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MOP®O®YHKIIMOHAJILHASA XAPAKTEPUCTUKA MATOXOHJIPUI
N IMMYHOTI'NCTOXUMMWYECKHUE ITIOAXO/1bI K NX N3YYEHUNIO

EmmzaBera Uropesna BOHb, Haranus EsrenbeBna MAKCUMOBUY

I poonenckuil cocyoapcmeeniviii MEOUYUHCKULL YHUBEPCUMem
Pecnybnuxa benapyco, 230009, 2. [ poono, yr. I'opvrozo, 80

Hapymenunem QyHKIMI MUTOXOHIPHH CONPOBOXKAAETCA Jt00oe 3aboieBaHKe, MOITOMY AajbHEHINee HCCle0BaHNe
(DYHKIMOHAIBHBIX OCOOCHHOCTEH MHUTOXOHAPHNA MPU PA3IMYHBIX NATOJIOTHIX B KIMHUKE U OKCIIEPUMEHTE, a TaKKe
MIOMCK HOBBIX JMarHOCTHYECKMX MapKepOB MEPCIEKTHBHBI U akTyalbHbI. L{ess HacTosmero ob3opa — obodmeHne u
cUcTeMaTn3alys JaHHBIX JUTEpaTypbl 0 MOPHODYHKIIMOHATIBHBIX XapaKTePUCTHKAX U MOJICKYISIPHBIX HUMMYHOTHCTO-
XMUMHYECKUX MapKepax, HCIOJIB3yeMbIX ISl OLeHKH (PyHKIIMH MUTOXOHApHH. Hanbonee xapakTepHOl 0COOCHHOCTBIO
ATUX OpraHeIl SBISIeTCsl HAJIMUUe OOJIbIIOTo Ynciia (PepPMEHTOB, YYaCTBYIOLIMX B OKUCIUTEILHOM (OChHOPHIMPOBAHUT
1 cHaO)KeHNU KJIETKH 3Heprueil. KpoMe Toro, MUTOXOHAPHY UIPalOT HEMAJIOBAXKHYIO POJIb B XpPaHEHHH M Iiepe/iade Ha-
CJIC/ICTBEHHOI MH(OPMALINH, aIlONTO3€ U IIACTUYECKUX Mpolieccax. BhIIensoT Tak Ha3plBaeMble MUTOXOHIPUAIbHBIE
0oJie3HH, CBSI3aHHBIE C TEHETHYECKHMH, CTPYKTYpPHBIMH, OMOXUMHYECKUMH Je(eKTaMl MUTOXOHJpPUI, B TOM 4YHCIIe
NPUBOSIIMMHE K dHEprogepuuuty kietok. OHU NepeatoTcst 10 )KEHCKOW JIMHUH, TaK KaK TOJIbKO SIHIIEKIIeTKa coJlep-
JKUT MUTOXOHAPHH. VI3BECTHBI HAC/IE/ICTBEHHbIE MUTOXOHAPHAIbHBIC 3a00JI€BaHMs, CBSI3aHHbIE C MYyTalllsIMH T'€HOB,
KOAMPYIOIIMX CHHTE3 MUTOXOHAPHAIBHBIX OeNkoB, — cuHapoM bapta, cunapom Kepuca — Celipa, cunapom Ilupcona
u z1p. CymmecTByeT psii MOJIEKYJISIPHBIX MapKepOB, UCIIOIB30BAaHNE KOTOPBIX MO3BOJISIET ACTAILHO H3yUUTh aKTHBHOCTh
MUTOXOHAPHUH P PA3TUUHBIX HKCTIEPUMEHTAIBHBIX BO3IEHCTBUAX. MI3BECTHO OKOJIO THICSYH MUTOXOHIPHUATBHBIX Map-
KEpOB, HO B HACTOSIIIEM 0030p€ NPEICTABICHBI OCHOBHBIE.
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MORPHOFUNCTIONAL CHARACTERISTICS OF MITOCHONDRIA
AND IMMUNOHISTOCHEMICAL APPROACHES TO THEIR STUDY

Lizaveta Igorevna BON, Nataliya Yevgenyevha MAKSIMOVICH

Grodno State Medical University
Republic Belarus, 230009, Grodno, Gorkogo str., 80

Violation of the functions of mitochondria is accompanied by any disease, so further study of the functional characteristics
of mitochondria in various pathologies in the clinic and experiment, as well as the search for new diagnostic markers is
promising and relevant. The purpose of this review is to summarize and systematize the literature data on morphofunctional
characteristics and molecular immunohistochemical markers used to assess the function of mitochondria. The
most characteristic feature of these organelles is the presence of a large number of enzymes involved in oxidative
phosphorylation and energy supply to the cell. Also, the aim was to allocate so-called mitochondrial diseases associated
with genetic, structural, biochemical defects of mitochondria, including those leading to energy deficiency of cells.
Mitochondrial diseases are transmitted through the female line, since only the ovum contains mitochondria. Hereditary
mitochondrial diseases associated with mutations in the genes encoding the synthesis of mitochondrial proteins —
Bart’s syndrome, Kearns — Sayre syndrome, Pearson’s syndrome, and others are known. In addition, mitochondria
are involved in the storage and transmission of hereditary information, apoptosis and plastic processes. There are a
number of molecular markers, the use of which allows a detailed study of the activity of mitochondria under various
experimental effects. The nearly thousand mitochondrial markers are known, but this review encloses the main ones.

