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AT®-CUHTA3A MUTOXOHIPUI
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Cunre3 AT®, kak yHHUBEpCAILHOTO MCTOYHHKA
SHEPTUU B >KUBBIX OPraHU3Max, — HEOThemJeMast
YacTh JKU3HENEATENbHOCTH KJIEeTKH. OCHOBHBIM
criocobom obpaszoBanns ATD gBisieTcss OKUCTH-
tenpHOe Gochopunuporanue [1]. B kinerkax xu-
BOTHBIX OHO TIPOUCXOJUT B MUTOXOHIPHUSIX.

[Ipounecc  okucnutensHOro  (pochopunmupona-
HUSl TPEACTaBIISET COOOH pe3yibTaT COBMECTHOM
paboTHl AIeKTpoH-TpaHcmopTHOW 1enu (DTL) u
AT®-cunTazsl MutoxoHapuid. JTL BKIrO9aeT Tak
Ha3zpiBaemble kKomruiekcwhl: I — HAJIH-gerumpore-
Has3Hblll KoMIuieke, II — cykuumHatgeruaporeHasa
(emuHcTBeHHBIH (epmeHT nukna KpeOca, cBsizaH-
HBII ¢ MeMOpaHOW MHUTOXOHJPHUI; CIY)KUT Tepe-
HOCYMKOM D3JICKTPOHOB Ha yOmxwHOH), Il — mm-
ToXpoM-bcl-komrutekc, IV — muToxpom-c-okcumasa
u AT®-cuHTa3a, KOTOpas HHOTAA pacCMaTPUBACTCS
Kak V KOMIUIEKC LIeNH, XOTh U HE MPUHUMAET yda-
CTHS B TIpPOLIECCE NIepeHoca MIEKTPOHOB (pHc. 1).

CormacHo gaHHBIM ~ MeEXAyHapOAHOTO  CO-
1032 OMOXMMHUKOB M MOJICKYJSIPHBIX OHOJIOTOB,
MIPUHATOE B HACTOSIIEE BPEMsI Ha3BaHUeE 3TOro (ep-
MeHTa — H'-TpaHcmoprupyromas IByXCEKTOpHAs
AT®aza. Cucremaruueckoe Hazpanue — ATD-¢doc-
¢dorunponaza (H'-rpancnoprupytomas). pyrue
Ha3BaHWs HaHHOTO (hepmeHta — ATD-cuHTa3a,
Fi-AT®aza, FoF1-ATd-aza, H'-tpancmoprupyto-
mast AT®a3za, muroxonnpuansHas AT®daza, dak-

H+ H+ H+

4%

Pucynok 1. — Pacnonoscenue u 3aumoodeiicmeue komniexcos ITL] 6o enympenneit mem-
opane mumoxonopuit (I-V — komnnekcor ITL], Q — youxunon, C — yumoxpom C)
Figure 1. — Localization and interaction of ETC complexes on the inner membrane of mitochondria

(I-V — complexes, Q — ubiquinone, C — cytochrome C)
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topsl conpsikenus (Fo, F1 u CF1). B coBpemeHHOi
knaccuduraryu ATD-cuATa3a HAXOTUTCS IO HO-
Mepom 7.1.2.2 [2].

Cmpoenue u opzanuzayus AT@-cunmasot

CoBpEeMEHHBIM METO/IOM ONPEACICHUSI CTPYK-
Typel u opranuzauun AT®-cuHTa3 opraHU3MOB
SBIISIETCSl KPHOAJIEKTPOHHAS! MUKPOCKOIIHS, TI03BO-
JSIIOILAST BU3YAJIM3UPOBATh CTPYKTYPY MHOXKECTBA
XA0THUYECKH PACIIOJIOKEHHBIX MaKpOMOJIEKYN 0e3
MX KPUCTAJUTM3AIMH U TT0JTy4aTh BBICOKOKAYEeCTBEH-
Hoe 3D-un3o0paxenue [3].

