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Bricokas MopdodyHKIIMOHATbHAS CeLMATU3aLKsl MBILLIEYHBIX BOJOKOH TPeOyeT YHUKAaIbHOMI
MPOCTPAHCTBEHHOM OpraHM3allui UX MUTOXOHIPUATbHON ceTu. Mopdoorrss MUTOXOHAPUIA B 3Ha-
YUTEJIBHOM CTENCHU OTIPEE/ISICTCST TIPOLIECCAMMU CIMSIHUSI M ICJICHUST 3TUX opraHesur. B o63ope 0006-
LICHBI COBPEMEHHbIC MPEACTABICHMSI O MEXaHM3MaX MUTOXOHAPUAIBHON AMHAMUKA W CTPYKTYPHBIX
0COOEHHOCTSIX MUTOXOHIPHATBHOM CETH B MOIMEPEUYHO-IOJOCATHIX MBIIIEYHBIX TKaHsIX. OOCyXmaeTcst
TaKKe POJb MUTOXOHAPUI M UX TUHAMUKHU B (DU3MOJOTMM MBIIICYHBIX BOJOKOH.

Kiouessie cioBa: MMmOXOHalea/leaﬂ cems mblile4Ho20 60/10KHA, MLIIT’IOXOHalea./leaﬂ JuHamuka.

JnmuTtenbHOE BpeMs MUTOXOHIPUU TIPEICTABIISINCH
B 00pa3e “KJIETOUHBIX 2JIEKTPOCTAHLIMI” — AUCKPETHBIX
U CTaOMJIBHBIX OpraHeJil, CelaJlu3UpOBaHHbBIX Ha MPO-
usBonctBe AT®. VX ynBoeHUEe MyTeM TEPETSIKKU CBsI-
3bIBAIOCH MCKIIIOUUTEIBbHO C KJICTOYHBIM JCJCHUEM.
OpnHako Ha CeTOMHSIIHUN IeHb XOPOIIO M3BECTHO, YTO
MUTOXOHJIPUM HE TOJIbKO O0ECreurBaloT KJIETKY dHep-
rMeil, HO M Yy4YacCTBYIOT B CaMbIX Pa3HOOOPa3HbIX BHYT-
PUKIJIETOYHBIX mpoleccax [1].

Braromapst coBpeMeHHBIM MeTolaM TPeXMEPHO BY-
3yaju3allii MUTOXOHAPUI Halll B3I Ha UX Mopdoio-
TMI0 U pacripeieeHue 3HaYuTebHO u3MeHuscs. Oka-
3aJ10Ch, YTO B OOJIBIIMHCTBE KJIETOK OHU MPEnCcTaBIeHbI
He U30JMPOBAHHBIMU CTPYKTYypaMM, a OPraHM30BaHbI B
TPEXMEPHYIO CETh U3 1IETIOYEK BHITSIHYTHIX MUTOXOHIPUIA
(MpsSIMBIX WJIM Pa3BETBJICHHbBIX) UM Jaxe 0ObeIMHEHbI B
OIHY MJIU HECKOJIbKO pa3BETBJICHHBIX OopraHesu1 [2—4].
CTaJ1o 0YeBUIHO, UYTO TO, YTO MbI Ha3bIBaJIi MUTOXOH/-
pueil, moapasymeBasi OTIACIbHYIO OpraHesuly, sIBIsIeTCS
JIMIIbL IpoduiieM OOHOKM M3 TaKuX Lernodek. IToaromy
TePMUH “MUTOXOHJpUAJIbHAS CETh” WJIM “MUTOXOHIPU-
aJIbHbI PeTUKYJIyM” BCE yallle MCIOJb3YeTCs BMECTO
MPUBBIYHOTO Ha3BaHUS “MMUTOXOHAPUS” U MOAYEpPKUBa-
€T CJIOXKHOCTb, a Takxke (YHKUMOHAIbHYIO U CTPYKTYP-
HYIO LIeJIOCTHOCTb SHEPreTUYeCcKOoro amraparta KJIeTKU.

HoBblii B3r1s11 HA MUTOXOHAPUAJIbHYIO MOP(DOJIOTUIO
WHULIMMPOBAT HOBbIE METOAOJOTMYECKUE U TEXHUYECKHE
MOAXObI, MO3BOJISIONINE PEKOHCTPYUPOBATh JMHAMUKY
TPEXMEPHOM OpraHMU3alyy 3TON CUCTEMbI JAXE B KM-
BbIX KJeTkax [5]. B wacTHocTu, omnpeneneHbl Haubosee
nH(GOpPMaTUBHBIE MOpdOMeTpUUecKUue TMapameTpbl ISt
ONMCaHMSI MUTOXOHIPHATBHOI CETeBOI apXUTEKTYPHI [6].

MuToXxoHIpraabHas CeTh OKa3ajach O4YeHb JMHA-
MMYHOM CUCTEMOI, KOTOpasi MOAU(ULIMPYETCS B 3aBUCH -
MOCTHU OT SHEPreTUYecKuX MmoTpedHOCTel 1 MeTaboIu-

*I'bOY BITO PHUMY um. H.U. IMuporoBa Munzapasa Poccuu.

yecKux yciaoBuil [7—12]. AmanraunoHHasl IIepecTpoii-
Ka B CTPYKTYpe 3TOil CHUCTEMbl JAOCTUraeTcsl OaiaHCOM
MEX]y HeCKOJbKUMM B3aMMOCBSI3aHHBIMU MTPOLIECCAMMU:
OuoreHe3oM u Mutodarueit, CIUsIHUEM U IeJICHUEM MU-
TOXOHJPUIA, a TaKXKe UX JABUKEHUEM BHYTPU KJIETKHU, KO-
TOpOe OOECITeYnBACTCS IIUTOCKEIETOM.

[Tpouecchbl cAUsIHUS U A€JeHUS] MUTOXOHIPUIA ObLTU
00BbEeNMHEHBbl TOJI Ha3BaHUEM “MUTOXOHApUabHas AU-
HamuKa”. OHU (HOPMUPYIOT BAXKHbBIM MEXaHU3M KJIETOU-
HOI ajanTaliu U BO MHOTOM OIPEaessIoT Cyab0y KJeT-
KU, TIOCKOJIbKY MeKI1y MOP(OJIOoTheil MUTOXOHIPUM 1 NX
(bYHKLIMOHAIBHOM COCTOSITEJIbHOCTBIO CYILIECTBYET TeCHAsI
B3anMOCBA3b [8, 13—16]. YcraHOB/IEHO, YTO HE TOJb-
Ko npoaykisg AT® u peakiuy OKUCIUTEIEHOTO CTPEC-
ca, HO W Jpyrde Oa3uCHbBIE MPOLIECCHl, HANPUMEpP pe-
TYJSIUMST KaJbLMEBOrO MOTOKA, KJIETOYHOE CTapeHue U
aroriTo3, 3aBUCST OT CIUSIHUS U JeJeHUsS MUTOXOHIPUA
[12, 17, 18]. IIpoaneMOHCTPHUPOBAHO, UTO MUTOXOHIPUU
BKJIIOUEHBI B HECKOJIBKO CUTHAJIbHBIX BHYTPUKIETOUHBIX
KackanoB uepe3 Oenku (rpesxae Bcero ['Tda3pl, KMHA3HI
u ocdarasbl), KOTOpble 00ECIIEUMBAIOT B3AUMHYIO CBSI3b
MEXy MUTOXOHJIPUAJIbHOW CEThI0 U OCTAJIbHOM YaCTbIO
KJIeTku. bnaromapst atuMm OejlkaM MMTOXOHApHUAaIbHAs
IMHAMUKa ¥ (PYHKUMSI TECHBIM OOpa3oM BOBJIEUEHBI B
PETYIISIIINIO OOMEHa BeIlECTB, KOHTPOJIb KJIIETOYHOTO 1UK-
Jla, pa3BUTHE, TPOTUBOBUPYCHbBIE OTBEThI KJIETOK U MHO-
rue apyrue mpotecchl [1]. OTo oObsiCHsIET, TOYeMy Ha-
pYLLIEHUs B CTPYKTYPE MUTOXOHAPUAIBHOIO KOMILIEKCa
KJIETKM YacTO aCCOLMUPOBAHBI C TSIKEIBIMU MATOJIOTHSI -
mu [19—21].