Key words: mitochondria, immunohistochemical markers, cell energy.
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HauGonee xapakTepHOil 0COOCHHOCTHIO MHUTO-
XOHJIPUH SBJISIETCS HaiIW4due Ooybmioro ymcna dep-
MEHTOB, YIACTBYIOIIHUX B OKUCITUTEIEHOM (hocdopu-
JMPOBAaHUH M CHaO)KEHWU KJIETKH dHeprueil. Kpome
TOTO, MUTOXOHJIPUU UTPAIOT HEMAIOBAKHYIO POJIb B
XpaHEeHUH W Tiepe/iade HacJIeICTBEHHON HH(opMa-
UM, afoITo3€ U IUIaCTHUECKUX mponeccax [7, 15,
18, 24, 26, 33]. Llens nanHOTO 0030pa — 0000IIEHNE
U CHUCTEeMaru3alysl JaHHBIX JIHTEpaTypsl 0 Mopdo-
(DyHKIIMOHAJIBHBIX XapaKTePUCTUKAX U MOJCKYIISIP-
HBIX UMMYHOTHCTOXHMHYECKAX MapKepax, MCIIONb-
3YEMBIX ISl OLICHKH (DYHKI[UH MUTOXOHJIPHHM.

MUTOXOHIpUM — OYEHB TOJIBHIKHBIC M TUTACTUY-
HbIE OpTaHeNIbl, KOTOpPBIE TOCTOSHHO W3MEHSIOT
CBOIO ()OPMY M CIMBAIOTCS APYT C JAPYIOM, a 3aTeM
BHOBb pazfeisitorcs. llepemerieHne MHUTOXOHAPHUHA
B IWTOIIa3Me CBS3aHO C MHKPOTPYyOOUKaMH, YTO
onpenesieT UX OPUEHTALMI0O M paclpesesieHHe B
kietke [4, 11]. Kaxaas MUTOXOHIPUSI CONEPIKUT BbI-
COKOCTICTIMAJTU3NPOBAaHHBIE MEMOpaHBI, HWTPAOIINE
KITIOUEBYIO POJIb B €€ aKkTMBHOCTU. MeMOpaHbl 00pa-
3YIOT JIBA H30JIMPOBAHHBIX MUTOXOHIPHAIEHBIX KOM-
MapTMEHTA: BHYTPEHHUH MaTPUKC U Y3KOE MEKMEM-
OpaHHOE MPOCTpPaHCTBO. Kaxablil OTHEeN COmepKUT
YHHUKaJIbHBIA Habop Oenkos [12, 18, 33].

B cocraB HapyxHOW MeMOpaHBI BXOTUT OEJIOK
[OPUH, KOTOPBIA 00pa3yeT HIMPOKUE TUAPOPUIb-
HbI€ KaHaJIBI B JIUITHTHOM OHCIIO0E, B PE3yNbTare 4ero
MeMOpaHa HallOMHUHAET CHUTO, TMPOHHUIAEMOEe ISt
Bcex Monekyn maccoid menee 10 000 mansroH. Oc-
HOBHas (pyHKIIMOHATbHAS YaCTh MUTOXOHAPUHU — Ma-
TPHUKC W OKpY’Kalolllasi ero BHYTPEHHsST MeMOpaHa.
BryTpeHHsiss MeMOpaHa COIep KUT OOIBIIOE KOJTUYe-
CTBO «JIBOHHOTO» (pochonumnuaa kapauonumnuaa (30
%), 4T0 00ECIIeUunBaLT €€ HEMPOHUIIAEMOCTb JJIsl KO-
HOB, U OTJIMYAeTCS HEOOBIYHO BEICOKHM COJICPKaHH-
eM Oenka (oxoo 70 % ot Beca). MHOTHE U3 OEITKOB
SIBISIFOTCS.  KOMITOHEHTaMH  DJICKTPOHTPAaHCTIOPTHOM
LIeTH, TOJIeP>KUBAIOIIEH MMPOTOHHBIA TPAJUEHT Ha
memOpane. Jpyroit O0ibIIoi OETKOBBIM KOMILIEKC
— pepment ATD-cuHTa3a, KaTaIM3UPYIOMIUN CUHTE3
AT®, yepe3 KOTOPBIA TPOTOHBI BO3BPAILAIOTCS B Ma-
TPHKC TIO AMEKTPOXUMHUYECKOMY rpajaueHTty [18, 28,
33].

BryTpennss meMmOpana oOpa3yeT B MaTpuKce
MUTOXOHJIPUN CIIOKHYIO CUCTEMY CKJIAJIOK — KPHUCT,
KOTOpbI€ 3HAYUTEIHHO YBEIMYWBAIOT €€ ILIONIAllb.
Kpucram MUTOXOHAPUI B pa3IMUHBIX KJIETKaX CBOM-

CTBEHHBI MOP(QOJOrHYeCKHe OCOOCHHOCTH W pa3-
JUYHBIA cocTaB (QepMeHTOB. Bo BHYTpEHHIOIO MU-
TOXOH/IPHAIbHYI0 MeMOpaHy BCTPOEHBI (hepPMEHTHI
JbIXaTeIbHOM LIeNH, HEOOXOMUMBIE sl Mpouecca
OKHUCIUTENLHOTO (hochOopHIMpOoBaHus, oOpa3yroile-
ro ocHoBHYIO 4acTh AT®, u TpaHcropTHbIE OEKH,
00yCIIOBNMBAIOLIME €€ HM30MpaTeNbHYI0 NpPOHMIA-
eMocTh [28]. Marpukc MUTOXOHIpHUNA MMeeT Oolee
BA3KYIO KOHCHCTEHIIMIO, YeM ITMTOIUIa3Ma KIIETKH.
B nem HaxomsTcst (epMEHTBHI, MUTOXOHApHAIbHAS
JHK (mt/IHK), pubocoMbl, opraHHYecKHe Cco-
€IMHEHUs], MOHBI, B TOM YHCJIe KajJbIUsS M MarHus.
@depMeHTB MaTpHKca y4acTBYIOT B uukie Kpeoca,
OKUCITUTETEHOM (hochOoprIMpoBaHNY, OKHCICHUH
nUpyBaTa U 0eTa-OKUCICHUH KUPHBIX KUCIOT [24,
26, 33].