MutoxonapuansHas AT®-cuHTa3a MiIeKOMUTa-
IOLIMX UMEET BHJ I'pPUOOBHIHON CTPYKTYpBI C Ka-
HaJIOM BHYTPH M BKJIIOYAET JIBA KOMIIOHEHTA, OANH
u3 KoTtopeix — Fo (wnmu daxtop compspkenus Fo,
rlie UHJEKC «0» 0003HayaeT OJUTOMHUIUH) — TPO-
HU3BIBACT BHYTPEHHIOIO MEMOpaHy MUTOXOHJPHH,
runpodobden; Bropoit — F1 (cokpaiuenue ot «fraction
1» (uacte 1), wnmm daxrtop compspkenus F ) — pac-
oJIaraeTcsl B MaTpHKce, THAPOGmIbHbIH. Kakmbrit
U3 OTHX KOMIIOHEHTOB B CBOIO OY€peb COCTOUT U3
MHOJKECTBa cyObeaunuil [4, 5, 6].

KommnonenT F1 — sykapHoT, SIBISIOMIMNACS «TO-
JIOBHOW» YacThlO0 TPUOOBUAHON CTPYKTYpHI, — CO-
CTOUT M3 JIEBATH CyOBEIMHMIL TPEX O U TpexX P u
o oJtHOH v, 0 W € [6]. [lomumenTUAHBIE TIETTH O, U
B pacrionoxeHsl TakuM 00pa3oM, 4TO (GOPMUPYIOT
m1apooOpasHelii  reKcamep
(aB)3 ¢ mecThro cadTamu
CBSI3bIBaHUS (TPU M3 KOTO-
PBIX — KaTaJUTUYECKUE U
TPpH — HEKATATUTHICCKUE)
1 ToJIoCThIO [7]. B momocth
rekcamepa (of)3 pacrosna-
rafloTcsi CyObeAMHULBI Y H
€, IPU 3TOM 7Y pacrojiaraer-
Csl M BpallaeTcs MOA YIJIOM
120° k Tekcamepy; 0-cyOb-
eIMHMIIA pacrioiaraercsl Ha
Hapy>KHOH cTOpoHe. Bmecte
9TH TPH CYOBEAWHHIIBI BXO-
ISIT B COCTaB IIEHTPAIBLHOTO
crepxHs [4, 7] (puc. 2).

HocTtaTouHo HU3ydeHa
Fi1Fo-AT®-cunraza, wu3onm-
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pOBaHHAs W3 MUTOXOHIPHI OBIYBHX KapIHOMHOIIH-
TOB. B TeyeHne POTAIIOHHOTO IMKJIa OHA U3MEHSET
CBOIO CTPYKTYpY, IPUHUMAsT pa3Hble KOH(OPMAIHH.
CrpykTypa KoHpOpMaIuii Oblia Onpee/icHa U u3y-
yeHa [8] (puc. 2).

F1

Fo

Pucynox 2. — Cmpykmypa AT®-cunmazol mumoxonopuii
OblubUx Kapouomuoyumos, kongopmayus la (OSCP, Fé, d,
bi1, c10, a, f, 7, 0, € — cydveounuyw) [8/

Figure 2. — Structure of ATP synthase of mitochondria of bovine
cardiomyocytes (OSCP, Fs, d, b1, c10, a, B, y, J, € — subunits) [8]

Becbma BaxkeH TOT (paKT, 94TO KIIFOUEBBIMHA KOM-
nmoHeHTamMu 715 coopku AT®P-crHTa3bI BHICTYIIAIOT
vy u & cyObenuuuipl. Hemoctarok 3tux cyObeau-
HUI[ WK UX Je()EKThI SIBJISIOTCS MPEIIOChUTKAMU
st cHmkenusa xommuectBa ATd-cuntasel. B 1O
JKe BpeMsl OTCYTCTBHE y HU3IIUX DYKAPHOT Y-CyOh-
SIUHUITBI HE KPUTHYHO — Tekcamep (of3)3 ocTaeTcs
CTaOMIIBHBIM, YTO COTPOBOXKIAETCS KOMIIEHCATOP-
HBEIMU MYTAallUSIMH B T€HE, KOMUPYIOIIEM CyObenu-
nuny B [9, 10].

