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MHUTOXOHJPUH UTPAIOT KIIOUEBYIO POJIb B XKH3HEHEATeTbHOCTH KieTku. Hanbomee xapakTepHOi nx oco-
OEHHOCTBIO SIBIISIETCSI HANMYUE OONBIIOro Ymcia (pepMEeHTOB, YUacTBYIOIIMX B OKHUCIHTEIBLHOM (ocho-
PHIMPOBAHUN U CHAOXKEHHWHU KICTKH dHeprueil. Kpome Toro, MUTOXOHIPUH yJacTBYIOT B XpaHEHHHU U Tie-
penade HaclIeICTBEHHON MH(OPMANHUH, arloNTo3¢ M INIACTHYECKUX mHporeccax. Hapymennem ¢yHKIwi
MHTOXOHJIPHH COTIPOBOXKAAETCS 1000€e 3a001eBaHUe, T0ITOMY JaNbHEHIIee HCCIeJ0BaHIe (yHKIHOHAb-
HBIX 0COOCHHOCTEH MUTOXOH/IPHII IPH PA3INIHOI MAaTOJIOTUH B KIIMHUKE M SKCIIEPUMEHTE, a TaKKe TOHCK
HOBBIX IMarHOCTHYECKHX MAPKEPOB MEPCHEKTHBHBI M aKTyalIbHEL.
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Mitochondria play a key role in the life of any cell. The most characteristic feature of mitochondria is the
presence of a large number of enzymes involved in oxidative phosphorylation and the supply of a cell with
energy. In addition, mitochondria participate in the storage and transmission of hereditary information, as
well as in apoptosis and plastic processes. Any disease is associated with violation of the mitochondrion
functions; therefore, research into the functional characteristics of mitochondria in various pathologies
under clinical and experimental conditions, as well as a search for new diagnostic markers seem to be a
promising and relevant task.
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MUTOXOHAPHUH WIPAIOT KIIFOYCBYIO POJIb
B JKU3HCICATCIBHOCTH KieTKku. Hamnbosee xa-
PaKTEPHOU UX OCOOCHHOCTBIO SIBJISICTCS HAJH-
yue OOoNBIIOro Yyucia (pepMEeHTOB, y4acTBYIO-
IIMX B OKHCIUTEIBHOM (POoCchHOpUIMpOBaHHH
U cHaO)KeHHMU KJICTKH sHeprueil. Kpome Toro,
MUTOXOHJIPHH YYACTBYIOT B XPAaHCHUH U MEPe-
Jlauye HACJICACTBECHHON HMH(GOpPMAIKH, aroNTo-
3€ U IIaCTUYECKUX mporieccax [7, 21, 24].

Llenb npanHoro o63opa — o000OIICHHE
H cucTeMarusanud JaHHBIX JIUTECpaTypbl
0 MOpGhOdYHKIIMOHAIBHBIX  XapaKTCPUCTHU-
Kax MI/ITOXOH[[pI/Iﬁ U METOAMKAX U3YUCHUA HUX
B OKCIIEPHMEHTE.

MI/ITOXOHI[pI/II/I — OYCHb INOJIBKHBIC U I1JIa-
CTUYHBIC OpraHe/lIbl, KOTOPLIC MOCTOSAHHO
M3MEHSIIOT CBOIO (DOPMY W CIIMBAIOTCS JPYT
C JIpyroM, a 3aTeM BHOBb pasneisitorcs. [lepe-
MCUICHUEC MI/ITOXOHI[pI/Iﬁ B IIMTOILIa3ME CBA3a-
HO C MHKPOTPYOOUKaMH, YTO OMPEACISICT UX
OpHUEHTAIUIO U pacipeielieHne B KieTke [4].

Kaxnmas MHTOXOHIpHUS COACPKUT BBICO-
KOCHEIMAIM3UPOBAaHHbIE ~ MEMOpaHHbl,
parolye KIOUYEeByI0 POJb B €€ aKTHBHOCTH.
MemOpaHbl 00pa3yroT JiBa H30JHUPOBAHHBIX
MUTOXOHJAPHUATBHBIX KOMITapTMEHTA: BHY-
TPEHHHH MaTpUKC U y3KOe MeXMeMOpaHHOe
MPOCTPAHCTBO. KaxIplii OTHeN COAEpIKUT
YHHUKaJIbHBIN Ha0Op OcnkoB [11].