MTJIHK conaepxuT oT JByX 10 AECATH UJECHTHUY-
HBIX KOJIBLIEBBIX KOMHH, OTJIMYHBIX OT KOAMPYIOLINX
MOCJEI0BAaTEIbHOCTE  YHUBEPCAJIBHOU  siIepHOM
JHK; ona xomupyer pPHK, TPHK u cyOnenunmmmbt
(epMEHTOB JIBIXaTENBHON 1IETIH, B TOM YHUCIE CEMb
cyosenunann AT®-cuHTa3bl, TpU CyOBEIUHUIIBI U~
TOXPOMOKCHAA3bl M OAHY CyObEIMHHILY yOUXHHOH-
LUTOXPOM c-peaykTasbl. MHdopmanus o Monexkynax
PHK u GenkoB B OCHOBHOM CUMTBIBaeTcs ¢ Oojee
TsKenoi HapyxHoM nenu MT/IHK. B mutoxonapu-
SX CYIIECTBYET cOOCTBEHHAS! OCIOKCHHTE3NPYIOIIAs
cUCTeMa, IPEICTaBICHHAs MEJIKUMM pubocoMaMu
(4, 24, 26].

Breiaensior Tak Ha3blBa€Mble MHUTOXOHApHAIIb-
Hble 0OJIE€3HHU, CBA3AaHHbBIE C TEHETUYECKUMHU, CTPYK-
TYPHBIMH, OMOXMUMHUYECKHMH JIe(PEKTaMH MHTOXOH/]I-
PHii, B TOM YHMCIIe IPUBOSIINMHE K SHEproaepuuuty
kieTok. OHU IepenaroTCsl 0 KEHCKOM JIMHUM, TaK
KaK TOJIBKO SIMIIEKJIETKA COAEPKUT MHUTOXOHJIPHH.
MuroxoHapuanbHas 00J€3Hb HAUMHACT MPOSIBIISATH-
Cs B TOT MOMEHT, Korja OoJbllee YHCI0 MHTOXOH-
Jpuii OOJBIIOTO KOJIMYECTBA KJICTOK JaHHOW TKaHH
npuobperatoT MytanTHeie konuu JIHK (moporosas
IKCITPECCHS).

W3BecTHBI HaclIeACTBEHHBIE MMTOXOHApPHAIIb-
Hble 3a00JIeBaHUs, CBSI3aHHBIE C MyTaLUsIMHU T'€HOB,
KOAMPYIOIINX CHHTE3 MHUTOXOHIPHAIBHBIX OEJKOB,
— cusjpom bapra, cungpom Kepnca — Ceiipa, cun-
npom Ilupcona u np. CyecTBYIOT HaCJIE€ACTBCHHbIE
OoJie3HU, CBSI3aHHBIC C MATOJIOTHEH YHEprocHadke-
HUSl KJICTKH, — OOJIE3HH COCAMHUTEIBHOM TKaHHU,
CUHJPOM XPOHHYECKOH YCTaIOCTH, TNIMKOI€HO3, Kap-
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JUOMHOIIATHs, MUTPEHb, NEYEHOYHAsl HEJO0CTaTO4-
HOCTb, TAHIIUTOIIEHUS, TUTIOTIapaTUPe03, A1abeT, pa-
xuT u Ap. K HacieacTBeHHBIM MUTOXOHIPHATIBHBIM
0oJie3HsIM, CBS3aHHBIM C HapyIIEHHUEM YHEPreTHKU
KJIETKH, OTHOCUTCS IeQUIIUT IUTOXPOMA ¢ (CHHIPOM
Jles). On xapaktepusyercs sHIe]aIonaruei, cum-
METPUYHBIMU HEKpPO3aMH B TOJOBHOM M CIHUHHOM
MoO3re, aTakcHel, cyJJoporamH, 3aJIep>KKoi yMCTBEH-
HOTO pa3BUTHS, TUIIOTOHUEH [9, 26].

B MHTOXOHIpUSX NPOTEKAET OKHUCIUTEIbHBIN
METa0oNMM3M, cyOCcTparoM jisi KOTOPOTO CIIyKar
IIaBHBIM 00pa3oM >KUPHBIE KHUCIOTHI M IHUPYBAT,
o0Opa3yemblii B pe3yJbrare TIIMKOJHM3a B ILIUTO30JIE.
OTu BellecTBa TPAHCHOPTUPYIOTCS W3 LIUTO30Js B
MHUTOXOHJPHAIBHBIA MAaTPHKC, TI€ pacmlaJaroTcs 10
JIBYXYTJIEPOAHBIX TPYII, MPUCOEIMHEHHBIX K are-
twiikoepmenty A (auetun-CoA). B cocraBe mo-
nekyasl anetTwi-CoA Kaxaas aueTuibHas rpymnmna
BKIfouaercsi B 1ukJ KpeOca B KauecTBe MCTOYHHKA
BBICOKOOHEPIreTUUECKHUX ~ DJIEKTPOHOB.  DJEKTpPO-
HBI NIEPEJAOTCS B ABIXAaTEIBHYIO IIeNb BHYTPEHHEN
MUTOXOHJIPUATBHOW MEeMOpaHbl, [JIe BCIEACTBUE UX
MEPEHOCa MPOUCXOIUT U3BJICUEHUE SHEPTUH.