Komnonent Fo AT®-cunTa3bl BechbMa Bapuade-
JIeH, B 3aBUCHMOCTH OT BHJIa OPTaHW3Ma B HEM BO3-
MOXKHO Hajn4due OOJIBIIET0 MM MEHBIIETr0 KOJH-
yectBa cyowrenunut [11]. Fo cocTouT u3 c-xomnpna
(poTOpHOTO KOJBIIA), COMEPIKAIIETO 8 KO CyOh-
€/IMHUIIBI, ¥ OJTHOW KOIHUU KaXKJI0U U3 CyOheIMHUIL
aub[4,5, 6]. C-konblo cBsi3aHO C b-cyObeauHN-
el yepes a-cyoreaunuity [4, 7]. Kpome atux tpex
OCHOBHBIX CyOBEIMHUI, KOTOPBIE TIPUCYTCTBYIOT (B
TOM YHCIie) U y OaKTepuil, y 9yKapuoT UMEIOTCS U
JIPYTHUE: OTUTOMUIIMH-IYYBCTBUTEIIBHBIN OCIIOK, UITH
OSCP (cBoe Ha3BaHME OENOK MOyYMI Oyaroaaps
AHTHOWOTUKY OJIUTOMUIIMHY, JEHCTBUE KOTOPOTO
nogasisiet aeiictBue AT®-cunTaspn) [12]), a Takxke
b, d, Fe, naorna — f, e u g. OyHKIMH HEKOTOPHIX
W3 3TUX CyOBEIUHUI] 0 CUX TIOP HE YCTAHOBIICHBI.
W3BectHO, uTO cyOBenuHuUIKLI b, d, f, e, g u Fo dop-
MUpYIOT nepudepuyeckuii crepskeHb AT®O-cunTa-
30l [4, 5] (puc. 2).

Huamerp daxrtopa comnpsbkenust F1 mocturaer
9 HM, nostomy AT®-cUHTa3y MOXHO YBUIEThb B
3JIIEKTPOHHOM MHKPOCKOIIE Ha KPUCTaX BHYTPEHHEH
MeMOpaHbl MUTOXOHApUH (puc. 3) [13].

Dynukyuu u mexanuzmot pavomot ATD-cunmasoi

AT®-cuHTa3a UCIIONIB3YET SHEPTUIO, CO3IaHHYIO
IIPOTOHHBIM JICKTPOXUMHUYECKUM IPATUEHTOM, AJIs

JKypuan ['potHEHCKOTO TOCYAapCTBEHHOTO MEAMIIMHCKOTO YHUBEpcuTeTa, Tom 18, Ne 6, 2020
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Pucynoxk 3. — Pacnonosxcenue AT@-cunma3svl Ha 6HympeH-

Hell memopane mumoxondpuii Polytomella sp. A — kpucmut
GHYMPEHHell MeMOPAHbL MUMOXOHOPUIL, OKPYIHCEeHHblE OUMe-
pamu AT®-cunma3zvl; B — ceemenmuposannan cmpykmypa,

nokazvléarowyan pacnonoxcenue oumepos ATD-cunmasol

(6HympeHnHnaa memopana — 201yoasn, HapyIHcHaA MeMOpana

— cepas, AT®-cunmasa — scenmasn); C — Kpucma mumo-

XOHOPUIL, OKPYHCEHHAA U (CHOPMUPOSANHAA) OUMEPAMU.

Kpuoanekmponnaa mukpockonusa [13]

Figure 3. — Localization of ATP synthase on the inner membrane of
mitochondria of Polytomella sp. A — cristae of the inner membrane of
mitochondria, surrounded with ATP synthase dimers; B — segmented

structure showing localization of ATP synthase dimers (inner
membrane — blue, outer membrane — grey, ATP synthase — yellow);

C — crista of mitochondria, surrounded with “formed” dimers. Cryo-

EM [13]

dochopunuporanust AJJd B ATD B KOMIIOHEHTE
F1 [14]. Mexanu3Mm ee paOOThl HOCUT Ha3BaHUE PO-
TallMOHHOTO, WM BpalllaTeIbHOro KaTtanusza [15].
B Teuenue nomaHOro 000poTa CyOBEIUHUIIBI ¥ KaXK-
IIBIA KaTaTUTHICCKUH CaliT MEHsCT TpHu KOH(bOopMa-
1mu [16]. [Ipu 5TOM MOXKHO BBIICIHUTD ABE QyHKITH-
oHasbHBIE YacTu B AT®-cuHTa3e — IBUKYUIYIOCH,
TaK Ha3bIBAEMBII POTOpP (C-KOJBIIO, ¥, O U €) U CTa-
top (Fe, omuroMuIiH-cBs3bIBatONINI OCIIOK, o, 3, a,
bud)[4].