B cocraB HapyxHOH MeMOpaHBl BXOIMT
OeJIOK TIOpUH, KOTOpBIH 00pasyer MIMpOKHE
rupoduIIbHbIE KaHAIBl B JIMIIMHOM OHCIIOE,
B pe3yjbTare 4ero MeMOpaHa HallOMHHAeT
CHTO, MPOHUIIAEMOE JJIsl BCEX MOJIEKYJ Mac-
coit menee 10 x/la.

OcHoBHasi (DyHKIIMOHAJIbHAST YacTh MHTO-
XOHIPUY — MAaTPUKC M OKPYKAIOIIasi €ro BHY-
TpeHHsAss MeMOpaHa. BHyTpeHHss memOpaHa
COZIEPXKHUT OOJIBIIOE KOJNUYECTBO «BOHHOTO
dbochonunuaa KapaIUOIUITUHA, YTO 00eCIeyu-
BacT €€ HENPOHUIIAEMOCTb JJIsi MOHOB, U OT-
JINYaceTCAa H606I)I'-IHO BBICOKUM COACPIKAHUEM
Oenka. MHorue w3 OCIKOB SIBJSIFOTCS KOM-

ur-

[IOHEHTAMU  DJICKTPOHTPAHCIIOPTHOM  Leny,
HNOJCPKUBAIOLIEH  IPOTOHHBIM  IPAJUEHT
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Ha MemOpane. J[pyroii GosblIoN OCIKOBBIM
komrieke — Qepment ATdD-cunTaza, kara-
musupytomuii cuates AT®, uepe3 KOTOPHBIi
MIPOTOHBI BO3BPAIIAIOTCA B MAaTPUKC IO 3JIEK-
TPOXUMHYECKOMY TpamaueHty [15, 26]. Bny-
TpeHHsiss MemOpaHa oOpasyeT B MarpHKce
MUTOXOH/IPUN CIIOKHYIO CUCTEMY CKJIaJOK —
KPHCT, KOTOpHIC 3HAUUTENBHO YBEIMYHBAIOT
ee miomaab. Kpucram MHUTOXOHIpUE B pas-
JIMYHBIX KJIETKaX CBOMCTBEHHBI MOPQOIIOTH-
YecKHe OCOOCHHOCTH W PAa3IM4HbIH COCTaB
(epmenToB. BO BHYTPEHHIOIO MHUTOXOHIPH-
aNbHYI0 MeMOpaHy BCTPOEHBI (DEPMEHTBI Jbl-
XaTeJbHOU LIeH, He0OXOAUMBIE IS Ipoliecca
OKHUCIUTEIbHOTO (hochopunnpoBanus, ooOpa-
3YIOIIETO OCHOBHYIO 4acTh AT®D, u TpaHc-
MOPTHBIE OEIKH, 00YCIIOBIMBAOIIIE €€ N30H-
paTenbHyI0 IPOHUIIAeMOCTh [26].

Marpukc MHTOXOHAPHUH HMeeT Ooiiee Bs3-
Kyl KOHCHCTEHIIMIO MO CPaBHEHMIO C IUTO-
Tu1a3Mol kJeTku. B Hem Haxomsitest hepmeH-
ThI, MutoxoHapuaneHas JIHK, pubocomsl,
OpraHMYecKHe COCIMHEHHMS, HWOHBI, B T. .
Kanplst U MarHus. DepmeHTh Marpukca
y4acTByIOT B ukie Kpebca, okucnuTesHOM
(dbochopuupoBaHUN, OKUCIICHHUHM MUpPyBaTa
1 6eTa-OKUCIICHUH KHUPHBIX KUCIOT [21, 24].

