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Texymmii 0030p MOCBAILIEH MUTOXOHAPHAJIBLHOH TUCPYHKIIUH — KIKYEBOMY MATOre-
HETHYECKOMY 3BEHYNIMPOKOr0 KPyra MeTadoJIM4eCKUX PACCTPOMCTB, a TaK Ke MOTeHIH-
AJILHBIM MOIX0aM K €€ IMATHOCTHKE U KOPPEKIUH B KIINHUYECKOH MPaKTHKeE.
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The current review is devoted to mitochondrial dysfunction — a key pathogenetic link
of a wide range of metabolic disorders, and also potential approaches to its diagnostics and
correction in clinical practice.
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[To MuTOXOHPUANBHON AUCHYHKIMEH HUSMHA WM TOKCHYECKMMH BO3JIECHCTBUSMHA
IPUHATO IIOHUMATh THUIIOBOM IIATOJIOrHYE- [1, 21]. Tak KaK MUTOXOHIPUU TPOU3BOIAT
CKHH IIPOLIECC, KOTOPBIM HE UMEET 3TUOJIOTH- OOJIBIIIYIO YaCTh YHEPTHH IS KJIETOK, TO MH-
YEeCKOM WM HO30JIOTUYECKON CHErUpUKU | TOXOH/JIpUAJIbHBIE PACCTPOMCTBA, MPEKIE BCE-
XapaKkTepU3yeTcs, B MEPBYIO OYepedb, HAPY- ro, 3aTParuBarOT TKAaHU C BBICOKMM SHEPTOIIO-
IIEHHEeM 3Heproodpasyromei QyHKIHUH MH- TpeOyieHueM, TMopaxas TaKhue OpraHbl Kak
toxouapui [1, 12, 13, 16]. B 3aBucumoct oT MHC, mpimmsl 1 cepane, XoTs, B KOHEYHOM
ATUOJIOTUM MHUTOXOHJIPHAIIBHYIO ITaTOJIOTHIO CYETE, BOBJIECYEHHOW B MATOJOTMYECKHUM IIPO-
pa3neNAoT Ha NEPBUYHYIO, CBA3aHHYIO C Ha- 1ecC MOXKET OKasaTbesi Jrobas TkaHb [28].
CIIEZICTBEHHOCTBIO, U BTOPUYHYIO, OOYCIOB- CHUMITTOMBI MUTOXOHIPHATTLHON AUCHYHKITIH
JIEHHYIO BO3IECHCTBUAMH OKPYKAIOIIEH cCpe- HecnerM(UIHBl U COOTBETCTBYIOT TKAaHEBOU
Ibl, HaAmpuMepnpuoOpeTéHHbIMU  3a00IeBa- JIOKAJIU3alMKU  TOPAXKEHHBIX MUTOXOHIPHI.
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[IpumepomM 53TOMy MOTYT CIYKUTh JBUTa-
TEJIbHBIE PACCTPOMCTBA M JEMEHLUS, Xapak-
TEpHbIE Ul TOBPEXACHUS MUTOXOHIPUI
HeripoHoB [[HC, a taxxke pa3BuTHE KapAuo-
MHUOMATUHU TUIIUYHBIC MPU BOBJICYEHHUS B Ma-
TOJIOTUYECKUN MpOoIlecC MUTOXOHAPHUI Kap-
JTUOMHOLIMTOB cepAata [28].