Mexanamsm pabotel AT®O-cHHTa3BI TMPEACTaB-
JSETCST CIEAYIOIUM: TeHepupyemas MPOTOHHBIM
TPaJME€HTOM DHEPTUs TOCTABISAETCS U3 MEXKMEM-
OpaHHOTO MPOCTPAHCTBA B MATPHUKC Yepe3 BHYTPEH-
HIOIO0 MeMOpaHy ¢ noMo1Ibio Fo koMoHneHTa; 3arem
MPOTOHHBIA FPANUEHT CO3AAET MPOTOH-ABMKYLIYIO
CUJIy, BKIIIOYANOIIYIO0 pa3HOCTh pH u anekTpuue-
CKHil MeMOpaHHbBIN oTeHnai [ 17]; BBICBOOOXKIEH-
Has 3a CYeT ATOT0 PHEPTUs MPHUBOIUT B JIBUKEHHE
JIBa POTAIMOHHBIX JBUTATEINS, CBS3aHHBIX JIPYT C
Ipyrom — c-konblo B Fo u vy, d, € cyObequHUIBI B
F1[18], mpuuem uMeHHO BpalleHue Y-CyObeIHHNLIBI
obecrieunBaet sHEpTHto I cuHTe3a ATO.

3HaYUTENbHBIA BKJIQJ B W3YYEHHE MeXaHU3Ma
pabotel AT®-cuHTa3bl BHECHA TpyNNa STOHCKHX
YYEHBIX, CyMEBIINX «IPUKpenuTh» K F1-ATd-cun-
Ta3e MarHUTHBIC YACTHUIBl U IPUBECTH €€ B JACi-
crBue. [Ipu nBUXKEHUU MO 4YaCOBOM CTPEINIKE IIPOUC-
xoaun cuate3 AT® B konuyecTBe 5 MOJIEKYJ B ce-
KYHIy, & TIpH JIBIDKCHUU MPOTHUB YACOBOM CTPEIIKU
WIM OTCYTCTBHH JIBWYKEHHS COBEpILNAJICS THAPOIU3
AT® [19]. IlpumeuaTtennHo u To, uTo ATD-cunTaza
OTIIMYAETCSl YPE3BBIYAIHO BBICOKUM KOA((DUITUCH-
TOM TIOJIE3HOTO JIeHcTBUS — 6mu3kuM Kk 100% [20].

AT®-cuHTa3a cIocoOHa OCYIIECTBISITh B 00paT-
HBI POTAIMOHHOMY KaTaJH3y MPOLECC — THAPOITU3
ATO®, nepekaunBaTh MPOTOHBI Y€pe3 BHYTPEHHIOIO
MeMOpaHy. B HOpManbHO (DyHKIIMOHUPYIONUX MH-
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ToxoHIpusix AT®d-cuHTa3a paboTaeT B HaIpaBie-
Hun cuaTe3a AT®. Ecin ke HOpMalbHOE TeUCHUE
NIBIXaHUS B MUTOXOHJPHUSAX TIOJIBEPracTCsl PUCKY,
AT®-cruHTa3a HAUMHAET OCYIIECTBIISATH TPOLIECC TU-
nponuza AT®, HO MOCKONBKY paciiernyieHie 00Jb-
moro xkonnuectBa ATD HexenmarenpHo, ATD-cun-
Taza WHTHOUPYETCS OCOOBIM OenkoM — (haKTopoM
narubuposanus IF1 [4, 21]. Ero akTmBHOCTH 3a-
BUCHUT OT ypoBH: pH n Onokupyer Fi-AT®D-azuyro
aKTUBHOCTb [22], CBA3BIBASCH C ABYMs Y4acTKaMH
F1 xommoneHTa, UrpaeT UCKIIOYUTEIBHO BaXXHYIO
POJIb B 3allIUTE KJIECTOK Ipu umemuu [17, 23].