XOTS MUTOXOHApUATbHAsl JMHAMUKA JUIIb HEAAB-
HO cTajla TeMOI MCClieloBaHUI B 00JacTU (DU3UOTOTUU
U MaTOJOTUM 3PEIbIX CKEJIETHBIX MBIIIIL, OHA BbI3bIBACT
0oco0blii MHTEpec. Bhicokocnenmaau3upoBaHHbIE MbIILIEY -
HbIE BOJIOKHA XapaKTEePU3YIOTCS OOJIbIINMU SHEPreThye-
CKMMMU 3aMpocaMu U YHUKAJIbHOW MHOTOSIAEPHON CTPYK-
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TYpHOI OpraHu3alMeil, KoTopasi orpaHU4YMBaeT IBUXKEHUE
MUTOXOHJIPUI U UCKJIOUYaeT MUTO3BI.

B sTOM 0030pe 0000111aI0TCS U AHATU3UPYIOTCS OCO-
OEHHOCTU MUTOXOHIPUAIBHON CETU CKEJIETHBIX MbILLIEY-
HBIX BOJIOKOH M 00CYKIaeTcCsl poJib MUTOXOHAPUATIbHOMN
NUHAMUKU B peau3aluu ee hyHKIUA.

MuroxoHIpuaIbHAs THHAMUKA

MuToxoHIpraabHas IMHAMMKA — OTHOCHUTEIbHO
HOBasl KoHLenus. Yaiie Bcero 3TMM TepMUHOM O0O3HA-
YaloT U3MEHEHUS B MOP(OJIOTUU U JIOKATU3ALINN MUTO-
XOHJIPUiA, KOTOpbIe 00eCTIeunBarOTCsl ABYMST pa3HOHAIpaB-
JICHHBIMHM TIpOliecCaMi — CIUSHUEM W (pparMeHTaumnei
(Mnu geneHueM) 3TUX opraHen [22].

MdeHOMEeH MUTOXOHIPHUATEHOTO JIeJICHUS OBLT M3BeC-
TEH IaBHO U €MY OTBOJMJIACH POJIb OOECIICUEHUS 10Uep-
HMX KJIETOK MUTOXOHIPHSIMU TTOCJIE MUTO3a, OMHAKO CJTH-
SIHUE MUTOXOHAPUIA U3BECTHO b ¢ 1970-x . [23, 24].
3a mpoiiieaiiee BpeMs AMHaAMUKa 000UX MPOLIECCOB MPU-
3HaHA BaXXHOW XapaKTePUCTUKON He TOJBKO IESIIIXCS,
HO M MHTep(a3HBIX KJIETOK, BKIIOYask BeICOKOMU(pdepeH-
LIMPOBAHHbBIC KJIETKU TAKUX CTALIMOHAPHBIX TKAHEH, KaK
HEepBHas U TMOMEePEYHO-TI0JI0CAThIe MBIIIEYHbIE TKAHU.

Ha ceromnasiramii neHb pacimmnppoBaHbl OCHOBHEIE
MOJIEKYJISIPHBIE MEXaHU3MBI U PETYJISITOPHBIC TTYTH, YIIpaB-
JISTIOIIE TUHAMUKOW MUTOXOHIPUU, U OYEBUIHA €€ pa3-
HOCTOPOHHSIS POJb B MUTOXOHAPUAJIBHOM U KJIETOYHOM
dusnonorun. MntepdasHoe neneHue opraHesa Kak OauH
U3 CMOCOOOB MUTOXOHIPUATBHOTO OMOreHe3a obecreym-
BAaeT pacTyllMe SHEPreTUYecKue MOTPeOHOCTU KIIETKH,
HampuMep B YCIOBUSIX CTpecca MM TIPU BBICOKOM (PyHK-
LIMOHAJIbHOM Harpy3ke. OHO TakKe KOHTPOJIMPYET Kaue-
ctBO MutoxoHapuii 1 MTAHK, mockosbKy dparmeHTaims
MO3BOJISIET U30MPATEIbHO YHUUTOXATh MyTeM ayTodaruu
(MuTOdarnm) Te opraHeNIbl, YbH HYKICOUIBI COICPKUT
MyTauuu |25, 26], a Takke MUTOXOHAPUM C HU3KUM MEMO-
pPaHHBIM TIOTEHIIMAJIOM, KOJMUYECTBO KOTOPBIX BO3pacTa-
eT Ipy MHTeHCUBHOM aejieHuu [27]. Ho OwicTpast dpar-
MEHTaLIUsI MOXKET TAaKKe NMPUBOAUTH K YACTUYHOM MOTepe
MtAHK, npixatenbHbIM neheKTaM U YBEJIUYEHUIO YPOB-
HS aKTUBHBIX (DOPM KMCIIOPOA, TIPOBOLIMPYS pa3BUTHE
amormnTo3a [28].

CrnusiHue MUTOXOHIPUIA PEeryJIupyeT UX KOJUYECTBO
1 MOP(OJIOTHUIO, SIBJISIETCS MEXaHU3MOM KOHTPOJISI 32 00-
HOBJICHMEM 1 Ka4eCTBOM MUTOXOHAPUATBHON TTOITYISIIAN
B TeueHue uHTepdasbl myreM “‘nepemeinmBanus” MTIHK,
0eJIKOB M IPYrux MOJIEKyJl 3TUx opraHesmt [29, 30].

MoseKkynsipuble MeXaHU3MBbI
MHTOXOHIPHAJILHOW JUHAMHAKH

MonexkynspHble MeXaHWU3Mbl CIAUSHUSI U JeJICHUS
MUTOXOHJIpU, a TaKXKe KOHTPOJUPYIOIIME UX CUTHATb-
HbI€ TTyTH OKa3aJIMCh JOBOJIbHO KOHCepBaTUBHLI [31, 32].
B pa3HbBIX GuIIoreHeTHYeCKMX TPYIIax, Kak U B pa3HbIX
KJIETOYHBIX TUIIaX, UCIIOJIb3YIOTCSI OYeHb MOXOXUE Clie-
Hapuu, KOTOPbIe MOTYT ObITb MPUMEHUMBI U K CKEJIeT-
HOM MBIIIEYHOU TKAHU 4YeJI0BEKA.

