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MuToxoHApHH Bce OOIbIe IPUBICKAIOT BHUMAHUE MPEICTaBUTEIeH pa3HbIX OTpaciieit
OMOMEIUIIMHBI, YTO OOBICHICTCS MHOTO0Opa3rMeM MUTOXOHIAPHUATBHBIX (QyHKIuH. [Ipemmo-
JIOKEHUE, a TIOTOM M €r0 YKPeIUIeHUE, MPOKAPUOTUYECKOTO MPOUCXOKACHUS MHUTOXOHIPUN
OTKPBLJIO HOBBIE IIEPCIICKTHUBBI MUTOXOHIPHAIBHBIX HccieaoBanuii (3opoB u coast., 2014). B
paMKax 3TOTro MPEATOI0KEHUS CTAHOBUTCS O0Jiee MOHSATHBIM HEOAHO3HAYHOE ¥ TIOHUMAaeMOe
HaMH KaK STOMCTHYECKOE MOBEIEHNE MUTOXOHIPHI B KJIETKE, KOTOPOE YK€ ObLIIO TPAKTOBAHO
HaMHU KaK «MUTOXOHJPHU: JIpy3bs U Bparm» (3opoB u coarT., 2007). Tak Ha3bpiBacMoe «Bpa-
YKECKOe» MOBEJICHNE MUTOXOHAPUI NPOSBISETCS B TOM, YTO B TPOMAJHOM OOJIBIIMHCTBE CIY-
4aeB UMEHHO MUTOXOHJPHUS OTIAeT MpHUKa3 Ha yOUNCTBO KJIETKH XO3SIMHA, a CIEIOM U Opra-
Ha, B KOTOPOM HaxoJsATcs 3TU KieTku. OJIHaKo, B IPUHIUIIE, 3Ta CMepTeNbHAas QYHKIUS MU-
TOXOHJIPUI TIOJIHOCThIO OOOCHOBaHA KakK HEOOXOoIumasi Ui YCTPaHEHHs KJIETOK C Hempa-
BUJIbHBIMU (YHKIUSIMU, BO3HUKIIMMHU B pe3yibTare NoBpexaeHus. Hamuume B opraHe He-
MPAaBIIbHO (DYHKIIMOHUPYIOMIHUX KIETOK MOXKET ObITh KpaifHe BPEeIHBIM JJIsl TAaHHOTO OpraHa,
a, MOKET OBITh, M JUIs Bcero opranu3ma (Zorov et al., 2017). J{ns sToro mporecca ycTpaHeHHUs
MEXaHHU3M OLICHKH «HETOJAHOCTH» TaHHOW KIETKU W 3alyCK €€ YTWUIM3AIUU JOJDKEH OBITh
OUYEHb TOHKO OTPEryJIMpOBaH. YUUTHIBAs KIIOUEBYIO POJIb MUTOXOHAPUN B 3TOM IpoIIiecce,
KpaiiHe Ba)KHBIM SIBIISICTCSI (YHKIIMOHATBHOE COCTOSTHHE MUTOXOHJIPHA, MO0 HAPYIICHUE MHU-
TOXOHAPUANBHBIX (YHKIUI MPUBEAET K HEMPABUILHOMY MPHUKA3y Ha YHUUYTOXKEHUE HYKHBIX
HEMOBPEXKJICHHBIX KIIETOK, MPEXKIE BCET0 MOCTMUTOTUYECKUX, TAKUX KAaK KapIAOMHOIIUTHI,
HEHPOHBI, AMUTETUOLUTHI U TIP.

CeronHst SBIIIETCS YK€ JIOKa3aHHBIM (DaKT, YTO MHUTOXOHJIPUU OTBETCTBEHHBI 32 MHO-
YKECTBO KJIETOUHBIX, OPIraHHBIX U OPTraHU3MEHHBIX MAaTOJOTH, U CTAHOBUTCS OUYEBU]IHOM POJIb
MUTOXOHJIPHI B MHIYKIIMHM ITHX MATOJOTUH, HE OMOCPEIOBaHHAS MPOU3BOJCTBOM DHEPTHH,
TO €CTh HE CBsI3aHHAs C W3MEHCHHEM OKHCIUTEabHOro (ochopuauposanus (Zorov et al.,
1997). Crao siCHBIM, YTO CYIIECTBYET HEKasl MapaKpUHHAs PETYJISIHUS IEATSIbHOCTH KICTKH,
KOTOpasi UICXOJUT OT MUTOXOHApUN. MexaHU3M «pa3roBopa» MEXIAy MUTOXOHIIPHEH U KIeT-
KOH, BUUMO peaTn3yeMblii Ha XUMHUYECKOW OCHOBE, OCOOCHHO CHIIBLHO MPOSBISET ceOsl Ha
npuMepe NnepeMenieH!s] MUTOXOHIPUI U3 OAHON KIIETKU B APYTYIO, YTO COMPOBOKIACTCS U3-
MeHeHneM (eHoTuna kieTku-akuenropa (Plotnikov et al., 2008, Plotnikov et al., 2010, Ba-
benko et al., 2015).