B nacrosiee Bpemsi MeTaboiuueckoe
HAIpaBJIEHUE KOPPEKLUHUH MUTOXOHApPHUANIb-
HOM AuchyHKIMH ocTaeTcs ManodhdexTuB-
HeiM [12, 16]. [danHas mpobiema, 1O MHe-
HUIO psifia HCCIeloBaTeNel, sBIsSETCS Mpsi-
MBIM PE3yJbTATOM OTPAHMYEHHOr0 MOHMMa-
HUSL OHOJIOTUM DHEPreTHKU KIETKU U eé
B3aMMOCBS3M C BIMSHHEM OKpYKarolen
cpenst [12]. B ¢Bsi3u ¢ 3TuM GoJiee MOTHOMY
U JUHAMUYHOMY PAa3BUTHIO MHUTOXOHIPH-
AIbHO-OPUEHTHPOBAHHOTO TOJX0Ja B Tepa-
UM METa0OJIMYECKUX U JIET€HEPaTUBHBIX
3a00NieBaHU CIIOCOOCTBOBANIO OBl U3YyUEHUE
W3MEHEHUSI MUTOXOHAPUAIBHON (QYHKIHUU
KaKk TIOCpeJHUKa  OOIIeMeTabO0INIYeCKIX
CABHUTOB BCEro OpraHu3Ma. JTOT MOAXOJ], B
CBOIO Ouepe/ib, ONpe/esieT 3HaUeHUe MUTO-
XOHAPUATEHOW AUCHYHKIMU KaK KIFOYEBOTO
MaTOTEHETHYECKOTO 3BEHA HIMPOKOTO Kpyra
3a0oyieBaHMii, BKJIIOYasg META0OJIHMYECKUI
CUH/IPOM, CEpJCUYHO-COCYIUCTHIE U HEBPOJIO-
ruyeckue paccrpoiictsa [1, 12, 16, 21, 28].

PaccmarpuBasi mpuumMHbl MUTOXOHJIPU-
aNbHON JUCHYHKIUH HEOOXOJUMO OCTaHO-
BUTHCSI Ha HEKOTOPBIX €€ MpearochuIKax,
CBSI3aHHBIX cOCHENU(DUKON OMOJIOTHU MHUTO-
XOHJpHiA. YHUKAIBbHOM OCOOEHHOCTHIO MHU-
toxonapuansHoi JJHK (mt/IHK), B oTiinumne
or JHK sapa xneTku uenoBeka, sBISETCS
HaJlM4YM€ MHOXECTBAa €€ KONMUHW B OJIHOU
KJIETKE, MaTEpUHCKUN THUIl HACJIEJOBaHUS,
OTCYTCTBHE UHTPOHOB, OYEHb MaJlo€ KOJInYe-
CTBO HEKOJUPYIOIIUX MOCIEI0BATEIbHOCTEN.
bonbuioe 3HaueHue WMeEET JIOKATU3aLUs
MT/IHK — oHa pacnosioxeHa B HENOCPEICT-
BEHHOU OJIM30CTH OT cpenbl Ooratoil akTHB-
HeIMU  (popmamu  kuciopoaa (ADPK), uro
OO0BSICHSIET KpaliHe BBICOKYIO CKOpPOCTb MY-
tauuii MT/IHK mno cpaBuenuto ¢ JJHK sgpa
kiaetku [15, 21, 26]. Bmarogaps Hain4uio
MHOecTBa konuii MT/IHK B Kaxkmoi KieTke,
UCXOJHbIE W MyTaHTHbIe Moisekyn MT/HK
MOTYT COCYILIECTBOBAaTh BMECTE. DTO COCTOSI-
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HUE M3BECTHO Kak rereporuiasmus. bonb-
LIMHCTBO IIaTOT€HHBIX MYTalUW, OTBETCT-
BEHHBIX 3a KJIMHMYECKUE MPOSBIICHUS MUTO-
XOHJPHUAIIBHOW NAaTOJIOIMM NPUCYTCTBYIOT B
reTepoIia3aMuYHoOM cocTossHuM. Kak i
pasBUTHs 3HAYUMOIO OMOXMMHUYECKOrO Je-
(dexTa B KJIETKE, TaK U JJIsl IPOSBICHUS CUM-
NTOMOB 3a00JI€BaHUM, MPOLEHT MYTaHTHBIX
MtIHK ot o6mero xomuuectBa mtTIHK
JIOJDKEH IIPEBBINIATh HEKOTOPBIA KpPUTHYE-
CKUH TIOpOTOBBI YpPOBEHb CHEIM(PUUHBIN
JUISL KQXIOM TKaHU, 4TO SIBISIETCS OCHOBHOM
OPUYMHON BapuaOETbHOCTH KIMHUYECKUX
IPOSIBIIEHUN MHUTOXOHJPHAJIBbHBIX 3a00JieBa-
HUI y pasziauysbix Jmi [15, 21, 23].