Kak ciousgHme, Tak W pasmeieHue MUTOXOHAPHI
KOHTPOJIMPYIOT OEJIKOBBIE KOMIUIEKCHI, CBSI3aHHBIE C
MMTOXOHIpUAIbHBIMU MeMOpaHamu. [J1aBHBIMU cpeau
Hux okazanuch ['TdaszHble GeKKM cemeiicTBa TMHAMM-
HOB. D10 Drpl, omocpenytomuii AeaeHNE, a TAKKE MU-
tody3unbl (Mfnl, Mfn2) u OPA1, yuyacTByooliue B CJId-
SIHUM MUTOXoHIpuii. O6a mpolecca SIBISIIOTCS MHOIO-
CTYIIEHYATBIMU W HaXOIATCS TIO BIWSTHUEM MHOXECTBa
JIOTIOJIHUTEJIbHBIX PEryIsITOPHBIX (pakTopoB [33].

MyTtaluy B reHax, KOAUPYIOLIUX 3TU O€JIKU, sIBJIsI-
I0TCS TIPUYWHON Pa3IMUHBIX TATOJIOTHI, B TOM YHCIIE
HaCJIeICTBEHHBIX MBILIEUYHBIX AUCTpoduil [22].

Causnue mMumoxonopuii

[Ipu oObeaAMHEHUU ABYX MUTOXOHIPHUIA MPOUCXOIUT
KOOPAMHUPOBAHHOE CIUSHIE CHaYaja Hapy>KHbBIX MeMO-
paH, KoTopoe omocpenyeTcss mutodysuHamu [34, 33],
a 3ateM npu niomoiy OPAI1 cavBatoTcst BHyTpeHHUE MEMO-
pansl (puc. 1) [36, 37]. O6a Buma 6eJTIKOB UMEIOT CXOI-
Hoe cTtpoeHue. Mx TpaHcMeMOpaHHbBIE TOMEHBI 3aKper-
JISIIOTCSI B HAPY>KHbBIX (MUTOMY3UHBI) JTMOO BO BHYTPEHHUX
(OPA1) mutoxoHapuanbHbIX MeMOpaHax. BHemeMOpaH-
HBIEe JOMeHBI THna “coiled—coil” 00pa3yl0T rOMOOJIMTO-
mepHble (Mfnl—Mifnl, Mfn2—Mfn2 umu OPA1—OPAI)
uinu rerepoosuromepHoie (Mfnl—Mfn2) cBsizu, KoTopbie
obecneuyuBaloT usndyeckoe conuxkeHue MeMOpaH IBYX
cocenHux opraHesl. [ TMa3Hble JOMEHBI 3TUX OEJIKOB OT-
BETCTBeHHBI 3a THAPOn3 ['TA. DT0 HEOOXOAMMO, UYTOOBI
3aBEPILINTh CIMsSIHME COMMKEeHHBIX MeMOpaH [38—40].

MuTtody3unsl (Mfn 1/2) — coBMecTHO paboTaroliue
benku. B xierkax, rae MyTaHTHble ¢opMbl Mfn2 nu-
meHsl ['Tda3HOI aKTUBHOCTH, MUTOXOHIPUH HE MOTYT
MPOUTH MpPOLECC CIAUSHUS Jaxe nocse convxkeHus [41].
OTU GENKU CIAUSHUS SIBISIOTCS MHOTOGMYHKIIMOHATbHBI-
MM W BOBJICUEHBI TaKKe B PETYIISIINIO JAPYTUX BasKHBIX
MUTOXOHAPUATBHBIX QyHKIINIA. Tak, B KJIeTKaxX, KOTOPBIE
He 3KcrpeccupyoT Mfn 1/2, HapylaeTcst He TOJIbKO MOp-
¢oJIorust MUTOXOHIPUIA, HO U MX TTOABMKHOCTD [40, 42].
CHxkeHue ypoBHs Mfn2 NpuBOAUT K HapYLIEHUIO OKUC-
nuTenbHoro dochopunuposanus [43]. Mfn2 takxke He-
00XxoauM 11 GOPMUPOBAHUSI KOHTAKTOB MEXAY SHIO-
iazmatuyeckoit cetoto (BI1C) u mutoxonapusimu. Ero
M30BITOK TIPUBOIUT K HAPYIICHUIO TTOCTYIICHUS KaTbIIUs
n3 DIIC B mutoxoHapuu [44], 4To 0COOEHHO 3HAYUMO
IIUIST MBIIIIEYHBIX BOJIOKOH. VMI3BeCTHO HECKOJIIBKO MHTO-
(y3MHCBSI3BIBAIOIINX OEJIKOB, B pa3IMYHON CTETICHU BO-
BJICUEHHBIX B KOHTPOJb MUTOXOHIPUATbHON TUHAMUKMU,
B TOM 4ucJie mpoaronTornyeckue 60eyku Bax u Bak [45].

Bnusinue OPA1 Ha mMopdosioruio MUTOXOHAPUATb-
HOI ceTM HEOMHO3HAUYHO U MOAU(UIIMPYETCS B 3aBUCH -
MocTu oT Kosnmdectsa, [ TPa3zHoii akTuBHOCTU 1 C-KOH-
1IEBOM CTPYKTYphI 3Toro oenka [14]. OPAI cyiecTByer
B HECKOJIBKUX (pOpMax, OIPEnesIOIINXCs albTepHATHB-
HbIM cruiaicuHrom konupyouieit ero MPHK. B pesyiib-
Tare MPOTEOIN3a B MUTOXOHAPUSIX 00pa3yloTcs pasHbIe
no mmuHe u3odopmbel OPAL. KopoTtkue popmbl ciabee
MPUKPEIUIeHbl K BHYTPEHHE MeMOpaHe MUTOXOHAPUH,
YeM JTMHHBIE, ¥ KOTOPBIX COXPaHSETCS THUAPOMOOHBIM
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JIOMEH. YCTaHOBJICHO, YTO pa3lMYHbIe BapUAHTHI 3TOTO
0esika 0Ka3bIBAlOT pa3HOEe BIMsSHUE Ha MOPGHOJIOTvio U
MEMOpPAHHbII MOTEHLIMA MUTOXOHAPHIA [46]. Bbuio Takxke
MoKa3aHo, U4TO 3KCIpeccus onpeneeHHbIX popm OPAIL
opra"HocneunduyHa [31].

Kpome yyacTusi B MUTOXOHAPHAIBHON AUHAMUKE
OPAI1 BoBjieYeH B momaepKaHUe CTPYKTYPhI KPUCT ITyTeM
obpa3zoBaHusi 0COObIX KOMILIEKCOB. [Ipu HOKayTe 3TO-
ro 6ejKa KpUCThbl CTAHOBSITCSI 6ec(hOPMEHHBIMU, a MEXK-
Iy IByMST MeMOpaHaMU TOSIBIIIeTCS 3HAYUTEIbHOE TIPO-
CTPAHCTBO. DTOT MPOLIECC COMPOBOXKAAETCS MPOTEOI30M
MHTerpajbHOi MemOpaHHol npoTea3sl PARL, pacrono-
KEHHOI BO BHYTpEHHE MeMOpaHe MUTOXOHAPUI, BbIXO-
oM nutoxpoma C B LIMTOIUIA3My U 3aBEepLIACTCS KJIETOY-
Hol Tubenbo [47—50].

IMpennonoxurenbHo OPA1 nmpuHUMAaeT Takke ydac-
THE B CHHXPOHU3AIINN CIUSHUAS BHEITHUX U BHYTPEHHUX
MeMOpaH, TTOCKOJIbKY YCTaHOBJICHO, YTO MEXIY MUTO-
¢y3uHamu 1 OPA1 BO3MOXXHBI MOJIEKYJISIDHBIE B3aMO-
neiictBus [51]. Kpome Toro, nu3BectHa oiHa u3 u30hopM
OPALI, cnocobHast B3aMOIEICTBOBATh M C BHELLIHEN MeMO-
paHoii MUTOXOHApUIL [46]. OmHAKO MEXaHU3M CHUHXPO-
HU3allMM OCTaeTCs MOKa HEU3BECTHBIM.

