH,~0—(P)—0—(P)—0—() +(P)—0—CH,~CH,~N(CH;); —

OH OH
H;
|
N

dochoxomin

—0—(2)-0~(P)-0—CH,—CH,—N(CHy); +D,

HAD-xomin
NH,
0 z
Hz?-O—C—Rl I;)E
O -C. -
HC-0-C-R, FOTUNT 5 CHy0-(P)r0(P)-0-CH,~CH,~N(CH 5);
|
H2C'OH
OH OH
1,2-Miarunrmineposnt HAD-xomin
0 NH ,
H2C'O_C_R1 2
|9 B
Hcl—o—c—R2 £ 0N cHyo-®
H,C-0«P)0-CH,~CH,~N(CH 3)3
OH OH
docparuannxonin M
1) axruBarii xoniny (eraHonaminy) nuisixom ATd-3anex-
COOH HOTO (hOCHOPHUITIOBAHHS aMIHOCITUPTY;
H2N—(IZH 2) B3aemozii ¢ocdoxoniny (abo pocdoeraHonaminy) 3
(IZH mykieosunrpudocparom L[TD 3 yrBopennsm LAD-xominy
2

(LI/Id-eranonaminy);

3) B3aemonii LIJ|®-xoniny (L[Ad-eranonaminy) 3 1,2-mi-
S alMINIILEpoIoM 3 YTBOpeHHsIM (ochatuaunxoniny (doc-
CH 3 (darunnieTaHonaminy).

CH2
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AJBTepHATUBHUM HIISIXOM YTBOPEHHS (hOCHaTHIHIXOTIHY € METHUITIOBAHHS €TaHO-
JaMiHy, IO BXOIAMTH JI0 CKIaxy (ocharuauieTanosaMiny. 3a JOHOpa METHIBHUX
TPYT B peaxiii MpaBUTh aMiHOKHCIIOTA METIOHIH y (popMi S-aJleHO3UIMETIOHIHY:

(hocharnauneranonamin + 3 S-aleHO3UIMETIOHIH —3 (ochaTuaurxonia +
+ 3 S-romorucrein
Docamuduncepur yTBOPIOETHCS B PEAKILii, 10 € 0OMIHOM TiIPO(LTEHAX paUKaTiB
npH B3aeMoii ocdarnauneTaHonaminy i cepuHy:
¢docharnauneranonamin + cepuH —> GocharuanIcepuH + eTaHoIaMiH
3arabHy cxeMy Ol0CHHTEe3Y TPHAIIIIIEepoITiB i hocdomtinepuIis mogaHo Ha puc. 15.3.

[ninepon

t : ATO

AlD
JliokcianeToH- . .
dbocpar Ininepon-3-pocdar KupHi kucnotn
2 Amuin-KoA AMO
Xorin ; 2 KoASH
(Etanonamin) KOASH

docharugar
AT®D arna
ALLD H,0
(0]

®ocdoxonin ) o
(Docdoeranonamin) 1,2-Jlianunrrinepon

HUTD
PP Ammin-KoA
LAD-xomiu
LI/1®-eTtanonaMin KoASH
IMD

/ Cepun Etanonamin )
docharuannxonin \ : Tpuanmariineposn
docharuanneraHoIaMin Docharnanncepun

Puc. 15.3. MeTtadosiyna kapTa HUISIXiB CHHTe3Y TPHALMIILIiLEpoiB i (pocoriinepuais.

15.4. METABOJII3M COIHI'OJIIIAIB. COIHI'OJIIIA03HU

Cinrodinmiam — ckia a1 Jiniau 01070T TYHUX MEMOpaH, 110 MOOY/I0BaHi Ha OCHOBI
BHUCOKOMOJICKYJISIPHOTO CIUPTY cqhineoszuny. 1i ninigu — cehineomieninu ta 2niko-
chineoniniou B HAMOUTBILIHN KiTBKOCTI HasIBHI B CTPYKTYpax EHTPaIbHOI Ta mepude-
PHUYHOT HEPBOBOI CUCTEMH, 30KpeMa B Mi€JTIHOBUX O0OJIOHKAX HEPBIB.

CH;—(CH,),,—HC= CH—(le— (|3H—CH2—OH
OH NH,
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Y nanomy po3ii Oy/ Ty Th BICBITIIEHI OCHOBHI O10XIMIYHI €Tary yTBOPEHHS CIHTOIMIITTiB
Ta iX MOJIEKYJISIpHI OPYINEHHS (€H3UMOIIATIi ), 10 MArOTh HAI3BMYAHHO BaXKITMBE KIIIHITHE
3HaYCHHS.

BiocunTe3 chinroninigis

Ymeopenna cepinzozuny

J71st cCHHTE3y BUCOKOMOIIEKYJISIPHOTO aTi(haTHYHOTO aMiHOCTTPTY C(IHI03UHY BHKO-
PHCTOBYIOThCS ByIJICBOAHEBHUH paJIMKa MaTbMITATy i 3aJIUIIIOK AMiHOKHUCIIOTH CEPHHY.
Peaxiist karastizy€eTbest (pepMEHTOM, 3aJIEKHAM Bifl ipuiokcanbpocdary (Biraminy B,),
iorpedye nii HA JIOH-3anexHo1 neriaporeHasu; IuriapocpiHro3nH, Mo yTBOPIOETh-
Cs1, OKUCITIOETBCS 10 c(piHro3uHy 3a yyactio DA J-3a51exHOro QIaBonpoTeiny:

a) nanbMiToin-KoA + cepun + HAI®H + H* — nurigpocdinro3un +

+CO, + HAII®" + KoA-SH
0) murigpocdinrosun + GAJ[ — chinrosun + GAJIH,

Ymeopennsa N-ayunceinzozunie (yepamiois)
1]epamiou € 6a30BOKO MOJICKYJIIPHOIO CTPYKTYPOIO BCiX chiHTOIIMmi1iB. BOHU yTBO-
PIOIOTHCSI NITSIXOM N-aIMiIFoBaHHs aMiHOTPYITH ¢(hiHTO3HHY TIEBHOIO BUCOKOMOJICKY -
JSIPHOIO SKUPHOIO KUCIIOTOIO:
c¢inrosus + ammin-KoA —= N-ammicdinrosun (nepamin) + KoA-SH

Ymeopenusn cehinzomicninie

Cohineomieniny — MONCKYIISIPHI CTPYKTYPH, L0 YTBOPIOIOTHCS IIISIXOM IPUEHAHHS
¢dochoxomniny 10 mepamiaiB, sKi MICTATh y CBOEMY CKJIaJll 3aJTUIIKU Pi3HUX KUPHUX
kuciot. Jlonopom docdoxomniny € L[JID-xomiH:

nepamip + LD-xomin —»— cdinromienin + [IMD

Ymeopennsa anixocghinzoninioie

Iikocgpineoniniou — TMiKO3WILOBaHI IOXITHI IIEpaMiIiB, SKi, 3aJI€KHO Bif| OyIOBU
BYIJICBOJHOI YACTUHHU MOJIEKYJIH, OIUISIOTHCS Ha: YepeOposuou (MOHOTEKCO3UIN Liepa-
MifTiB), cyrbghamuou (cyivpamosari noxioui earakmoyepamiois), 210603udu (07iro-
TeKCO3MIU TIepaMiliB) Ta eareniozudu (OJirocaxapHuHi OXiHI epaMiliB, IO MICTATh
y CBOEMY cKJIary N-alleTHITHeHpaMiHOBY KHCIIOTY) (T1aBa 5). OcHOBHOIO 0ios10TidyHOI0
(dynkuiero rikocginrominigis sik KOMIOHEHTIB 30BHILIHBOI0 IAPY IVIA3MaTHY-
HHMX MeMOPaH € y4acTh Y MIKKJIITHHHUX B3a€EMOJIsIX | KOHTAKTAaX.

DopMyBaHHS MOJIEKYN 21iKOCHIiH20iNnidie 3MIACHIOETHCS TIISTXOM TT0CITIJOBHOTO
HapOLIyBaHH 3aJIUIIKIB MOHOCAaXapHIiB Ta ix moxianux Ha CH,OH-rpynu nepamiznis
(N-arumncginro3uHis).

JloHOpaMu BYIVIEBO/IIB Y IMX PEAKLISAX € HyKICOTHIALYKPH; (PepMEHTH, 1110 KaTasli3y-
FOTh TITIKO3WITIOBAHHS IIEPaMiJliB — 21iKO3UImMpancpepazu MeMOpaH eHI0TIa3MaTHY -
HOTO peTHKyIyMa i anapary l'onbmki. Hanpuknan, yTBOpeHHS eanakmosunyepamioy
(eanaxmoyepebpozudy) BinOyBa€eThCs 3TiAHO 3 peakiiiero (masa 13, po3min 13.4):

YJId-Tan + nepamin —= ran-niepamin + YO
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[ocnigoBHICT peaxiriii GiocuHTE3y C(IHTOMIMIIIB MOJKHA MTOAATH Y BUIIISI TAKO1
CXEMH:

LIJI®-xomin MO

Annn-KoA KoASH

Coinrosun L-Z» Llepamin

Coinromienin

lanakro3uiepamis
YAD-Tan  Yyjo (uepebpo3u)

Kara6ouaizm chinrogininis

Kara6omnizm cdinromimiais
‘o ¢ H. Cer\WGal >—<\I—AcGal >—< Gal >
3MIACHIOETHCS LIUISIXOM ITOCIII-

JIOBHOTO PO3LICIUIEHHS 1X MO- NeuAc
JIEKYJI 32 YYaCTIO JII30COMATbHUX Panrmiosun Gy
eioponas. B-ranaxrosunasa

1. Cpinzomieninu posuien-
JOIOTLCA 710 epamialy Ta doc- Cer \<Glc — Gal »—N-AcGal >
(doxomHy 3a y4acTio c@ineo-
NeuAc

MIENTHA3U: .

cinroMienin— mepamia + Tanraiosun Gy

+ dochoxomnin Iekcozamininasa
2. I'nikocgpinzoniniou. Po3-

HICTICHHST TIIKOC(IHTOTIITITIB Cer

MOYNHAETHCS 13 TOCTYIIOBOTO NeuAc

Biz[menneHH_ﬂ MOHOCaxXapuI- LlepaminonakTosus

HUX 3QJIMINKIB BiJl omirocaxa- cianoBaHuit

PHUIHOTO KiHIIS MOJICKYIL. o
CxeMy TiAPONITHYHOTO PO3- Heiipawininasa

MIETITICHHST TIIKOC(IHTOMIITITiB

GMz Ta GMl noJaHo Ha puc. 15.4. Cer Gal

KoHkpeTHi mociiioBHOCTI pe- LlepamionakTosns

aKIii MOXKYTh BIZIPI3HATHUCS, 3a-

JIeKHO Bif ocobimBocTeil Oy- B-ranaxrosunasa

JIOBH OJTITOCAaXapuIHOI YaCTHHH

riikocdinrominiay. Chinrosus, Cer @

IO YTBOPIOETHCS B PE3YNbTaTI Imrokouepe6posua

IIUX PeaKIliii, po3MmagaeThest 10 Tokotepe6posuaza

¢docdoeraHonaminy Ta JTOBro-

JIQHITFOTOBOTO aJIbJICTI Y. Llepamin
Ha cxemi mogani ciajsioBasi

raurIio3uan (To0To Taki, Mo

3B’s13aH1 3 N-arneTmiHenpami- Coinrosun

HOBOIO KHCIIOTOI0O — NeuAc).  Puc. 15.4. IlocainoBHicTs eranis karaGostizmy riikocisroiniais.

Hepaminaza
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I'eneruyni anomaunii MeradoJiismy cinrosiniais

CriaikoBi XBOPOOH, TIOB’sI3aHi 3 aHOMAJIbHUM HAaKOTIMYCHHSIM B TOJIOBHOMY MO3KY
Ta IHIIUX TKAaHUHAX C(IHTOMIMIJIIB Ta MPOIYKTIB X METa00IIi3MY, CTPYKTYPHUM KOM-
MMOHEHTOM SIKHX € yepamiou, OTPUMAIIN Ha3By c@inconinioosie. CHIHromINimo3u €
EH3UMOIIATISIMU 3 KJIacy Jinido3is, 10, MOII0HO 110 niko3udosis (rasa 13), Haiexarh
0 “T30COMaJbHUX XBOPOO”, CIPUUMHEHUX T€HETUYHUMU JAe]eKkTaMu B CHHTE31
MEBHUX TiJPOTITHYHUX (PEPMEHTIB KaTrabomi3My CKIaJHUX 010MOIEKYII.

Haii6inpIn nommpeHnMu € Taki ciHroIimi103H:

Xeopooa Himana-Ilika — cdinromninizo3, COpUUMHEHUH TOPYIICHHSIM CHHTE3Y
chineomicninaszu, Mo CyNPOBOIKYETHCSI HAKOMMYCHHSM Y TOJIOBHOMY MO3KY, CEJIe31HIII
Ta TEYiHIl XBOpHX cghineomicniny. XBopoda NMPU3BOMUTE A0 3aTPUMKH MICHXIYHOTO
PO3BUTKY Ta CMEPTi B pAHHBOMY JUTSIYOMY Billi.

Xeopooa Tes-Caxca (2anzniosudos G,,,) — reHeTuvHa XBopo0Oa, CIIPUINHEHA J1e-
(EeKTOM y CHUHTE31 eexco3aminioasu, o BiIIETUIIOE TepMiHAIbHIN N-areTuiranak-
TO3aMiH BiJl 2auenio3udy G,,,» AKul B aHOMAJbHUX KUTBKOCTSIX HAKOIIMYYEThCS B
TOJIOBHOMY MO3KY. XBOP00a MpPOSIBISETHCS 3aTPUMKOIO0 PO3YMOBOTO PO3BUTKY, CIIIIO-
TOI0, HEBPOJIOTIYHUMH PO3JIaJaMH1, Makpolealieto; cMEepTh XBOPHX AiTEH 3BUUAIHO
HacTtae y Biti 3-4 pokiB. Le#t cinronimnizo3 HaROUIBII MOMUPEHHA Cepe]] CTHIYHUX
eBpeiB — BuxiawiB i3 LlenTpansHoi Ta CxiHOT €BpOIH, A€ 4acToTa XBOpoOH, 30Kpema
B monyJsiii eBpericbkkoro Hacenenus CILIA, nocsrae 1 Bunanaky Ha 3600 HOBO-
HapOKCHHUX.

I'anzniosuoos G, — cQiHTOMNINII03, O CIPUYMHAETHCS MOPYIIEHHAM CHHTE3Y
Ti30cOMaNBHOT B-eaaxmoszudasu, sika BiJIIEIIIIOE TEPMiHATLHUIM 3aJUIIOK TAIAKTO3H
B rannmiosuni G, i keparaucynbgarax (tabmuis 13.3) i3 HAKONMMYEHHSM Y HEPBOBH
CHCTEeMi BINMOBITHUX CIIOJYK. 3a KJIIHIYHOI KapTHHOIO TaHIIi031A03 — XBOpoOa,
omu3bka 10 xBopoou Tes-Caxca.

