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®daxropu, 1110 BU3HA4Yat0Th yTBOpeHHs AT® npu nuxaHH1
Sk peryntoeThest okucHe hochopusTyBaHHS

BinbHe nuxaHHs

Tepmorenes n quxaHHs

€ 1'ATh PIBHIB PEryJIOBaHHS OKUCHOTO (hOChHOPHITIOBAHHS

— npsiMa  MOJIYJALIS KIHETHYHHUX [apaMeTpiB  JAHUIOTY €JIeKTPOHHOIO
TPaHCHIOPTY;

— PEryjiloBaHHs BHYTPIIHBOI €(EKTUBHICTI OKUCHOTO (hochopHiItoBaHHS
(3MiHaMH B TPOTOH MPOBIIHOCTI, B MIpl OKUCHOTO (QocdopuiatoBaHHs abo
YTBOPEHHS KaHAIIB JIAHLIOTa €JEKTPOHHOTO TPAHCIOPTY MPOMIKHUX
cyOcTpartiB);

— JMHaMIKa MITOXOHAPIAIbHUX MEpex (3MUTTS, TOALI, PYXJIUBICTH,
MeMOpaHHI JIIMAH, CKiIad, HAOPsK);

— MITOXOH/IpiaJIbHUI O10reHe3 1 Aerpajalis;

— KJIITUHHE Ta MITOXOHApiadbHE MIKPOCEPEIOBHUIIIC.

E¢exTuBHicTh 0OKHCHOTO0 ochopuIIOBAHHS I CTAH JUXAHHSHA

EdektuBHicTh OKuUCHOTO  (ochHOpUSIyBaHHS 3aJ€KUTh Bl HAJIXOJKEHHS
BITHOBHUX €KBIBAJICHTIB B €JICKTPOH-TPAHCIOTHUHN JIAHLIIOT 1 aKTUBHOCTI OKPEMHUX
(dhepMeHTIB a00 HEepMEHTHUX KOMIUICKCIB.

OnTtumanbHa €QEeKTHBHICTH 1 KOE(IIEHT MOTOKY BHM3HAYalOTHCA KOHTPOJIEM
koMIuiekcy | (BimoOparkae IHTETpOBaHHUM KIITUHHUHN NUIAX) Ta KoMIuiekcy 11 (tisx
nepeBaXHO TPUKAPOOHOBUX KUCIOT LIMKI)

BucHaxxeHHsT MeTaOOMITIB UKy TPUKApOOHOBUX KUCIIOT BiIIrpae BaxKJIMBY POJIb
B YIIPaBJIiHHI IOTOKOM OKHUCHOTO (pochOpHIIIOBaHHS.

JUist  OCATHEHHST MAaKCUMaJbHOTO JMXaHHA TMOTPiOHI MOTIK €JEeKTPOHIB 1
BinHOBIeHHs cyocTpatiB LITK. Oxuche hochopunyBaHHs yHnpaBiaseThCs

TaKOX HAsBHICTIO aJleHO3UH-5'-1udocdar s TpaHCHopTepy aJIeHIH HYKICOTH Y
BHYTPIIIHBOI MITOXOHAPiaJIbHOI MeMOpaHi.

Kommneke I mponoHyeTbess paxyBaTH BiANOBIIATbHUM 3a aIallTUBHI

3MIHM Ta €(pEeKTUBHICTH OKUCHOTO (hochopmiitoBaHHsS B (i310JOTTYHUX YMOBAX.
CrexiomeTpuyHa €(EKTUBHICTb  OKHCHOTO (ochOpUITIOBAHHS BHU3HAYAETHCS
KUIBKICTIO HeopraHiyHoro Qocdary (Pi), mo  BKIIOYaeThbCs B aJCHO3MH-5'-
TpudocdaTy Ha KHUCEHb, 1110 CIIOKUBAETHCS.