Vcxons U3 ONUCaHHBIX BbIILIE OCOOEH-
Hocred MT/IHK moxkHO caemars npenmnosno-
JKEHHUE, YTO II0 MEpEe CTapeHHs 4eJIOBeKa B
ero KJeTKax OyAeT Bo3pacTaTh KOJINYECTBO
MYTAHTHBIX MHTOXOHJAPUH CO CHHKEHHOU
(yHKIIMOHAJIBHOW aKTUBHOCTBIO, O0Jaato-
IIMX MEHBUIMMHM KOMIIEHCATOPHBIMH BO3-
MO’KHOCTSIMH B OTHOLIEHHUH MOBPEXKIAOIINX
¢dakTopoB BHelHeH cpezpl. B cBoo ouepenb
3TO OyZAET co3aaBaTh MPEANOCHIIKU AJIs pas-
BUTHS U MOJJEPKAHUSA METAOOIMUECKUX Ha-
PYLIEHHH, 4TO, BO3MOKHO, CTOUT YYUTHIBATh
B Tepay XpOHUYECKHUX 3a00JIeBaHUI.

Cneunduunoir yepToil Merabonm3Mma
MHUTOXOHJIPUM SBIISIETCS. HEPA3pbIBHAs CBA3b
Mexay npousBoactBoM AT® u ADK, korto-
pble TEHEpUPYIOTCA B XOJE IEPEMELICHUS
AJIEKTPOHOB MO AbIXAaTeNbHOM 1enu. [Iprnunna
OTOM CBSI3M 3aKJIIOYACTCS B JJIEKTPOHHOM
CTPOEHHH MOJIEKYJIbI KUCIOpOJa: Yy IBYX OJIU-
HOYHBIX DJIEKTPOHOB HA CaMOW BHEIIHEW Op-
outamu O, OIMHAKOBOE KBAHTOBOE YHCIO
CIHMHA, KOTOPOE BBOAWUT OTPaHUYEHHE CIIMHA
JUI TIpUHATUS 3JekTpoHa [26]. Takum oOpa-
30M, Oz B OIMH MOMEHT BPEMEHU MOKET IPU-
HSTH TOJBKO OJIMH 3JIEKTPOH B IpOIECcCe BOC-
CTAHOBJICHHUS], YTOB UTOT'e TMPUBOJUT K 00pa3o-
BaHMIO HECKOJBbKHX MPOMEXKYTOUHBIX CBOOO/I-
HOPaJUKaJIbHBIX 3BEHbEB. Tak, CyNEpOKCH[-
aanoH O, o0pa3syercsi B MHTOXOHIPHSX Kak
pe3ynbTar BocCTaHOBIEHUS Oz pPa3IMUHBIMU
KoepMeHTamu 1 cyoctparamu 1ukia Kpedca
U JpIxarenpHoM nenu. CynepoKCHI-aHHuOH B
CBOIO OYepe/lb MOXKET CTaThb UCTOYHHKOM IIe-
pOKCHIa BOIOPOA U KpailHE TOKCUYHOTO THJI-
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pokcuibHOro pamukana. [locnennuii oOpasy-
ercsl MpU BOCCTAHOBJIEHUHM NEPEKHCH B IMPH-
CYTCTBUM METAJUIOB IIE€PEMEHHOM BaJEHTHO-
CTH, HAI[pUMEp HMOHOB JKeJe3a WK MEIH, 4TO
HOCHUT Ha3BaHue peakimu Penrona [9, 19, 28].
JoBonpHO mnutensHOoe Bpems ADK cuura-
JMCh TIOOOYHBIMU M BPETHBIMH TPOJTYKTAMHU
a3pOOHOTr0 JIbIXaHUS. DTO MO3BOJSIIO OOBSIC-
HUTH TMOBpeXKAAONHNA PHEKT U30BITOYHOTO
obpazoBanus ADK mpu psijie maTOIOrHYECKUX
COCTOSIHUM M PaccMaTpuBaTh MXKaK OJIHY W3
MIPUYHH, JEXKAIIUX B OCHOBE MUTOXOHIpUAIIb-
HOI ucdynkuuu [3, 28]. JelictBurensHo, re-
penpou3BoAcTBO ADPK MUTOXOHAPUSMHU CBS-
3aHO CO 3HAYMTEILHBIM YMCIIOM 3a00JICBaHHI,
BKJIIOYasi HeWpoJAereHepaTUBHbIE PaCcCTPOU-
CTBa, OOJIE3HU Cepla U METa0OIMYECKUE Ha-
pYIIEHUs, Takue KaK OXKupeHue u auabder 2
tuna [12, 28]. OmHako, Kak YCTaHOBIIEHO B
Hacrosimee Bpems, ADK npoaymmpyrorcs
KOHTPOJIUPYEMBIM 00pa3oM M B HOpME IMOJI-
JIEP’)KUBAIOTCA B HU3KOHM KOHIEHTparuu. OHH
CIy’KaT Ui MOAYJISILIUA MUTOXOHJPUATBHBIX
MIPOLIECCOB M B3aUMOJICHCTBUSL C OCTAJIBHOM
YacThblO KJIETKH, YTO 00eCreunBaeTCs KOHTPO-
JIEM CO CTOPOHBI 3aIUTHBIX AaHTHOKCHIAHTHBIX
cucreM [3, 21, 19].