JlJist OIICHKU TOTO, HACKOJBKO «IPAaBHIBLHO» (YHKIIMOHUPYET MUTOXOHIpPHS, HE00XO-
JTUMO TIpE/ICTaBICHUE KPUTUYECKOTO MapaMeTpa, KOTOPBIA OTpa)kaeT «IPaBUIBLHOCTHY HIIN
«HETIPaBWIBHOCTHY» AecTBHs. OlleHKa pabOThl KOHTPOJS KaueCTBa MUTOXOHIPUM, B PE3YIIb-
TaTe KOTOPOH YTUIU3ZUPYIOTCS II0X0 (PYHKIIMOHUPYIOLINE MUTOXOHIPUHU, Aa€T BOZMOKHOCTh
MPEIOJIOKHUTh, YTO TaKUM (aKTOPOM SIBISIETCS 3HAYCHHE TPAHCMEMOPAHHOTO MOTEHIHAIa
Ha BHyTpPeHHEH MeMOpane mutoxouapuii (Ay) (3oposa u coasr., 2017, Zorova et al., 2018).
[To HETOHATHBIM MTPUYKUHAM TOME0CTa3 Ay SBIISETCS OCHOBOMOIATAIONIUM /IS MUTOXOHJIPHIA,
U T€ MUTOXOHJIPHH, KOTOpPbIE HECTIOCOOHBI MOJIEP)KUBATh ONTUMAJIbHOE 3HaUeHuEe Ay, MOJ-
JeKaT YTHIU3alud uyepe3 ayTo(Muto)daruto. OCOOCHHO YETKUM TaKOe TPEOOBAHUE MPOSIBIISI-
eTCsl B TUIIOKCUYECKUX YCJOBHSIX, KOTJa MUTOXOHJIPHS caMa HECIOCOOHAa K HCIOJHEHHIO
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okuciurenbHoro cuHresa ATP, HO ucnonb3yer BHyTpukiaeTouHbli ATP mig noxnepxanus
Ay 3a cuet obparenust paborsl ATP cunrasnoro kommmiekca (Di Lisa et al., 1995). 3ameTum,
YTO 3TO IPOUCXOAMT B YCIOBHUSAX DHEPreTUUYECKOIO0 KpU3HCaA, KOTJA BCS KJIETKA MCIBITHIBAET
OYEHb CEPbE3HbIE MPOOJIEMBI, BbI3BAaHHBIE TUCOATAHCOM MEXIY IPOAYKIUEH U MOTpedIeH -
eM ATP. OgHako 01HOHM U3 CEpbE3HBIX MPUUNH BOSHUKHOBEHMSI IATOJIOTUI MM MPOSBICHUS
CTapeHUsl CUCTEMBI SIBJISIETCSA HApYIIEHUE ITUX CBA3EH, KOTOPBIE IPUBOAAT K TOMY, UTO JaXKe
MUTOXOHJAPUH C HEONTUMAIbHBIM 3HaU€HHEM Ay He YTUIM3UPYIOTCA B KJIETKE, YTO IPUBOIUT
K YBEJIMYEHUIO T€TEPOreHHOCTH MUTOXOHAPUAIBHOW momyssuuu B kieTke. C Hamel TOYkH
3pEHHSI TeTEPOreHHOCTh Ay B KIIETKE SIBIISICTCS IEPBONPUIMHON BOZHUKHOBEHHUS ATOJIOTUH U
crapenus (ITornkos u coasrt., 2015).