Muroxonnpuansaas JJHK (MmtIHK) conep-
JKUT OT JBYX 1O JIECATH HWJIEHTUYHBIX KOJIb-
LEBBIX KONHMH, OTIMYHBIX OT KOAWUPYIOLIMX
MOCIIEIOBATEIFHOCTEH YHUBEPCAIBHON siziep-
noit JIHK. Mutoxonnpuansnas JJHK xomupy-
er pPHK, TPHK u cyObenunuis pepmenToB
JaplxarenpHo unenu. Ilox kxonTposieM MUTO-
XOHJIPUAJIBHOTO TEHOMa KOIUPYIOTCA CEMb
cyobenunun, AT®-cuHTasbl, Tpu CyObEeAMHU-
bl IIMTOXPOMOKCH/IA3bl M OJIHA CyOBEeIUHMIA
YOUXUHOH-IIUTOXPOM-C-peayKTa3bl [4, 24].

BBIIensior T. H. «MHTOXOHJApHAIbHBIE 00-
JIE3HW», CBSI3aHHBIE C TEHETHUECKUMH, CTPYK-
TYpHBIMH,  OMOXMMHYECKUMH JaeheKTaMu
MUTOXOHJIPH, B T. 4. NPHUBOJSIIMMHU K DHEP-
rofeUIUTy KJIETOK. MHUTOXOHIPUAIILHBIC
00JIe3HH TIEpeJAtOTCs 10 )KEHCKON JIMHUM, T. K.
TOJIBKO SIMLIEKJIETKA COJCPIKUT MHTOXOHJIPHH.
MuroxoHapHuanbHas 0olie3Hb HAauMHAET MPO-
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SIBJISITBCS B TOT MOMEHT, KOT/1a OOJIbIIIee YHCII0
MUTOXOHJAPHUI 3HAYUTEIBHOTO KOJMYECTBA
KJIETOK JJAHHOW TKaHU NMPHOOPETAr0T MYTaHT-
weie konuu JIHK (moporoBas sxcmpeccus).
V3BecTHBI HaClEACTBEHHbIE MUTOXOHpPUANb-
HbIe 3200JI€BaHUs, CBA3aHHBIE C MYTAIMSIMU
T€HOB, KOAMPYIOIIMX CHUHTE3 MHTOXOHJIIPHU-
aNbHBIX 0EJIKOB, — CHHAPOM bapra, cunapom
Kepuca — Cetipa, cunapom ITupcona u ap.
CyliecTByIOT Haclle/ICTBEHHbIE OOJIEe3HH, CBSI-
3aHHBIE C I1aTOJIOTHEHl DHEProcHaOXKeHHs
KJIETKH, — OOJIE3HU COEIMHUTENILHON TKaHH,
CHHJIPOM XPOHHUYECKOH YyCTaJIOCTH, IIIHKOTe-
HO3, KapIHOMHUOIIATUs, MUI'PEHb, ITEUCHOYHAsI
HEJI0CTaTOYHOCTh, MAHIUTONEHHS, THUIIOMa-
parupeos, auabet, paxut u ap. K nHacnenct-
BEHHBIM MUTOXOHJIPUAJIbHBIM OOJIE3HSIM, CBSI-
3aHHBIM C HapyIICHHEM SHEPreTHKU KIIETKH,
OTHOCHUTCSL IEPHUIUT IIUTOXpOMa C (CHHAPOM
Jles), MELAS u nip. [9, 24].

B MHUTOXOHApHSX MPOTEKAET OKHCINUTENb-
HBII MeTabonM3M, CyOCTpaTtoM IJisi KOTOPOTo
CITy’KaT TIIaBHBIM 00pa3oM JKUPHBIE KHUCIIOTHI
U MupyBar, o0pa3yeMblii B pe3yibTare IIHKO-
nu3a B 1uTo30i€e. T. K. OONbIIOE KOIMUYECTBO
BBICBOOOY/1a€MOI1 SHEpruu ucnoib3yercs dep-
MEHTaMH BHYTpEHHeH MeMOpaHbl Jyisi 00pa3o-
BaHusa AT® u3 AJI®, 3Tu peaknnu Ha3bIBAIOT
OKHCJIUTEIBHBIM (hochopurpoBanuem [2, O,
14]. Tlpu mpOXOKIEHUU 3NEKTPOHOB IO JIbI-
XaTeJbHOM IEM IMPOUCXOJUT MX «OTKayMBa-
Hue» u3 Marpukca. ATd-cuHTa3a UCIONB3yeT
sHepruio ruaponnza AT® mis nepeHoca H*
4yepe3 MeMOpaHy, a Mpu J0CTaTOYHO OOJIBIIOM
MPOTOHHOM T'paJMeHTe MPOTOHbI HAYHUHAIOT
«Tedb)» 4epe3 (epMeHT B 00paTHOM Harpasiie-
HUH, 4TO conpoBokaaeTcst cuatezom ATD [10].