Cpenu Ipyrux  MHUTOXOHIPUATBHBIX
(YHKIIUN BBIIETSIOT PETYIUPOBAHKUE KIIETOY-
HOTO amornro3a W COAEpKaHWsl BHYTPHUKJIE-
TOYHOTO KaJbIIHs, Pa3IMYHbIE aCTIEKThl METa-
Oonm3Ma xenesa, OKUCIECHUS KUPHBIX KUCIOT
1 OMOCHHTE3a aMUHOKHCIOT. OJIHAaKO UMEHHO
HapylIeHHe KIETOYHOTO AbIXaHWs W IPOU3-
BoactBa AT® sBnsiercss Hambomee CyIecT-
BEHHBIM (DAKTOPOM B MATOTre€HE3e MUTOXOH/I-
pUaIbHON TUC)YHKIMHU, TPSIMO WM KOCBEH-
HO OINOCPEAYIOUIMM HapyIIEHHUEBCEX OCTallb-
HBIX QYHKUUN MUTOXOHIpui [15, 16, 21].

YuurteiBas 0coO€HHOCTH (DYHKIIMOHH-
pPOBaHMS JIXaTEIbHON LENH MUTOXOHIPHUIA,
MOXHO TPHUHTH K BBIBOAY, YTO HapylIECHUE
JUHAMHYECKOTO PaBHOBECUS MEXKIY SHEpro-
npoayuupyoomeid (QyHKIHEeH MUTOXOHIPHIA
n oOpaszoBannem ADK sBusiercs omHOU U3
KJIFOUEBBIX MPEANOCHIIOK MHUTOXOHIpHAIb-
HOUM nuchyHKIuU. J[pyruM Ba)KHBIM acIek-
TOM Pa3BUTHUS HApYyIIEHUS PabOThl MUTOXOH-
npuii siBisieTcs 3()PeKTUBHOCT()YHKIIMOHU-
pOBaHUs AaHTUOKCHIAHTHON CUCTEMBI.
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Jucbanancmexny oopazoBannem ADOK
U UX HeWTpanuszanuei MpUBOAMUT K COCTOS-
HUIO IIMPOKO HM3BECTHOMY KaK OKCHIATHB-
He1it ctpecc (OC) — runeprponykuun ADK ¢
COOTBETCTBYIOLIIUM  CHIDKEHHEM  CHHTE3a
AT® u HapymieHueM BceX Ipyrux GyHKIIHHA
mutoxouapuii [1, 3, 15, 20, 21]. OC moxet
MPUBOJUTH K MOBPEKICHUSAM KIETKH BILJIOTh
JI0 HEKpO3a WU 3aIrycKa MpOoIecCOB aromnTo-
3a. [IpuumHOI OKCHMAATHBHOIO CTpecca, Kak
clieflyeT U3 OCOOCHHOCTEH (PYHKIMOHMPOBA-
HUSl JIbIXaTEeJbHOM LIEMU, MOXKET CTaTh JIo-
00# (hakTOp, CIIOCOOCTBYIOIIMIA YTEUKE IIEK-
TPOHOB C KOMIUIEKCOB IIETIH MEepeHOoca dJeK-
tponoB (III19) na O,. Hanbomnee oueBUIHBI-
MU M3 HHUX SIBJISIETCS THUIIO- U TUIIEPOKCHS,
KOTJ]a COOTBETCTBEHHO HAKaIUIMBACTCS 3HA-
YUTEbHOE  KOJIMYECTBO  KO(EepMEHTOB,