B nepBHYHON OCHOBE CO3JaHUs T€TEPOTCHHON MOMYJIALIUNA MUTOXOHIPHM, 11O HAIIUM
MPEJCTAaBICHUAM, HaXOAUTCS IMpolece (pparMeHTaluu (paclelyieHUs]) MUTOXOHPUAIBHOTO
PEeTUKYIIyMa Ha Psii MUTOXOHIPUAIBHBIX (DparMeHTOB, KaK OTBET Ha MOBPEXKIECHHE MUTOXOH-
JpuUH, Yalie BCEro MMEIOIIEro OKUCIUTENbHYIO IPUPOLY, TO €CTh OMOCPEOBAHHYIO OKHCIIH-
TenbHBIM cTpeccoM (Zorov et al., 2017, Vorobjev and Zorov, 1983, 3opoB u coasrt., 2015).
ITpu sTOM HabmOgaETCs BHYTPUMUTOXOHIPUANIBHAS IEPECTPOMKA C OTMEIIMBAaHUEM TTOBPEXK-
JICHHBIX BHYTPUMHUTOXOHAPHAIBHBIX CTPYKTYp M HHTAKTHBIX 4acTel MuToxonapuii. Cre-
AYIOLIEE 32 3TUM aCUMMETPUYECKOE AEJICHUE MUTOXOHAPHUI MPUBOIUT K 00pa30BaHUIO HETo-
BPEKACHHBIX MUTOXOHJPUH, KOTOPBIC BIIOCIEACTBUU 3a CUET CIMAHUSA OOpa3yloT B KIIETKE
MOJHOUEHHO (QYHKIIMOHUPYIOUIMH MUTOXOHAPUAIIBHBIA PETUKYIYM, U MIOBPEKACHHBIE, TIIOXO
(GYHKIMOHHUPYIOLTHE, MUTOXOHIpUAIbHbIE ()ParMEHTHI, KOTOPBIE NMPETEPIEBAIOT MPOLIECC Te-
pepabotku (MmuTodarun). Cam nporecc MUTO(Aaruu CTapTyeT ¢ MEUCHUS OBPEKACHHBIX MH-
TOXOHJPUATBHBIX CTPYKTYp C MOCJIEAYIOUIMM 00pa3oBaHHEM ayTo(arocoMbl, KOTOpas B
JabHEUIIEM CIIUBAETCA C JIM30COMOM, B pe3yJIbTaTe Yero MOBPEKACHHAS MUTOXOHAPHS OJI-
HOCTBIO JIerpaaupyeT. Takoe MOCTOSHHOE YHUUTOKEHUE MTOBPEKICHHBIX U HEHY)KHBIX MUTO-
XOHJPUM SABJISIETCS PEPEKBUZUTOM JJIs1 HOPMAJIBHOIO (DYHKIIMOHUPOBAHUSI KJIETKH U B KJIET-
K€ B Ujieajie CyIIECTBYET paBHOBECHE MEKAY 00pa30BaHUEM HOBBIX M YHUUYTOKEHUEM CTAPbhIX
MHUTOXOH/JPHIL, a caM NpoLecc OTOPAKOBKU HEHYKHBIX MUTOXOHIPUI MOIY4YHUJ Ha3BaHUE Me-
XaHHU3Ma MPOBEPKU KauyecTBa MUTOXOHIpUNA. OJJHAKO B PEATbHBIX YCIOBUSAX MPOUCXOIUT OT-
X0l OT ujeaja, ¥ MOBPEXKIECHHbIE MUTOXOHPUHU MPOIYCKAIOTCA Yepe3 0TOOp, TO JIUM 3a CUET
MCTIOPUYEHHOCTH MAIIMHBI MEUEHHS MOBPEXKICHHBIX MUTOXOHIPUAIBHBIX CTPYKTYp, TO JH 3a
CUeT Mop4M MexaHu3Ma MuTodaruu. Jlrobas U3 3TUX NPUYUH B KOHEUHOM CUETE IPUBEIET K
OTMEUEHHOW BBIIIE T'€TEPOre€HHOCTH MHUTOXOHJPUAIBHOM MOMYISAIUH, KaK JBIKYIIEH cuie
BO3HUKHOBEHUS MATOJIOTUI U CTapEHHUS.

[TpaBUIBHOCTH YKa3aHHBIX BBIIIE BHIBOAOB ObLIa HAMM MPOBEPEHA HA IEJIOM psijie Ma-
TOJIOTHH, BKJIFOYAIONTUX HIIEMHYECKOE MOBPEKICHNUE OpraHa (MO3T WJIM IOYKa), padaoMHO-
JU3, THETOHEPPUT U CTapeHHE OPTaHMU3Ma, TJE MPOCICKHUBAIACH CBSI3b MEXKAY H3MEHEHUEM
CUTHAJIBHBIX ()YHKLIUH MUTOXOHJPUH U IIEJIOr0 psiia OMOXMMHUYECKUX MapaMeTpOB B TKaHH,
HE BCET/Ia COMYTCTBYIOUIMX C YHUYTOKCHHEM HeQYHKIIMOHAIbHBIX MuTOXoHapuii (Plotnikov
et al., 2007).

Koppekiust MUTOXOHAPHATBHBIX (DYHKIMI B HAaNpaBI€HUH HOPMBI OKa3ajach BO3MOXK-
HOMW IIpU HOpPMAJIN3alUU BHYTPUKIIETOYHOIO U BHYTPUMHUTOXOHIPHATIBHOIO PEIOKC YPOBHS, B
YaCTHOCTH JOCTUTAEMOr0 J00aBICHHEM B CHUCTEMY AHTHOKCHIAHTOB IIUPOKOTO TOJKA WIIH
MHUTOXOHAPHAIIbHO-HAMPABIEHHBIX, UIM MHIMOUTOPOB CUTHAIBHBIX CHCTEM TEPMHHAIbHBIX
AIIEMEHTOB aNlONTOTHYECKOTO Kackana (HampuMmep KuHasbl riaukoreHcuHrassi-3f3) (Plotnikov
etal., 2007, 2013).
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