Oxucnennss cyocrtpariB 1 QocopumoBannss A/l® B MITOXOHAPISIX MIIHO
noennani. IlIBuakicte BukopuctanHs AT® perynioe MWBUAKICTb IMOTOKY
enektpoHiB B ETJI . fAxkmo AT® He BUKOPUCTOBYETHCS 1 HOro KOHIIEHTpallisi B
KJIITUHAX 3POCTA€, TO NMPUIUHSAETHCA 1 MOTIK €JIEKTPOHIB J0 KHUCHIO. 3 1HIIOTO
ooky, Butpata ATD 1 nepemeopennus tioco 6 AHD 36invuye oOKucieHHs
cyocmpamie [ NO2NUHAHHA KUCHIO. 3aNedcHiCmb  IHMEeHCUBHOCMI  OUXAHHS



Nekuina. OkucHe doc popunysaHHs. KoHTpob NpoayKuii ATO

MimoxonOpiu  8i0 kKouyenmpayii AJD Hazusaromeb OuUXAlIbHUM KOHMPOJIEM.
MexaHi3M JUXaJIbHOTO KOHTPOJIO XapaKTePHU3YEThCS BHUCOKOI TOYHICTIO 1 Mae
BAXJIMBE 3HAYCHHS, TaK SK B pe3yjibTaTli WOro Aii MBUAKICTH cuHTE3y AT
BiMOBiae moTpedamM KIiTUHU B eHeprii. 3amaciB AT® B KIITII HE ICHYE.
BinnocHi konnentpanii AT® / AJID y TkaHrHaX 3MIHIOIOTHCS Y BY3bKHX MEXKaX,
B TOM Yac sIK CIIOKUBAaHHS €HEPrii KIITHHOI0, TOOTO YacToTa 00epTiB Hukiay AT i
AJ1®, Moxe 3MIHIOBAaTUCS B IECSATKH pas3iB.

3aransHuit BMicT AT® B opranizmi 30-50 r, ane koxHa monekyna AT® B kiituH1"
KUBe'" MEHIIe XBWIMHU. Y 100y y mtoauHu cunre3yerbes 40-60 kr AT 1 cTuibku
XK posnangaerbes. 30uTblIeHHs KoHueHTpamii AJ[® HeraitHo TPU3BOAUTH M0
MPUCKOPEHHS TUXaHHS 1 (HochHOpHIIIOBaHHS.

Tpaucnopt AT® i A/I® yepe3 meMOpaHu MITOXOHAPIH

Y OimblIOCTI €YyKapiOTUYHUX KJIITHH CHUHTE3 OCHOBHOI KiibkocTi AT®
BIIOYBa€ThCS BCEpeAMHI MITOXOHIpIi, a ocHOBHI crnoxkuBadi AT® po3sramoBaHi
no3a Hew. 3 IHIIOro OOKy, B MAaTPUKCI MITOXOHAPIM MOBUHHA MiATPUMYBATHCS
noctatHa koHueHtpamis AJ[D. i 3apsmkeHi MOJEKYJIH HE MOXYTh CaAMOCTIHHO
MPOUTH Yepe3 JMiAHuNA map memOpaH. BHyTpimiHg MemOpaHa HENMpPOHUKHA IS
3apsAKEHUX 1 TIApO(UIBHUX PEYOBUH, ajie B HIM MICTUTBCS MMEBHA KUIBKICTh
TPaHCIIOPTEPIB, BUOIPKOBO MEPEHOCATH MOAI0HI MOJIEKYJIU 3 IIUTO30JII0 B MAaTPUKC
13 MaTPUKCY B IIUTO30.Ib.

VY memOpani € Outok AT® / AID - anTinoprep, 3A1MCHIOE NMEPEHECEHHS LUX
MeTabomiTiB yepe3 meMOpany. Monekyna AJI® Hagxoauth B MITOXOHAPIAIBHUN
MaTPHUKC TUTBKU 32 YMOBU BUX0AY Mosiekyiu AT® 3 matpukcy.

PymriiiHa cuia takoro oOMiHy - MEMOpaHHUI MOTEHITia)l IEPEHECEHHS €JIEKTPOHIB
no ETJI. Po3paxynku moka3yiots, mo Ha TpaHcnopT AT® 1 A/I® BurpayaeThcs
0JIM3BKO YBEPT1 BUIbHOI €HEPrii MPOTOHHOTO MOTEHIIaNy. [HIIl TpaHCTIOPTEPH TEXK
MOXXYTh  BHUKOPHCTOBYBATH €HEPril0  €JIEKTPOXIMIYHOTO rpanieHtra. Tax
MEPEHOCUTHCSI BCEPEUHY MITOXOHApIT Heopraniunuii ¢docdar, HEOOXITHUN A
cunte3y AT®. be3snocepeaHim KepesioM BUIbHOT €HEpTil 1Sl TPAHCIIOPTY Ca’" B
MaTPHUKC TAKOX CIYXUTh IPOTOHHHUI MOTEHI1al, a He eHepriss ATO.