Tak kak O0JbLIOE KOJIMYECTBO BHICBOOOXKIAE-
MOU PHEPrHH UCTIONB3yeTcsl (pepMeHTaMu BHYTpPEH-
Hell MeMOpaHs! Jutst oOpa3oBanust AT® uz AJID, stu
peaxkiui Ha3bIBAIOT OKHCIUTENHHBIM (hochopmm-
poBanueM [2, 6, 16, 26]. [Ipu npoxokIeHUU SICK-
TPOHOB IO ABIXAaTEIBHON LENN MPOUCXOIUT UX «OT-
KadrnBaHue» u3 Matprkca. ATdD-cuHTa3a NCHIOIB3YET
sHepruto ruaponmza AT® nna nmepenoca H' uepes
MeMOpaHy, a Ipu AOCTaTOYHO OOJBIIOM MTPOTOHHOM
IpajieHTe MPOTOHBI HAYMHAIOT «TEub» uepes Qep-
MEHT B OOpaTHOM HampaBiICHHUHU, YTO COMPOBOXK/A-
ercst cuaTe3oM AT®. DHeprusi, BbIcBOOOKAaeMast B
MIPOLECCE MEPEHOCA INIEKTPOHOB I10 JBIXaTEIbHON
[eNH, aKKyMyJIupyercsi B (opMe 3JIeKTPOXUMHYe-
CKOTO NMPOTOHHOTO I'PajJieHTa Ha BHYTPEHHEN MeM-
OpaHe MUTOXOHIPHA.

Takum 006pazoM, MUTOXOHJIPUU OCYIIECTBISIOT
OOJIBIIYIO YACTh KJICTOYHBIX MPOLIECCOB OKUCICHHUS
Y IPOU3BOIAT TOUTH Bech AT® >XKUBOTHOM KIeTKH. B
pe3ynbTare «OTKaYMBaHUS» MPOTOHOB M3 MaTpUKCa
CO3JaeTCsl TPAHCMEMOPAHHBIH AJIEKTPOXUMUYECKUN
MPOTOHHBIA TPaTUeHT, OOYCIOBIEHHBIH MeMOpaH-
HBIM TOTEHIINAJIOM U pa3HoCThio pH. DHeprus TpaHc-
MEeMOPaHHOTO I'paIueHTa UCIOJIB3YETCS JJIsl CHHTE3a
AT®. Dto obecrieunBaet 3hdexTrBHbIN 00MeH ATD
n AJ1® Mex 1y MUTOXOHIpHUEN U LIUTO30JIEM, UTO MO-
3BOJISIET MOAIEPKNUBATh B KIIETKE BBICOKHAN YPOBEHB
suepruu [23, 27]. Cunre3 AT® — He eTUHCTBEHHBII
MPOLECC, UAYLINH 32 CUET SHEPTUH IEKTPOXUMHYE-
CKOro rpaauenrta. B marpukce, rae Haxopsrcs dep-
MEHTBI, ydacTBylomue B 1ukie KpebGca u npyrux
METa0ONMYECKUX PeaKUysX, HEoOXOIUMO MOLAep-
’KMBaTh BBICOKME KOHLEHTPALMU DPA3IUUYHBIX CYyO-

crparoB. [loaToMy uepe3 BHYTPEHHIOIO MEeMOpaHy
JIOJDKHBI TPAHCIIOPTHPOBATHCS Pa3IMyHbIC HECYIIHE
3apsin cyocrparel. X akTHBHO TepeKadnBaroT Mpo-
THUB JNEKTPOXUMHUYECKHIX IPAJHEHTOB BCTPOCHHEIE B
MeMOpaHy OeJKU-TIEPEHOCYHKH. DHEPTHUS AIEKTPO-
XMUMHYECKOTO IPOTOHHOTO TPaIUCHTA UCTIONb3YEeTCS
TaKKe Ul IepeHoca B MaTpuke noHoB Ca®’, KoTo-
pBIC UTPAIOT BAXKHYIO POJIb B PETYJISIIUN AKTUBHOCTH
HEKOTOPBIX MHUTOXOHIpPUATBHBIX (epmeHToB. llo-
[JIOIIEHNE MUTOXOHIPUSMHU HOHOB JIJIS YIaJICHHS UX
13 HUTO30JIs1 UMEET OOJIBIIOE 3HAYCHUE, UX BBICOKAS
KOHIICHTPAIHSI B ITUTOIIIa3Me SIBIISIETCS] OTIAaCHOM [2,
6, 24].

Onna u3 QyHKIMH MHUTOXOHIAPUH — y4yacTue B
obOpa3zoBaHuN akTUBHBEIX ¢GopM kuciopoma (ADK).
W3BecTtHO, uTO 1-2 % DJEKTPOHOB MpH HUX MeEpe-
HOCE B JIBIXaTeNbHOW IIeNr HJeT Ha oOpa3oBaHUeE
CYNEpOKCHIHOTO aHHOH-pajukaia O} , KOTOpbIi
BIIOCIICICTBUU NIPe0Opa3yeTcst B IEPEKHCh BOAOPOIA
(H,0,) u runpoxcunsueiii pagukan ("OH) coracHo
YPaBHEHUIO:

e, 2H"

0,——>07 »H,0,—"% 5 H,0+"OH

B Hopme ADK npuHamiieKuT poiib MECCEHIKe-
POB, OHU TIOAJIEPIKUBAIOT PEIOKC-COCTOSTHUE KIETKH,
y4acTBYsl B PETYJISIIMU €€ QYHKIIMOHAJIHHON aKTHB-
Hoctu. K m30bITOuHOM Hapabotke ADK mpuBoguT
HECOOTBETCTBHE MEXIY JOHOPAMHU U aKIETTOpaMHu
(O,) 5MeKTpOHOB B ABIXaTEIbHOW LIEMH, YEMY CIIO-
cobctyeT Kak neguuut O, (THIOKCHST), TaK U €ro 13-
OBITOK, BO3HHUKAIOLIMI BCIICACTBHE PEOKCUTCHAIMN
IIPH BOCCTAHOBJICHUH KPOBOTOKA B PaHEEe UIIEMHU3H-
POBaHHOH TKaHW (CHHAPOM HIIeMUU-perepdy3un).
IIpu B3aumopeiicteuu O; ¢ okcupom asora NO*
o0pa3yeTcsi MOIIHBIM OKWCIHTENh MEPOKCHHUTPUT
(ONOO). [TorTOMYy OKHUCITUTEIBHBIN CTPECC MOXKET
SIBIISITHCSL BYKHBIM 3BEHOM I1aTOreHe3a 3a00neBaHui
THUIIOKCHYECKOTO U pereppy3nOHHOTO TeHe3a.