Jleaenue mumoxonopuii

KitoueBbiM OeIKOM Je/ieHUs MUTOXOHJIPUA B KJIET-
Kax MJIEKOITUTAIOLIMX CYUTAETCSI LIMTO30JIbHBIN OesloK
Drpl (dynamin-related protein) [52, 53]. Y3 uuto3onsa
OH MEPEHOCUTCS Ha MOBEPXHOCTb MMTOXOHIPUM C uC-
MOJb30BAHUEM LIMTOCKEEeTa U OOHAPYKMBAETCSI HA JIMHUU
oymymeit mepetsokku [54, 55]. Onuromeps Drpl mytem
I'Td3aBucumoii caMocOOpKK (POPMUPYIOT KOJBLO, KO-

[C.I'IHHHHE

Puc. 1. Monens MUTOXOHAPHUAJIBHOTO JCJICHUSA U CIUAHUSA Y MICKOIIUTAIOIINX

Topoe Tipu rugponusze I'TD cxumaeTcs U MOAEIUPYET
MEePeTSIKKY, Mocje yero 0eJ0K MOCTENeHHO AMCCOLMM-
pyeT obpaTHO B LIMTO30Jb [53, 56—58].

ITockonbky Drpl He umeeT TpaHCMEMOPaHHOTIO J10-
MEHa, TO JJIs €eT0 3aKperJieHUsl Ha TTOBEPXHOCTU MUTO-
XOHJIpUI HEOOXOAMMBI pelienTophl. B cocTtaBe HapyKHOM
MUTOXOHIIPHAJbHON MeMOpaHbl y MJAEKOMUTAIOIIMX 00-
HapyXeHO HecKonbKo Drpl-cBs3biBatoinnx 0eiakoB. Han-
bosiee uzyueHHbIMU ABISIIOTCS Mitochondrial fission fac-
tor (Mff) u Mitochondrial fission 1 6ejioK, KOTOpbIi y
yesjoBeka nosyuwn HaspaHue hFisl (puc. 1).

MIf — rnaBHBII KaHAUWAAT HA POJIb 00S13aTEIbHOIO
peuenrtopa wis Drpl. Ero HokayT NpUBOAUT K YJIMHE-
HUIO MUTOXOHAPUH [59] 1 ymeHbluaeT KoanyectBo Drpl
Ha ux moBepxHocTu [60]. Bo3amoxxno MIff BEITTOTHSIET
GyHKUMU He TOJbKO peuentopa Drpl, HO U CiayXuUT
aJarnTOpHbIM OEJIKOM, KOTOPbI MHULIUUPYET OJUTOME-
puzauuio 3axBaueHHoro Drpl B cniMpajibHble KOMILIEK-
cHl [60, 61].

hFisl umeer oOpallleHHbI! B IUTO30JIb IOMEH B BUJIE
Mmy4yKa o-CIMpaJieid, KOTOpble 00eCIeurBalOT B3auMOIeii-
ctBue ¢ Drpl m crmocoOCTBYIOT eTo ouroMepu3annu [62].
Posnb hFisl B neneHun MUTOXOHAPUIA HeogHO3HaYHa. Ha-
psiy ¢ MHOTOYMCJIEHHBIMU pabOTaMu O €ro y4yacTUU B
39TOM IIpoliecce MOKa3aHO, YTO MUTOXOHApPUAIbHAs JIO-
Kkaymmzauys Drpl Bo3moxkHa u B otcyretBue hFisl [63, 64].
YcraHosieHo Takke, uto hFisl pacrpeneneH B MUTOXOH/I-
pUabHON MeMOpaHe paBHOMEPHO, MO3TOMY OCTaeTCs
HEsICHBIM, KaK OH y4acTBYeT B JIOKaJIbHOM 3axBare Drpl.
BoiaBuraiorcst npearnoioKeHus:, YTo JIM00 Iepel CBSI3bI-
BaHueM ¢ Drpl peuientop n0KeH ObITb aKTUBUPOBAH U
9Ta aKTUBALIMSI UAET U30UpaTesbHO, JIMOO, M0 aHAJIOTUU
¢ apoxcokamu, cBsa3biBaHue Drpl u hFisl ocyiuectBusitor
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CITelIMaIbHbIe amanToOpHbIe OEIKM, TTOKa HEU3BECTHBIC TSI
KJIETOK ITO3BOHOYHBIX [52, 61, 63, 65].

MOXHO MpenrnonoXuTh, YTO 3TU ABA peLenTopa CBs-
3piBalOTCs ¢ Drpl HesaBucumo napyr ot apyra. U xorts
MIf orBomutcs Bemyiuass pojib [61], byHKLMOHANIBHAS
3HAYMMOCTb 3TUX ABYX PELIENTOPOB, MO-BUAMMOMY, MO-
KET OBbITh pa3jMyHa ISl Pa3HbIX BUIOB KJIETOK, a TAKXKe
3aBHCETh OT TOTO, KAKME CUTHAJIBHBIC TTyTH OBITA aKTH-
BUPOBAHBl B MOMEHT 3KCIIEpUMEHTA.

OO6Hapy:keHbl ellle ABa OenKka HapyHOH MemOpa-
HBI, yJacTBYIOIIe B JoKanu3auuu Drpl Ha MUTOXOHI-
pusix. D10 610K MUTOXOHAPHUAIbHOM aTruHaMuku MiD49
n 6enoxk MiD51, u3BecTHBIN Takke Kak mitochondrial
elongation factor 1 (MIEF1). PeuenTopHblii KOMIUIEKC
Mid49/51 BeicTymaet Kak koHKypeHT Fisl u Mff, koto-
pBIit cBsI3bIBaeT U nHakTUBUpyeT Drpl (puc. 1) [65, 66].
Komrieke MiD49/51 MoxeT Takxke B3auMOAeCTBOBATh
¢ Fisl. B atom cinyyae DrplcBsizbiBatoiiasi (GyHKIMS
KOMIUIEKCa OcadsieTcs, CrocoO0CTBYS JEJIEHUI0O MUTO-
xoHapuii [67]. TToaaraior, 4T0 aKTUBHOCTh 3TOIO KOMII-
JIeKca 3aBUCHUT OT (DM3MOJIOTHUUECKOTO COCTOSTHUS KIIeT-
KU Y PEryJupyeT MUTOXOHIPUAIbHYIO AMHAMUKY [60, 65].

Ha ceronnsiiiHuii AeHb OYEBUIHO, YTO PETYJISILUS
MeMOpaHHO Jiokanu3aiuu Drpl — 3To CJIOXXHBIN MHO-
TOBAapUAHTHBIA MEXaHU3M, KOTOPBIA €lle MPEACTOUT 10
KOHILIa paciiudpoBath.

MexaHU3MBI pas3aeieHnsT BHYTPpeHHe MUTOXOHIPH-
aTbHOI MeMOpaHbI TaKKe OCTAIOTCSI TTOKA HEM3BECTHBIMM.
[Ipennonaraemble yYaCTHUKM 3TOrO mpoliecca — 0enokK
OPAIl, yyactBytowuii B causiHuu [41], ¥ MUTOXOHI-
puanbHbIi Oenok yemoBeka MTPI8 [68, 69]. MTP18 —
WHTErpaJIbHbIN 00K BHYTpEeHHE MeMOpaHbl MUTOXOH/I -
puii, OYEBUIHO 3asTKOPEHHBIN TaKKe W B HAPYKHOM MeMO-
pane. [lomaraior, 4To OH BOBJIeYeH B MUTOXOHIPUAIb-
Hoe pekpyruposanue Drpl [68, 69].