Po3'ennanns nuxanus i pocopunroBanus

Jlesiki XiMiuH1 pe4OBUHH ( TPOTOHO(OPH ) MOXKYTh MEPEHOCUTH MPOTOHU a00 1HIII
ionn (ioHodopu) 3 MDKMEMOPAHHOTO MPOCTOPY uepe3 MeMOpaHy B MAaTpPUKC,
MUHatO4YM TpoToHHI KaHamu AT®d- cunTasu. B pe3ynbTaTi 1BOTO 3HUKAE
eNeKmMpOXiMIiYHUYL nomenyian 1 npununsecmocs cuumes ATD. I[le sasuwe
Hazusaroms po3'€eOHanuaAM ouxanusa i @ocgopunrosanus . B pesynbTaTi
po3'enHanns KutbkKicThb AT® 3Hmxkyerbcss, a AJ[D 30uIbIIyeTBCS. Y 1BOMY
BUNaaAKy mBUAKiCT, okucienHs HAJIH 1 ®AJIH2 3poctae, 3poctae 1 KiIbKICTh
MOTJIMHEHOTO KHUCHIO, ajieé €Hepris BUIUISETHCA Y BUTIIAL TEIUIOTH, 1 KOSPIIIEHT
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P/O pi3ko 3HMXKY€eThCs. SIK mpaBuiio, pa3oOLIUTeNi - JINo(UIbHI PEUOBUHHU, JIETKO
IPOXOJATh Yepe3 JiMigHui map memMOpanu. OgHe 3 TakuX pedyoBUH - 2,4 -
IUHITPO(EHON, JIErKO MepeXOoAuTh 3 10HI30BaHOI (OpMU B HEIOHI30BaHY,
NPUENHYIOUM MPOTOH B MDKMEMOpPaHHOMY MpPOCTOpiI 1 NEPeHOCAYd HOro B
MaTpPHKC.

[Ipuknagamu pa3o0MIMTENIB MOXYTh OYyTH TaKoXX JesKi JIKW, HalpuKIaj
JUKyMapoJ - aHTUKOAryJstHT abo MeTa0oJiTH, SIKi YTBOPIOIOTHCS B OpraHi3Mi,
OUTIpyO1H - MPOAYKT KaTabOoIi3My TeMa, TAPOKCHH - TOPMOH IIIUTOBUIHOT 3aJI03H.