Xeopooa I'owe (cnrokouepedpo3udnuil ainioo3) — CHIHrOMIMI 03, TCHSTUIHUN
Je)eKT MPU STKOMY TIOJISTaE B HEJIOCTATHROMY CHUHTE31 antokoyepebposudazu — dep-
MEHTY, 110 BI/IIIETUTIOE 3aJTUIIIOK TITFOKO3H BiJT MOJICKYJI 2IH0KOYEpeOpo3U0is, STKI HAKOTIH-
YYIOTBCSl B PETUKYJIOCHIOTENiaNbHIN crcteMi. [laTonoris Mae momiMophHy KIiHIYHY
KapTUHY 1 TPOSBISETHCS CIUICHOMETAi€0, 301bIICHHSIM MMEUIHKH, YPAKCHHIM
KiCTKOBOT TKAaHHHH, HEHPOTIATIsIMH.
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I''TABA 16. METABOJII3M JIIII/JAIB
III. OBMIH XOJIECTEPUHY. TPAHCHIOPT JIHIIAIB

Baxxmse mictie y (izionorii Ta maromnorii JOMUHA Mocifae MeTadomi3M JmiaiB i3
KJIacy CTEpOiIiB. X0JecTepo (X0JIeCTEprH) — OCHOBHUI MPE/ICTABHUK CTCPUHIB TBa-
PUHHOTO TTOXO/DKEHHSI, TPAHCTIOPT Ta OioTpaHchopMallis SKOTo IMOB’si3aHi 3 00MiHOM
HIITUX CTEPOI/IiB, € CTIOYKOI0, HEOOXITHOFO [Tl HOPMAaJIbHOTO (DYHKITIOHYBaHHS KIIITHH,
niaTpuManHs (GizudHOTO cTaHy 6ioMeMOpaH, yTBOPEHHS! pEYOBHH TOPMOHAIIBHOT [Iii.
[Topy1ieHHs TPaHCHIOPTY XOJIECTEPUHY Ta TPUALMIITIIIIIEPOIIIB € TIePeyMOBOIO BUHUK-
HEHHs 0araTb0X Ba)KKHUX XBOPOO JIFOIMHH.

16.1. BIOCHUHTE3 XOJIECTEPUHY

XonecTeprH — CTEepOil, 0 BUKOHYE BaXKJIMBI CTPYKTYPHI Ta PETYSTOPHI (QyHKII,
BXOJISTYH JI0 CKJIa Ty GioMeMOpaH Ta BUCTYA0YX IONEPEAHNKOM y CHHTE31 (hi310JI0TT9HO
AKTMBHUX CHOJIYK Pi3HUX KJaciB. JlKepeaaMu XoIeCTepHHy I OpraHi3My JIFOUHH €
fioro 0l0cHHTE3 1 HAIXOPKEHHS 3 POAYKTaMHU XapudyBaHHs TBAPUHHOTO MOXOAKCHHS.

Yeboro 3a 100y B OpraHi3Mi JJOPOCIIOT JIFOMHU CHHTE3Y€EThCS B cepenbomy Bin 0,5
1o 1,0 r xonmectepuny, 3 ixero Hagxoauts 0,3-0,5 T (B nesikux Bumagkax — 1o 1,0-1,2 1)
XOJIECTEpUHY. 3MaTHICTh JI0 CUHTE3y XOJIECTEPUHY MAalOTh yCi KJIITUHH TBAPHUHHOTO
TTOXO)KEHHS, 32 BUHATKOM 3piTUX epUTporrTiB. [ [poTe HaitOinbIa KiTbKiCTh €HIOTEeHHO-
ro xonectepuny (Bix 50 10 80 %) cuHTE3y€eThCs B IEUIHLI, PEILITA CTEPOITY YTBOPIOETHCS
B kutmreuHuKy (10-15 %) Ta B mkipi (6mm3bko 5 %). Came B KIIITHHAX MTEYiHKH Ta CIIH-
30B0T1 000JIOHKH KHIIIEYHUKA CTEPOJI CHHTE3Y€EThCS HE TIIBKH ISl BIACHUX MOTPeO, a i
“Ha excropT”.

[NonepennukoM y 6i0cHHTE31 X0ecTepuHy € aneTni-KoA, SsKruil yTBOPIOETHCS IPH
OKHCJICHHI ITIFOKO3H 32 paxXyHOK OKHCIIIOBAIbHOIO IEKapOOKCHITIOBAHHS ITipyBaTy ado
npu -OKUCIICHH] YKHUPHHUX KHCIIOT.

depMeHTATHBHI peakiii CHHTe3y X0J1eCTepuHy

BiocuHTes XonecteprHy Bi0yBaeThCs B IIUTO30JT1 KITITHH 1 OTO MEepIiIi eTary mojsra-
10Th B yTBOpeHHi 3 anetiia-KoA B-rixpokcu-B-mernnmayrapuin-KoA (B-TOMK) 3a
MexaHi3MaMHu, 10 OyJM pO3IVIsIHYTI B 1aBi 14:

2 anerrin-KoA — aneroanetni-KoA — B-T'OMK

ITpu cripsiMoBaHoCTI mporiecy B Oik GiocunTesy keronosux Tist B-I'OMK posiueruio-
€ThCS MITOXOH/IPIiaJIBHOKO JTIa3010 3 yTBOPEHHAM arieroarierary. B pasi serymy B-T'OMK
Ha MeTa0OoMIUYHUM HUIAX OI0CHMHTE3y XOJECTepHHY BiOyBalOThCS Taki Ol0XiMiuHi
peaxiii:

1. Bignosnenns B-I'OMK 3 yTBOpeHHAM Me6anonosoi kuciomu. Peaxiiis karai-
syerbess HAJIOH-3anexuo0r0 B-I'OMK-pedykmasoio:
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CHs — Q
HOO C—CH,~C~CH,~C~ S-KoA + HAJI®OH + H ——
OH
CH
— HOOC—CH,~C~CH,~CH,~OH + HAL® " + KoASH
OH

MeBanoHOBa KACIOTA

B-TOMK-penykrasa € peryisiTopHiM (H)ePMEHTOM, AKTUBHICTH SIKOTO TAJIbMYEThCS

KIHIIEBMM TPOYKTOM I[bOr0 OIOCHHTETHYHOIO IILISIXY — XOJIECTEPUHOM (CHIOTEHHOTO
a00 eK30TeHHOT0, AIETAPHOTO TMTOXOKEHHST).

2. YTBOpEHHS 3 MEBAJIOHOBOT KUCIIOTH i130MPEHOITHIX OAWHHUIIb.

[poriec BinOyBaeThCs B ACKIIbKA CTaIiH 1 BKIIIOYaE B cede:
2.1. AxTuBalliro MeBaJioHaTy 3a yuacTio AT®D 3 yTBOpEHHSIM 1nipodocgomesanonosoi

Kuciaiomu.
cHs
HOO C—CH,~C—CH,~CH,~OH + 2AT® ——
OH
QH?’ 1 1
— HOO C—CH,~C—CH,~CH,~0-P-O—P-OH *+ 2AJl®
OH OH OH

[MipodochomeBanonosa kuciora

2.2. JlexapbokcmmoBanHs mipodochomeBaionaTy 3 yTBOPEHHSIM i30neHMeHi-
nipoghocchanty (‘“‘aKTUBHOTO 130TpeHy’’) Ta WOro i3oMepHOi dopmu — 3,3-Oumemu-

aninnipoghochamy:

C|:H3 1 1 COZ
HOO C—CH,—~C~CH,~CH,~0~P-0~P-OH
OH OH OH
GHs R
— Hy,C=C-CH,~CH,~0-P-O—P-OH —~
OH OH
I3onenrenimipodocdar
CIH3 1 1]
- H3C—C:CH—CH2—O—I|’—O—I|’—OH
OH OH

3,3-Aumermnaninmipodocdar

3. Konpencarist i’ situBymienieBux (5 C) mipodochopriibOBaHIX 1301PEHIB 3 yTBOPEH-
HsM TpUALSTHBY IeneBoro (30 C) ByIIeBOIHIO TeprieHOBOi CTpyKTypu —ckéanery (C, Hy ).

Lett GararocTaiiiHuii Tipoliec BKIIOUAE B ceOe YTBOPSHHS MPOMDKHHX MeTabo-
JITIB TIONi130MPEHOIAHOT CTPYKTYPH 1 Iepedirae 3a Takor CXeMOI0:
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3.1. 3,3-qumerunanianipodocdar (5 C) + izonenreninmipodocdar (5 C) —=

—repaninmipodocdar (10 C);

3.2. repaninmipodocdar (10 C) + izomenrenimmipodochar (5 C) —==

— (hapresmwmmipodocdar (15 C);

3.3. 2 dapuesumipodocdar (2 x 15 C) + HAJI®H + H*— ckBasien (30 C)

4. LmkJizarist 1301MpeHo1THOTO JTiHIHOTO BYTJIEBOIHSI CKBAJICHY 3 YTBOPECHHSIM CTe-
poimHUX MoJNeKys (TMOXiTHUX IHUKIONeHTaHnepriapodenantpeny). [lomepennukom
XOJIECTEPUHY € LIUKIIYHUH ByIJIEBOACHD JIAHOCIEPUH:

4.1. ckBajieH —® CKBaJIeH-2,3-€TTOKCH] — > JJAaHOCTEPOJ (JIAaHOCTEPHH)

4.2. nanoctepon (30 C) —xonectepon (27 C)

3a3HaueHi peakilii BKITFOYaroTh y ce0e rpo-
1ecH emoKCHIallii, OKUCHOTO T'iIPOKCHITIO-
BaHHSI, ICMCTUITFOBAHHSI 1 KaTaJTi3yroThes (ep-
MEHTaMH 3 KJIaCy MoHooKcueenas (Mikpoco-
MATHUMU OKCULEHA3AMU MIUAHOT yHKYiT),
110 BKJIFOYaIOTh y cebe nuroxpom P-450 1 mo-
TpeOytoth HasiBHOCTI HA JI®H Ta kucHtio.

CymapHe piBHSHHSI O10CHHTE3Y XOJecTe-
puny (C, H,O) 3 auerun-KoA moxna mo-
JIaTH TAKUM YHHOM:

18 CH,CO-SKoA + 13 HAJIOH + 13 H' +
+30,+18 AT® —=C,_H, O+ I3HAJI® +
+18 KoASH+ 9CO,+ 18 AZI>+6 H,P,O. +
+6 H,PO, + H,0

3arajgpHa CXeMa CHHTE3y XOJECTepUHY
nojaHa Ha puc. 16.1.

Perynsuisa 6iocuHTe3y X0/1ecTepuHy

JliMiTyIOuUM eTaroM y mporeci 6i0cuH-
Te3y XOJECTEPUHY € peakilis YTBOPEHHS
mesasonary 3 B-ITOMK, mo karasizyeTbes
B-TOMK-penykrasoro. ['aibMyBaHHS [IBH/I-
KOCTI TIPOILIECY 3IIHCHIOETHCS 32 TPUHITUIIOM
HEraTMBHOTO 3BOPOTHOTO 3B’5I3KY, KOJIM HAKO-
MTUYCHHS KIHIIEBOTO MPOAYKTY aHAOOJIIYHOTO
HIISIXY — XOJIECTEPHHY 3MEHIIIY€ IIBU/IKICTh
JOr0 yTBOPEHHS.

Arneroaretni-KoA

~ Raemron
A
B - TOMK

MeBanonar

I30HelHTeHin —@)—@
Juvetnanin —(@)—(@)
Tepanin —@)—@)
qnap%:m

CkBajeH

Jlanocrepun

Xonecrepux

Puc. 16.1. Meta6oaiuna kapra 0iocuHTe3y
X0JICCTePUHY.

[aridiTopoM (epMeHTY € XOJIeCTepUH a00 XOJSCTCPUHOBMICHUHN JIMOMPOTETH
JITTHILL (nuB. HroKue). BiAMOBIAHO /10 TAKUX MEXaHI3MiB, CIIOKUBAHHS XOJICCTCPUHY
3 DKero rajgbMye HOro yTBOPEHHS B TCUiHIN, a 0e3XO0JIeCTepHHOBA JIi€Ta, HABIAKH,
aKTUBYE SHJIOTCHHHUI CHHTE3 XOJIECTEPHHY B TeMaroIuTax.
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Mortexysisipai Mexanizmu peryssii B-I'OMK-penykra3Hoi peaxilii BKIKYarTh y
cebe sk KoBaJieHTHY Mo dikarito pepmenty (dpochoprmboBana (hopma — HEaKTHBHA,
a neocopriboBaHa — aKTUBHA), TAK 1 BIUTUB 010XIMIYHIX MOAYISTOPIB HA IIIBHU]I-
KicTh cuHTE3Y ((pepMeHTHa IHAyKIIis) a0o Aerpaaiito (hepMeHTy.

[HCyJ1iH Ta TOPMOHHM IUTOBUIHOI 3aJ103H 30UIbIIYIOTH akTUBHICTE B-TOMK-
peayKTasu, a DIIOKAaroH Ta TITIOKOKOPTUKOIIN — 3MEHIIYIOTh.

16.2. BIOTPAHC®OPMALIA XOJECTEPUHY

XornecTepuH, 110 CHHTE3yBaBCS B OpraHi3Mi, a00 HaIHIIIOB i3 TIPOIYKTaMHu Xap-
YyBaHHS, T1JIATa€ YUCIICHHUM METa0O0JIIUHUM [IEPETBOPEHHSIM — Oiomparcgopmayii,
B PE3yJBTaTi YOT0 yTBOPIOIOTHCS O10JI0TIHHO aKTHBHI CIIOIYKH CTEPOiHOT IPHPOJIH, a
TaKOXK CTBOPIOIOTHCSI YMOBH JIJIsl €KCKPETlii Ha TUIIKIB CTEPOITY.

[lepmmm erarnom NepeTBOPEHHS BUTEHOTO XOJIECTEPUHY € YTBOPEHHS Horo edipiB —
XOJISCTEPU/IiB; 301bIICHHSI AKTUBHOCTI peakilii 010CHMHTE3y XOJIECTEPUHY CYIPO-
BOJKYETBCSI 3pOCTaHHSM IIBUIKOCTI Horo eTepudikarii.

ETtepndikanist Xxonectepuny
[lepeBaxxHa 4acTUHA XOJIECTEPUHY TKAHHMH 1 OMM3bKO 65 % XonecTepruHy IUIa3MH

eTepr(ikOBaHO BHIIUMH JKAPHUMH KHCIoTaMu B monokeHHI C-3. Cunres edipiB
XOJISCTEPUHY B IJIa3Mi KPOBI Ta B KJIITHMHAX BiJI0YBA€ThCS 3a PI3SHUMH MEXaHI3MaMHU.

1. 30BHIIIHBOKIIITHHHA eTepU(IKallis XOJICCTEPUHY 3IIHCHIOEThCS (hepMEHTOM
peyumun (Qocamuounxonin)-xonecmepun-ayurmparcgepazoro (JIXAT) nna3zmu.
JIXAT karajisye peakiiito MepeHeCeHHs aliIbHOTO 3aIUIIKy 3 2-10 (-) mooKeHHs
(hocharnanITXominy Ha T1IPOKCUIIbHY TPYITY XOJIECTEPHHY:

xosectepon + (ocdarummrxonin —= xonectepon-edip + mizodocharnanIXoriH

st erepudikaliii XonecTepruHy BUKOPUCTOBYIOTHCSI HEHACHYUECH] KHPHI KHCIIOTH:
JIIHOJIEBA C, (TrepeBakHO) Ta oNeiHOBA Crr HaiiGimbIr akTHBHO peaxtlist BiI0yBa€eThCs
B sinonporeinax kposi JINIBU (muB. po3min 16.3).