MHTOXOHﬂpI/IaJIBHaﬂ CETh MBIIIEYHOI0 BOJIOKHA

CTpyKTypa MUTOXOHAPMUAIBLHOU CETU OTJIMYaeTCs
TKaHeBOU crelM(pUIHOCTbIO, KOTOpasi B TEPBYIO oue-
pelb 3aBUCUT OT META0OIMYECKUX OCOOEHHOCTE KOHK-
PETHBIX KJIeTOK. Mopdosornyeckue pa3inuus KacaroTcst
He TOJIbKO OO0l apXUTEeKTyphl CETH, HO U BHYTPEHHEN
OpraHM3alM opraHesi — (GOPMbI M YUCJIA KPUCT, TUIOT-
HocTu MaTpukca u T.4. [32]. Kpome Toro, mopdonorus
MUTOXOHJIpUI U3MEHSIETCS U B XOJ/Ie KJIeTOUHOM audde-
peHIpoBKHU. [105TOMYy HYKHO ¢ OCTOPOKHOCTHIO OTHO-
CUTBCSl K MPSIMOM DKCTPAIosLUU Pe3yJbTaToOB, IMOJY-
YEHHBIX B KJIETOUHBIX KyJbTypaX, Ha 3peJible crieluanm-
3UPOBAaHHBIE KJIETKH in Vivo, a TaKKe C OOHUX KJIETOY-
HBIX TUIIOB Ha JIpyrue. DTo 00CTOSTENLCTBO MPUOOpETAET
0co0y10 BaXXHOCTh, KOTJA peyb UJAET O BbICOKOCIELIMA-
JIMBUPOBAHHBIX MBbIIIEYHbIX TKaHsIx. Hanpumep, mis
OOJIBIIIMHCTBA META0OJIMUYECKN aKTUBHBIX KJIETOK BBISB-
JIeHa TeHIASHUUSI K OObeAMHEHUI0 MUTOXOHApuUii [70],
a ISl MeTa0OJIMYECK HEaKTUBHBIX KJIETOK XapaKTepHbI
¢dparMeHTUpOBaHHbIE opraHesuibl [71]. OgHako 3pesbie
KapAMOMUOLMUTDI, Oyayyn MeTaboJIMYeCKM aKTUBHBIMU,
UMEIOT 30HbI (PparMeHTUPOBAHHBIX MUTOXOHAPUATIbHBIX

ceteil [32]. MuobGnacThl 1 3pesble MbIIIEYHbBIE BOJIOKHA
JIEMOHCTPUPYIOT CYILIECTBEHHbIE Pa3MuMsl KaK B opra-
HU3ALUM MATOXOHAPUIA, TAK U B YPOBHSIX BKCIIPECCUU U
(GyHKUMAX OEJIKOB MUTOXOHAPUAIbHON IMHAMUKM [72].

Oco0eHHoCTH CTPYKTYPHOI OpraHu3anuu
MHUTOXOHAPHAJIBHBIX CeTei
B 3peJIbIX MbIMIEYHBIX BOJOKHAX

1. 3onaavnasa eemepoeennocms. B 3aBUCUMOCTU OT
JIOKAJIM3allid MUTOXOHIPUATLHON CETU B MBIIIIEYHBIX BO-
JIOKHaX MPUHSITO BbIACASITh TPU MOMYJISIMU MUTOXOHI-
puii: cybcapKoJeMMaIbHYIO, OKOJIOSIEPHYIO M MexXK(pUo-
PUWUISIPHYIO, KOTOPbIE OTJIMYAIOTCS MO YPOBHIO KJIIOUEBbBIX
depmeHToB 1 Mopdonoruu [73]. MexdpuopusipHbie Mu-
TOXOHIPUM CIELIMAIU3UPOBAHbl HA 3HEProCcHaAOXEHUU
mro3nHa 1 AT®a3bl capKoIIa3MaTUIecKO CeTH. 3/1eCh
caMasl CTporasl IpoCTpaHCTBeHHas opraHu3anus. B cyo-
capkoJIeMMaJbHOI U MEepUHYKJIeapHOW 30HaX CeTb Me-
Hee yrnopsiioueHa, U ee BJIEeMEHTbl, TOMUMO OCHOBHOM
(GyHKIIMY, BOBJICYEHBI BO BHYTPUKIICTOUHBIC CUTHATLHEIC
nyti. CybGcapKojieMMabHbIe MUTOXOHIPUM TaKXke yda-
CTBYIOT B MOAAEpP>KaHUM MOHHOrO roMeocTasa, a Mepu-
HyKJleapHble — B ITpolieccax TPaHCKPUMLUKWU U TpaHC-
Jsuuu [74]. OTu 1Be NOMNYJISILUMA UMEIOT 00jiee HU3KUIA
OKMCIUTEIbHBIN MOTeHIIMA, TTPOU3BOAIT OOJbIlIE aKTUB-
HbIX (hopM KucIopoaa U 60Jiee YCTOMUMBBI K TTOBBIILIEHUIO
KOHIIEHTPAIlUM MOHOB KaJbLIMS, YeM MeXGHUOpUIIIAp-
Hble MUTOXOHIpuU [75].

2. 3asucumocms om muna Molule4HbIX 6040KOH. M-
TOXOH/IpUAJIbHbIE CUCTEMbI TaKXe Pa3jinyaroTcsl B COOT-
BETCTBUM C MEXaHUUYECKUMU 1 METaOOIMIECKUMU CBO¥I-
CTBaMU TPEX TUIIOB MbILLIEYHBIX BOJOKOH. B MeIeHHbIX
OKUCJIUTETbHBIX BOJIOKHAX OKoJO 15% capKoria3Mbl
3aHSITO KPYMHBIMHU OpTaHeJlaMi ¢ MHOTOYMCIIEHHBIMU
KpUCTaMu. B OBICTPBIX IMTUKOJIUTUYECKUX BOJOKHAX MU-
TOXOHIIPUU MeJIbYe M 3aHUMAIoT Bcero 7% obObema cap-
KoI1a3Mbl. B 3aBUCMMOCTH OT cyOCTpara, NCHoJIb3yeMO-
ro mis noinydyeHuss AT®, pasauyHbl 1 OMOXUMUUYECKUE
MoKa3aTelln 3TUX opraHes [73, 76].

OaHako HeOOXOAMMO TMTOMHUTL O (peHOMeHe “MmeTa-
00/IMYeCcKOM r’MOKOCTH”, KOra BOJOKHA MOTYT MEPeKIII0-
yaTbCs C OMHOro cyobcTpaTa Ha APYroil B 3aBUCUMOCTH
OT JOCTYITHOCTU U MOTPEeOHOCTU B 3Hepruu [77].