Tepmoperyasitopnas pynkuis ETJI

Ha cunrte3 monekyn AT® Butpauaetscsa npubnusno 40-45 % Bciei eneprii
eJNEeKTPOHIB, fAKl mepeHocatbess mo LIIE, npubnuzno 25 % ButpayaeThcs Ha
poOOTy 3 TMepeHeceHHs pEeYoBUH uyepe3 MeMOpaHy. I[HIIa yacTuHa eHeprii
PO3CIIOETBCS Y BUTJISI TETNIOTH 1 BAKOPUCTOBYETHCS TETNIOKPOBHUMHU TBapUHAMU
Ha MIATPUMKY Temneparypu Tuta. Kpim Toro, mogaTkoBa OCBITa TEIJIOTH MOXKE
BiIOyBaTHCS TpU poO3'eAHAHHS JuxaHHA 1 ¢ocdopuntoBanHsi. Po3'eqHaHHs
OKHCHOTO (hocopuiiroBaHHsT MOke OyTH 010JI0T1YHO KOpUCHUM. BOHO m03BoIsie
reHepyBaTu TEIUIO JUIsl MIATPUMKH TEMIEpaTypu Tila y HOBOHAPOIXKEHUX, Y
3UMHECTISIIIMX TBAapWMH 1 y BCIX CCaBLIB B MpoOIEcCl aaanTamii 10 Xonoxy. Y
HOBOHAPOJ/KEHHMX, & TAaKOXK 3MMHECIISIIUX TBAapUH ICHYE OCOOJIMBAa TKaHHMHA, IO
CHEIlaNI3yeThCSl HAa  TEIUIONPOAYKILII HUIIXOM  poO3'€qHAHHSA JMXaHHA 1
dbochopunioBanHs - Oypuid xup. bypuil kup MicTUTH Oarato MITOXOHApIH. Y
MeMOpaHi MITOXOH/IPiN € BETUKUIA HAJJIUIIOK IUXaIbHUX (PEpMEHTIB B OPIBHSIHHI
3 AT®-cunrazoro. baumzpko 10 % Bcix OUIKIB mpunanae Ha TakK 3BaHUU
po3'eHYyBaNbHUI OUTOK - TepMOTreHiH. bypuil )kup € y HOBOHapOIXKEHUX, ajie Horo
MPAKTUYHO HEMAa€ y JOpOcCioi JMoJuHU. B ocTaHHl poku 3'sBuiuca ¢GakTh, 110
CBIIYAaTh MpPO ICHYBaHHS B MITOXOHIPISX PI3HUX OpraHiB 1 TKAHWH CCaBLIB
pa3zo0marmmmux OUIKIB,CX0XKIX 3a CBOEI CTPYKTYpOIO Ha TEepMOreHIH Oypoi
KUPOBOi TKAHUHH. 32 CBOEIO CTPYKTYPOIO TepMoreHiH onu3bkuii 10 AT® / AJ1D -
aHTIOpTEPY, ajie HEe 3JaTHUHN 0 TPAHCIIOPTY HYKIEOTUAIB, X04ua 30epir 31aTHICTh
MEPEeHOCUTH aHIOHU >KUPHHUX KHUCIOT, SIKM 3J1aTHI pa3’edHyBaTH [HUXaHHS Ta
OKHCHE (pochOopHITyBaHHS.

Ha 30BHIIIHIA CTOpOHI MeMOpaHU aHIOH XUPHOI KUCIOTH MPHUEAHYE MPOTOH 1 B
TaKOMY BWIJISI[[I TEpeTUHAae MeMOpaHy; Ha BHYTPIIIHIA CTOpPOHI MeMOpaHu
JUCOLIIOE, BIIJAI0OUYM MPOTOH B MATPUKC 1 TUM CaMUM 3HHXKYE MPOTOHHUU
rpajieHT. YTBOPEHUN aHIOH MOBEPTAETHCS HA 30BHIIIHIO CTOPOHY MeMOpaHH 3a
nonomoroo AT®/AJID - antinoprepa.

[Ipy 0XOJIOMKEHHI CTUMYIIOETHCS 3BUIBHEHHS HOpaJpEHalIiHy 3 3aKiHYeHb
CUMIIaTUYHUX HEpBIB. B pe3ynbrari BinOyBaloThCs akTUBALliA JiMa3d B KUPOBIH
TKaHMHI 1 MOOUTI3allis KUPY 3 )KUPOBHUX AENO. YTBOPEHI BUIbHI KUPHI KUCIOTU
CIIy’)KaTh HE TUIbKHM " manuBoM", a i HAWBaXIHMBIIIMM PETYJISITOPOM PO3'€THAHHS
IUXaHHA 1 OocPOpPUITIOBAHHS.



Nekuina. OkucHe doc popunysaHHs. KoHTpob NpoayKuii ATO
II]o make P/ O
T00TO CKUTbKM AT® 3p0o6e mapa eaeKTPOHIB, SO MPOiie MO JIAHIOTY?
[IpuOyTKOBICTh €J1EKTPOHHOTO TpaHCHOpTHOro nanmory 10 H' BigkauyeTscs 3a
napu enektpoHiB Bix HAJIH no xucHio
4 H + Bo3BepTatoTbes B MaTpuk 3a 1AT® B riuTo3o0:mi