Onna w3 (QyHKUMH MHTOXOHJpPUH — ydacTHe
B amomnrto3e. Psj ycioBuii crocoOCTBYeT 3aIlycKy
MUTOXOHJIPHAITFHOTO (BHYTPEHHETO) IIyTH aroll-
TO3a: THIIOKCHsI, Ne@UuuT (HaKTOPOB pOCTa, YCHIIe-
Hue reHeparuu B kietke ADK, HeoOparumbie 10-
Bpexxnenus JIHK u np. On perynmupyercs Genkamu
cemeirictBa Bcl-2, xoTopeie memnsiTcs Ha JBa Kiacca.
benku mepBoro kiacca, WHTHOMPYOIINE aromnTo3,
MOTPYKEHBI B HAPY)KHYIO MEMOpaHy MHUTOXOHJIpHI
U PEryIupyloT NPOHULAEMOCTh MEMOpaHbI, a TAKKe
yMeHbIaroT oopazoBanne ADK; k ux mpeacraBure-
nsim otHocsTest Bel-2 u Bel-XL.

Benku BTOporo kiacca cemeiictBa Bcl-2 cru-
MYJUPYIOT pa3BUTHE armonTto3a. OHM HaXomATcs B
IIUTO30JIe, HO TIOCJI€ AaKTHBALMU MEepeMeIIaTcs K
MeMOpaHe MUTOXOHIPUH, T/Ie B3aMMOJCHUCTBYIOT C
TIPEICTaBUTEIISIMU TIEPBOTO Kilacca cemeiictBa Bel-2
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C TOCNEYIONUM HWHTHOMPOBAaHUEM WX (YHKIIHU.
IIpencraBuTensMu BToporo kiiacca cemeiictsa Bel-2
sBisitorest Bid, Bad, Bax u ap. AktuBanus 0enkoB
BTOpOro kjacca cemelictBa Bcl-2 BbI3bIBaeT MOBBI-
[ICHUE MPOHMUIAEMOCTH BHYTPEHHEH MeMOpaHbI
MUTOXOHJIPHH, BCIIEIICTBUE YETO MPOUCXOIAT Haly-
XaHHe MaTPUKCa MUTOXOHIPUHU U Pa3phIB HAPYKHOU
MeMOpaHbI, MEHbBINICH TIO TUIOIIAH, YeM BHYTPCH-
vss. [lpu aToM B MeMOpaHe MUTOXOHIpHUU 00pa3y-
€TCsl HECEJIEKTMBHBIM KaHasl, yBEJIMYMBAIOIIMI ee
MIPOHHULIAEMOCTb, YTO MPUBOJIUT K BBICBOOOKIICHHIO
nutoxpoMma ¢ u 6enka SMAC (second mitochondria-
derived activator of caspases), i Smac/Diablo,
B [UTO30/b. [lOCTYNMUBIIMII B IMTOMJIA3My IIUTO-
XpOM ¢ B3amMoJieiicTByeT ¢ Oenkom Apaf-1 (apoptotic
protease activating factor-1) u npuBIeKaeT Kacma-
3y-9, GopMuUpYys TIPU ITOM KOMILJIEKC MPOTECHHOB —
anonrocomy. Kacnaza-9 B npucyrcreun AT® akru-
BUPYETCS, PaCIlEIUIsieT U aKTUBHPYET Kacrasy-3, Ta
B CBOIO OYepellb PACHICIUIACT MPOTEHH IIUTOILIA3MBI
Bid, xoTopsIii Tocie BCTpanBaHUS B MEMOpaHy MHUTO-
XOH/IpUH aKTHBHpPYET Kacma3y-6 M kacrazy-7. bemnok
SMAC, 0cBOOOIUBIIANCS U3 MUTOXOH/IPUH, CBS3bI-
Baetcs ¢ 6emkamu IAP (inhibitors of apoptosis), Tem
CcaMbIM BBICBOOOJKIast Kacmassl [8, 31].

[Ipu MOBpeX)AEHUN MHUTOXOHAPUN TPOUCXOIAT
Hapymenue cuaTe3a AT®, n30siTouHOEe 00pa3oBa-
nue ADK, 3amyck amonrtos3a, MOBHIIMIACTCS COMAEP-
xkanne Ca’" B KJIeTKe C TOCEAYIONIel aKTHBAIlHeH
Ca**-3aBucumMbIx pepmenToB (ocdonumnas, mporen-
Ha3, ATda3z, sampoHyKIea3). DTO MPUBOIUT K JeTpa-
Januu GoconunuaoB, pa3pylICHHIO HUTOCKENIETa
1 KJIETOYHBIX MeMOpaH, neuiuTy sHeprun u (par-
MEHTaI[H XpPOMaTHHA KJICTOYHOTO Si/Ipa.

W3BECTHO OKOJIO THICSYM MOJICKYJISIPHBIX MapKe-
POB, HCIIONB30BaHME KOTOPHIX MO3BOIISET AETATBLHO
U3yUYUTh AKTUBHOCTH MUTOXOHJPHUI TIPU Pa3IMIHBIX
AKCMEPUMEHTAIBHBIX BO3JIEHCTBUSIX, OCHOBHBIC W3
HUX TIPEJICTaBICHBI B HACTOSIIEM 0030pe.