3. Mexcmumoxonodpuaavnovte Konmarxmot. OyHKINO-
HaJIbHOE U CTPYKTYPHOE €IMHCTBO MUTOXOHIPHUATbHOM
CHCTEMBI XM3HEHHO HEOOXOAWMO TSI MBIIICYHBIX BO-
JIOKOH, KOTOpPbIE OTJIMYAIOTCS BHICOKUM 3HEPrornorpeo-
JICHMEM U B MOMEHT COKpaIlleHUsI TPeOyIoT MpeneabHOo
CUHXPOHM3ALIMM B padoTe BCEro MHOTOSIEPHOIO CUM-
miacta. Mexmay MUTOXOHJIPHUSIMU B TOMNEPEeYHO-TI0I0ca-
TBIX MBIIIIEYHBIX TKAHSIX ObLTM OOHAPYKEHBI COSMMHEHMS,
Ha3BaHHbIE MEXMUTOXOHAPUATBHBIMU KOHTaKTamMu. OHU
(DYHKLIMOHUPYIOT MO MPUHLIMITY KIEMM-KOHTAKTOB, Mpe-
Bpalllasg MUTOXOHIPUATLHBIA PETUKYIYM B KOOTIEPATHB-
HYIO CETh “DJIEKTPUYECKUX Kabeyei”, KOTopbie obdecrie-
YUBaOT CMHXpPOHHOe ToctymuieHne AT®d ko BceM cap-
KOMepaM MbIlIeyHoro BojiokHa [70, 78].
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Puc. 2. [IpoctpaHcTBEHHAs OPraHU3alMsI MUTOXOHAPUATIBHOM CETU B MBIIIEYHOM BOJIOKHE. A — TpexMepHasl PeKOHCTPYKLIMSI MUTOXOHAPH -
anbHOU cet; B u C — TpPOMOJIbHBIM M TMOMEPevHbId Cpe3bl yyacTKa MBIILIEYHOro BosiokKHA [79]. M — muroxoHapuu; M®P — muoduod-
pusutel; MKK — MeXMUTOXOHAPUATBHBINA KOHTAKT; Z — TeJodparMa capkomepa

4. Bvicoxas ynopsidoueHHOCMb NPOCHMPAHCMEEHHOI
opeanusayuu. MUTOXOHIPHUAIBHBIE CETU MBIIIIEUHBIX BO-
JIOKOH XapakTepU3YyIOTCSl CJIOXHOW U CTPOro YHopsiao-
YEHHOU MPOCTPaHCTBEHHON opraHu3alueit, 0CobeHHO B
MeXXMUOGUOPUUIIPHBIX 30Hax. Ha ypoBHe z-1MCKOB BbI-
SIBJISTIOTCSI TTayKOOOpa3Hble MUTOXOHIPHWY, YbH BETBSIIINC-
Csl OTPOCTKM OKPYXaroT MUO(PUOPUIUIBI U TSHYTCS yepe3
BCIO TOJIIILY BOJoKHA. Ha Kaxablil capkomep MpUXOaUT-
cs IBa TaKMX MMTOXOHIpUANbHBIX Tutacta. CocemHwue
IJIACThI COEIMHEHBI MEXIY COO0I HUTYATBIMU MUTOXOH/I -
pusIMM, KOTOpbIe TSIHYTCSI BAoaIb Muoguopuin [70, 79].
YhopspoueHHas “To3TaxkHast” CTPYKTypa CETH JOMOJI-
HUTEJbHO CTAOUIU3UPYETCS MEXMUTOXOHAPUATbHBIMU
KOHTakTaMu (puc. 2).

HMHTepecHO OTMETUTD, YTO B KapAMOMUOLIUTAX MPO-
CTPaHCTBEHHBIC OTPAHWYCHUSI W M3OJISIIUAS MUTOXOH/I-
puii npyr ot npyra T-Tpybouykamu npuBonsT K ¢popmu-
POBAaHMIO MUTOXOHIPUATbHBIX KJIACTEPOB, OKPYKAIOIIMX
Kaxaplit capkomep. OcoOeHHOCTU (PYHKLIIMOHUPOBAHUS
9TUX KJIACTEPOB MOCIYKWJIM OCHOBAHMEM BBECTH MOHSITUE
0 “BHYTPMKIJIETOUHBLIX 3HepreTmdeckux emmHuuax” [80].
MuTOXOHIpHATbHbIE TUIACTHI B MBILIEYHBIX BOJOKHAX
MOTYT paccMaTpUBAaTbCsl KaK aHAJIOTH TaKUX €AUHMII.

Capxon.llaama'm‘lecxaﬂ CeTb U MUTOXOHIAPHH

Xopouo u3zBectHO, uto CaZt gpisgercs BaXHEUINM
MOCPEAHUKOM IIJIsI TIepefauyld CUTHAJOB BHYTPU KIJIETKHU
U PEeryaupyeT MHOXECTBO KJIETOUHBIX peaklMil, BKIIO-
yasi U CKOJIbKeHHEe MMOMUIAMEHTOB MPU COKPAILICHUU
MBILIEYHBIX KJIeTOK. OCHOBHBIM KaJIbLIUEBBIM JIETIO B T0-
TIePEIHO-TTOIOCATBIX MBIIIEUHBIX TKAHIX SBJISETCS TIa-
Kasl SHAOIIIa3MaThJYecKas (capKoIla3MaThdecKasi) CeTh.
OnHaKo MUTOXOHAPUM TaKKe aKTMBHO YYacCTBYIOT B IPO-
11ecce KaablMEBOro roMeocTas3a, HakarauBasi U BbIOpachl-
Bag oHbl Ca2t, mpuuyeM CKOPOCTh MX TpaHCIIOPTa Ha-
XOJUTCSI B 3aBUCUMOCTH OT MEMOpPAHHOTrO IMOTEeHIIMaaa
opraHejlJl U KOHLIEHTpaLMU 3TUX MOHOB B LiuTo30s¢ [81].
B cepneuHoil MblllIe Takasi ClIOCOOHOCTb MUTOXOHIPHUIA
MMeeT BaXKHOE 3HAYCHUE B PETYJISILIMU YPOBHS ITUTOILIA3-
MaTMYECKOTO KaJIbLKUS U, B YACTHOCTU, MOXET OINpPEaesTh
CTerneHb MOCTUILIEMUYECKOro MOBpexkaeH s Myuokapa [82].

B 3penbix BoJIOKHAX CKEIETHBIX MBI (B OTININE
OT KapIMOMHOIIUTOB) YyYacTHe MUTOXOHIPHUI B U3MEHE-
HUM KOHLEHTPAIlMU CBOOOTHOTO ILIMTO30JIbHOTO Kajlb-
LIMs1 He3HAuMuTeJbHO. B pacciabieHHbIX BOJTOKHAX MU-
TOXOHIIPUAIBHBIN KaJIbIIMI COCTABIISIET BCEro OKoJio 5%
oT obuero coaepxanus B kietke [83]. [IpnumHoii 3T0-
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ro sBysgeTcs Huskoe Ca2t cponcTBO MUTOXOHIPUATBHBIX
TPAHCIIOPTEePOB KaibLus [84], KOTOpbIE OCTAIOTCSI HeaK-
TUBHBI TOKa MBbIIILA HE cokpalaercs. Boiopoc B 1u-
To30J1b MOHOB Ca2t M3 capKoIUIa3MaTUYECKOM CETU BO
BpeMs MBIIIEYHOTO COKPALIEHUST CTUMYIUPYET KaJlbLI-
€BBII ITOTOK BHYTPb OpTaHesUT U TIPUBOIUT K OBICTPOMY
X HaKOTUIEHWIO B MaTpukce. I1oBbIlIeHNEe KOHIIEHTpa-
nun Ca2t B MaTpuKce MUTOXOHIPHUIA B CBOIO OYEPEIb
aKTUBUPYET KITI0YeBBIe (PEPMEHTHI IBIXaTeTbHON IIeTTH U
MPUBOAMT K yBeamdyeHuto mpoaykuuu AT® [85, 86]. Ta-
KUM 00pa3oM, OCHOBHasI (hM3MOJIOTHUYECKas pOJTh Kajlb-
LIMEBOTO MUTOXOHAPHAIBHOTO TPAHCIOPTA 3aKJII0YaeTCsI
B aKTUBallMM dHepreTuyeckoro ooMeHa. Cieayer Takxke
MOAUEPKHYTh, uTo Ca2t-aKTUBaLus MUTOXOHAPUATLHO-
ro cure3za AT® crporo ckoopauHuposana ¢ Ca2t-ak-
TUBAILIME MBIIIICTHOTO COKPAIICHWS.