Takum 00pa3oM, MHUTOXOHJIPHUH OCYIIECTB-
JSIIOT OOJIBIIYIO YacTh KJIETOYHBIX MPOIECCOB
OKHCJICHHsSI U TPOM3BOIAT MouTH Bech ATD
#KHUBOTHOM KieTkH [20, 25]. Cunre3 ATD —
HE eIMHCTBEHHBIN IMpoIecc, WAYLIIMHA 3a CUeT
SHEPTrUM  SNEKTPOXMMHUYECKOTO  I'pajJMeHTa.
B wmarpukce, rne Haxonsrcst (GpepMeHTHI, yd4a-
cTByrone B 1ukie Kpedca u ap. merabonu-
YECKUX PeaKiusx, HEOOXOIMMO MOACPKIUBAT
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BBICOKHME KOHIIGHTpAIlUU pPa3IMYHBIX CcyOcTpa-
TOB, KOTOpBIE MEPEKAYNBAIOT MPOTUB JIEKTPO-
XMMHYECKUX TPAUEHTOB BCTPOCHHBIE B MEM-
OpaHy OenKH-TIepeHOCUHKH [2, 6, 21].

OnHa u3 (QyHKIUI MHTOXOHIpPUI — ydac-
THE B 00pa30BaHMU aKTUBHBIX (OPM KHUCIIO-
pona (ADK). UssectHo, uT0 1-2% snekTpo-
HOB IIPU UX IEPEHOCE B JBIXATENbHON IenH
uaeT Ha oOpa3zoBaHHE CYNEPOKCHUI-aHHOHA,
KOTOPBI BIOCIEACTBUU MpeoOpasyeTcs B Ie-
pokcun Bomopoaa (H,0,) ¥ ruapOKCHIBHBIH
panukan (OH'). B Hopme ADOK npunagiexxur
pOJIb  MECCEH/KEPOB, OHU TMOAJEPKUBAIOT
PEAOKC-COCTOSIHUE KJIETKH, y4acTBYsS B pe-
TyIsiuu ee (pyHKIIMOHAJIbHON aKTHMBHOCTH.
W36bITOuHON HapaboTke ADK crocodcTBy-
€T HECOOTBETCTBHE JOHOPOB U AaKIENTOPOB
(O,) dMEKTPOHOB B JIBIXAaTENBHON IETIH, MPH-
YUHOW Yero sIBISCTCS KaK JACUIMT O2 (ru-
MOKCHSI), TaK ¥ €ro M30BITOK, BOSHUKAIOIINN
BCJIE/ICTBUE PEOKCUTCHAIIMM MPHU BOCCTaHOB-
JICHUH KPOBOTOKAa B paHee MIIEMH3UPOBaH-
HOM TkaHU. OKHUCIHUTENBHBIN CTPECC MOXKET
SIBIATHCS Ba)KHBIM 3BEHOM IaToreHesa 3abo-
JIEBaHUI TMIIOKCHYECKOTO U penepdy3noHHO-
ro reresa [18, 21].