Mapkepbl 3HepreTH4ecKoil (PyHKIUH MHTO-
xouapuii. AT@-cunmasa (ATP synthase) npunHan-
JSKUT K ceMecTBy anmb(da/Oeta ATD-cuHTa3, B e
COCTaB BXOJMT JIBa CTPYKTYpHbIX omeHa (F, — BHe-
MeMOpaHHBIN KaTtanu3aTop u F, — mpoToHHBIN KaHal
MeMOpaHbl), COCIUHEHHBIX IIEHTPAJIbHBIM CTEpXK-
HEM, KOTOPBI COCTOMT W3 CYOBEIWHUI[ Y, O U € U
BMECTE C OJUTOMEPOM MEeMOpaHHOH CyObeTMHHIIBI
IpeJcTaBiIseT co00i POTOPHBINM JIOMEH (hepMeHTa.
[Ipenmonaraercs, 4To QyHKIHUSA €-CYObEAMHUIIBI 3a-
KIIFouaeTcsi B COOpPKe OCTaIbHBIX JOMEHOB (hepMeH-
Ta, €¢ MyTalusl Wik Je(QUIUT CHUKACT aKTHBHOCTh
AT®-cunTassl. V3ydenne reHOB, HEOOXOIUMBIX IS
T epeHIUPOBKH CTBOJIOBBIX KJIETOK, BBISBHIIO
BAXHYIO pPOJIb MUTOXOHJpHaNbHOW AT®d-cuHTa3BI
B 3TOM Tporiecce. DepMeHT crocoOCTBYET co3pe-
BaHHMIO KPUCT MHUTOXOHIPUH BO Bpems audepeH-

LIUPOBKH TyTEM AHMEpH3alMu M crenuduyeckon
perymsiuun ATD-cuHTa3HOro KoMmruiekca. Bricokas
akTHBHOCTh AT®-cHHTa3bI IPU PAKOBBIX 3a00JieBa-
HUSAX 00yCIIOBIIEHA aKTHUBAIlUEH IJIMKOJIN3a, YCTOMW-
YHUBOCTBIO K arloNTO3y, MOBBIIIEHHOW MUTpalueid 1
WHTEHCUBHOH Mponudepanneil omyxoiaeBbIX KIETOK
[3, 20, 29].

SDHA (succinate dehydrogenase complex,
subunit A) — 4Je€H ceMeWCTBa OKCHIOPEIYKTa3, SB-
nseTcs  CyObeqUHMICH CYKIWHATICTHIAPOTEHA3BI,
KOTOpasi BXOIUT B COCTaB KOMIUIEKCA MHUTOXOHIPH-
aJIBHOM TPAHCIOPTHOU LEMU JICKTPOHOB U OTBEYAET
3a MepPEeHOC AIEKTPOHOB OT CYKIIMHATAa Ha YOUXMHOH
(xonn3uM Q). Ilokazano, uro mytanuu SDHA cmo-
COOCTBYIOT Pa3BUTHIO (PEOXPOMOLIMTOMBI M IOYEU-
HO# KaprwHOMEI [ 1, 33].

COX7A42 (cytochrome ¢ oxidase subunit 742)
NPUHAMJICKUT K CEMEUCTBY IIUTOXPOM C-OKCHAA3bl
Vlla, npenrmonaraeMast pyHKITHS — PETYISAIINAST aKTHB-
HOCTH ITUTOXPOM c-OKCHa3bl. benok sBisieTcs 1eH-
HBIM MPOTHOCTUYECKUM MApPKEPOM HCXOJ1a TIIHOMBI:
TAIUEHTHI ¢ OoJee BhICOKOMU akcmpeccreit COXT7A2
uMenu OOJBIIYI0 MPOJOIKUTEIBHOCTD u3HU [10].
VY wmbleit ¢ HenocratouHol skcnpeccueid COX7A2
oOHapyxeH Oojiee HHM3KHH, YeM Yy MHTAKTHBIX JKH-
BOTHBIX, YPOBEHb IJIIOKO3bI B KPOBHU MOCIE HUHBEK-
LMW UHCYIMHA W nupysara. IIpumeuarenbHO, 4TO
ckopocTh cuHTe3a AT® B TEUYEHH TAaKUX MBIIICH
Obuta cHrbkeHa. llonydyeHHBIC NaHHBIC CBHICTEIb-
CTBYIOT O TOM, yTo onocpenoBaHHoe COX7A2 mu-
TOXOH/IPHAJIBHOE JIbIXaHWE MIPAET BAXKHYIO POJIb B
MoJAep>KaHUU TOMEOCTa3a MIIIOKO3bI, B CBSI3U C UEM
€ro HapymieHue OyIeT CIOCOOCTBOBATH MATOJIOTHH
MeTaboIMYecKrX TporeccoB. benok akcmpeccupy-
€TCS B TKaHSIX C BHICOKUM TOTPEOIICHUEM dHEPTHUH,
TAKUX KaK MO3T, CEpJLE, IIEUEHb, a TAK)KE IPU arpec-
CHBHBIX (DOpMax paka MOJIOYHOM >KeJle3bl YeIOBEKa.
OynknuonansHo COX7A2 crnocoOCcTBYeT 3HEpro-
00pa30BaHUIO B AMHUTETHATBHBIX KJIETKaX MOJIOYHOM
XKeJie3bl, 00ecreunBast moAJiepKanue 6osiee BEICOKOH
nponudepanyn, 00pa3oBaHUIO OMTYyXOJIEBBIX KIOHOB
Y MHBA3HH, TEM CaAMBIM CITOCOOCTBYS Pa3BUTHIO OITY-
xonu [25, 34].