2. BHyTpinmHbOKTITHHHA eTepudiKallis XoIecTepruHy repedirae 3a y9acTio ayii-

KoA-xonecmepun-ayunmpancgepasu (AXAT):
xonecrepon + aunn-KoA —> xonecrepon-edip + KoA-SH

AXAT BuxopuctoBye s etepudikaiii xonecrepuny anmi-KoA pisHoi npupoau,
HaHOLIbII aKTUBHO — 3aJMIIKU OJICTHOBOI KMCJIOTH. DEPMEHT JIOKaIi30BaHUH Y
MeMOpaHaxX eH/I0TIa3MaTHYHOTO PETHKYTyMa (MiKPOCOMHIH (hpakilii) KIIITHH MEeYiHKH
Ta IHIIMX OpPraHiB — HaJHUPKOBHX 3aJ103, KHIICUHHUKA, IIKIpH TOIIO0. Di3i0710TI4HO0
¢yukuieto AXAT € cTBOpeHHST BHYTPIITHBOKITITHHHUX PE3EPBiB XOJIECTEPHHY, SIKHI
micist peetupudikarmii cremianbHUMHI ecTepa3aMi, MOYKe BUKOPHCTOBYBATHCS IS
CHUHTE3Y XKOBYHHMX KHCIIOT, CTEPOIAHMX TOPMOHIB HaJHHUPHUKOBHUX 31103, CEKC-
TOPMOHIB, BiTaMiHy D, Ta HOro noxiaHux.

Hluasixu 6ioTpancopmanii xojiecTepuHy

Biorpancdopmariist xomectepuHy B iHIII 0i0JIOTIYHO aKTHBHI CIIOIYKH CTEPOITHOT
NPUPOIH 3/1IHCHIOETHCS 32 PaXyHOK BBEJCHHS B MOJIEKYJTY CTEpOIY JOJATKOBHX
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T1IPOKCUITFHUX TPYT Ta peakiliii Moaudikamii B 6idHOMY naHIo3i. Peakiii okucHoOrO
TiIPOKCUITIOBAHHS CTEPOiMiB KaTali3yloThCsd (EPMEHTAMH MOHOOKCUSEHA3AMU
(oxcueenasamu mivianoi QyHkyii).

CyMmapHe piBHSIHHS TPOIIECY OKUCHOTO TiIpoKcuITtoBanHst xonectepuny (RH), sikuit
BiZIOyBa€ThCS MIPU CHHTE31 HOTO 0i0JI0TI9HO aKTHBHUX ITOX1THUX, MA€ BUTIISIL:

RH + O, + HAJI®H + H'—R-OH + H,0 + HAJI®"

[poriec nepebirae 3a yyactro riuroxpomy P-450 y MeMOpaHax eH0TIa3MaTHIHOTO
PETUKYITyMa renaronuTiB (“MiKpocoMasbHe OKHCIICHH ) 200 B MITOXOH/IPiSIX HAIJHUP-
HUKOBHX 3aJ103 Ta KJIITHH CTAaTEBHX 3aJI03.

1. Biocunme3 »#co6uHUX KUC10Mm.

VY renarorn@rax XoJIeCTeprUH EPETBOPIOETHCS HANCOBUHI KUCTOMU — BAXKITHBI KOM-
MOHEHTH KOBYUi, 0 OEPYTh Y4acTh y MEpeTPaBICHH] XapuOBUX KHUPIB Y KHIICYHUKY
JIFOIWAHA 1 TBAPHH. . CH,

JKoBuHi KHCIIOTH € TiAPOKCHUIIbOBA-
HUMHU TOXITHUMHU XOJAHOB0I KUCIOMU,
JI0 HUX HAJISKaTh TaKi CIIONYKHU: X01e8a
(3,7,12-TpHOKCUXOTAHOBA), OE30KCUXO-
nesa (3,12-110KkCUX0IaHOBA), XeHOOe3-
okcuxonesa (3,7-110KCUX0IaHOBA) Ta
nimoxonesa (3-OKCUX0IaHOBA) KUCIIOTH.

XoseBa Ta XeHOJIE30KCHUXOJIeBa KHC-
JIOTH (nepaunHi JKOBUHI KUCIIOTH) YTBO-
PIOIOTBCS B TIEYiHIII MIPH TiAPOKCHITIO-
BaHHI LIUKJIOTICHTAHIIEPTiIpoeHaHTpe-

HOBOTI'O IUKITY Ta HaCTKOBOMY OKUCJICHHI "
HO

|
CH—CH,—CH,—COOH

XoaHOBa KUCIIOTA

B OOKOBOMY JIaHIIFO31 MOJICKYITH XOJIeCTe-

n

Py, HAJI®H + H
[eprmm erarioM y 6i0CHHTE31 KOBY- Xonectepon 02

HUX KHUCJOT € 7O-TiIPOKCHITIOBAHHS N

XOJIECTEPHHY, 110 KaTami3yeThcs dep- HAZI®

MEHTOM MeMOpaH eHJI0IIa3MaTHIHOTO
peTUKyIyMa 701-2i0pOoKCUIA3010, IKUH €

ofHi€ro 3 i3oopm nuToxpomy P-450 Ta ‘
¢yskuionye 3a yyactio HA JI®OH, kuchio

Ta Bitaminy C (ackopOiHOBOI KHUCIIOTH). ’

7o-Tinpokcuiaza — peryyisTOpHUn

(dbepMeHT, 1m0 € akTUBHUM y (ocdo- HO
PWILOBAHIN 1 MaJIOAKTUBHUM — B Jie-
(dochoprnbaiii popmi. JKoBuHI KHCIOTH — KIHIIEBI TPOYKTH IIHOTO META0OTIYHOTO
NUISIXY — MPHUTHIYYIOTh aKTHBHICTh (DEPMEHTY 3a IPUHIIMIIOM HETaTHBHOTO 3BOPOT-
HOTO 3B’SI3KY.

[Ticas yTBOpeHHS 70L-TiIPOKCHXOIECTEPOIY IUIAX OIOCHHTE3Y JKOBYHUX KHCIIOT
JIMXOTOMIYHO PO3TAITYKYETBCS: OJlHA 3 TLJIOK BEJE 0 YTBOPEHHS XOJIEBOI KHCIIOTH,

OH
7-o-I'igpoxcuxomnecteporn
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JIpyra — XeHOIE30KCHX0JeBoi. Li Crioykn HaaXoaaTh i3 TeMaTOIUTIB y )KOBYHI KarTi-
JSIPH 1 JICTIOHYFOFOThCS B )KOBUHOMY MIXyPpi, HATXO/ISTYH 3 HHOTO JI0 TIOPOXKHUHH JIBAHA/I-
nATHIanoi Kumku. [Ipu nii pepMeHTiB MiKpOOpraHi3MiB, IO MICTSTHCS B KHIIIEYHHKY,
YTBOPIOKOTHCS 6MOPUHHI KOBUHI KHCIIOTH — JIE30KCHXO0JIeBa Ta JIiToxoJesa (puc. 16.2):

XonectepuH
XoJseBa Kuciora XeHO/1e30KCUX0JIEBA KUCIIOTA
(3,7,12-TpHOKCHXOTaHOBA) (3,7-niokcuxomaHoBa)
Jle3okcuxomnena KHCIOTa Jlitoxonera kucnora
(3,12-mi0KCHX0IaHOBA) (3-oKkcHxoaHOBA)

Puc. 16.2. Cxema yTBOpeHHS KOBYHHX KUCJIOT i3 X0JIeCTEpUHY.

OCHOBHUM, 1110JI0 KIIBKOCTI, TPEJICTABHUKOM JKOBUHUX KUCIIOT Y JKOBYI JTIFOJIMHU €
X0JIeBa KHUCIIOTa, siIka Oepe ydacTh B eMYJIbI'YBaHHI )KUPIB y KHIICUHUKY y BUIIISAL
HATPIEBOT Ta KAJIIEBOT COJICH 11 KOH FOTOBaHUX POPM — 271IKOX0e601 Ta maypoxoneoi
KUCJIOT. [TiKoXomaT i Taypoxonar MiCTSTh B CBOil CTPYKTYpi TiapodinbHi (paguKaiun
DIIUHY Ta TaypHHY) Ta riapodoOHi (CTepoinHe sIpo) MOJIEKYISIpHI TPYIIH, 1 3aBISKH
cBOii aminaTuyHii OyJ0BI € BUCOKOAKTUBHUMH JICTEPTCHTAMH, 110 HEOOXIIHI JIJIst
eMYJITYBaHHSI )KUPIB Y KHIICYHUKY.

CH3 O _________
OH CH CH,-CH,- C I}II;I -CH,-COO! i
CH 3 Tninun
OH CH CH,—CH-COOH _ CHj
0 OH CH3 O

HO' OH T~ Taypun

XoneBa KHUCIOTa CH;

TaypoxoneBa KHCII0Ta

Xoresa kucioTa Ta ii KoH oroBaHi ()OpMH — IITIKOXOJIAT 1 TAypOXOJIAT.

2. biocunmes cmepoionux 2o0pmonie

CrepoinHi TOPMOHH MICTSTh Y CBOEMY cKiafi 21 (KOPTHKOIAH, TTPOTECTEPOH) 1
meHe (19 — aaaporenn, 18 — ecTporeHu) aToMiB ByIJICITIO, TOMY iX YTBOPEHHS 3
C,,-crepoiny XOJNECTEPHHY BKITHOUAE, KPiM OKHCHOTO TIPOKCAITIOBAHHS, 1 O3IICTIICHHS
BYIVIEBOAHEBOT0 O1YHOTO JIAaHIIIOra, PEAKLil OKUCICHHSI, BITHOBJIEHHS Ta 130MepH3allii.
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[lepminM eTanmoM Ha HIISAXY CHHTE3Y 3 XOJECTEPHUHY CTEPOITHHX T'OPMOHIB
HaJIHUPKOBHX 3aJ103 (KOPTUKOCTEPOiNiB) € yrBopeHHs C, -cTepoiny npeenenonony —
0e3M0CePEIHBOTO TOTEPEHUKA TIpoTecTareny npozecmepony (C,)), AKUH y KIITHHAX
Ha/IHUPKOBHX 3aJ103 TEPETBOPIOETHCS Ha KOPTUKOCTEPOinu (C,)): MIIOKOKOPTUKOI
KOpmu30/1 Ta MiHEPaJIOKOPTUKOI a1bOOCEPOH.

I'opMOHM 4OJIOBIYMX Ta *KIHOYMX CTATEBUX 3aJ103 TAKOXK YTBOPIOIOTHCS 3 XOJIECTe-
PHHY Yepe3 CTa/lito IPETHEHOIOHY Ta IPOreCTEPOHY, IKMH Y LIUX OpraHax IepeTBOpIO-
eTbes B 1 7-0-eiopokcunpozcecmepor. — nonepeanuk anaporeny (C,)) — mecmo-
cmepony Ta ectporetis (C,,) — ecmpony Ta ecmpadiony.

3. biocunmes ¢imaminy D .

[TepeTBOpenns xonecTepuny y Bitamin D, — xonekanbuupepon — norpedye pos-
IIETUIEHHS KLTbLS IIMKJIONIEHTAHIIEPTiAPOGEHAHTPERY 3 yTBOPEHHAM NpoBiTaMiny D,,
SIKAH T JUTATAE PEaKIlisiM OKHCHOTO TiIPOKCHITIOBAHHS 3 YTBOPEHHSM O10JIOTIHHO aKTHB-
HO1 (popmu BiTaMiny — 1,25-ouciopokcuxonexanvyughepony (kanvyumpiony). binbin
JETANBHO nporiec 6iocuuTesy Bitaminy D, Ta oro akTuBHUX (GopM Oy/ie pO3MIsAHY THi
y 1aBi 25.

Cxemy OioTpaHcopMmallii XoIeCTepHHY 3 YTBOPEHHIM KOBYHHAX KHCIIOT Ta 6i0i0-
TYHO aKTUBHHX CTEPOiiB OAaHO Ha puc.16.3.

Xomectepon (C,,)

7-o-T'inpokcuxonectepon  Ilpernenonon (C,) Birawmin /1, (C,,)
IIporecrarenn
Xonera XeHoznes- (porecTepoH)
kucyora (C,))  okcuxonesa <)

kucora (C,,)

Kopruzon (C,)) 17-a-T'igpokcunporecTepon

Koprukocrepon / \

(<) Anpporenn (C ;) — Ectporenu (C ,)

Anpnoctepor (C,)

Puc. 16.3. Mera6o.1iuna kapra 0ioTpaHcdopmaii xosnecTepuny.

Exckpenisi xojiecTepuny 3 oprasizmy

3a paxyHOK €HJIOTEHHOTO CHHTE3y Ta BCMOKTYBaHHS 3 KUIIICUHHKA ITyJ XOJiecTe-
pPHHY B Oprasi3mi Mir 61 mon000Bo 30inbinyBarucs npuomusHo Ha 1 1. Lpomy mpo-
TUIIOTH Peaklii BUBEJCHHS XOJECTEpUHY 3 OOMiHY HUISIXOM HOTO MEpEeTBOPEHHS B
1HIII CTEPOIM Ta EKCKpEIIii 3 OpraHizMy 3 (ekasisimu.,
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HInsxu eKcKpelii XonecTepuny:

1. BuBenenns y hopmi )KOBUHHX KHCIIOT. B opranizmi mocTiitHO UPKyITOE (B TIpO-
Ieci eHTepOrenaTHYHOl IUPKYJIALIT) OMM3bK0 3-5 T )KOBUHHMX KHCJIOT; TIEBHA YaCTHHA
i€l kimpkocTi (70 500 Mr/mo0y) He BCMOKTY€ETHCS 1 BUBOANUTHCS 3 OpTaHi3MYy.

2. BuBenenns y popmi konpocmarnony — NpOAyKTY, IO YTBOPIOETHCS 3 XOJleCTe-
PHHY B HIYKHBOMY BiJIUTI KMIICYHUKA M JIi€t0 GepMEHTIB KUIIKOBOI MiKpOQIIOpH.
LuM 1uisixoM eKCKpEeTyeThCs Ta YacTHHA XOJECTEPHHY, sika He abcopOyeThes B
KUIICYHUKY.

3. BuBeneHHs y GpopMi HEHTpaIbHUX CTEPOINiB — KiHIIEBUX METAOOIIITIB CTEPO-
iTHUX TOPMOHIB.

[MopymieHns AMHAMiIYHOT pIBHOBArM MiXK IPOLIECAMH, 1110 MOCTAYAF0Th XOJIECTEPHH
Ta BUBOJATH HOTO 3 OpraHi3My, IPU3BOANTH J0 HAIMIPHOTO HAKOITMYECHHS CTEPOITY B
KIIITHHAX Ta eKCTPALETIOISIPHIX TIPOCTOPAX — KITTHIKO-010XiMIYHOTO CHHIIPOMY X0.1e-
cmepunosy (FO.M.Jlonyxun, 1983), mposiBamu sSKOTO € ciMeiiHi (cmaakoBi) rimep-
XOJIeCTepUHEMIT Ta aTepOCKIIepPO3.

16.3. TPAHCIIOPT TA JENOHYBAHHS JIIIIIIB.
JIMOMPOTEIHA ILIASMMU. TIIEPJIIIIONPOTEIHEMII

I3 mponykTamu xapayBaHHS 10 OpTraHi3MYy JIFOFHH HaIXOMISTh JIIIT M PI3HUX KIJIACIB, a
came: TPUALWITIIIEPOITH (110 CKJIaJIat0Th OCHOBHY MaCy Xap4uOBHX KUPIB); BUIBHHI XOJIe-
CTEpHH Ta Hor0 ehipH 3 YKUPHUMH KUCIIOTaMH (XOIIECTEPHIN ); CKIIaTHI JIiITi vt (TlepeBayKHO
oirepodocdortimian).