WNnorga AT®-cuHTa3a HE cIOCOOHA BBITIOIHATH
¢dbyakuto cuaTe3a AT® — Tak TPOUCXOIUT B Oypoit
)upoBod Tkauw. OxuciautenbHoe (Hochopumupo-
BaHHUE B €€ KJIETKAaX HaXOJUTCs Ha KpaifHe HHU3KOM
YPOBHE BCIIE/ICTBHE NPUCYTCTBUSI OelKa TepMmore-
nuHa UCP1 [24], oTHOCsmerocs Kk TpaHCMeMOpaH-
HBIM pa3oOmaronuM OenmkaM. MeXaHu3M ero nei-
CTBUS 3aKJIIOYAETCS B YBEITMUEHUH TPOHUIIAEMOCTH
BHYTpEHHEH MeMOpaHbI [T MPOTOHOB, YTO 33 CYET
pa3o0IeHHs KIETOYHOTO JBIXaHUS ¥ OKUCIUTEIb-
HOro (hocoprwiIMpoBaHuUs BEAET K 3HAYUTEITBHOMY
CHIDKEHHUIO TIPOTOHHOTO TPAJMEHTa M CHUKEHUIO
cunre3a AT [25, 26].

Kpome sneprocuabxenus, ATd-cuHTa3a yd4a-
CTByeT M B (DOPMHPOBAHUU CTPYKTYpPhl KPHUCT
BHYTpEeHHel MeMOpaHbl MUTOXOHIpui [27, 28].
OTO OCYyLIECTBJIETCS 3a CYET CYIEeCTBOBAHUSA
AT®-cuHTa3zel B BUAe V-00pa3HBIX IHNMEPOB C
yraom 70-90° mexnmy ¢parmeHTamMu ammepa, Ko-
TOpBIE COEMHSIOTCS B TaK HAa3BIBAEMBIC «JICHTHD»,
pacroioKeHHbIe BJIOJIb CHIIBHO M30THYTBHIX KpaeB
KPUCT BHYTPEHHEH MeMOpaHbl U «PaCTSTHBAIOIIH-
ecs» Ha coTHU HaHomeTpoB [10, 13, 28, 29, 30, 31].
C 1oMoIIIBI0 3TIEKTPOHHON KpruoToMorpaduu ObLIO
JoKa3aHo, 4To AuMepsl ATd-cuHTa3pl 00pa3yroTCs
CaMOTIPOM3BOJIEHO M TaKUM O0pa3oM «H3THOAIOT»
MeMOpPaHBI, YTO CITY)KUT MEPBOH CTYIECHBIO B (op-
MHUPOBaHUU CTPYKTYpPbl BHYTPCHHEH MeMOpaHbI
MuToXoHApuii [13].

UccrnenoBanne, mpoBeleHHOE HAa MYTaHTHBIX
MBbIIIAX ¢ AKcIpeccueit yenoreueckoro IF1 B HepB-
HBIX KJIETKaX, MPOJEMOHCTPHUPOBAJIO U BO3MOXKHYIO
cBsi3b  akTHBHOCTH AT®-CcHHTa3bl C KICTOYHOM
cmepthio [32]. IF1, GIOKMpYIOIMA CHHTAa3HYIO U
ruzposiasHyto aktuBHocTe AT®-cunrassl [33], uc-
MOJIB3YETCST PAKOBBIMH KIIETKAMU JUISI UHTUOUPO-
BaHHUSI €€ CIMOCOOHOCTH CHHTE3WPOBATh AKTUBHBIC
(OopMBI KHCIOPOAA, TaK KaK WX CHHTE3 MPUBOJIUT
K 3allycKy amonTOTHYeCKHX mporeccoB. Okaza-
Jock, 4TO omocpenoBannoe IF1 merabomiumueckoe
MIPEKOHAUIIMOHUPOBAHUE MIPUBOIAMUIIO K «MSITKOMY»
OKHUCIIUTEIIEHOMY CTpPEeCcCy W TOBBIIICHHUIO (PYHK-
[IMOHAJLHOTO TIOPOTa, Ha KOTOPOM IOBPEKICHUS
MPUBOIMIN K KJIETOYHOM CMEpPTH. 3a CYEeT WHIH-
6upoBanusa akTuBHOCTH AT®-cuuTazsl IFi-MpImm
OKa3aJMCh YAaCTHUYHO 3AIIMIIEHbI OT MOBPEKACHUS
HEKOTOPBIMU arcHTaMu (HarpuMep XUHOJIMHOBOM
KHCJIOTO), HECMOTpSI Ha BECbMa HU3KHE KOJIMYe-
ctBa AT® u AJI®. Takum obpa3om, ynainocs u3ode-
KaTh 3HAYMTEIIEHOTO TOBPEKICHHUSI HEPBHBIX KJle-
TOK 3a CYeT IpeIOTBPAIICHNs CHHTe3a aKTHUBHBIX
¢dopM Kuciopona, 4TO MpPEANOoJiaraeT 3HAYUTEIb-
HY0 poib AT®-cuHTa3bl B THOCIH KIETOK U JIeacT
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(depMEeHT NOTEHIIMATLHON «MUIIICHBIO» JIJIS ee Tpe-
nmoTBpameHus [32].