HanpumepNAD*H,; u FAD*H;,cniocobnbIx
HANpPSIMYI0 BOCCTaHOBUTH Oy, WM KOrJa Ha-
NPOTHB, 3HAYUTEILHO MOBHIMIACTCS KOHIICH-
tpauus O3 [3, 7, 22]. MeHee 04EBUIHBIM SB-
JSIeTCsT MHTUOMPOBaHUE KIIETOYHOTO JIbIXa-
HUS TOJ JCHCTBHEM MPOBOCHAIUTEIbHBIX
IIUTOKWHOB, TaKUX KaK (akTOp HEKpO3a OIry-
XOJIM-0. ¥ WUHTEPIEHKUH-6, y4acTBYIOIIUX B
BOCTIAJIUTEIBHOM OTBETE€ M CIOCOOHBIX TIO-
IaBJIATh akTUBHOCTH KoMmIuiekcoB | u Il gpI-
xarenpHoO nenu [3, 20, 22]. Apyroit npuyu-
Hol ycunenus reHepaiun ADK moxer ciy-
JKUTh TIOBBIIICHHAs aKTHBHOCTH (JEPMEHTOB
[UKIIA TPUKAPOOHOBBIX KHUCIIOT, HAMpUMEp
cyknuHaraeruaporenassl (CAI) u anbda-
KeToryTapataeruaporetassl [3, 7].

YuuThBas HaIWYHE JWHAMAYECKOTO
paBHOBecusi Mexay npousBojactBoM ADPK u
AQHTUOKCUJIAHTHOM CHCTEMON MHUTOXOHJIPHIA,
MPUYMHON MUTOXOHIPUAIBHON AUCHYHKINH
MOJKET BBICTYNATh Kak Ae@UUUT Hecrenudu-
YeCKUX aHTMOKCHJAHTOB - YOMXUHOHA, BUTA-
muHOB E u C, riyratnoHa, Tak ¥ CHIDKEHHE
AaKTMBHOCTH (DEPMEHTOB aHTHOKCHJIAHTHOMN
CHCTEMBI, HalpUMep, CYMEPOKCHINCMYTAa3bl
UIIyTaTHOHNEepokcuaasel [3]. B cBorwo oue-
peab NPUYMHON CHYDKEHHSI aHTHOKCUIAHTHOM
eMKOCTH MUTOXOHJPHHA MOTYT CIYXHTh Jie-
KapcTBa, Ha YTO OOBIYHO OOpAIIAIOT MAajo
BHUMaHUsI B TIOBCEIHEBHOM KIMHUUYECKOMH
npaktuke [7]. Hanpumep, craTuHbI, UCHOIb-
3ylomyecs Uil KOPPEKUUH AUCIHUITUIEMUH,
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CHIDKAIOT YPOBEHb YOMXHMHOHA, WIPAIOIIETO
KJIIOYEBYIO POJIb B TEPEHOCE AJIEKTPOHOB C
BOCCTAaHOBJICHHBIX KO(PEPMEHTOB Ha KOM-
mwiekc |l gpixaTenbHO¥ 1enw.AcnUpUH, IITU-
POKO HCHOJB3YIOIIUICS B Ka4eCcTBE aHTHAr-
PETaHTHOTO M KAPOIIOHIKAIOIIETO CPE/ICTBA,
CEKBECTPUPYETKODEPMEHT A, TEeM CaMbIM
cMelllasi paBHOBECHE B CTOPOHY CBSI3aHHOTO
KodepMeHTa A U yMEHbIIIass MeTabOINYCCKHIA
MOTCHIIMA MUTOXOHApHii [ 12].