OnucaHHBI MeXaHM3M IpEeAIoygaraeT, YTo MOTOK
KaJbIIAS BHYTPh MUTOXOHIPUI 0GeCITeueH TOJIbKO B TEX
yyacTKax LIMTOIIa3Mbl, TAe KoJaebaHus B YPOBHE LIMTO-
30JbHBIX HOHOB Ca2* MakcMMaJIbHBI. YCTaHOBIEHO, UTO
B KaJIBIIMEBBIN TPAHCIIOPT BOBJIEKAIOTCS TIIaBHBIM 00Opa-
30M y4acTKM MUTOXOHIPMIA, pacrojOXKeHHbIE B HEITOCPE/I -
cTBeHHOI O6im3octu ¢ Ca2t KaHanaMM capKoIUia3MaTy-
yeckoii cetu [87, 88].

OKka3zajioch TakxKe, YTO Hapy>XKHass MUTOXOHIPUAITb-
Hasg MeMOpaHa U MeMOpaHa 3HI0IIa3MaTUYEeCKOM CETU
(GopMUPYIOT 30HBI KOHTAKTa, IMOJYYMUBIIME Ha3BaHUE
MAM (mitochondria-associated ER membrane). biaro-
naps MAM 5Tu 1Be opraHesibl HE TOJbKO COBMECTHO
PETYIUPYIOT TTOTOK KaJbILINS, HO U OOMEHUBAIOTCS JINTT -
namu [89]. Takas hyHKIIMOHATIbHASL CBI3b TOJDKHA UMETh
peularolee 3HaueHue 111 ooueid (GU3MOJOrMU MbILey-
HOTO BOJIOKHA.

HapyxHasi MemOpaHa MUTOXOHAPUIA COCTABISIET OKO-
10 20% MAM. B 30He KOHTaKTa [Be OpraHeijibl COJIU-
JKalTcs 10 pacctossHust 10—25 HM U yiepKMUBalOTCsI He-
CKOJIbKUMHU OEJTKOBEIMA KOMITJIEKCaAaMU, BKJTIOYAsT U Te-
TepOKOMILIEKCH MUTOGY3UHOB [44, 90]. CBI3u Mexay
MUTOGY3MHAMU SHAOIIA3MATUUECKON CeTU U MUTODY-
3MHAMU HapY>KHON MUTOXOHIPHAIEHON MeMOpaHbI pery-
JIUPYIOT KOJMYECTBO KOHTAaKTHBIX TouyeK. Takum obOpa-
30M, GEJTKM MUTOXOHAPUAITEHOTO CIVSHUS OKa3bIBAIOTCS
HETOCPENCTBEHHBIMM YYaCTHUKAMU (PYHKIIMOHATBHOTO
KOOIIEPUPOBAHHUS CapKOILIa3MaTUIeCKON U MUTOXOHIPU -
AJIBHOU CETEM.

HenaHo ObL10 TakKe MPOAEMOHCTPUPOBAHO yYacTUe
BIIC u B mpoliecce MUTOXOHIPHUATIBHOTO AeneHus. Tpy-
6ouku DIIC omosCchIBalOT MUTOXOHJIPUU U B HEKOTO-
PBIX CITyJasiX CYLIECTBEHHO MX MepeskuMaroT. C IToMOIIBIO
droopecpyrolero MUKpocKora ImoKa3aHo, 9YTO B Me-
CTaXx TaKOro KOHTakKTa oOHapyxuBaercsi O0eimok Drpl.
Takum obGpa3oM, 3HIOIUIA3MAaTHYECKasl CETh YJ4acTBYeT
B OMNpeIeJIeHUH MeCTa MEePeTIKKU MaTepUHCKON MUTO-
xoHapuu [91].

HMutepecHo, uto dochopunupoBaHHbiii Drpl ocra-
€TCsl HEAaKTUBHBIM B LIMTO30JI€, HO €r0 aKTUBHOCTb MO-
JKET MOIYJTMPOBAThCSI KaJbIIMEM Yepe3 aKTHBAIIUIO0 Kallb-
LHUHEVPHUHA, KOTOPbIA YYaCTBYET B MUTOXOHIAPUAIbHOM
snokanusauuu Drpl nyteM nedochopuinpoBaHusi 3TOr0

oenka. Takoii MexaHM3M MOXET MMETh OCOOEHHOE 3Ha-
YeHUE B CKEJIETHBIX MBILLIEYHBIX BOJIOKHAX, T1€ KAJIbLINI
LIMKJIMYECKU MOCTYNAeT B LIMTO30JIb U3 MOJIOCTEN capKo-
Iia3maTudeckoi cetu [92, 93].

Cra0mibHOCTh MUTOXOHIPUAIBHOI CETH
M MeXaHU3Mbl €e¢ KOMIEHCAIUN

B Mbl1IeUHBIX BOJIOKHAX OOLLIMPHAsT TpeXMEpHasl CeTh
OYCHb JUTMHHBIX Pa3BETBICHHBIX MUTOXOHAPUIA BbIHYKIIE-
Ha pa3MellaThCcsl B OrpaHUUYEHHOM MPOCTPAHCTBE MEXIY
muopudpuuiamu. JJonomHUTeTbHO OHA 3a(pUKCHpPOBaHA
MHOTOYMCICHHBIMU MEXMUTOXOHAPUATHHBIMUA KOHTaK-
TaMH, CUCTEMOI MPOMEXYTOUHBIX (pUIaMEHTOB, a TaK-
K€ (DYHKIMOHATBLHO TIPUBSI3aHAa K APYTUM CTPYKTypam
BOJIOKHA (CapKoIlJa3MaTUYeCKO CeTM U capKoMepam)
[94, 95]. HecomHeHHO, 3TO 3aTpyAHSET €¢ peopraHu3a-
LIMI0, CBSI3aHHYIO C MMTOXOHIpUaJIbHOM TMHAMUKOM, KO-
TOopasi TpeOyeT IBMKEHWSI MUTOXOHIPHUI B capKoTUIa3Me.
IToaTOoMy 0COOBIIT MHTEPEC BHI3LIBAIOT IIpearogaracMblie
KOMIeHcaTopHble MexaHu3Mbl. Haubosee npupieKaTesb-
HOI MpeACTaBsIeTCsl Maesl O HECKOJIBbKUX UepapXUuecKuxX
YPOBHSIX OpraHU3allMi MUTOXOHAPUATLHOTO KOMILIEK-
ca [96]. Ona mpeanoaraer, 4Yro BHyTPU OOILIE MUTOXOH/I-
PUATBHOM CeTH KIJIETKU COCYIIECTBYIOT pa3HbIe TOMICETH
MUTOXOHIIPUA, KOTOpble BHYTPU ceOs MOTYT ITOABEpP-
ratbcsl Mpoleccam IeJeHUsT WM CIUSHUSL 0e3 Hapylle-
HUST OOLIEI apXUTEKTYpbl. DTU MOACETU COCTOSIT U3 UTMH-
HbIX MUTOXOHAPUI (KaHAJbLEB), KOTOPbIC MOAEICHbI Ha
CerMeHTbl. ABTOPbI 9KCIIEPUMEHTAIBHO MOKA3bIBAIOT, UTO
CerMeHTbl MOTYT CYLIECTBEHHO pPa3jMyaThCsl MO CBOUM
(YHKIMOHAJIBHBIM XapaKTepUCTUKaM, BKItouasi ahdek-
TUBHOCTb OKUCIUTEILHOTO (poCcOpUINpPOBAHUSI, U BbI-
JIBUTAIOT TUTIOTE3y aBTOHOMHBIX MUTOXOHAPUATBbHBIX (DYHK-
LIMOHAIBHBIX OJIOKOB (“MHUTO-€IMHULL”), KOTOPbIE MOTYT
paboTaTh MHAUBUIAYAJIbHO (MOCIE Mpoliecca OTASICHMS )
WM TIOKJIIOUAThes K o01Iei cetr (rmytem ciausiHusi) [97].
HeoOxommMo OTMETUTH, YTO 3Ta Maesl TpeOyeT Iiepe-
CMOTpa KOHUENLUUU “€AUHOr0 3JIeKTPUIECKOro Kaoesus”
BHYTPU MBILIEYHBIX KJIETOK.