Hapywenua AT®-cunmasut

[lpaBunbHas cOopka u  (YHKIMOHUPOBAHUE
AT®-crHTa36I — HEOOXOAUMBIE YCIOBUS HOPMAITh-
HOH XKU3HEEeATENbHOCTH KIeTKU. C HapyILIeHUsIMU
coopkn w/mmn pyaknun ATd-cuHTa3Bl acCOINU-
POBAHO JIOCTATOYHO OOJIBIIOE KOJIMYECTBO Pa3HBIX
3a00JIeBaHU, Cpel KOTOPBIX HEHpoiereHepaTrB-
HbIC 1 MUTOXOHJpUAIIbHBIC, OKUPEHHE, OHKOJIOTH-
4yecKue 3a00JIeBaHUs, UMMYHOIS(DUITUT, nHadeT U
MyKoBucLU03 [34, 35, 36]. MyTauuu B HEKOTOPBIX
cyopenuuuiax AT®-cuHTa3bl MPUBOIAT K HaApPYy-
HICHUAM ee COOPKH, YTO BEJET K U3MEHEHHUSIM MOp-
¢osoruu kpuct [10], u 3T0 eiie pa3 MOATBEPKAACT
poinb AT®-cuHTa3bl Kak HEOOXOAWMOIO YCIIOBHS
Uit OPMHPOBAHHUS KPUCT BHYTPEHHEW MemOpa-
Hbl. Harmpumep, Takue n3MeHeHUs: 0OHAPYKUBAIOT-
cs mpu Oone3rw Jles (MyTaius a-cyObeTUHHIIB),
NARP-cungpome (Mytanus cyobennHuist Fe), Mu-
TOXOHJIpHAJIbHOW KapanomuonaTtuu u np. [37, 38].
Kak cnencreue, AT®-cunrasa crana s3ddekruBHON
MOTEHIIUAIIEHON MUIIEHBIO ISl JIEKAPCTBEHHBIX
npenaparoB [39]. B Hacrosmiee BpemMs H3BECTHO
6omee 300 ecTeCTBEHHBIX U CHHTE3UPYEMBIX MOJIe-
KYJI, CHOCOOHBIX CBSI3BIBATHCS C KOMILIEKCOM U U3-
MEHSTB €ro akTUBHOCTH [38, 40].

JlurepaTypHble AaHHBIC YKa3bIBAlOT Ha CBS3b
MUTOXOHJIpUH W HEHpOJeTeHepaTUBHBIX 3a0o0JIe-
BaHM, TaKuX Kak OoJyie3Hb [lapkuHCOHA, 00JIC3HB
Anprreiimepa, 6one3np ['eHTHHTTOHa W OOKOBOIA
amuorpoduyeckuit ckiepos [41]. Umeercs u psin
METa0O0IMYECKHX PpacCTPOICTB, 0O0YCIIOBICHHBIX
MUTOXOHJpUAIbHON auchyHKuuei [43], ocHoBHas
yepTa KOTopoit — HapymeHue padotst OTL] [41].

Nmeromasicss nHbOpMaIus yka3bIBaeT MPEXKJIe
BCEro Ha TO, yTo AT®P-cUHTa3a MO3ra BBICTYIIAET
«KIJTFOUEBOI» IENBI0 /1 MHOTHX IMOBPEXKIAIONINX
¢akropoB. [IpuynHON CHUCTEMaTHYECKUX TOBPEK-
JICHUH pa3HBbIX CyOBEAMHHUIl, OCOOEHHO CyOBeIu-
HUII O ¥ [3, ABTISICTCSI JTUITOKCUANPOBAHHE, UTO BECT
K ITOTepe aKTUBHOCTH KOMILIEKca V.