COX,, (cytochrome c oxidase subunit 4) — GemnoK,
KOTOPBIN ABJISIETCS OAHOM W3 MOJUMNENTUAHBIX Iie-
el IUTOXPOM C-OKCHJIa3bl, YYaCTBYET B MEPEHOCE
AJIEKTPOHOB B MHUTOXOHApHsX. [IpuHamIexuT K ce-
MEUCTBY okcuaasbl [V nuroxpoma c, XxapakTepusy-
eT AQPEeKTUBHOCTh LIEMU TKAHEBOTO IbIXaHus [22].
COX,y, MOKET MCHOJIL30BATLCS B KAYECTBE MapKepa
KOJIOPEKTaIbHOTO paka. bosbIiast yacTb 3HEPruu st
OITyX0JIeBOW TpaHC(hOpMAIMA MMEET MHUTOXOHAPH-
anbHOE TPOUCXOXKIeHHe. Pa3nuuns B MUTOXOHAPH-
anpHOM 3(p(PEKTUBHOCTH MOTYT BIIUATH Ha IEPEPOK-
JICHUE KOJIOPEKTAIBHBIX aJ€HOMATO3HbBIX IOJUIIOB B
azieHoKapuuHoMmy. [Ipu TyOymSpHBIX, BOPCHHYATHIX
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aZieHoMax M aJeHOKapLMHOME OTMEYeH Ooiiee BbI-
cokuil yposenb skcnpeccuun COX,,, uem mnpu Tpy6-
YaThIX MOJMIIAX, YTO MOATBEPXKIAET BAXKHYIO POJb
Oclka B JHEPreTHYECKOM METabOoNIM3Me KOJIOPEK-
TaJBHBIX KJIETOK M0 MEepe UX Mepexo/ia OT MOJIUTIOB K
KapuuHome [32].

HADHA  (hydroxyacyl-CoA  dehydrogenase
trifunctional multienzyme complex subunit alpha)
OTHOCUTCSI K ceMeHCTBY 3-ruapoxcuanui-CoA-
JETUPOTEeHa3, SABIsSETCS cyObenuHuIel (pepmenTa,
YYaCTBYIOIIETO B O€Ta-OKUCICHUH YKUPHBIX KHCIIOT.
Myrtanuu B rene HADHA BbI3BIBAIOT PEAKOE AyTO-
COMHO-pEIECCUBHOE METa0OJIMYECKOe paccTpoi-
CTBO, XapaKTepU3YyIOlleecs] CHUKEHHEM aKTUBHOCTH
MHUTOXOHJIPUAIBHOTO [3-OKHUCIIEHUS KUPHBIX KHCIIOT
[14].

Mapkepsl MUTOXOHAPHAJBLHOIO IYTH AaIoM-
T103a. VDACI (voltage-dependent anion channel-1)/
porin — OeJIOK ceMeicTBa MOPUHOB, 00ecreYnBaeT
T dy3uro TuApoPUIBHEIX MOJEKYJ, Y4acTBYeT B
peryismnnn o0beMa KIIETOK U arloTo3e, CII0COOCTBYS
($bopMUPOBaHUIO TIOP B HAPY)KHOW MUTOXOHIIPHAIb-
Hoit memOpane [35]. Ilpu uccrenoBanuu omyxoie-
BBIX KJIETOK PakKa ILEHKU MaTku OOHapy»XeHO, 4To
BbIcokas skcnipeccust VDAC] B 3HauMTenbHON cTe-
MIEHW KOPPEIMPYET C BBICOKOHW YacCTOTOW MOSIBICHHUS
METacTa3oB B JHUM(aTHUECKHe Y3Jbl U TIIyOHMHOMN
uHBa3nu. JlanpHeillee KINHUYECKOE UCCIE0BaHUE
MOJITBEPAMIIO, YTO yBenuueHue s3xcnpeccun VDACI
CBSI3aHO ¢ 0oJiee HU3KOM BBIKHBAEMOCTHIO U MOXKET
HCIOJIb30BAThCS B Ka4eCTBE MOTEHIUAIBLHOTO IpPO-
THOCTHYECKOTO MapKepa Ajsl MALUEHTOB C PaKoM
nieiikn MaTku. OyHKIMOHAIBHOE HCCIIEA0BAaHUE T10-
Kazajyo, 4to noaasneHue sxkcnpeccun VDACI cHu-
KaeT mponudepanno, MUIPalrio U MHBA3UIO OIIy-
XOJIEBBIX KJIETOK.

AIF (apoptosis-inducing factor) npUHAANEKUT
Kk FAD-3aBucuMOMY CeMEHCTBY OKCHAOPEIYKTa3,
UTpaeT JBOMCTBEHHYIO POJb B KOHTPOJIE KJIETOYHO-
ro nukia. [Ipu amonrtose TpaHciouupyercs U3 MU-
TOXOHJAPHUH B PO, TA€ (PyHKIIMOHUPYET Kak Ipo-
arnoNTOTHYECKUH (PaKTop Kacmaza-He3aBHUCUMOTO
MyTH, TOTZA KaK B OOBIYHBIX YCJIOBHSX HMPEICTAaB-
JIsieT OO0 aHTHANONTOTHYECKHM (hakTop Onaroma-
P OKCUZIOpeAyKTa3HOI akTHMBHOCTH. PacTBopumas
¢dopma (AlFsol), oOHapykeHHast B spe, HHIYIAPY-
€T HEe3aBHCHMYIO OT Kacmasbl (hparMeHTAIHI0 XPO-
MocomHoi JIHK, a Takxke akTuBHpyeT Kacmasy-7,
TE€M CaMbIM MHIYLUPYs anonto3. Mrpaer BaxHYIO
pOJIb B Kacraza-He3aBUCUMOM MMKHOTHYECKOH rube-
JIM KJIETOK, HHAYLUPOBAHHON MEPEKUCHI0 BOAOPOAA
[8, 31].