Eme omHa w3 QyHKUMHA MHUTOXOHIpUH —
ydyacTe B amonrto3e. Psg  (akropoB cro-
cOOCTBYeT  3alycKy  MHTOXOHAPHAIBHOTO
(BHYTpEHHET0) IyTH aronTo3a: TUIOKCHUS, Je-
¢unuT $akTopoB pocTa, yBEIMUYCHUE B KIICT-
ke ADK, nHeobOparumble moBpexkaeHus JJHK
n 1p. MUTOXOHApPHAIBHBI IIyTh aIolTo3a
peryaupyetcsi 6enkamu cemeiictea Bel-2, ko-
TOpBIE AeJSITCA Ha JBa Kilacca. benku nepBoro
Kjacca MHruOuMpyror anonto3. OHH mOrpy-
JKEHbI B HapY)KHYI0 MEMOpaHy MUTOXOHAPHIL
U PEeryjaupyroT HPOHHUIAEMOCTh MEMOpaHBbI,
a TaKke yMeHbIIaloT obpazoBanue ADK.
[IpencraBurensaMu 3TOro Kjiacca SBISIOTCS
Bcl-2 u Bel-XL. benku Broporo kiacca ce-
MeiicTBa Bcl-2 cTUMYnUpyIOT pa3BHTHE aror-
T03a. OHM HaXOmATCS B IIUTO30j€, HO IMOCI]E
aKTHBAIlMM MEPEMEIIAITCS K MeMOpaHe MHu-
TOXOHAPHUH, TA€ B3aUMO/ICHCTBYIOT C MpeacTa-
BUTEJIIMU TIEPBOTo Kjacca ceMeiicTBa Bcl-2
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C TOCJIEAYIOIUM MHTHOMPOBAHUEM HX (YHK-
uuu. [lpeacraBurensmu BTOpPOTo Kjacca ce-
MmeiictBa Bel-2 siensirorest Bid, Bad, Bax u mp.
AxTuBaIysi OCJIKOB BTOPOro Kjacca ceMeicT-
Ba Bcl-2 BbI3bIBaeT MOBBINICHUE MPOHUIAC-
MOCTH BHYTPEHHEH MeMOpaHbl MUTOXOHJPHH,
BCJIC/ICTBHE YEro TIPOMCXOAUT HaOyxaHHe
MarpyuKkca MHTOXOHJPHH W Da3pbiB HapyX-
HOW MeMOpaHbI, MEHBIIIEH MO IUIOMAIH, YeM
BHYTpeHHsIs. [Ipr 5TOM B MeMOpaHe MHUTOXOH-
JIpuu 00pa3yeTcst HeCEeJIeKTUBHBIN KaHall, yBe-
JIMYMBAIOIINI €€ TIPOHUIIAEMOCTb, YTO IIPHBO-
JIUT K BBICBOOOKIICHUIO IUTOXpOMA C 1 Oelka
SMAC (second mitohondria-derived activator
of caspase), wiu Smac/Diablo, U3 MUTOXOH-
Jpuil B 1uTO30/b. [loCcTynuBIINMI B LIUTO3011b
IIUTOXPOM C B3aMMOJICHCTBYeT ¢ OenkoM Apaf-
1 (Apoptotic protease activating factor-1)
W NIPUBJIEKAET Kacmnasy-9, popMupyst Ipu TOM
KOMIIJIEKC NMPOTEMHOB — anontrocomy. B mpu-
cyrctBur AT® npoucxoauT axkTHUBAIMs Kac-
naspl-9, KOTOpas aKTHBUpPYeT Kacmazy-3,
pacuieIUISIoNIyI0 IPOTeHH IuUToIuIa3mMbl Bid,
KOTOPBI TOCJIE BCTPauBaHUsI B MEMOpaHy MH-
TOXOHJIPUU aKTHUBHPYET Kacmnasbl 6 u 7. benox
SMAC, 0CBOOONMBIIHIACS M3 MUTOXOHIPUH,
MHAKTUBHUPYET OEIKH-WHIMOUTOPHI arnonros3a
IAP (inhibitors of apoptosis), cmocoOCTBys
ero axkTMBanMu. [IpM TOBPEXJICHUH MHUTO-
XOHJIPHH TIPOUCXOJUT HaApyLICHHUE CHHTE3a
AT®, u3obsiTounoe oopazoBanne ADK, 3amyck
amomnTo3a, MoBbIIIaeTCss coaepkanue Ca’’
B KJIETKE C mocienyromieil akrupaiueid Ca’'-
3aBHCUMBIX (pepmeHTOB ((pocdonumnas, mpore-
nHa3, ATd-a3, sHIOHYKIEa3). DTO MPUBOIUT
K gerpaganuu GochoaUnuaoB, pa3pyIcHUIO
IUTOCKEJIETAa U KJIETOYHBIX MeMOpaH, aedu-
LUTY SHEPruu W (parMeHTalu XpoMaThHa
KJeToyHoro szapa [8, 30].