JeranpHO Oi0XiMiYHI MEXaHI3MH TIepeTpaBJIeHHS JIITiTIB PI3HMX KIIACiB y HITYHKOBO-
KHUIIIKOBOMY TPAKTi JIFOMUHHU OyIyTh MONaHi B iaBi 26. Y IaHOMY PO3ALTI PO3IISTHEMO
OCHOBHI ITPOIIECH, [0 CTOCYIOTHCS OI0TPAHCIIOPTY TPUALMIIIIIIIEPOITIB Ta XOJIECTEPHHY,
SIKUH TOYMHAETHCS 3 a0COPOLT IUX JIMiAIB CIIM30BOI0 00OJIOHKOKO KHIIICYHHUKA.

ITix miero maHKpeaTHYHO1 7ina3u Ta 38 y4aCTIO HCOGUHUX KUCTOM,, SIKI BUPOOIISFIOTHCS
B MIEYIHIII, TPUAIMITTILIEPOIH IPOAYKTIB XapuyBaHHSI PO3IIETLIIOIOTHCS 3 YTBOPEHHSIM
2-monoayuneniyeponie (MOHOTJTIIIEPH/IIB) Ta JIBOX MOJIEKYJ BUTBHUX KUPHHUX KUCIIOT,
10 MOYKHA TTOJIATH TAKUM CYMapHUM PiBHSIHHSIM:

(0]

I
CH,—O0—C—R, CH,—OH
’ 0 ‘ 0

Il I R, - COOH
CH—O0—C—R, +2H,0 — CH—O—C—R, +
‘ (l)l ‘ R; - COOH
CHZ_O_C_R3 CHz_OH

3a3Ha4eHi MPOIYKTH TiApoi3y (BHILI KUPHI KUCIOTH, MOHOTIIIIEpUIH) abcopOy-
I0ThCSI KIIITHHAMH CITM30BOi O00JIOHKHM TOHKOT KHIIKH (€HTEPOLUTaMu). XOJIeCTePUH
MPOJYKTIB Xap4yyBaHHS BCMOKTYETHCSI Y BUILHOMY CTaHy, XOJIECTEPUAH — IiCIs
BIJITIOBIZIHOTO T1IPOJIIZY X0IeCmeporecmepasoio.

YcepenuHi eHTEpOIUTIB MPOYKTH TiIPOITi3y TPUAMITITIIEPOTiB, III0 BCMOKTAIIHCS,
0epyTh y4acTh y JBOX OiOXIMIYHHX IpoIiecax, fKi € MepeyMOBOIO MOIAIBIIOTO
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Ha/IXOIDKEHHST HEHTPAIbHUX JKUPIB Y KPOB, O10TpaHCIIOPTY Ta IX TKAHHHHOTO JIETIO-
HYBaHHsI, a came:

— peerepudikallii BUIIUX XUPHUX KACIOT 3 YTBOPEHHSIM HOBHUX MOJIEKYJT TPHAIINII-
DITIIIEPOJTiB;

— (opMyBaHHSI TPAHCHIOPTHUX (YOPM TPHALMIITIIIICPOITIB — XLIOMIKPOHIE.

Pecunre3 TpuanmniamiineposiiB B eHTEpPOIUTAX

OCKITBKH 2-MOHOQIMIITIIIIIEPOIIH € OCHOBHUMH TIPOTYKTaMH T1IPOJIi3y TPHAIHI-
DITIIEPOITiB, 1110 a0COPOYIOTHCA EIITEIOMUTaMU KUIIIEYHNKA, peeTeprikaris JKUpHUX
KHCJIOT YCepeIrHi MUX KINTUH Tiepedirae mMoHoniyepuoHum uiisgxom, o BKITFOYAE
TaKi peaxiIii:

1. YTBOpeHHs 1,2-MOHOAIUATIINEPONIB (peaKilisi KaTali3yeThCsd KUIMIKOBUM
bepMeHTOM MoHoayun2niyepon-ayunmpancghepasor):

i
CH,—OH CH,—0-C—R;
o O

I I
CH—O-C—R, +R;—/CO~SKoA —> CH—O-C—R, + HSKoA

CHz_OH CHZ_OH

2-MoHoaIMIITITIIepos 1,2-Jliarmnrmineposn

2. YTBOpEHH: TPHAIMITITIIIEPOITIB 32 YIACTIO Jlayuieniyepon-ayuimpancgepasu:

O 0
I
CH,—0-C—R, CH,—0-C—R,
0 0
Il
CH—O-C—R; +R3;—CO~SKoA —» CH—O0—-C—R, + HSKoA
| 0
I
CH,—OH CH,—0—C—R;
1,2-iarmoinepos Tpuarmtinepon

YTBOpeHHS XiOMiKpOHIB

TpuarIrTinepoIy pecHHTE3YI0ThCS B €HI0IIIa3MaTHYHOMY PETHKYITyMi MYKO3HIX
KIIITHH TOHKOI KAIIKU. BOHN yTBOPIOIOTH yIBTPaMiKPOCKOIIIYHI KPAIUTHHKA, BKPUTI
IIIapOM TTIOBEPXHEBO aKTHBHUX OUITKiB Ta ochomiminis. Lli cTpykTypu oTprmay Ha3By
Xinomixkponig. Jlo ckimaxy XiIOMIKpOHIB BXOIATh TaKOXK BUTBHHUH 1 eTepr(ikoBaHHIA
XOJIECTEePHUH.

XiJTOMIKPOHH € OCHOBHOIO MOJIEKYJISIPHOIO (DOPMOFO, Y BUITISAII SIKOT HEUTpaslbHI
KHUPH (TPHALIIITIIIIEPOIH) POXOAATh Yepe3 JarepalibHy MeMOpaHy €HTEPOIMTIB 1
4epe3 cUcTeMy JMGaTHIHUX CYIUH (1akmeaietl) TOTPAIUIIOTh Y TIM(aTHIHHUHA MPOTIK,
a moTiM — y KpoB (uepe3 v.subclavia sin.).

Jlinonporeinyu miia3mMm KpoBi

Kpim XiJIOMIKpOHIB, KPOB JIFOMMHHA MICTUTh JICKUIbKA KJIACIB KOMIUICKCIB JIMiAIB 13
OlTKkaMu, 10 BUKOHYIOTH (DYHKIIT MI>XOPraHHOTO TPAHCHOPTY JIMiIiB — TPaHCIIOPTHI
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JonpoTeiHu T1a3Mu KpoBi. TpaHCTIOPTHI TMOMTPOTETHH € (hi3UKO-XIMITHOIO POPMOIO,
3a JIOTTOMOTOIO SIKO1 T'11po(h0OHI MOJIEKYJIH JITTI/TIB YTPUMYIOTHCS B CTa0LIEHOMY CTaH1
y riapodinbHOMY (BOIHO-COTBOBOMY) CEPEIOBHIII IIa3MH KPOBI.

@®pakiioHyBaHHS JINOMPOTEIHIB KPOBI JIFOAMHA 3/TIHCHIOETHCS 32 JOMTOMOTOI0
METOAY YNbTpaneHTpr(yryBaHHs IIa3MH B CONBOBUX PO3UMHAX, ITiJ1 YaC SKOTO BifOy-
BaeThCsl qudepeHIiiioBaHe CINTUBaHHS — @romayis PI3HUX KJIACIB JIIMONPOTEiHIB,
3aJIeKHO BiJI pO3MIpiB iX 4aCTOYOK Ta MIUILHOCTI. JIIMONpOTeiHN MOYKHA TAKOXK PO3-
JTUTH METOZIOM €NIeKTPOOpe3sy, MPH SKOMY BOHHU MEPECYBAIOTHCS Pa30M 13 IEBHUMH
Kiacamu m00yIiHiB (0l-, B-inonporeinu Tomio).

3a 0CHOBY Cy4acHOI KITiHIKO-010XiMi4HOT KJIacH(iKalii JiMonpoTeiHiB MIa3M1 KPOBi
JIFOIMHH B3SITO TX PO3IUICHHS 32 YMOB yIIbTpalieHTpu(yryBaHHs. IcCHye reBHa Bifmo-
BiZIHICTh MK KJTaCaMH JIITIONPOTETHIB, 110 PO3ALIAIOTHCS ITPY 3aCTOCYBaHHI 3a3HAYEHIX
JTIBOX METO/IB (hpaKIiOHYBaHHS.

OchogHni Knacu ainonpomeinie niazmu Kpoei:

— xinomikporu (XM);,

— ninonpomeinu dyvce nuzvkoi winornocmi (JITIJHIL]), abo npe-B-rinonpomeinu,

— ninonpomeinu npomigicHoi winenocmi (JIIILL);

— ninonpomeinu nusvkoi winenocmi (JIITHIL]), a6o B-rinonpomeinu,

— ninonpomeinu sucoxoi winonocmi (JIIIBIL]), abo O-ninonpomeinu.

3a3HaueHi KJIacH JIMOMPOTETHIB PO3PI3HSIOTHCS 32 CBOIMH ()i3HKO-XIMIYHUMHU Xapak-
Tepuctukamu (tadmn. 16.1), 6ioxiMidHUM (JTiITiAHUAM, OIIKOBHM) CKJIa/ioM Ta (izioso-
TYHUMH QYHKIISIMH.

Tab6nums 16.1. @i3uyHi BIaCTHBOCTI JIMONPOTEIHIB NMJ1a3MH KPOBi JIIIHHA

Knac ninonpomeinis Hinvuicmo (2/mn) Jiamemp uacmouox (nm)
XiI0MIKpOHH < 0,95 100-1 000
JITTJIH ] 0,95-1,006 25-75
JITITIL 1,006-1,019 25
JITTH I 1,019-1,063 20-28
JITIBIIL 1,063-1,210 5-13
3a CBO€I0 MOJIEKYIISIPHOIO Oy-
Tepudepititii anobinox JIOBOIO JIIMIONPOTEIHU TJIa3MHU
KpPOBI — TI¢ KYJICTIO/IOHI CTPYK-
Xomecteport Pocoirizm TypH — MilleJIH, BCepPEIUHI AKUX

m{m Edbip xonectepony MICTUTBCSI TipodoOHa imigHa
cepieBrHA (SApO), MO CKIaga-

€TBCS TIEPEBAKHO 3 TPHAIHIIIITIIE-
pouiB Ta edipiB XOJECTEPUHY.
IapodobHe siIpo BKpUTE MapoM
noysipHUX amdinarugaux ¢pocdo-
JimiiB, mepuepuuHUX Ta iHTeT-
llap, yrBoperntii pabHUX 6iJIKiB..CXCMy Morexy-
aMQipaTHYHUMHU JIiITi JaMu JISIpHOT Oy0BU JIMOMPOTETHIB MO-

Puc.16.4. Cxema Oy/0BH JimonpoTeiniB niasvn KpoBi.  JIaHO Ha puc. 16.4.

\
\
‘,
I
1

i

Tpuarrineposn
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OKpeMi KJTacH JIIMOMPOTETHIB PO3PI3HIIOTHCS TAKOXK 32 CKJIAZIOM OLUTKIB, IO BXO-
JITh 10 HUX. BiNKw, sKi BXOAATH 70 CKJIAAY JIMOMPOTETHIB TUIa3MU KPOBI JIFOTUHH,
OTpUMAIIA Ha3By anoninonpomeiunie (anonpomeinis, anooiikis, Ano). IcHye m’'saTh
OCHOBHHX CIMEHMCTB Takux OUIKIB (A, B, C, D, E), o sikux Hanmexarthb AeCSITh OCHOBHUX
anonpoteiniB: A-1, A-2, A-4, B-48, B-100, C-1, C-2, C-3, D ta E, mo BXoasts 10
CKJIa 1y TIEBHHX JIIOMPOTEIHIB y Pi3HUX KUJIbKICHHX CITiBBIIHOMIEHHSIX (Tabmmis 16.2).

Tab6nuns 16.2. Anojinonporeiny njia3Mu KpoBi JIOAMHI

Anonpomein Knacu ninonpomeinie, 00 cknady akux 6xo0amv neeHi anooinku
A-1 JITIBII]
A-2 JITIBII]
B JITTHII, JITTAH T
C-1,C-2,C-3 JITIBU, JIITH I, JITIJJH I
D JITIBI]
E JITIBUL, JITTH I, JITIJJHIIT

Jlimonpoteinu neBanx kiacis (JIIT) MicTaTh y co0i pi3HI KUTBKOCTI OKpeMuX (ppaKiiit
JimigiB kposi — tpuarmnrineponis (TT), BitbHoro (X)) Ta erepudirosanoro (X))
xonecrepuny, pocdomnimniais (OJI) — B MiKOpraHHOMY TPaHCIIOPTi SKUX BOHU OEPYTh
aKkTHBHY y4acTb (Tabmuis 16.3). Li minonporeinn GopMyroThCs B pi3HHX OpraHax, i
ix MeTabo1i3M Mae Ha/I3BUYaiiHe 3HAYCHHS B HOPMAIIbHOMY PO3IIO/ILT Ta ISIIOHyBaHHI
HEUTpaJIbHUX JKUPIB Ta XOJIECTEPUHY.

Tao6nuus 16.3. XiMiuyHUI CKJIa] OCHOBHHX JIIMONPOTEIHIB m1a3Mu Kposi JronuHu (%)
(3a R.Murray T.i.,1988, L.Stryer,1995)

Dpaxuii 1inidie( % 6i0 3azavnoi Kinbkocmi inidis)
JIIT Binku | Jliniou r X DJ1 Anobinku
(8cb020) Bcvozo Xo/Xe
XM 1-2 98-99 88 4 1/3 8 B-48,C.E
JITTAHIT | 7-10 90-93 57 23 8/15 20 B-100,C,E
JITTH I 21 79 14 58 10/48 28 B-100
JITIBII] 45 55 18 38 8/30 44 A

Xinomikponu — MNonpoTeiHy, 0 YTBOPIOIOTHCS B CIIM30Bii 000JIOHITI TOHKOT KHIII-
KM TCIS BHYTPIITHBOKIITHHHOTO PECHHTE3y TPHALMITIiNEeponiB. BoHn € Momeky-
JISIPHOFO (POPMOI0, B SIKii HEHTpaITbHI JKUPH Ta XOJIECTEPHH HAIXOASATH i3 EHTEPOIUTIB Y
KpOB uepe3 CUCTEMY JIIM(PAaTHYHUX CY/IHH.

JITJIHII] — ninotnipoTeiny, M0 TakoXK MICTATh 3Ha4YHY KUTBKICTh HEHTpaTbHUX
xupiB. JITIIHIL] cuHTE3yOTHCS B IeaTonUTax 1 € 0CHOBHOO MOJICKYJISIPHOO (hOpMOI0,
B SIKif TPUAIFUITITIIEPOITN BUXOATH 13 TIEUIHKH y KPOB Ta TPAHCIIOPTYIOTHCS B 1HIII
opranu. [esxa kinpkicts JITTITHIL yTBOproeThest, mogiOHO 10 XiJIOMIKPOHIB, B €HTe-
POLIMTAX ITiJ] Yac IepeTPaBICHHS XapUOBHX JIITI/IIB 1 3 KUIIIEYHUKA HAJIXOAUTH Y KPOB.