10/4 = 2,5 nyist enexTpoHiB, 110 BXoasaTh ssk HAJITH
Jl5ist enexTpoHiB, 1mo BXoasTh sk cykuuHat (FADH?2), 6nusbko 6 H + 3akauyeTbest
B [IApH €JIEKTPOHIB 10 KUCHIO
6/4 = 1,5 nns eNeKTpoHIB, IO BXOASTH SIK CYKLIUHAT
HlyTTeni cucreMu eIeKTPOHHIB —e
Haii6inbima kuibkicte HAJIH, 1110 BUKOPUCTOBY€ETBCS B TPAHCIOPTI €IEKTPOHIB, €
uuTo3oibHu, ane HAJIH He nepeTnHae BHYTPILIHIO MEMOPAaHY MITOXOHAPIM.
Yro nenars?
[Ipaitoe cuctema nepeHOCHUKIB (TpaHcdepiB), K1 (PaKTUYHO HE MNEPEeHOCIUU
HA/IH, ane nepenocars H+.
['minepodocdartuuii Tpancdep 30epirae eaeKTpoHu B TiinepuH-3-D, skuil nepenae
enekTponn Ha DA/
Tpancdep Manar-acmaprar BHUKOPUCTOBYE MajaT AJisi MEPEHECEHHS EJIEKTPOHIB
yepe3 MeMOpaHy
Yuctuii Buxig ATO 3 rimoko3u
Le 3anexuTh BiJ TOr0, SKUH BUKOPUCTOBYETHCS TpaHchep!
30 AT 3a 1110K03H, SKILO BUKOPUCTOBYEThCS TpaHchep riinepuH-3-P
32 AT® 3a rinoko3H, K0 BUKOPUCTOBYEThCS TpaHchep ManaT ToOToO MakcCuMyM
30-32 ATO.
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Po3'eqHaHHS €JIEKTPOHHOIO TPAHCHIOPTY TAa OKHMCHOro ¢ochopuiaroBaHHs

Garrett & Grisham: Biochemistry, 2/e
Figure 21.30
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Pa3zo0uiiTesni mopymyroTh KOPCTKUMA 3B'A30K MK €JIEKTPOHHUM TPAHCHOPTOM 1
OKHMCHUM (ochHOpUITIOBAHHS MIJISXOM PO3CIFOBAHHS MPOTOHHOIO IpajieHTa.
Pazobmiteni € riagpopoOHI MOJNEKYIHM 3 JUCCOIIIOIOYMM TIPOTOHOM. BoHuU
KYPCYIOTh TYJU-CIOJIH uepe3 MeMOpaHy, HECYUH MPOTOHH, 100 PO3CIATH TPAIEHT.
ATO-AJID TpaHcaokasa