ATD-cunmasza mozea

[Tockonbky HepBHast TKaHb TPEOYyeT AJSI CBOCH
paboThl GOJBIIOTO KOJUYECTBA YHEPTUH, OHA HaH-
Oornee 3aBUCHMa OT pabOTBl MUTOXOHIpUU [43,
44]. Tlpu >TOM O0COOBINi HWHTEpPEC IPEACTABIISACT
AT®-cuHTa3a, IOCKOJbKY UMEHHO OHA — OCHOBHOM
KOMIIOHEHT B mporiecce cuare3a AT, urpaer xito-
YEBYIO POJIb B Pa3BUTUH HEHpPOJAETeHEPATUBHBIX 3a-
OoneBanwmii [36].

Pe3ynpTaThl MMMYHOTMCTOXMMHYECKHX HCCIIE-
JIOBAaHUI CBUJETEIBCTBYIOT O IMOBPEKICHUM HEMU-
POHOB B MO3T€, a TAK)K€ O TOM, YTO MOJU(PUKAIIH
AT®-cuHTa3pl 0OHAPYKUBAIOTCS B Pa3HBIX 00Ja-
CTSIX KOpBI MO3ra, UX KOJIMYECTBO BO3pacTaeT IO
Mepe CTapeHusl OpraHu3Ma, a Tak)Ke IIPU MaTOJIOTHH.
[Ipu Gone3nu AnblreliMepa SHTOpPHHAIBHAS KOpa
CTpa/laeT y’K€ Ha CaMblX PaHHHUX 3Tamnax OOJIe3HH
[45]. JlumoxcunupoBanne ATd-cuHTa3bl 0OHAPY-
JKEHO Tak)Ke B THIIOKaMIIe M MapUeTaTbHONW Kope
npu Oone3Hu AunblreiiMepa, HO Ha OoJiee MO3IHUX
JTanax, 4eM B SHTOPHUHAIBHOM Kope [45, 46]. Oco-
OCHHO Ba&)XHO, YTO, HECMOTPS HA HHAKTHBALUIO
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AT®-cuHTa3bl, ypOBEHb IKCIPECCUU KOMIIOHEHTOB
Ocnka maHHOTO hepMEeHTA HE CHIKaeTCs [45].

B knerkax Ilypkunbe MO3kKeuKa U KJIETKax BTO-
poro, TPeThero W MATOrO cjoeB (PpOHTANBHON U
TEMEHHON KOpbI MpPHU XO0JIECTa3e MPOUCXOJAT 3Ha-
YUTEIbHBIE BOJHOOOpa3HbIE  (MTOBBIMICHHUE-CHH-
KEHHe-HOpMAIIN3allvsl) W3MEHEHHS KOJIWYecTBa
AT®-cunTassr [47].

HccnenoBanue CTpyKTyp MO3ra KpbIC IpU T'H-
NEPTCH3MN YKa3ajl0 Ha MHUTOXOHAPUAJIBHYKO OUC-
(YHKUMIO U 3HAUYUTEIbHbIC HApYIICHHUs B COOpKE U
pabote AT®-cunTa3b! B cTBONIE MO3ra. Ha ocHOBa-
HUU 3TOTO OBIJIO BBIIIBUHYTO TPEATIONOKEHUE, YTO
nMeHHO HenocTaTok AT® u yBenTniIeHIE aKTHBHBIX
(opM KHCIIOpOoIa TPUBOIST K HAPYIICHUIO Kap,IHO-
BaCKyJIsIpHOTO roMeocTasa [48].

[To cTpoeHnIo U (QYHKUIUSIM MO3T CJIOXKHO Op-
TaHW30BaH, YTO TPEIOJaraeT U TeTepPOreHHOCTh
pacnpenenenuss ATd-cuntaszpl. MMeromiasica WH-
(dhopmanmst hparMeHTapHa, MMOCKOJIBKY 3aTparuBacT
MaJIyIO 9acTh €ro CTPYKTYpP M KacaeTcs JIUIIb 1aTo-
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MITOCHONDRIAL ATP SYNTHASE
Uzlova E. V., Zimatkin S. M.
Grodno State Medical University, Grodno, Belarus

In the following review we collected and analyzed the currently available data on the structure and organization,

localization, working mechanisms and functions of a universal and unique in its characteristics enzyme of ATP
synthesis — ATP synthase. In addition to synthase and hydrolase activity, associated into dimers mitochondrial ATP
synthase is responsible for “bending” the inner membrane of mitochondria. A large number of diseases, including
neurodegenerative and mitochondrial ones, are associated with ATP synthase disorders, and among other things they

are accompanied by structural changes of mitochondrial cristae.
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