Xinomikponu ta JITTJTHIL] mono60Bo mepeHOCsTh i3 KUIIIEYHUKA Ta TEYiHKY B Pi3HI
TKaHWUHH (KUPOBY Ta iH.) B cepearboMy 70-150 r HeHTpaibHUX KHUPIB. Y TKAHUHHOMY
JIETIOHYBaHHI TPUALMITIILEPOIIB, O TPAHCIOPTYIOTHCS JIMONPOTEIHAMH TUIA3MH
KpOBi, Oepe y4acTh .1inonpomeinninasa CyJMHHOTO EHIIOTEII0 PI3HUX OpraHiB, sKa
TiJpOITi3y€e HEUTpaIbHI JKUPH, SIKI BXOAATH 210 ckiaay XM Ta JITTTHILI.
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Jlinonpomeinninaza— (epMenTHHI O1JI0K, a/ICOPOOBaHUI HA ITTIKO3aMIHIIIKaHAX
MIOBEPXHI CHAOTEINIIO 1 Ma€e LEHTP 3B’ sI3yBaHHS JIIMONPOTEiHIB KPOBi Ta KaTa i THYHUHA
HEHTP TiAponi3y Tpuarurinepomnis. [lix miero minompoTeiHinasu yTBOPIOIOTHCS
BiJIbHI YKUPHI KACIIOTH Ta TIIIEPUH, IO IPOHUKAIOTH Yepe3 CYIMHHY CTIHKY BCEPEIHHY
KJIITHH, JIe OKUCIIIOIOTHCS 3 BUBUIBHEHHSIM eHeprii (B Mionurax Tomo) abo JenoHy-
I0ThCSl Y BUIVISIZ PE3ePBHUX TPHALMITIIIEPOIIIB (B aUIMONUTaX KUPOBOI TKAHUHN).
JlimompoTeinu, Mo yTBOPIOIOTHCS BHACHiMOK aemimigu3amii XM Tta JITIJHI —
sanuukosi, abo pemnanmui (remnant — 3aJMINOK, aHIIL) Jinonpomeinu, 30aradeHi
(mopiBusiHo 3 XM Tta JIITJIHIII) BinbHUM Ta eTepr]iKOBaHUM XOJIECTEPOIIOM.

PemuanT XM MONIMHAOTHCS 3 KPOBI KJIITUHAMM TEYiHKHU, SIKi BUKOPHUCTOBYIOTh
OLITBIITICTE XOJIECTEPHUHY IHX JIIOTIPOTEIHIB JJISl CHHTE3Y )KOBYHHUX KUCIIOT. PeMHaHTH
JITJIHIT orpumanu Has3sy JIIIILL i € 6e3mocepenHiMu IONIepeTHUKaMH B YTBOPEHHI
JITHI,.

JIITHII] — ninonipoteinu, mo yreoprototsest 3 JIII (pemuantis JITTIHIL) mix
Ti€el neuinkogoi ninazu, TOKai30BaHOT Ha JIOMIHABHIN TIOBEPXHI €HIOTENiaTbHIX
kiituH nevinku. JITTHIL, mo yTBOpIOIOThCS BHACIIIOK ITHOTO MPOIIECY, MICTATh, Ha
BiIMiHY Bij cBoix nonepenuukis — JITIJIHIL] Ta JITIIII, 3Ha4HO MEHIITY KUTbKICTh
TPHALMIIIIICPOIIB 1 BIPI3HIIOTHCS CKIIAJIOM aronpoTeiniB. PazoM 3 Tum, 710 ckiiaay
JITTHILL BX0auTh HaMOLIBIIA KITBKICT XOJECTEPHHY (31e01ThIIIOr0 B eTeprikoBaHiit
¢opmi), 1 BOHH € OCHOBHHM KJIACOM JIIMONPOTEIHIB MJIa3MU KPOBi JIOIMHH, 10
MEPEHOCATH XOJIEeCTEPHH.

JITTHIL nornmuHatoThCs KIIITHHAMY Pi3HUX OpraHiB 32 MEXaHi3MOM ITIHOIUTO3Y ITiCTIst
B3aemogil 1ux Jimonpoteinis 3 JINTHI-cnermudigauMu pernenTtopaMu Ha TuTa3ma-
TUYHUX MeMOpaHaX. 3aB/ITKH HAassBHOCTI 03HadeHnX pertentopis, JIITHII] BukonyoTh
CBOIO (DYHKII}0 OCHOBHOT MOJIEKYJISIPHOT (POpMH TPAHCTIOPTY XOJIECTEPUHY B TKAHHHHU.

Bionoriyna pons perentopis JIITHIL nonsirae B 3a0e3nevyeHHi BCiX KIITHH Opra-
Hi3MY JIOCTaTHBOIO KiTBKICTIO XOJIECTEPUHY, HEOOXiTHOTO /7S TOOYI0BH O10I0Ti4HIX
MeMOpaH Ta cHHTEe3y (i3i0JIOTIYHO aKTUBHUX MPOAYKTIB OioTpaHCc(opMmallii xoire-
CTEpPHHY — KOBYHHMX KHCJIOT, CTATEBUX TOPMOHIB, KOPTHKOCTEpOiAiB. BinnosiaHo 10
3a3Ha4YeHOT0, HaHO1IbIIA KUTbKICTh perentopiB JITTHIL mMicTuThest Ha TUIA3MaTHYHAX
MeMOpaHax KIIITHH TeUiHKH, CTAaTEBUX Ta HAJHUPKOBHX 3aJ103.

[opymenns oominy JIITHIL] € GioXiMi9HOIO OCHOBOIO PSTy BaKKUX IMOPYIIEHb
JiiniiHOro 0OMiHy. OCKUTBKH XOJIECTEPUH MOXKE TIPOHUKATH B CYJIMHHY CTIHKY caMe y
cxmazni JITTHII, BuCOKa KOHIEHTpALisl MX JIMOMPOTETHIB y IUIa3Mi KPOBi JIOAWHH
PO3IIIAIAETHCS K (PaKTOP, IO CHPHUSE PO3BUTKOBI aTepOCKIIepO3y (AMB. HIDKYE).
I'enernuno criankoBaHe mopymieHAs cuHTe3y petentopi JITTHIL mpuzBoauTs 10 po3-
BUTKY cimetinoi cinepxonecmepunemii (CIX), sika nposiBisieTbest HakormmdaeHHsm JITTHI]
y IU1a3Mi Ta BUPAKESHOIO T1lIEPXOIECTEPHHEMIEIO BXKE B PAHHBOMY JAUTAYOMY Billi. 3a
Bigkputts perrenrropis JITTHIL Ta po3B’si3aHHS MONEKYISIPHUX MEXaHi13M1B BAHUKHEHHS
CI'X amepukanchkuM yaeHnM M.bpayny Ta [[x.lonpmmreriny (M.Brown, J.Goldstein)
Oyno npucymkeno HoGeniBebky mpemito 1985 p. B ramy3i (hizionorii Ta METUIMHY.

JIIBII] — ninonpoTeiny, 110 YTBOPIOIOTHCS B IEUiHLI i, YaCTKOBO, Y TOHKIM KHIIIIi
Y BUIIIST1 O1IapOBHX JITTITHIX IUCKIB, IO CKIaAF0THCS, IIEPEBaKHO, 3 (hocomimiiB,
BIJILHOTO XOJlecTepuHy Ta armodinkiB Ano E ta Ano C. Jlo3piBaHHS JIMOMPOTEIHIB
BifOyBaeThca B KpoBi, 1e Ano E ta Ano C 3aMiHIOIOTECS Ha ATIO A, XOJeCTEepUH
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eTepuiKyeThCs 3a YUACTHO 1Y UMUH-XONECEPON-AYUIMPAanchepasu, i TonpoTeTHOBI
4aCcTOYKH HaOyBatoTh chepruuHoi popmu. 3a 0COOTMBOCTIME CBOTO XiMIYHOTO CKIIa Ty
JIIBIL noxinsttorsest Ha migknacy — JINBILL, a JITIBILL,.

[oxi6no mo JIMTHILL, JITIBI] 31aTHi 10 akTHBHOTO OOMiHY CBOTO XOJIECTEPHHY 3
XOJIECTEPUHOM, 110 BXOJIUTB JI0 CKiIay OiomeMmOpas. [Ipy iboMy BUHUKAIOTH IIPOTH-
JISKHO CTIPSIMOBaH1 MOTOKM Xosectepuny: Tofi sik JINTHIL mocTadators xonectepus y
kiriTuHHI MeMmOpany, JITIBIL, HaBnaku, — BUTATYIOTh HA ceOc MeMOpaHHUI XOJie-
ctepuH. TakuM yrHOM, 32 noromororo JITIBIL 3a6e3medyeTrses mpoTH/Iis HaaMipHOMY
HAKOMMYEHHIO XOJIECTEPUHY B KJIiTHHAX, Y 3B 53Ky 3 unM JIIIBIL[ posrsmatoTses sk
anmuamepoeenni minomnpoteinn. Karadomizm JITIBIL] Takox BinOyBa€eThcs B MEHiHIII.

I'inepainonpoTteinemii

T'inepninonpomeinemia — KIITHIKO-010XIMIYHAN CHHIPOM, MIPU SIKOMY B IIIa3Mi
KPOBI1 JIFOIUHY CIIOCTEPIra€Thes MiABUIICHHS (OPiBHSHO 3 HOPMOIO JJIsl TIEBHOT Oy~
JIsI1iT) KOHIEHTpAIii MeBHUX KJIACiB JIMOMPOTEiHIB, a TAKOK TPUALMIITIILEPOTIB Ta
XOJIECTEPHHY.

3a MexaHi3MOM IOXOKEHHS BUIISIOT!

— nepsunni (cnadkoei) cinepiinonpomeinemii, TOOTO TaKi, IO CIIPHYUHEH] TeHETHY-
HUMH Je()eKTaMH B CHHTE31 MEBHUX (epMEHTIB 0OMiHY JiMiiiB KpoBi (30Kpema,
JnonpoTeiHiIinasy, xonecTepoi-anmirpaicdepasu) abo HehepMeHTHHX OLIKIB —
MOPYIICHHSIMHU B CHHTE31 IEBHUX AITONIPOTETHIB, PELIENITOPIB ISl aITOOLITKIB Ta JIOMpOo-
teiniB (3okpema JIITHIL);

— emopunui (Habymi) eineprinonpomeinemii— rineprinonpoTeiHeMii, 1o po3BUBa-
I0ThCS1 BHACHIJIOK MIEBHUX XBOPOO BHYTPILIHIX OpTaHiB (TeMaTHT, IUPO3 IeHiHKH, He(-
PO3), eHAOKpHHOMATIH (TOpyIeHHs (DYHKIIIT IIMTOBUIHOT 327103, CTaTEBHX 3aJ103, I[YK-
poBuii 1iaber), Aii MOMIKOMKYIOUNX (HaKTOPiB cepeioBHIIA (XPOHIYHUH aIKOTOIII3M).

Cyuacna knmacudikaris rimepiinonporeinemii, 3ampononosana BOO3, 6epe mo
yBaru KJIiHIKO-010XiMIUHI XapaKTepUCTUKU MOPYIIEHb JiITiTHOTO 0OMiHY Y JTFOIUHU
(3okpema xornenTpartii JITHIL, JITTAHLL, Tpranunrineposis Ta XxonecTepuny ) 6e3
BpaxyBaHHsI IPUYHH 1X pO3BUTKY (IEPBUHHUX (T€HETHYHHX ) 800 BTOPUHHUX ). 3T1IHO
3 knacudikaniero BOO3, BUAUISIIOTE I’ITh OCHOBHHX THIIIB TiIEPIiNONPOTEiHEMIH
(I, IL, I, IV, V) ta nBa cyorunu (Ila Ta 11b) — tabmums 16.4.

Tao6nuns 16.4. Knacudikanis rinepainonporeinemiii 3a BOO3 (3a G.Thompson, 1991)

Tun Jinonpomeinu Xonecmepun nnasmu | Xonecmepun JIITHII] | Tpuayuneniyeponu
naamu
I |Hagnumoxk XM [TigBumennit IligBunienuit abo B IligBunieni
HOpMi
Ila |Hammumox JITTHILL ITigBuieHuii adbo B TTigBuneHui B HOpMI
HOpMI
IIb |Hagmumrok JITTHILL Ta | [Tigsumienunit TligBuneHmit IligBumeni
JITTJTHII
III |Hagmumiok pemuanTiB | [TinBuimennit ITigBuenuii abo B ITigBueHi
XM Ta JIIIIIIL HOpMi
IV |Hagmumox JITIJIHILL |ITigBuiienuii abo B B HopM™mi IligBumieni
HOpMIi
V |Hagmumoxk XM ta TTinBumeHui B HOpMI ITixBunieHi
JITTJTHII
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[IpuknagaMu EpPBUHHKX TIMEPIINIONpPOTEIHEMI, III0 MOXKYTh OyTH BiTHECEHI 110
TIEBHUX THIIIB TIOPYIIEHs OOMiHY JIIIONPOTEiHIB, 3a Kinacupdikariero BOO3, e:

— cimetina einepmpueniyepudemis (cimelna Xiiomikponemis) — Ta 1;

— cimelina einepxonecmepunemis (cimetina einepbemaninonpomeinemis) — 1 11

— cimetina oucoemaninonpomeinemiss — i I11;

— cimetina cinepnpebemaninonpomeinemis — tai 1V,

16.4. ITATOJIOI'TA JIIIAHOT'O OBMIHY:
ATEPOCKJIEPO3, O)KUPIHHSA, IYKPOBUM JIABET

[lepBuHHI rinepninonpoTeiHeMil € MONEKYIIPHIMH XBOpOOaMH, 110 TIOB’s13aHi 3
nedexramu 0i0CHHTE3y criennpiYHrX OUTKIB HepepMEHTHOI JTii — aroJinonpoTeiHiB
— 1 MarOTh YiTKO OKpECIIeHe TeHEeTHYHE MMOXO/DKEeHHS. SIK Taki, CraIkoBi TiMepIiIno-
NpOTEiHEMii MaOTh BITHOCHO HU3bKY YaCTOTY B JIIOJICBKUX MOMYIsisX. [Topsn i3 mum,
ICHY€ TIOIIMpEHAa rpyma MOpyIIeHb JIMiTHOTO 0OMiHY, III0 TAKOXX XapaKTepU3YIOThCS
rinepiineMi€ero, ajie PO3BUTOK SIKUX BU3HAYAETHCS CKJIATHIMU 1 HEJOCTATHRO 3’ COBa-
HUMH B32€MOBITHOCUHAMHU MiX (PaKTOpPaMHU CIaJKOBOCTI i YMOB JKUTTS JIIOIUHH, 1
AKi € OCHOBHOIO NPUYMHOIO 3aXBOPIOBAHOCTI Ta CMEPTHOCTI OLIBIIOCTI HACEICHHS
3eMHOI kyni. Lle — amepocknepos, osxcupinna Ta yykposuii diabem, Mo CKIaJal0Th
HaOIMBIIMK BiJJCOTOK TaK 3BaHUX “TOJIOBHHX XBOPOO” cydacHOI JIOAUHU
(B.M.Qunbman, 1987).