MexaHu3M MOBPEKIAFOIIETO ACHCTBUS
OC cnoxeH. OH BKIIOYAET aKTUBALMIO II€E-
PEKHUCHOTO OKHWCJICHHS JIMIHJIOB C TIOBPEXK-
JE€HUEM KIIETOUYHBIX U MHUTOXOHAPUATBHBIX
MeMOpaH. OTO MOBBIIIAET HMX IPOHUIIAE-
MOCTb U TPHUBOJUT K YBEIMYEHHUIO YpPOBHS
BHYTPUKJIICTOYHOTO ¥ BHYTPH MHUTOXOHJIPH-
anpHoro Ca?",

Bbicokasi koHueHTpauus Ca’’ mpuso-
TUT K Pa3o0IEeHUI0 OKHCIUTENIbHOTo (oc-
GOopUIMPOBAHUS ¥ KJIETOYHOTO JIBIXAHHS,
YTO COMPOBOXKJIAETCS MPUPOCTOM KOJIHYECT-
Ba KO(EpMEHTOB U CyOCTPAaTOB B BOCCTAHOB-
JeHHOU opme, HampuUMep JIaKTaTa, a Tak ke
CO3/aeT YCJOBHS JUIsl JTOTIOJHUTEIHHOU Te-
Hepauuu A®K. [loBbilieHne KOHLIEHTPALUU
KaiplUs  TaKKe aktmupyer Ca’t -
3aBHCHMBIE MPOTEA3bl, JIUIA3bI, SHJOHYKIIea-
3b1 1 NO-cunTassl [3, 7, 12].

C onmHOW  CTOpOHBI,  aKTUBaIUs
MUTOXOHIPHATLHOUNO-CHHTA3bl  TIPUBOINT
K MHTUOMpoBaHuio komiuiekca |V npixarens-
HOM 1LIETIH M CHUXEHUIO DHEProoOpaszyroiei
byskn Mutoxouapun. C Ipyroi CTOPOHBI,
B yCIOBHSX BbIcOKOTO ypoBHS ADK,NO
mpeBpaliaeTcs B TOKCUYHBIA TEPOKCHHUT-
PHUT, HUTPO3WIHPYIOIIUNA MHOTHE OCIKU C
HapylIeHHeM WX KOH(pOpMaluu U (QPYHKIHH
[3, 6, 8, 15, 21].

AxtuBamus ¢ocdonumnazel A2 comnpo-
BOXKJIAETCS BKJIFOYCHUEM «HEKOHTPOJIHPYE-
MOTO KacKajay apaxuJ0HOBOM KHCIOTHI, aK-
TUBAllEH IHUKIIO- U JIUTIOOKCUTCHA3HBIX ITY-
Tel, YTO MPUBOAMUT K HAKOIUJICHHIO JIEUKOT-
PUCHOB, TPOMOOKCAHOB W TPOCTArIAHIUHOB,
KOTOpBhIE Ha ypOBHE TKaHEH MOTYT CHOCO0-
CTBOBATh CIa3My COCYIOB C TOCIEIYIOITUM
KPOBOUBJIUSIHUEM, YTO SIBISIETCS MPOSBICHU-
€M MHTOXOHAPUATBHOW JIUCHYHKIIMKA Ha
TKaHeBOM ypoBHe [3].
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OxucnurenbHas Moaudukanus Oen-
KOB, xapaktepHas mis OC, HOpuUBOIUT K
WHAKTHBAI[UU KIIOYEBBIX (DEpMEHTOB MeTa-
00IM3Ma MHUTOXOHJIPUI — aKOHHUTAa3bl, MH-
TOXOHJAPUAIIBHOM  JIAKTaTACTHAPOTreHA3bI,
CYKIIMHATJETHIPOTeHAa3bl, KOMIIJIEKCOB JbI-
XaTeJbHOM IIEMHU, YTO TaK ke MPUBOAUT K
CHWXEHHIO YpOBHS npoaykiuu AT® muto-
XOHAPUSIMU U YBEJIMYCHUIO MPOAYKIUU
ADK. CHmxeHne aKTUBHOCTH aJcHUJIAT-
muknaser, Na'/K'-ATdase, Ca’'-ATdasbr
KJIETOUHBIX MeMOpaH B YCJIOBUSX AedULIUTA
AT®npu OC npuBOAUT K JAENOJSApU3ALUU
MeMOpaH, HapyUIeHUIO  BOJHO-3JIEKTPO-
autHOro oomena u pH [3, 8, 13].