CKOpOCTh MHTOXOH/IPHAJIBHO# THHAMAKHA
W YPOBEeHb OEJIKOB C/IMSHWSA//IEJCHAS

JItoboe n3mMeHeHue apXUTEKTYpbl MbILLICYHON KJIETKH,
0CO0EHHO MOP(OJIOrMM MUTOXOHAPUATLHON CETH, MO-
JKEeT HaHeCTU (PYHKIMOHAIBHBIN ypoH [98, 99]. UmeHHO
ITO3TOMY BCTaeT BOIIPOC O TOM, KaKOBa POJIb MUTOXOH/I -
PUAIBHON IWMHAMUKUA B CKEJIETHOMU MBILLIEYHOU TKAHMU.

K coxaneHuto, KoauuecTBo paboT MO MCCIIe0BaHUIO
MWTOXOHIPUATBHON IWHAMUKU B 3PEJIBIX MBIIICUHBIX
BOJIOKHAX YeJIOBeKa OYeHb HEBEJIMKO, M HaM HE YIaloCh
HalTu nH(GopMaLuuy 00 MHTEHCMBHOCTU 3TOrO IIpoliecca
B CKeJIeTHBIX Mblax. OnHako MopdhodyHKIIMOHATb-
HOE€ CXOJICTBO MOMEPEUHO-IOJ0CATIX MBILILL MO3BOJISIET
HCMOJb30BaTh PE3YAbTAThl, MOJYYEHHbIE HA KAPAUOMUO-
muTax. [lokazaHo, 4YTO TPAHCIIOPT MUTOXOHAPUI B 3TUX
KJIeTKaxX cujibHO orpanmdeH [37, 100], a mukiI ux ciau-
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SIHUSI/A€NICHUST IUTUTCS Y B3POCIIbIX KapAMOMUOLIUTOB B Te-
yenne 14—16 mneit [101].

3aMeuiIeHHas MUTOXOHIpUaibHasl IMHAMUKA TIpei-
rmojlaraeT M HU3KWii YpOBeHb OSTKOB CIIMSTHUSI/IeTIeHUS,
OIHAKO 3TOT MOKa3aTe/lb B MBIIILAX OKAa3bIBACTCSI HeE-
oxumaHHo BbeIcokuM [102]. Bonee Toro, ero cHmkeHue
CYILIECTBEHHO CKA3bIBAETCSI HA COCTOSTHUM MUTOXOHIPH -
aJIbHOM CeTH. DKCMEePUMEHThI Ha MbIILIaX C TeHETUYECKHU
00yCNOBIEHHBIMU Je(UIIUTAMU PA3TUUYHBIX OEJIKOB MU-
TOXOHAPUATBHOM AMHAMUKU AEMOHCTPUPYIOT OUEBUIHbBIC
W3MEHEHNS B MOP(OJIOTUN MBIIICUHBIX MUTOXOHIPUIA
U Ccepbe3Hble HEraTUBHbIC IMOCAEACTBUS ISl MUOKapnaa
B ycioBusix ctpecca [99, 103]. MHTepecHO, uTo 3dhdexT
nepuunta Mfn2 nu OPA1 Ha KapIMOMHUOLUTHI OKA3bIBa-
€TCsl TPOTUBOIOJOXHBIM MPU CPAaBHEHUU C HEMbILLIEY-
HBIMU KJIETKaMU 1 TIPUBOIUT K TTApagoKCATbHO KPYITHBIM
cepaeyHbIM MUTOXOHIpUM [99, 103]. ABTOpbI MoJIaraoT,
YTO apXUTEKTypHAsT OPTAaHM3ALMS MBIIIEYHBIX KIJIETOK MO-
KET BJIMSITh Ha CIOCO0 JEWCTBUS ITUX OEIKOB.

DT HaKThl MO3BOJSIIOT MPEANONOXKUTh, YTO OCTIKU
CIVSTHYSI/IeTICHUST TIOMMMO MUTOXOHIPHATBLHOMN TMHAMM--
KM YYacCTBYIOT TakXe B PEryJsiiUu IPYIMX MPOILECCOB,
BaXKHBIX JJISI KJIETOK ITOMNEPEeYHO-TTOJ0CAThIX MBbIIIEY-
HbIX TKaHeil. Hanpumep, Mfn2 oOHapyXuBaeTcsi B MeM-
OpaHe capKoruia3MaTUYeCKOW CeTM U TakKUM 0o0pa3om
obecrieunBaeT ee (PU3MYECKYIO CBSI3b C MUTOXOHJIPUSI-
mu [104, 105]. OPAI yyactByer B nnpukperuieHun MtJIHK
K BHYTpeHHell MeMOpaHe MUTOXOHAPUI U COAEHCTBYET
perukanuu u pacrnpeaenenuio MtJIHK [106], a Takke
MOKET BBICTYIIaTh KaK aHTHATIONTOTHYECKHNI (pakTop U
MOJAACPXKUBATh CTPYKTYPY KpUCT [49].

3akioyeHue

MuToxoHApUATIbHAS CETh CKEJIETHBIX MBILLIEYHBIX BO-
JIOKOH OTJIMYAETCS CIO0XKHOU MepapXrUueCKOM OpraHusa-
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MITOCHONDRIAL NETWORK OF SKELETAL MUSCLE FIBERS

1.S. Vinogradskaya, T.G. Kuznetsova, E.A. Suprunenko

Highly specialized muscle fibers require a unique spatial organization of the mitochondrial ne-
twork. Mitochondrial morphology is largely determined by the fusion and fission of these organelles.
This review summarizes the current concepts of mitochondrial dynamic mechanisms and structural
features of the mitochondrial network in striated muscle tissue. The role of mitochondria and their
dynamics in muscle fiber physiology are also discussed.

Key words: mitochondrial network of muscle fiber, mitochondrial dynamics.
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