Mapkepbl IUIACTHYECKHX HPOIECCOB MHUTO-
xoHaApuid. [excoxunasza 1 (hexokinase 1) — Genox,
MpUHAJIEKAIUNA K CEMEWCTBY T€KCOKMHA3, yd4a-
CTBYET B PETyJISALUH YIIEBOAHOTO OOMEHa U MeTabo-

nu3Ma rekco3bl. COMepKUT Ba JOMEeHa, C JJOMEHOM
C cBs3aHa KaTaJuTHYECKas aKTHBHOCTH, a C JIOMe-
HoM N — perymsitopHast. [Ipy skcriepuMeHTaIbLHOM
MojenupoBanuu Oonesnn [lapkuHcoHa ycTaHOBIE-
HO HaKOIUIEHHE TeKCOKMHA3bI- 1 B IUTO30J1€ BIIAIH OT
ee 0OBIYHOTO PACIIONOKEHHS B MUTOXOHIpUsX [13].

Hsp60 (heat shock protein 6(0) mpuHAIISKAT K
CeMEeICTBY IIanepoHOB, UTPAIOIINX OOJIBIIYIO POJIb B
peanu3anyy aJanTUBHBIX MEXaHU3MOB KJIETKU. Y4a-
CTBYET B TPAaHCIOPTE MHUTOXOHJIPHAIHHBIX OEIKOB,
cOOpKe MaKpOMOJICKYI M CO3PEBaHUH ITOJIUTICTITH-
JI0B, 00pa3yIoLUIMXCs B MUTOXOHIPHAIbHOM MaTpHK-
ce [17]. Bo3MOXHBIM HCTOYHUKOM ayTOAHTHTCHOB,
IKCTIPECCUPYEMBIX B TKaHSX BO BpeMs BOCIIAICHHUS,
SIBIISIIOTCSL OCJKM TETUIOBOTO MoKa. MccnemoBanus
rokazanu, 9410 Hsp60 mMoxeT QpyHKIHOHUPOBATH B
KaueCcTBE BaKLUUHBI IS [TOJABJICHHUSI 2y TOUMMYHHBIX
BOCHAJIUTENBHBIX PEAKIIHA, B TOM YHCIIE ITPH PeBMa-
tonmHoM aptpute [30].

TOMM?20 (translocase of outer mitochondrial
membrane 2(0) GyHKINOHHPYET KaK TPaH3UTHBIN
MENTUIHBIA PelenTop Ha MOBEPXHOCTH HapyKHOU
MeMOpaHbl MUTOXOHJPUH, 00Jerdas TpaHCIOKaIHIO
CUHTE3UPOBAHHBIX MHTOXOHJPHAIBHBIX IPOOEI-
koB B muto3oie [11]. TOMM20 umeeT pazmudHyIo
IKCIIPECCHIO B OIYXOJEBBIX KJETKaX. 1aK, KICTKH
Punma — lltepubepra (MHOTOSACPHBIC KIETKH, 00-
HapyXuBaeMble B TUMQoy3iax npu aumpome Xon-
KKHUHA) MMEIOT BBICOKYIO0 sKcrpeccuio TOMM?20,
B OTIMYHE OT OITyXOJbh-aCCOIMHUPOBAHHBIX MaKpO-
(aroB ¥ JIUMQOIMTOB. YBEIMUYCHHUE COICPIKAHUS
Oenka B paKOBBIX KJIETKaX SIBJISIETCS MPU3HAKOM BbI-
COKON MeTa0O0JIMIECKON TeTepOreHHOCTH MEXIY pa-
KOBBIMH KJIETKAMH U MHKPOOKPYKEHUEM OIMYXOJH H
CIIY’)KAT MapKepoM HeOJIarompusiTHOTO Ucxozaa 3a0o-
neBanud [19].

Ipoxubumun (prohibitin) WHrHOUpPYET CUHTE3
JHK, BO3MOXHO, y4acTByeT B pEryJslM{ aKTHUB-
HOCTH MHUTOXOHJIPUAIIBHOTO JIBIXaHHSI ¥ aKTHBAIMH
MPHK. MeMOpanHblii OPOXUOUTHH pErYJIUpYET
repefadyy CUTHAIOB MEMOpPaHHOTO TPaHCIOPTa,
SIIEPHBIA KOHTPOJIMPYET aKTUBALMIO TPAHCKPHUITIIUU
W KJIETOYHBIA IUKJI, JIOKAJTM30BAHHBIH B MHUTOXOH-
JIpUAX CTAaOMIH3UPYET MUTOXOHIPHUATHHBIN TEeHOM U
MOJAYJIMPYET MUTOXOHJIPHUATIbHBIM anoONTOTUYECKUN
myTh. Kpome Toro, mpoXuOUTHH MOXKET TPaHCIIOIH-
pOBaThCS B SAPO WIM MHUTOXOHAPHWHU TIPH arlOINTO3€
[21].

@pamaxcun (frataxin) urpaet BaXKHYIO POIJIb BO
BHYTPHUKJIETOYHOM TOMEOCTAa3e kKele3a: ClocoOCTByY-
eT OMOoCHHTE3y remMa U cOOpKe JKeJIe30CepHBIX Kila-
CTEpOB, HTPAET POJIb B 3aLIUTE OT OKUCIHTEIHHOTO
cTpecca Omaromapsi CrioCOOHOCTH Karajlu3HpOBaTh
okucnenue Fe** no Fe’', MoxkeT XpaHHTh Kene30 B
Buje deppurnapura (OnoMuHEpaa, COCTOSIIETO U3
OKTa’dIpOB OKCHIA U TUAPOKCUIA Kee3a) [5].
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Hapymennem ¢yHKIMT MATOXOHIIPHIA COTIPOBO-
JKIaeTcs Io0oe 3a00IeBaHne, TOITOMY JallbHEHIIee
nccienoBanne  (yHKIIMOHANBHBIX  0COOEHHOCTEH
MUTOXOHJIPHIA TIPY PA3TTMYHBIX ITATOJOTUSIX B KIMHH-
K€ U DKCIIEPUMEHTE, a TAKXKE MOUCK HOBBIX AUArHO-
CTUYECKUX MapKEepPOB MEPCIIEKTUBHBI U AKTyaJIbHBI.
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