CyliecTByeT psiji MOJICKYJISIPHBIX MapKepoB,
UCIIOJIb30BaHNE KOTOPBIX MO3BOJISIET JIETAIBHO
M3Y4YHUTh aKTHBHOCTh MUTOXOHJIPUH NpH pas-
JIMYHBIX JKCIIEPUMEHTAIIBHBIX BO3/ICHCTBUSIX.
V3BECTHO OKOJIO THICSIYM MHTOXOH/IPHAIBHBIX
MapKepoB, HO B HACTOsIIEM 0030pe Tpe/IcTaB-
JICHbI OCHOBHBIE.
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Mapkepbl HapyLleHU 3HepreTu4YecKomn
PYHKLMN MUTOXOHAPUN

ATP-syntase. IIpuHaanexutr ceMercTBy
o/f AT®D-cunTas. GepMeHT COCTOMT M3 JBYX
CTPYKTYpHBIX JiomeHoB (F, — BHeMemOpaH-
HbBIA Karanusatop ¥ F| — mpoToHHBIA KaHa
MEMOpaHbl), COEIMHEHHBIX  LEHTPAIBHBIM
cTepKHEM. LleHTpasbHbI CTEPKEHb MUTOXOH-
npuanbHoil AT®-cHHTa3bl COCTOUT U3 CyObe-
JMHUILL ¥, & ¥ € ¥ BMECTE C OJIMTOMEPOM MEM-
OpaHHOU CYOBCTUHHUIIBI MPEACTABISICT COOOM
poTopHsIii omeH GepmenTa. [Ipenmonaraercs,
410 (pyHKIMS E-CYyOBETMHUIIBI COCTOUT B COOp-
K€ OCTaJIbHBIX JIOMEHOB (epMeHTa. MyTtarms
Wi 1eUINT AaHHOW CyOBEAMHMIBI CHHXKACT
akTuBHOCTh AT®-cunTasbl. M3ydeHue reHOB,
HEoOXOMMMBIX Jutst JTU(DEPEHIIMPOBKH CTBO-
JIOBBIX KJIETOK, BBISBUJIO BaKHYIO POJIb MHUTO-
xoHApuanbHOH AT®-cHHTa3bl B ATOM Mpoliec-
ce. AT®-cuHTa3a cHoOCOOCTBYET CO3pPEBAHHMIO
KPHUCT MHUTOXOHIpHUHA BO Bpems nuddepeHm-
POBKH IyTeM JAUMEPHU3AINH U CIICHU(PUIECKOM
perymsain AT®-cunTtasnoro xommuiekca. Cy-
mecTByeT JBe pasHoBunHocth ATd-cunTa-
3ei—auPB[3,17,27].

SDHA (Succinate dehydrogenase com-
plex, subunit A). [IpuHaICKHUT K CEMEHCTBY
OKCHIOpeayKTa3. JSIBisiercs CyObeauHHIICH
(epMeHTa CyKIIMHATACTUAPOTeHAa3bl, KOTOpast
sBiseTca komyiekcoM Il MuToxoHApuanbHOU
ANIEKTPOHTPAHCIIOPTHON IIEMH, OCYIIECTBIIAL
MIEPEHOC MEKTPOHOB OT CyKI[MHATa Ha YOUXH-
HOH (ko2H3UM Q) [1].

PexomOunanTHbIli nporenn COX7A2L
(Cytochrome ¢ oxidase subunit 7A-related
protein). IIpuHAIICKHUT K CEMEHCTBY LUTOX-
pom c okcunassl Vila. IIpennonaraemast GpyHk-
st peryisiiis aKTUBHOCTH ITUTOXPOM
¢ okcunasel [22, 23, 33].