I tpancnopty AT® 13 MITOXOHIpIH B IUTOIJIA3My BHKOPUCTOBYETHCS
cnenudiuauit 11 ATD tpancnoptauit 6110k — AT® / AIlD — Tpancnokaza. Lle
IHTErpaJIbHUHN 010K, JJOKaJ130BaHUN Y BHYTPIIIHIM MeMOpaHi MiTOXOHIpiid. Mae 2
LIEHTPY 3B'ss3yBaHHA: 3 00Ky MaTtpukcy it AT®, 3oBH1 — a1 A®D. Ilpu 3mini
koHpopmarlii ATD / AJI® — tpancnokazu AJID nepeHocuThbest B MaTpukc, a ATD
— B MDKMeMOpaHHMM MPOCTIP, a MOTIM B IIUTOIUIA3MY, /1€ BUKOPUCTOBYEThCS. JIJIst
yTBOpeHHs AT® B MaTpUKC BECh Yac MOBUHEH HAAXOIUTH HeopraHiuHuil Gocdar
(®H). g uporo y BHYTPIIIHIM MeMOpaHi MITOXOHJpPIA € TPaHCIIOPTHA CHCTEMA,
sKa 3abe3nedye nepeHeceHHs pocdary B MaTPUKC COMPSIKEHHO 3 MEPEHECCHHSIM
H+. Ile 6110k — MepeHOCHUK, 10 Mae 2 HeHTpH 3B's3yBaHHsA: 1 OH 1 H+. OH 1
H+ pa3zom mepeHocAThCS 3 MDKMEMOPAHHOTO MPOCTOPY B MaTpuKc. PeuoBuHmn —
pa3o0mmTeIn OKHCIACHHS 1 docdoprmioBaHHsd MOXKYTh YTBOPIOBATH BJIACHI
MIPOTOHHI KaHAIM y BHYTPIIIHIM MeMOpaHi MITOXOHIpiid. ToMy "YacTHHA MPOTOHIB,
3aMICTh TOTO 1100 WTH Ha3aJ] B MAaTPUKC MO NMPOTOHHOMY KaHany AT® -cuHteTasu,
Wae TynoW II0 KaHajmaxX PEYOBHH — pa30oO0nIuTelliB. SKIIO KIITHHA OpraHizmMy
nepedyBae B yMOBax Crokoo, To AT® Maio BUKOPUCTOBYETHCS 1 HAKOMTUYYETHCH.
Tomy 3umxkyeTbes koHueHTparis AJ{D 1 @H. Y nux ymoBax AT®- cuHteTasa Bxke
He OTpUMy€e 3 IMTOmnasMu aocuth ¢dochary i AJAD mis cuntesy AT®D. Ti
AKTUBHICTh 3HUKYETHCS, 1 IIBUIKICTh PyXy IPOTOHIB 3 MIKMEMOpPaHHY IIPOCTOPY
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B MaTpUKC IO MPOTOHHOMY KaHaly IbOro ¢epMeHTy Tex mangae. Tomy
30epiraeTbcsi BUCOKUM IpaJIIEHT KOHLIEHTpAliid MPOTOHIB HA BHYTPILIHIA MeMOpaHi
MITOXOHJIpIM. Y TakuX yMOBax €HEprii MepeHEeCEHHS EeJEKTPOHIB MO JAHIIOTY
MITOXOHJIP1aJIbHOTO OKMCJICHHS B)KE€ HE BHUCTayae JyUIsi BUINTOBXyBaHHA H + 3
MaTpuKCcy B MbkMeMOpanHuil mipoctip. [lepeHeceHHs eNeKTpOHIB M0 AUXaTbHOMY
JAHIIOTY TaJIbMYEThCS, 1 TMPUIUHAETHCS OKUCIEHHS cyOcTpaTiB. Metabonizm y
KIITHHI peryoeTbes cTaBieHHIM ATOD / AJID, ske xapakTepu3ye eHepreTHIHUM
sapsan kiaituauo. Y Hopmi E3K = 0,85 — 0,90. Moxe 3minroBatucs Big 0 mo 1.
l'omoBHa (yHKIIST MITOXOHAPIAJILHOTO OKHUCIEHHS — 3a0€3MEeUeHHS OpraHizMy
3amacamu eHeprii y popmi ATO.ATD noBuHHA NEPEHOCUTHUCS 3 MITOXOHIPI!

Pathway ATP Yicld
e Calinse
Glycerol Makaie
1"'.|I1r\.|'||'uI:|' Aspariale
Shuttle Shuibe
{'-l}rn.'.‘_uui\; Fhu'l:ul 1o pyruvate n-_n-n.u]:.
Phosphorylation of glucose =1 =1
Fhospharylation of froctosetphosphate =1 =1
Dephasphorylation of 2 moleoules of 1.3-BPMCG 2 +2
|lrph!|\phlvr:||ili|!h af 2 moelecules of PEP +2 +2
Urxidation of 2 molecules of ghoerabdebyde-i-
phosphate vields 2 NAIDH
Pyruvate conversion to acelyk-Coh (mitochondria )
2 NADH
Citrie acid cycle (mitechondria)
2 molecules of GTF from 2 moeleoules
of succhnybCol +2 +2
Oxidation of 2 molecules cach of mocitrate,
irketoglularate, and malate vields 6 NADH
Dixklailon of 2 molecules of succhnaie !.Lrh!-. 2 |:|-.'|.|l||‘|
Oxidative phosphorviation (mitechondria)
2 MADH from “1!|n|-|:| L1 :u'rl:l 1.5 AT each il NADH
in oxidized by ghoerobphosphate shuttbe; 2.5 ATF
by malate-aspartate shaile +3 +5
Orxpilative dic u.rlHI-\._IlJ[i“II al 2 Evruvate b T @ rl._ll-{::l.-'l:
2 NADH produce 25 AT vach +5 +5
2 [[-'.-'l.]:IH_.I from each cliric acid q.:'lr pmdlln-
1.5 ATP cach +3 +5
6 MADH from citric acid oycle produce 2.5 ATF cach *15 * 15
Net Yield 30 .74

Nodes These PO ratios of 2.5 and 1.5 For mitechondrial oxidation of NAIDMH and [ FATVH |
are “commensus values,” Because they may nel rellect actual values and becanse these ratios
may change depending on metabolic conditom, these estimstes of ATP yield from glucoss

wxadation arc approximaie.