ATepockJiepos

Amepocknepoz — XBOpo0a, TOJIOBHUM TIPOSIBOM SIKOT € BIJIKJIQJaHHS B CYJMHHUX
CTIHKAX JIIMiTHUX YTBOPEHb — “OJISIIOK”, OCHOBHUMH 010XIMIYHUMH KOMIIOHCHTaMHU
SKUX € XOJIECTEpHH Ta ioro edipu. HaBkpyru miniHUX ONSIIOK B iHTHMI CYJTHH BUHUKAE
KIIITHHHA PEaKIlis, 10 BKIIOYAE B ceOe yTBOpeHHs (hiOPO3HOT TKaHWHU Ta mposide-
paliio mIageHbKO-M’ S30BUX KIITHH. ATEPOCKIEPOTHYHI ONSIIKNA CIPUYUHSIOTH 3BY-
JKCHHSI KPOBOHOCHHUX CY/IMH, TTOCHUJIEHHE 3TOPTaHHs KPOBI B AUISIHKAX iX JOKaTizamii
Ta, SIK PE3YyJIbTAT, OPYLICHHS KPOBOIIOCTaYaHHS BiAMOBIIHMX OPraHiB 1 TKaHUH. SIK
HACITIZIOK aTepOCKIIEPO3y PO3BUBAIOTHCS ilIeMidHa XBopoOa cepiis, iHpapKT Miokapaa
i opy1IeHHs 1epeOpabHOr0 KpOBOOOIry, 110 CTAI0Th BaXKIIMBOIO IPUYHNHOIO CMEPTI
JFOZICH TOPOCIIOrO Ta TIOXUIIOTO BiKY.

CouianbHO-MeANYHE 3HAYCHHS B Cy4aCHOMY CYCHIJILCTBI 3aXBOPIOBAHOCTI HA are-
POCKIIepO3 i CIIOpiTHEHI XBOPOOH CEPIIEBO-CYAMHHOI CHCTEMH LTFOCTpYeE Ta0muIst 16.5.

Tabnums 16.5. XBopoOu cepueBo-cCyIMHHOI CHCTEMH SIK MPUYMHA CMePTi J1oeii Ha moYaTky i
B cepenuHi XX cropivus (3a B.Strehler, 1966, i3 3minaMu)

1900 p. — % * 1959p.— %
XBOpoOH cepIi i CyIuH 8,0 38,6
KpoBoBunmBu B MO30K 6,2 11,5
B cporo % Bix3arampaoi cmeptHOCTI (100%) * 14,2 50,1

BioxiMiuHOI0 0CHOBOIO PO3BUTKY aTePOCK.J1€PO3y € MiABHIIEHA KOHIIEHTpa-
1isl B KPOBi JIIOIUHY X0JIeCTePUHY — 2inepxoiecmepunemis, CHPUINHEeHA PI3HUMH
(akTopamMn — AieTapHUMH, €HAOKPUHHUMHU, TeHETHYHUMH.
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JoOpe Bimome BiKOBe IMiBUIICHHS PIBHS XOJECTEPUHY, TPHAIMITIIIEPOTIB Ta
JISSIKUX HITUX METa0OMITIB JIITTHOTO Ta BYIJIEBOTHOTO OOMIHIB, III0 KOPEITIOE 13 3p0-
CTaHHSM PIBHSI CMEPTHOCTI JIFOJIEH TIOXUIIOTO Ta CTAPEUOro BiKy.

[Ipote einepxonecmepunemis cama 1o co0i € HEOOXiTHUM, ajie HETOCTATHIM
(axTopoM Il PO3BUTKY aTepockieposy. Kputuunum Qakropom y mposiBi 3aXBo-
PIOBaHHSI € PO3BUTOK MPOIIECY HAKOIUYCHHS XOJECTEPUHY B IHTHMI CYAMH, SIKHH
3aJIeKUTh BiJl CITIBBITHOIIIEHHS ITPOIIECIB HA/IXO/PKEHHSI CTEPOITY B CyIMHHY CTIHKY Ta
HOro 3BOPOTHOTO BMXOJY B IUIa3My KpOBIi. SIK yxe 3a3Hayajoch, pi3Hi Kiacu
JITIONPOTEIHIB TUIA3MU TI0-PI3HOMY BIUTUBArOTh Ha 1ied nporec: JIITHIL cripusitots
MPOHUKHEHHIO B KJIITHHH KPOBOHOCHUX CYAWH XoJjiecTepuHy, Toxi stk JITIBIIL
MPOTHIIOTH IIEOMY TIpo1iecy, ¥ 3B s3Ky 3 unM JIITHIL] orpumany Ha3By amepozenHux,
a JINIBUL — awmuamepoeennux mnonpoTeidiB. TakuM 4MHOM, CIIBBITHONICHHS
JITHUI/JITIBIL, mae 3HadenHs “hakropa pU3WKy” IS PO3BUTKY aTepOCKIEPO3y:
HaiO1IpIIIa BIpOTiIHICTD PO3BUTKY 3aXBOPIOBAHHS Ma€ MICIIe B OCOOHH i3 BUCOKUM
3HAUYEHHSM LILOT'O CIIIBBIIHOIIECHHS.

AHTHATEPOCKIJICPOTUYHI ITPenaparH, 10 3aCTOCOBYIOTHCS 3 METOIO MTPOQITAKTUKI
Ta JIIKyBaHHsI aTePOCKIIEPO3yY, CIPSMOBaHI Ha 3HIKEHHS PiBH TilepXxojecTeprHeMil
IISIXOM BIUIMBY Ha Pi3HI OOKU METa00IIi3My CTEPOITY:

) ILUIIXOM HPUTHIYCHHSI BCMOKTYBAHHS XOJIECTEPHHY B KUILIEYHHUKY (3aCTOCYBAHHIM
POCIMHHUX CTEPHUHIB);

0) HUISIXOM TajbMyBaHHsI peakiiii Horo 6iocHHTE3y (3aCTOCYBaHHSM iHTIOITODIB
B-TOMK-penykrasu; npenaparu I emgpioposun, Dengiopam, Jlosacmamun),

B) [IUISIXOM aKTHBAIlil MeTaboIi3My XOJIECTEPHHY OKCHT'e€Ha3aMH MillaHo1 (pyHKIii
3 YTBOPEHHSM TIPOKCUIILOBAHUX MOX1IHUX (Tipenapatu Denobapbdiman, 3ukcopur);

I') IUISIXOM CTHUMYJIOBAaHHS HOTO €KCKpeLil 3 opranismy (3acTOCyBaHHSIM €HTEPO-
copbentiB — mnipenapatu Keecmpatn, I yapem).

O:xupinns

Osrcupinmsi — cTaH, 10 XapaKTepU3y€eThCsl HAAMIPHUM HAKOITMUCHHSIM Y )KUPOBIii
TKaHWHI TpHAMITITIIEpoiB. [Ipu okupiHHi 301TBIIYE€THCS KUTBKICTh JKUPOBUX KIITHH
(amunonuTiB) abo X po3Mip. 3arajibHa Maca HEHTPAIbHUX KUPIB B OPraHi3Mi JIOIUHH
32 YMOB OKUPIHHS MOXKE JIOCATaTH 3HAYHUX KIIBKOCTEH. 3a JaHUMH aMEPUKAHCHKUX
JIiKapiB, HAJUTUILIKOBA Bara, CIIpHYMHEHA OXXHUPIHHSM, crioctepiraerhest B CLIA y 24 %
40J10BiKiB Ta 27 % xiHOK. [lopyeHHs nirigHoro oOMiHy, 110 BiiOyBa€THCS IPH OXKHU-
PiHHI, YACTO MOEIHYIOTHCS 3 HASIBHICTIO Y XBOPOT'O aTrepPOCKIIEPO3y Ta/abo IyKpPOBOIO
niabery.

O>KUpiHHS PO3BUBAECTHCS BHACIIIOK MEPEBHUIICHHS HAIXOKEHHS Ta O10CHHTE3Y B
TKaHUHAX HEUTPAILHUX KHUPIB (Ta IHIIHX O10MOJIEKYIT, SIKi MOJKYTh ITEPETBOPIOBATHCS
B )KHPH) HaJ| peabHUMH €HEPreTHYHUMH MTOTpeOaMu OpraHizMy B IIMX BHJIAX MeTa-
OosiyHOTO MasMBa. HailOLibI HeCIIpUATIINBE 3HAYCHHS [T PO3BUTKY OXKHPIHHS Ma€e
MOCTiHE HAJMIpHE HAJIXO/DKEHHS 3 MMPOJAYKTaMH XapuyBaHHs ByJICBOIB (0COOIMBO
DITFOKO3H Ta (hPYKTO3H) B KUTBKOCTSIX, OUTBIIINX 32 Ti, [0 0€3110CePEeTHhO OKHCITFOFOTHCS
B KJIITHHAX 1 MOXYTh JICTIOHYBATHCS y BHUIVIAJ pE3epBiB TIIIKOreHY. YSBICHHS PO
SHEPreTUYHI Pe3EPBH JIFOIMHH Y BUIISI TPHAIITIIIIEPOITIB Ta IKOTeHy Jae Tabmmiis 16.6.
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Tab6nuus 16.6. EnepreTuyHi pe3epBu opratismy JroquHu (po3paxyHOK Ha JOPOCIY JIONUHY
macoro 70 kr) (3a E.Hprocxomm, K.Craprt, 1977)

Memaboniune nanueo Txkanuna, opzan Kinvkicmov akymynboeanozo nanusa
2 KKaJl K/
Tpuarurnineposu Kuposa TkaHuHa 15 000 10 0000 419 500
['nikoren [euinka 70 200 839
M'si3u 120 400 1678

[lixBuiIeHe TIepeTBOPEHHs MPOCTHX BYIIEBOIB Ta MPOAYKTIB iX MeTabomi3my B
Jiniay (JinoreHe3) Bi0yBaeThCSl BHACIIOK JIiT TAKUX O10XIMIUHUX (haKTOPIB:

a) MOXKJIMBOCTI aKTHBALlii CHHTE3Y BUILLIMX KUPHUX KUCIIOT 3 aneTii-KoA, mo yTBo-
PIOETHCA 3 TIIFOKO3H K MPOIAYKT OKHCIIIOBAIBHOIO IEKapOOKCHIIIOBaHHS MipyBary;

0) BUKOPHUCTAHHS Y PEaKIisIX CHHTE3Y )KUPHUX KUCIIOT BijiHOBIIeHOTO HA /1D, otHIM
3 TOJIOBHHX JDKEPEIT SIKOTO € TIEHT030(hoCaTHNi MK OKHCICHHS TIIIOKO3H;

B) BUKOPHCTAHHS B JKUPOBIH TKaHWHI TITIKOJITHYHOTO JiOoKcianieToHpochary sK
TOTIepeTHUKA B 010CHHTE31 TPHALIMITITIIIEPOITIB.

OsKupiHHA PO3BUBAECTHCSI B YMOBAX CTUMYJTIOBAHHS 3a3HAYCHUX 010XIMIYHUX MTPO-
IECIB BHACIIIZIOK HAJMIPHOTO HAJIXO/PKCHHS B OpPraHi3M >KUpiB, OUIKIB Ta MOHOCAXa-
puniB (0coOMMBO Ha TIi OOMEXeHOI (i3UIHOT aKTMBHOCTI), @ TAKOXK MPH TEHETUIHO
JIETEPMiHOBAHOMY TIi/IBUITICHH] (DEPMEHTHHX CUCTEM, 1110 OEpyTh Y4acTh y JIIMOTeHe31
a00 MopyIIeHHI X eHJOKPHHHOTO KOHTPOJIIO.

BaxiuBy posib B KOHTPOITI MHOTaIaMIvHOT peryiisiii crio)KuBaHHsI TKi Ta eHepre-
TUYHOTO Kara0omi3My Bifirpae ropMoH OUTKOBOT IPUPOIH 1enmuH, IO CEKPETYEThCS
AUIIOLUTAMH.

[pu Bakkux opMax OXKHUPIHHS, OCOOIHUBO CIPUYMHEHUX OPYIICHHSMH FOPMO-
HaJILHOT peryJIsLii JTiMmiHOro 0OMiHy Ha piBHI riroTajamyca, Maca TPHAHIITTILEpOTiB
y JKUPOBIH TKaHUHI TomuHA Moxe focsrata 50-80 Kr.

Hyxposuii xiadet

LyxpoBuii aiaber TpaanIliitHO PO3MIAIAETHCS SK MATOJOTIS, M0 EPBUHHO TI0-
B’s3aHAa 3 TIOPYIICHHAMH BYTJIEBOIHOTO OOMiHY. JlilicHO, HalOLIbIT XapakTepHUM
010XiMIYHUM MPOSIBOM Pi3HUX THITIB IYKPOBOTO [ia0eTy B KIiHIiL € cinepenikemis (cinep-
2MI0K03eMist), sIKa PO3BUBAETHCS BHACIIIOK BTPATH CIIeNM(iYHOTO BILIUBY 1HCYIiHY Ha
MIPOHHUKHICTH KIITHHHUX MEMOpPaH JUIS TJTFOKO3U. AJle MeTa0oIiuHi eeKTH iHCYIiHYy
PO3TOBCIOKYIOThCS Ha OaraTo acreKTiB OOMiHY TJTFOKO3H, JITi/IiB Ta aMiHOKHUCIIOT, Y
3B’SI3KY 3 UMM LyKpOBUIi 1iabeT € XBOPOOOI0, IPH SIKOMY Bi0OYBarOTHCS TITHOOKI IOpy-
IICHHS HE TUIbKU BYTJICBOJIHOTO, aJie U JIIIHOTO Ta OLIKOBOTO OOMIHIB.

Sk yxe 3a3Ha9as10Ch (171aBa 12), po3pi3HSIOTE IHCYIIHO3ANEHCHUL UYKPOBULl Oiabem
(miabeT I Tumy, FOBeHIIBHAN A1a0€T) Ta iHCYIIHOHe3aneHCHUL YyKposull Oiabem (miabeT
II Ty, Aiabet MOXUIIOro BIKY).

Haii6inb1 BupakeHi mopynieHHsl JIiliTHOro 0OMiHy CIIOCTEpiraloThes pH AiadeTi
II Ty, sIKA#, K IPaBUIIO, TOEAHYETHCS 3 OKUPIHHSM.
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IIpu upoMy crioCTEpiraroThCs:

1. lNimeprpurinepuaemis, SKy MOXHA BIJHECTH JI0 TiMlepiinmonpoTreinemii [ Turry,
OB’ s13aHy 13 3HaYHOIO0 akTrBaricro cuaresy JIIT/IHII B renaronmtax. ¥ cBoto uepry,
Oi10XiMITHOTO TTepeayMoBor0 cTumylstii 6iocuuTe3y JIIIIHLL € migBumennii mputik
y TIediHKy HeeTeph(iKOBaHUX YKUPHUX KHUCIOT, TOOTO CyOCTpaTiB /ISl YTBOPEHHS
TPUALITITIIEPOTIB.

2. 3Ha4HA CTUMYJISIIIA JIITOII3Y B KUPOBIH TKaHWMHI, IO PO3BUBAETHCSI BHACIIIOK
rocnabIeHHs TajJbMYIOUO] /il iHCYINiHY BiIHOCHO aKTHBAIlii apeHaliHOM Ta TITIOKa-
ronoM T -ninasu agunonuris. BHacmigok 3a3Ha4eHOr0, B KPOB1 XBOPUX HA IyKPOBHUI
niabeT minBHINeHa KOHIEHTpamis BitbHUX *)UpHUX KucioT (HEXK), axi cratoTs
JIOIATKOBUM CyOCTPaTOM €HEPreTHYHOTO KaTaboi3My TKaHHH B YMOBaX X ByIJIEBOJI-
HOT'O TOJIO/lyBaHHS.