HUrorom OC sBnsieTcss WMHTEHCUBHBIN
pactiag ¢pochoNUIUA0B KICTOYHBIX MEMOpaH,
BKJIFOYAsi KapJAHOJIUIIUH, PACIIONOKEHHBIA Ha
BHYTpEHHEH MeMOpaHe MUTOXOHIPHIA, ydacT-
BYIOIIMHA B KadyecTBe KodakTopa B pabote
3HAYUTEIIBHOTO KOJIMYECTBA TPAHCIIOPTHBIX
OenkxoB. Hapymienue merabonu3ma Kanblus U
MPOLIECCHl  OKUCIUTENLHOTO  TOBPEKICHUS
KapIUOJIUINHA MPUBOAAT K OTKPBITUIO MHUTO-
XOHJIPHAJIbHOM TIOphI  MPOHUIIAEMOCTH  —
OonbiIoro HecrenupUUecKoro KaHaia, Hpo-
XOISIIET0 dYepe3 00€ MHUTOXOHIPUAIbHBIE
memOpans! [3, 7, 13]. OTKpeITHE MUTOXOH/I-
PUAIBHON TIOpHI HUBEIHUPYET DIEKTPOXUMHU-
YECKUH TPaJNEHT, IPEKPALAET MPOU3BOACTBO
AT® MUTOXOHJPUSMHU BBI3BIBAET BBHICBOOOXK-
JICHUE TPOANONTOTUYECKUX (PAKTOPOB B IIU-
TO30b, YTO BEAET K TMOEIN KIETKH.

Cpenn TOBpEXIECHHM, BBI3BIBAEMBIX
A®K, rnaHoit mumieHbio ciyxuT MTJHK,
HEMOCPEACTBEHHO perynupyromas (QyHK-
IAOHUpOBaHUE MUTOXOHpui. Ilpm s3TOM
MOKHO HaOmoaate mopodHslii kpyr: OC
npuBoauT k MyranusaM MTIHK, a Hakamim-
Batomuecss mytupoBanHble MTJHK, wu30e-
JKaBive ayrodaruu, OIaronpusTCTBYIOT B
nanpHermem paszpututo OC [7, 12]. Crout
yuecTh, uto aktuBHOCTh CJII', kommekca Il
JIBIXaTEeNIbHOM LIETH, HE OTpakaeT 3TH U3Me-
HeHusM T/IHK, Ttak kak 3ToT pepmeHT KOAU-
pyercs sneproi JIHK, a B Gonbieli creneHu
910 oTHOcUTCA K Komiuiekcaml m IV, wac-
TuyHO KomupyeMbiM reHamu MTIHK. Onu
YacTO CHMYKAIOT CBOIO aKTUBHOCTH Y MAIUCH-
TOB ¢ HamuureM myTanuidi MT/JHK [15].
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C y4€TOMOTMEYEHHBIX BbINIE O0COOEH-
HOCTell OMOJOrMM MUTOXOHJPUN M MEXaHU3-
MOB OC CTaHOBHUTCS OYEBHUJHBIM 3HAYECHHE
OLIEHKU CTEIEeHU BBIPAKEHHOCTH MHUTOXOH/I-
pHaTbHON TUCPYHKIIUN B TUHAMHUKE M OLICH-
Ka pe3epBHBIX BO3MOKHOCTEH MUTOXOHIPUH.