COX, (Cytochrome ¢ oxidase subunit 4) —
0CJI0K, KOTOPBI SIBJISICTCS OMHOW U3 MOJIUIICTI-
TUAHBIX LIEMEH ITUTOXPOMOKCHIA3bl, Y4acTBY-
€T B MEPEHOCE IEKTPOHOB B MUTOXOHIPHSX.
IIpunannexuT k ceMecTBy okcuaassl [V nu-
ToXpoma c. Xapakrepusyer 3(pPEeKTHBHOCTb
LIenu TKaHeBoro Abixanus [19, 31].
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MTcl (Mitochondrially encoded cyto-
chrome c oxidase I). [IpuHamnexur k cemei-
CTBY TIC€M-MCIHBIX JbIXaTCJIbHBIX OKCHUAA3.
LI TOXPOMOKCH/I-OKCHIa3a SIBISIETCS  KOMITO-
HCHTOM I[LIXaTeHLHOﬁ enu, KoTopas KaTajiu-
3UpyeT BOCCTaHOBIeHHE kuciopona. CyOb-
enuHuIBl 1-3 00pa3yroT (GyHKIMOHAIBLHOE
saapo depmentHoro komuiekca. Cytochrome
c oxidase | siBisieTcs kaTanuTHUecKoil cyObe-
JHULEH (QepMeHTa okucIuTeabHOro (ocdo-
punupoBanus [21].

HADHA (Hydroxyacyl-CoA dehydroge-
nase trifunctional multienzyme complex sub-
unit alpha). OtHOCHTCS K cemeicTBY 3-TH-
npokcuannia-CoA-geruaporenas.  SBnsercs
cyObeauuuneil  (epMeHTa, Y4acTBYIOLIETO
B [-OKHCJIEHHM JXUPHBIX KHCIIOT. MyTtanun
B reHax HADHA BBI3BIBAIOT pelikoe ayToCoM-
HO-PEIeCCUBHOE METa0OJIMYECKOe pacCTpoid-
CTBO, XapaKTepHU3YIOIleecss CHIKCHHUEM aK-
TUBHOCTU MUTOXOHAPUATIBHOIO B-OKI/ICHCHHH
JKUPHBIX Kucnot [13].

Mapkepbl
anonTo3a

VDAC, (Voltage-dependent anion-selec-
tive channel 1)/Porin. benokx npunamiexur
K cemeiicTBy mopuHoB. OOecrneunBaer aud-
(Gy3uto TUIPOPUIBHBIX MOJIEKYN, Y4acTBYeT
B PeryJsiiii 00beMa MUTOXOH/IPHUI IIPH aror-
to3e. CrnocoOCTBYeT (OPMHUPOBAHUIO IOP
B Hapy>KHONH MHTOXOHJIpHAIBHON MeMOpaHe
npu anomnrtose [28, 34].

AIF (Anonto3-uHayuupyomui ¢paxrop)
npuHaanexxuT k FAD-3aBucumomy cemencTBy
OKCHUJIOpeayKTa3. SIBiseTcs OKCHAOpEIyKTa-
30, KOTOpasi UrpaeT ABOWHYI pPOJIb B KOH-
TpoJie KJIETOYHOro uKiIa. Bo Bpems anonTo3a
TPAHCIOIHUPYETCS M3 MHUTOXOHJAPHHA B sIpO,
rae GyHKIMOHUPYET KaK IMPOaronToTHYeCKUi
(daxkTop B Kacmasz-HEe3aBHCHMOM ITyTH, TOT/a
KaK B OOBIYHBIX YCIOBHSX (PYyHKIHOHHPYET
KaK aHTHUAIONTOTHYECKUI (akTop mocpenct-
BOM OKCUJOPENYyKTa3HOM akTHMBHOCTH. Pac-
tBopuMas ¢opma (AlFsol), oOHapyxeHHas
B A1pe, MHIYyLHUPYeT HE3aBUCHUMYIO OT Kac-

MUTOXOHOPUWANbHOINro nyTu
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nmasel  gparmeHtanuo xpomocomuoin JIHK,
a TaK)Ke aKTUBMpPYET Kacmasy-7 JUisl aKTHBa-
uuu anonro3a. Mrpaer BaxkHyl posib B Kac-
MMa3HO-HE3aBUCUMON MHKHOTHYECKOW Trubenn
KJIETOK, WHAYLUHUPOBAHHON MEPEKUCHI0 BOJO-
pona [8, 30].