3. AxTHBaIlis CHHTE3y KETOHOBHX TiJI, 010XIMiYHI MEXaHI3MH SKOi OyJIH IeTaIbHO
po3msHyTi Buie (TraBa 14). Po3BUTOK kemosy (TOOTO KeTOHEMIl Ta KeTOHYii) MOXke
TIPU3BOJIUTH JIO TIOPYIIEHB Y (QyHKITIOHYyBaHHI Oy(hepHIX CHCTEM OpTaHi3My i pO3BUTKY
Kemoayuoo3y Ta 1ia0eTHIHOT KOMH.

4. 3menmenHs KoHIeHTparlii xonecrepuny JIIIBIL, mo Bimirpae meBHy pons y
PO3BUTKY aTepoOCKIIEPO3y — YacTe YCKIaJHEHHs 1HCYIIHOHE3aJIECKHOTO IIyKPOBOIO
niabeTy B 0ci0 MOXMIIOTO BIKY.
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[TIABA 17. METABOJII3M AMIHOKHUCJIOT
I. 3ATAJIBHI IIVIAXHW NMEPETBOPEHHSA

VY Tiji IOpOCIol TFOANHHE MICTUTBCS B cepeTHbOMY 12-15 Kr OiNIKiB, 1110 BUKOHYIOTb
YHCIICHH] KaTalliTUYHI, PErYISATOPHI, CTPYKTYpHi QyHKiT. [Tpnbian3no monoBuHy i€l
MacH (6-7 KT') CKJIaJIAF0Th EKCTPALISITIOJIIPHI OLJIKK OTIOPHUX TKAHUH, CEPE] SIKUX TIePIe
MICIIE 32 KUTBKICTIO 3aiiMa€ Kosaeer. JIpyry mojoBUHY OUTKIB TiJia CKIIaIat0Th IHTparie-
JIFOJISIPHI O1JIKH TKAHUH Ta O1TKK KPOBi 3 BUCOKOIO IBUAKICTIO 0OMiHY. 3aBIISIKK OOMiHY
OiNKIB y KaTaOONMIYHMX Ta aHAOONMIYHMX PEakIisix, TOOTO Oe3repepBHOMY Tepediry
MPOILIECiB MPOTEOTi3y Ta OIIKOBOTO CHHTE3Y, B OPraHi3Mi iCHy€e MoCcTiiHuA (oH (ITyi)
BUTbHUX aMIHOKHUCIIOT, SIK1 T1JUISTaf0Th PI3HOMAHITHUM 010XiMIYHUM MEPETBOPCHHSIM.

17.1. IVIAXW TEPETBOPEHHA AMIHOKUCJIOT Y TKAHUHAX

[omibHO 10 iHIMX 6iOMOIIEKYIT, OLITKH, SIKi BXOJSTH /IO CKJIa Ty )KHBOTO OPTaHi3MY,
3HAXO/ATHCA B CTAI[lOHAPHOMY CTaHi TOCTIHHOTO OHOBIJICHHS BiJOyBarOThCS PO3-
LICTUICHHS X TKAHUHHUMM [POTEea3aMy Ta CUHTE3 HOBUX MOJINENTUIHNX MOJICKYII.

3aranbHUH MyJ aMiHOKHUCIIOT Y TiJTi JIFOAWHU CKIIAJA€ThCs 3 TIOTOKIB, sIKi 3a0e3re-
YYIOTh HAXOAKEeHHS BUTHBHUX aMiHOKHCIIOT Ta iX BUKOPHCTAHHA B PI3HOMaHITHHX
aHa0oJIYHUX Ta KaTaboiuHuX rporecax. CyMapHa KijIbKiCTh aMiHOKHCIIOT, 1110 ITepe-
TBOPIOIOTHCS 3a J100Y, CKJIaJ1a€ B OpraHi3Mi J0pOCIIOi 37I0POBOT JIFOIUHU B CTaHI d30MUC-
moi pisnosazu 300-500 1, a cTamioHapHa X KOHIICHTpallis JopiBHIOE Oyin3bko 50-100 T
Ha Macy TiJa.

Ilomik aminoxkuciom, uio 6xo0ums 00 AMIHOKUCAOMHO20 Ny, CKIANAETHCS 3
TaKUX JKepem:

1. AMIHOKHCIIOT, SIKi BCMOKTYIOTBCSI €HTEPOLIUTAMU KHUIIEYHUKA BHACITIJOK IiJl-
POITizy Xap4oBHX OUTKIB y TpPaBHOMY KaHai (IUTyHKY, TOHKOMY KHIIIEUHHKY ); O10XiMidH1
MIPOIIECH MTPOTEOTi3y OIIKIB y TpaBHOMY KaHai OyayTh po3NIIsiHYTi okpeMo. KinbkicHe
3HAUEHHs Ii€1 CKJIAJI0BOI CTAHOBHTH (3aJIeKHO BiJ| Xapakrepy xapayBanHs) 60-100 T
Ha J100y. Jlo/laTKoBy KOMITOHEHTY B 1iei 1oTiK (Bix 35 10 200 1 Oi1Ka) BHOCHTH IPOTEOJII3
€HJIONeHHMX OIJIKIB 3 CIITEJIiI0 EHTePOIUTIB, 1110 3yinyethes (1. Halkerston, 1988).

2. AMIHOKHCIIOT, SIKi BUBUTBHSIFOTBCS B PE3yJIbTaTi PO3LICTIICHHS BIACHUX KIITHHHHUX
1 nozaxniTuHHUX OinkiB. Cepenns TpusanicTs HamiBxutrs (T,,) B iHAMBITYyaIbHEX
OUIKIB 3HAYHO BapirO€, CTAHOBIISIYU BiJl JCKIJIBKOX TOAMH JIJIS IEBHUX (PEPMEHTIB
TETATOIUTIB JIO JIEKIJIBKOX POKIB JUISl CTPYKTYPHOTO OLTKa KOJIareHy.

VY 310poBOi1 AOPOCIIO] JIIONMHYU CEpeHE NOOOBE OHOBICHHS TKAaHMHHUX OUIKiB
cknaznae 1-2 % Bix 3aranbHOI MacH O1JIKIB Tina 1 BinOyBaeThCs MEPEBAYKHO 32 PaXyHOK
nerpanarii 1o amiHokucioT OinkiB M’s3iB (30-40 T OinkiB 3a 100y). Po3meruienHs
TKaHMHHUX O1JTKIB KaTalli3y€eThCs MTPOTEea3aMH JIi30COM 1 3HaYHO 301TBIITYETHCS 32 YMOB
O1ITKOBOTO Ta TOBHOTO TOJIOTyBaHHS, ITiJ] 9aC BUCHAXIINBUX XBOPOO (0COONMMBO iH(EK-
IIHIX, OHKOJIOTIYHUX 3aXBOPIOBAHb ), 1110 MTOPYIIYIOTh MPOIECH Oi0CHHTE3Y OIKIB i
CIPUYHHSIOTH MIEPEBAYKaHHS KaTa0OIIYHUX TIPOIIECiB Ha/l aHAOOTIUHUMH.
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3. AMIHOKHCIIOT, SIKi CHHTE3YIOThCS B OpraHizMi. OpraHizM JIOIMHA Mae 0OMeXeH1
MOYKITUBOCTI IIIO/I0 YTBOPEHHS aMiHOKHCIIOT de novo: Horo hepMeHTHI CHCTEeMH 37aTHI
CUHTE3yBaTH 3 IHIIMX IHTEPMEIIaTiB B KiJIBKOCTI, JOCTATHIN JJIsi CHHTE3y BIACHUX
OLIKiB, JHIIIe BiciM “3amMiHHMX (“HEHEOOXiTHHUX ’, "HeCyTTEBUX ~— nonessential, aHTI.)
L-aMiHOKHCTOT. AMIHOKHCIIOTH, SIKi B OPTaHI3Mi JIFOIMHN HE CHHTE3YIOThCSI, HaIXO-
JISI9U TUTBKY 3 IPOJYKTaMHU XapuyBaHHS, € “He3amMiHHUMU ™ (“HE00X1THUMU”, “‘CyTTE-
BUMH~ — essential, aHTIL.).

Jlo 3aMiHHMX aMiHOKHCIIOT HaJIe)KaTh: ajlaHiH, acriapariHoBa KHCJIOoTa, acrapariH,
DIyTaMiHOBa KUCIIOTA, IIyTaMiH, TIPOJiH, TIiKH, cepuH. [Ipn GlocuHTE31 3aMiHHUX
aMIHOKHCIIOT 1X ByIVICIIEBA YACTHHA YTBOPIOETHCS 3 IHTEPME/IiaTiB OKUCIICHHS TITFOKO3H
Ta MUTPATHOTO IUKITY, & aMIHOTPYIA MTOCTAYAETHCS 3 IHIIIMX AMIHOKHCIIOT Y PEaKIlisix
TpaHCaMiHyBaHHS. ““YMOBHO 3aMIHHUMU € aMIHOKUCJIOTU IIUCTETH Ta TUPO3UH, SIKI
MOXYTh CHHTE3YBaTHCS 13 HE3aMiHHUX — METIOHIHY Ta ()eHiJalaHiHy, BiIITOBIIHO;
“9acTKOBO 3aMiHHI"’ aMiHOKHCIIOTH (TiCTH/IMH, apTiHiH) CHHTE3YIOThCS B HEAOCTATHIH

KIJIBKOCTI.

Ilomix aminokuciom, wgo 6UX00Unb 3 AMIHOKUC/IOMHO20 NYJTY, BKITIOYa€ aHA00-
Ji9Hi 1 KaraboJivH1 IIISIXH IIePETBOPEHHS BUIBHUX aMiHOKHCIIOT 1 CKIIAIAETHCS 3 TAKHX
KOMITOHEHTIB:

1. BukopucTanHst aMiHOKHCIIOT JUIsl CHHTE3y OUIKIB opranizmy. Lle#t motik y gopoc-
JIUX JIIOJIEH, IO CTIOKUBAIOTH 30allaHCOBaHY JIi€TY, 3a0e3Meuye TOKPHUTTS MPOTEOITizy
BIIACHUX OUIKIB — CTaH azomucmoi pienoeacu. Jljisi cHHTE3y BIacHUX (epMEHTHHX,
CTPYKTYPHHX OLJIKIB Ta (i310JI0r1YHO aKTHBHUX CIIOTYK O1IKOBOT 1 MENTHIHOT IPUPOIH
(Ha ana0oJiyHI MOTPEON) BUKOPUCTOBY€EThCS OMM3bKO 75-80 % aMiHOKMCIIOT, 110 BH-
BUIBHSIFOTHCS [TPU PO3ILEIUICHH] TKAHUHHUX OLIKIB, Ta aMiHOKHUCIIOT, SIKI HaJIXO/STH 13
KUIICYHUKA.

2. BuxopucTaHHs1 aMiHOKHCIIOT, IKi He BKIIFOUEH1 B aHa0OJII9HI ITPOIECH, B Karabo-
JIYHUX peakiisx. [Ipu 11boMy MOJIEKy/ 11 aMiHOKHCIIOT PO3IICIUIIOIOTHCS 3 YTBOPSHHSIM
JUOKCH]Yy BYIJICIIO, BOAW (4Yepe3 LUK JIMMOHHOT KHCJIOTH) Ta KiHIEBUX MPOIYKTIB
a30TUCTOrO OOMiHY (Y JIFOIWHU — MEPEBAXKHO cevosunu). [leBHa yacTrHa Oe3a30THC-
TOTO BYIVICLIEBOTO CKEJIETa aMiHOKUCIIOT BUKOPUCTOBYETHCS AJISl YTBOPEHHSI TIIFOKO3H
(TJTFOKOHEOTeHEe3Y) Ta KETOHOBHX TilT (KETOTeHE3Y ).

Po3miennenHo misaraoTh YCi aMiHOKUCIIOTH, IO HE BUKOPHCTOBYFOTHCS JIIS CHH-
Te3y OuKiB a00 dizionoriuno akTuBHUX cronyk (DAC) He3alIeKHO BiJl JPKEpesia MoX0-
JUKEHHS1, OCKIJIbKH pe3epBH Oi1KiB y TBADMHHUX OPraHi3Max He YTBOPIOKIOTHCS (HA
BinMiHy Bix ByrieBofiB Ta aimixiB). Pasom 3 TuM, 6ioeHepreTnyHe 3HaYE€HHS KaTtabo-
JIi3My aMiHOKHCJIOT y 37I0pPOBOT JIFOMUHK HE3HAYHE, TOPIBHSIHO 3 By JICBOAAMH Ta JIiITi-
namu (6m3bko 10 % Bij 3aralbHUX CHEPreTHYHHX MOTPED), CYTTEBO 30UIBIITYIOUNCH
JIUIIIE 32 YMOB TOJIOYBaHHSI.

[epivmM eTariom karadboi1izMy BiUIbHUX L-aMiHOKHCIIOT € BiIICIUICHHS Ol-aMiHO-
IPYIU B PEAKIISIX MPAHCAMIHY8AHHS TA Oe3aMinyeanHs. JlesKi aMIHOKUCIIOTH BUKOPU-
CTOBYIOTBCS B PEAKIIISIX 0eKapOOKCUI08AHHS 3 YTBOPEHHSIM aMiHiB TOPMOHAIILHOI Ta
HEHpOMeIiaTOpHOT JIii, SIKi B TOAAIBIIOMY TaKOXK PO3LICILIFOIOTHCS MUIIXOM JIe3aMi-
HYBaHHSI.
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Puc. 17.1. Cxema 3arajbHuxX HLIAXIB nepeTBOpeHHs aMiHOKUCIOT. Cyyinoui cmpiiku — peaxyii
BUKOPUCMAHHA AMIHOKUCIOM 8 AHAOONIYHUX MA KAmAabOoIiuHUX npoyecax; nepepeHi
CMPINKU — peaxyii Ha0X00HCeHH AMIHOKUCTIOM 8 3a2ANbHULL AMIHOKUCTOMHULL NYIL.

17.2. TPAHCAMIHYBAHHA AMIHOKHCJIOT

Il{ 1 C|O OH
H—C—NH, (|3Hz
CH,
COOH |
Ol-AMIHOKHCIIOTa H(f —NH,
COOH
?O OH L-I'mytamar
CH,
I R,
i l
[
COOH COOH

a-Kerormyrapar a-Kerokucnora

Puc. 17.2. 3aranbHa cxema peakiuiii TpaHcaMiHyBaHHS.

Aminorpancgepasni peakuii

Peaxkmii TpancaminyBaHHS
MOJISITAIOTh Y TIEPEHOCI Ol-aMiHO-
TPyl BiJl aMiHOKHCIIOTH Ha
Ol-ByIJICLIEBHI aTOM OL-KETO-
KHCIIOTH — aKIENITOpa aMiHo-
rpynH (34e0171b110r0 — Ol-KeTOo-
TIyTapary); B pe3yJbTaTi peak-
i1 yTBOPIOETHCS Ol-KETOAHAJIOT
BUXI1IHOI aMIHOKHCJIOTH Ta HOBA
aMiHOKHCIIOTa (B pa3i BHKOPHC-
TaHHS SIK aKLenTopa O-KeTo-
nryTapary — L-rmmyTamar):

depmenTH, 10 KaTali3yoTh
peakii TpaHcaMiHyBaHHS, —
aminomparcpepazu (mparcami-
Hazu).