Mapkepbl NNacTUYECKUX MPOLLeCCoB
MUTOXOHAPUN

Hexokinase 1 — 0enok, npuHauIeKammi
K CEMEUCTBY I'eKCOKMHA3. YUacTBYyeT B DEry-
JSIIMM  YIJICBOJJHOTO OOMEHa M MeTaboin3Ma
rekco3bl. Comepxut 2 nomeHa — N u C. C no-
MeHoM C cBsi3aHa KaTaJMTHYECKasi akKTHBHOCTb,
a ¢ N-nomenoM — peryssitopHas [12, 32].

Hsp60 (Heat shock protein), wiu Oesiok Te-
IUIOBOTO MIOKA, MPUHAJICKUT K CEMEHUCTBY
maneponoB (Hsp60), urparommx O0JbIIyIO
POJIb B peain3aliy aIallTUBHBIX MEXaHU3MOB
KJIETKHU TPH NOBPEXKJICHUU. YUacTBYeT B TPaH-
CIIOPTE MHTOXOHJIPHAIBHBIX OCNIKOB, COOpKE
MaKpOMOJIEKYJI U CO3PEBAHUH IOJIMIIETITHIIOB,
00pasyIomuXxcsi B MHUTOXOHJPUAIILHOM MaT-
pukce [21, 29].

TOMM20 (Translocase of outer mito-
chondrial membrane 20) ¢dyHkHOHHpYET
KaK TPaH3UTHBII NENTUIHBIM peLenTop Ha 10-
BEPXHOCTH Hapy)XKHOH MeMOpaHbl MHUTOXOH-
JpuH, obJerdasi TPaHCIOKALMIO CHUHTE3UPO-
BaHHBIX MHUTOXOHJIPHAJILHBIX IPEHPOTESHHOB
B 1iuto3osne [16].

Prohibitin narudupyer cunrez JIHK, Bo3-
MOKHO y4YacTBYET B PErYJSIIMU aKTUBHOCTH
MUTOXOHPHAJIBHOTO abixaHus. CymiecTByer
MIPE/INIOIOKEHUE, YTO ATOT OEJIOK MIPaeT pollb
B aktuBaiu MPHK. MemOpannblii prohibitin
peryiupyer KJIETOYHYIO Iiepeady CHUTHa-
JIOB MEMOpaHHOTO TPAHCIIOPTa, SJICPHBIHI
prohibitin KOHTpOJMpPYET aKTHUBALMIO TPaHC-
KPHITIMKA W KJICTOYHBIH LUKJI, MHTOXOHJPH-
ajbHBIA prohibitin-KOMIICKC CTAaOUITH3UPYIOT
MUTOXOHJPHAJIBHBIA T€HOM M MOAYJIHPYIOT
MUTOXOHJAPUAIbHBI BHYTPEHHUIN alONTOTU-
yeckuil myTh. Kpome Toro, prohibitin moxer
TPAHCIIOLUPOBATECS. B SJPO WM MUTOXOH-
npuu npu anonrose [1, 21].
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Frataxin. IIpunaanexur Kk ceMeHCTBY
(parakcHHOB — OEJIKOB, MIPAIOIIMX BAXKHYIO
pOJIb B BBIBEJCHHH JKelie3a U3 OKOJIOMHTOXOH-
JpuasipHOro  mpoctpancTta. CrocobcTByeT
OHoCcHHTE3y remMa U cOOpKe KIIACTEpOB HKele3a
U cepbl IMyTeM JIOCTaBKU MOHOB jKeje3a K Oe-
Ky. Mrpaer pounb B 3a1ure OT OKUCIUTEIBHOTO
cTpecca Onarofaps CIIOCOOHOCTH KaTaIu3Upo-
Bath okucnenue Fe** no Fe**. O6mamaer cmo-
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