VY pi3HHX TKaHWHAX OpPraHi3My JIFOJMHH 1 TBApPHUH MICTUTHCS OUIBIIE JECSTH PI3HHX
amiHoTpaHcdepas, 0 PO3PI3HSIIOTHCS 32 CBOEIO CyOCTPaTHOO CIIEM(IYHICTIO.
Haii0inpi nommpeHnMu € Taki aMmiHoTpaHchepasu:
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(1) ananinaminompancgepasa (erymamam-nipyeammparncaminaza — ITIT):

L-ananin + o-xeroryTapar mipysar + L-mmyTamar

(2) acnapmamaminomparncgepaza(erymamam-oxcanoayemammparcaminaza— I OT):

L-acmaprar + d-keTontyrapar =——= okcajoauerar + L-mmyramar

(3) muposunaminompancgepasa:

L-tupo3zun + o-keTortytapar p-rinzpokcudeninmipysar + L-rmyTamar

(4) netiyunaminompancepasa:

L-nelinuH + ol-keTontyTapar Ol-KeToizokanpoar + L-rmyramar

Peaxuii TpaHcamiHyBaHHS, IO KaTali3ylOThCs aMiHOTpaHC(hepa3aMu, aKTHBHO
nepediraroTh B 0ararb0X OopraHax, HaHaKTHBHIIE — B TICUIHIN, CKEIETHUX M’si3aX,
MiOKap/Ii, TOJIOBHOMY MO3KY, HUpKaxX. BH3Ha4eHHSI aKTHBHOCTI a@HiHAMIHOMPAHC-
depasu (ananinosoi mpancaminazu — AnT) Ta acnapmamaminompancgepasu
(acnapazinosoi mpancaminasu — AcT) TIAPOKO 3aCTOCOBYETHCS B MEANYHIH MPaKTHII
3 METOI0 JIIarHOCTHKH TIONIKO/KeHb BHYTPIIIHIX OpraHiB. BHacmigok BUXOAy IUX
(epMeHTHNX OUIKIB Yepe3 YIIKO/KeHI KIITHHHI MeMOpaH!d B KPOB NpH iHGApPKTI
MiOKap/ia CIIOCTEPIra€ThCsl 3HAYHE IMiJIBUIICHHS aKTUBHOCTI B CUpOBaTIli KpoBi AcT,
MPY BIPYCHHUX Ta TOKCHYHHX MOUIKOKEHHSIX TeuiHKu — AnT.

Mexani3m aii amiHoTpancgepas

AwmiHoTpaHchepasy € CKIaJHUMU O1TKaMU-(DepMEHTaMHU, TIPOCTETUYHOIO TPYTIO B
AKKX € KoepMeHTHI (popmu BiTaminy B, (mipuIoKCHHY, MPHIOKCOIY) — RIpUOOK-
canvgpocgham (IIAJID) Ta nipudoxcamingocgham (ITAMD), 1o yrBOproethes 3 [TAJID
y Ipolieci MepeHoCcy aMiHOTPYIIH.

YTBOpeHHs KOPEPMEHTY 3 BiTamiHy B, 1110 HaXOMTh B OPraHi3M i3 IPOJLYKTaMH
XapuyBaHHs, BiI0yBa€ThCA IIISIXOM (DOCHOPHIITIOBAHHS TIPHUIOKCOIY JI0 TPHIOKCOIN-
dochary (ITOJID) 3a aii ATD-3anexH01 KiHaszu 3 oganbImM okucieHHsM [10JID o
[TAJI® crierudivanm (aBompoTeiHOM.

VY cknani pepmenty aminorpanchepaszu kopepment (ITAJID) criomyuenwii 3 mosi-
MIETNTH/THUAM JIAHI[FOTOM 32 PaXyHOK YTBOPEHHS aibOiMinH020 36 3Ky (ocHOBH [1Iudda)
3 E-aMiHOTPYIIO0 3aNMILKY Ji3uHY (Lys-258).

VY mpormeci KaTaxiTHYHOTO aKTy TpaHCaMiHYBaHHS BiOyBa€ThCs IHUKIIUHE
neperBopeHHs [TAJID na ITAM®:

AMmiHOKHCIIOTA, X [MAM® X AmiHOKHCTIOTa,
a-Kerokuciora, [TAJID o-Kerokucnora,
[Mpouec cknamaeThs 3 ABOX HaIIBPEAKIIiH:
1) B3aeMoIisi aMiHOKHUCIIOTH, 1[0 BTpayae aMiHOTPYITy, 3 Tipuaokcaibhocharom 3

YTBOPEHHSIM KETOKUCIIOTH Ta Tipuaokcamindocdary:
aminokucnora, + [MAJI®-E —= o-ketokuciora, + [TAM®-E
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MexaHni3m peakiii mossrae y B3aemoii amiHokuciaot 3 [TAJID-E i3 3amiHOI0O
aJbIUMIHHOTO 3B’ s13KY y ckiai [TAJID-E ra anpquMiHHMIA 3B’ 130K MiXK KOEpPMEHTOM
Ta aMiHOKHCIIOTOrO (1a); Ticisl BHYTPIITHBOMOJIEKYIISIPHOTO TieperpyiryBaHHs (10)
BiZIOyBa€eThCA Tipodti3 kKeTuMiHy (1B) 3 yTBOpeHHSIM KOEpMEHTHOT POPMH, IO MICTHTh
aminorpymy (ITAM®), Ta Ol-KETOKHCIIOTH  :

[@epwent}-Lys—(CH)—NH

i
(C|:H 2)4 Rl_ (|jH_CO OH
N

N
I —CH-— I
u R EE COOH -
@-O-H2C OH 2 @-O—HZC OH g+
= = H
\ | AN
— - <L~

N" “cH;, (1a) N" “cH, (16)
AnpauMiH
Rl—ﬁ—COOH
N NH,
(|:H R—ﬁ—COOH (le
H+ H+ @_ _ 2 HzO 0 @ B 2
j\ OH2C/|OH \,/ OHZC/|OH
(16) < — S
N e, N “cH,
Kernmin

HarmiBpeaxitist KaTaJIITHYHOTO LIMKJTY TPAHCAMiHYBaHHSI.

2) B3aEMOJIisi OL-KETOKHUCIIOTH, , IO AKIIENTye aMiHOTPyTIy, 3 mipuokcamindocdarom 3
YTBOPEHHSIM HOBOT aMiHOKHCIIOTH Ta PEreHeparli€to mpraokcaibhocdary:
o-keTokucaora2 + [TAM®-E —s aminokuciora2 + [TAJIO-E

MexaHi3M 11i€1 HaIliBpeaKIil aHAJIOTIYHU I PO3TIIs-
HYTOMY JUIsl TiepIoi HamiBpeakii (TipH 11 Tedii B 3BO-
¢ poTHOMY HarpaMmKky); [TAJID, o perenepye B pe3yib-

? Tari Ipyroi HariBpeaKilii, 3SHOBY CIIOITyYa€ThCs allb/IH-

- MIHHHM 3B’S13KOM 3 O1JIKOBOIO YaCTHHOI (PEPMECHTY.

Ipouec TpancaMiHyBaHHs Ta HEPMEHTH, 1110 HOTO
> KaraJizyoTs, Oynu Brepie ormcani B 1937 p. A.O.Bpayn-
mrreitHoM Ta M.I.Kpunman; miznime A.O.bpayn-
mreitHoM Ta M.M.11lemsikinum Oyia 3arporoHoBaHa
Teopis mipuaoKcaizeBoro karamzy. A.O.bpayHimTelin
Prc. 17.3. Bpaynurreiin Onexcangp HAPOWBCS B M. XapKoBi, 3aKiHYHB Xa}Z.)Ki.BCI)K?II‘/'I

OgciiioBnu (1902-1986)— MGHH‘IHI/II\/’I 1IHCTUTYT, IIpalltOBaB B IHCTI/ITYTI 0ioJIoriu-
akagemixk AH ta AMH Hoi 1 MennunOi XiMiit AMH CPCP, [actutyTi Mmoseky-
CPCP. nsipHoi Gionorii AH CPCP.

i 4

S

—
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BioximiuHe 3Ha4YeHHs1 peakuiii TpaHCaMiHyBaHHS

Sk BUTIITUBAE 3 HABENICHOTO, B PEAKIIISX TPAaHCaMiHYBaHHsI HE BiZIOYBaETHCS 1e3aMi-
HYBaHHS, TOOTO BUBLILHEHHS aMiaKy, OCKUTBKH aMiHOTPYTIa, IO BiIIEIUTIOETHCS Bij
O-L-aMiHOKHUCIIOTH, aKIENTY€EThCSI BIJIIOBIIHO Ol-KETOKHCIIOTO, 3/e01IbIIOr0 —
O-KCTOIIy TapOBOIO.

bioximiuHe 3HaueHHS TpaHCAMiHYyBaHHS CyTTEBO BiIPI3HAETHCS B Pi3HUX OpraHax.

Y neuinyi pons TpaHcaMiHyBaBaHHS TIOJIATAE B HOTO KOIeKMOPHIti (hyHKYii, TOOTO
30MpaHHI aMiHOTPYII BiJl PI3HUX aMiHOKHCIIOT MEePEBaKHO B OIHIN MOJEKYISApHii
¢dopmi — y Bunisizii L-mimyTaMiHoBoOT KucoTr. bioxiMiuHMIA CEHC TaKOTO MPOIIECY OIS
rae B TOMY, [0 came L-riryTamar € OCHOBHUM CyOCTpaTroM peaKiiiii 0e3aminyéarHs, TOOTO
MoCTa4aIbHAKOM aMiHOTPYI Ha MeTaOOIUHHIA IUISIX YTBOPEHHS CEUOBUHH — KiHIIe-
BOTO ITPOIYKTY a30THCTOrO KaTtaOoi3my.

Y m’azax cripaMoBaHicTh peakuiil TpaHCaMiHyBaHHS IPU3BOANUTH A0 YTBOPEHHS
3HAYHOI KiJIBKOCTI aaHiny (3a paXyHOK IepeaMiHyBaHHS aMiHOKHCIIOT 3 IpyBaToOM),
10 BUAUISETHCS B KPOB’STHE PYCIIO 1 OTIMHAETHCS TEMATOUTAMM; B ITEYIHIII aJaHiH
3HOBY TIEPETBOPIOETHCS Ha TIPYBAT, SIKMI BUKOPHCTOBYETHCSI B ITFOKOHEOTeHe31 (2770-
KO030-an1aHiHO8UL YUK — JIUB. TIaBy 12).

17.3. JESAMIHYBAHHSA AMIHOKHUCJIOT

VY KIiTHHAX JIOAMHY 1 TBAPUH HAHOUIBII aKTHBHO Jle3aMiHy€eThesl L-rimyTamiHoBa
KHCIIOTA; TIPOIIEC BiZIOYBAEThCS 32 MEXAHI3MOM OKUCTIFOBATILHOZ0 O€30MIHYBAHHSL, 3T1ITHO
3 PIBHSHHSM:

L-I'myramar o-IminormyTapar o-Ketormyrapar + NH,
COOH i wam+ i COOH 110 COOH
CH, § f CIH ) K, CH,

| — | +
CH, 0 CH, @ o, TN
| I
H(I: —NH, (IJZNH C| =0
COOH COOH COOH
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[Nepmmii erarn — yTBOPEHHS O-IMIHOTITy TapaTy — KarajizyeTbes pepmenrom HAJI-
3AJIKHOIO 2IyMamMamoeciopoeeHasoio, 1o JOKaTi30BaHa B MITOXOH/IPISIX; IPYTHIA eTar —
YTBOPEHHSI Ol-KETOTITyTapary — € HehepMeHTaTUBHUM. OL- KeTormyTapar, 1o yrBopHBCH,
OKHCITIOETHCSI B IIUKJTL TPUKAPOOHOBHX KHCIIOT, @ aMiaK OITMHAETHCS ()ePMEHTaTHBHOO
CHCTEMOIO CHHTE3Y CEUOBHHHU.

3BOpPOTHHUH MpOIIeC — BiTHOBIIOBAJILHE aMiHYBaHHS Ol-KeTODTyTapary 1o L-riyra-
Mary — MOXKe repedirati B 1UTO30M TpH y4acTti nutozonsHoi HA JId-3anexHoi
DIyTaMaTAeriporeHass i OyTH TOTIOMIKHIM MeXaHi3MOM 3B’ 3yBaHHS aMiaKy.

Henpame oezaminyeanna L-aminokuciom

Ockinbku L-rityTaMar € aMiHOKHCIIOTOIO, L0 YTBOPIOETBCS TIPU TPaHCaMiHyBaHHI
Oinbriocti L-aminokucioT, Tewis L-mimyTamarierizporeHa3Hol peakiiii € IeHTpaIbHIM
O10XIMIYHIM MEXaHI3MOM, 3aBJISKH SIKOMY 3TIHCHIOETHCS JIe3aMiHyBaHHS OLTBIIIOCT] BUTHHIX
AMIHOKHCJIOT 1 YTBOPIOETHCS OCHOBHA KUTBKICTH aMiaKy B TBAPUHHOMY OpTaHi3Mi.
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Taxe nezamiHyBaHHS BUTBHUX L-aMiHOKHCIIOT 32 MEXaHI3MOM CHPSKEHHS peaKiii
TpaHcaMiHyBaHHS 3 Ol-KETONTY TAPATOM 1 OKUCITIOBAJILHOTO Jie3aMiHyBaHHs L-ryTamary
OTPUMAJIO Ha3BY HENPAMO20 Oe3aMIiHY6aAHHS:

L-I'nytamar

HAZ

L-0.-AMIHOKHCIOTH ﬁ»

+
a-Ketokucnoru o-Kertormyrapar HAJIH + H

Puc. 17.4. Cxema HenpsiMoro Ae3amiHyBaHHs L-aMiHOKHCJIOT.

Haii6inbIin akTHBHO HempsiMe Jie3aMiHYBaHHSI aMiHOKHCIIOT 33 yYacTIO TTyTaMar-
JIeT1IporeHas3  BiI0yBa€eThCs B TIEHIHITI, /Ie aMiak, 10 3BITbHIOETHCS, HATIXOIUTD Y TIHKIT
CCYOBUHOYTBOPCHHSI.

Oxcnpasu L- ta D-aminokucior

V nediHi i HUPKax MiCTAThCS PePMEHTH — OKCHa3u aMiHOKUCIOT. e praBonporeinu (PIT), 1o karanizyoTh
peaxiiii OKUCITIOBAIBHOTO Je3aMiHyBaHHs L- Ta D-aMiHOKHCIIOT 3 YTBOPEHHSM MEPEKUCY BOIHIO:

OI1 ®II—H, H,0 NH;
L-(-)-Aminokwucnora M L~(1-)-Iminokuciora M o-Kerokucnora

(I)H—H2+02 —— (I)H+H202

Oxkcupasu L-aminokucior € ®MH-3anexxHumu, okcruaasu D-amiHokucaoT — DA JI-3anexxHuMH (epMeHTaMu.
I[Tepexuc BOIHIO € TOKCHYHUM METa00IIiTOM, IO iHILII0E HePEeKUCHE OKUCIEHH MeMOpaHHUX (OoChOIIIMiNiB KIIITHHH.
3HEUIKOHKEHHS TIEPEKHUCY BOIHIO JOCATAECTHCS HOTro PO3IIEIICHHIM Kamaiazoio IePOKCUCOM:

H,0,—»H,0+120,

Oxcupasu L- ta D-aMiHOKHCIIOT 32 (hi3i0JI0rYHIX YMOB € MaJIOAKTHBHIMH (DepMEHTaMH, 1 iX G10XiMiUHE 3HAYCHHS
OCTaTOYHO He3 sICOBaHE.

17.4