OpHako B HacTosllee BpeMsl JUArHOCTHKA
MUTOXOHAPHAIILHON TUCHYHKIUH 3aTPyIHe-
Ha U3-32 OTCYTCTBUSl YHMBEpCAIbHBIX OHO-
XMMHUYECKUX KpUTEpUEBIIOKa3aTelnel Mera-
0onM3Ma MpU Pa3InYHBIX BUAAX MATOJIOTHUH
[1]. Onpenenenne KOHUEHTPALMK JIAaKTaTa U
IMpyBaTa U UX COOTHOUIEHMS B JMKBOPE U
CBIBOPOTKE KPOBU MOXKET OBITh LIEHHO IPH
psiZe Hacle[CTBEHHbIX AHIEPATIOMHUEINTOB,
00yCJIOBJIEHHBIX IEPBUYHON MHUTOXOHAPU-
abHOW JHUC(HYHKIMEH, HO WCIIOJIb30BaHUE
3TOr0 KpHUTEpHsl B MOBCEJAHEBHOM IMpaKTHKe
IIpU BTOPUYHOM MUTOXOHAPHAIBHOM IATO-
JIOTMM TPEICTaBIsAETCA 3aTPyIHUTEIbHBIM
[1, 16, 21]. HccnenoBanue coaepKaHus
KHUPHBIX KHUCIIOT, OINpE/eTIeHue THOJIBHOIO
cratyca u npoayktoB OC B KpPOBH MOXKET
HCIOJIb30BAThCS TOJBKO B KayecTBE OpUEH-
TUPOBOYHBIX kpuTepues [1, 15, 21]. Otmeua-
eTcs, YTO 3HAUUTeNIbHas yacTh 3a00JIeBaHull,
CBSI3aHHBIX C MHUTOXOHJpPUAIbHOW AUCPYHK-
IIMeH, KaKk MEepBUYHBIX, TaK U BTOPUYHBIX,
COINPOBOXAAETCA CHUKEHUEM YypoBHS L-
KapHUTHHA, TO3TOMYAOCTATOYHO CIeIU(pHY-
HBIM METOJIOM MOTJIO OBl CIYXKUTh OIpese-
JeHHe YpOBHs KapHHTHHA B KpoBu [1, 9].
JlocTaTOYHO TOYHBIM METO/IOM JIMarHOCTUKU
CIIY’)KMT THUCTOXUMHUYECKHMH W LUTOJOTHUYE-
CKUH aHaiu3 OHOINTATOB IMOPaXEHHBIX TKa-
Hell, 0JJHaKo HEeOOXOJMMOCTh B OHOIICHUU U
SIBJICHUE TETEpOIlIa3MUU JIeJIaeT 3TOT Auar-
HOCTHYECKUH  MOJIXOA  IIeJIeco00pa3HbIM
JUIIb JUISL y3KOTO Kpyra HacleJACTBEHHBIX
3aboneBanuii [1, 16, 21]. Menee TpaBMaTuy-
HOM u Oosiee NOCTYNHOM anbTepHATHUBOU
aHanu3a OuonTara sBISETCd LUTOXUMHYE-
CKUH aHaJgu3 aKTUBHOCTU MUTOXOHApHUAIb-
HBIX ()EPMEHTOB B KJIETKaX MepudpepruiecKoil
KpOBH, Hanpumep JUMQOLHTAX, YTO MOXKET
OBITh aKTyaJbHBIM JUIS MOJATBEPXKIECHUS BTO-
PUYHON MHUTOXOHApPUATBHONW AUCHYHKUUU Yy
IIMPOKOTo Kpyra 6onbHbIX[21]. B HacTosmee
BpeMsi pa3paboTaHbl JOCTYIHbIE METOJIUKU
onpenenenuss akruHoctu CUI, JIAI' u a-
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rimnepongdocdaraeruaporenass [1]. Taxxke,
OIpENICIICHHBI MHTEPEC B TUArHOCTUKE MHU-
TOXOHAPUAITBHON JUCHYHKIMU TIPU pPa3BU-
tuu OC mpencTaBisieT ONpeleieHue MapKe-
POB OKHMCIIUTEIILHOTO CTpecca B Pa3IMYHBIX
TKaHSAX W KJIETKaX, HalpuMep MaJOHOBBIN
TUABJIETHT ¥ OKUCICHO MOIU(HUIIUPOBAH-
uele Oenku [2, 3, 4, 5]. Bo3aMokHOCTB € 1I0-
MOIIbI0 IUTOXMMUYECKOTO aHalli3a MHUTO-
XOHJIPUI KJIETOK KPOBU OLICHUBATH TUHAMHU-
KY MUTOXOHAPUAIBHON TUCHYHKIIMH B MPO-
1ecce Teparnuy MO3BOJHUT C OJTHOW CTOPOHBI
OICHUTHh J3(PPEKTUBHOCTh HUCIOIB3YEMOTO
mpenapara, a ¢ Ipyroii — momooparb Oosee
HOXOJISIIYI0 CXeMy JeueHus [1].

PaccmoTpeB  00O3HA4YCHHBIC  BBIIIE
0COOEHHOCTU OMO’HEPreTUKH MUTOXOHJIPHA,
MOYKHO TPEIIOJIOXKHUTh, YTO B Ka4eCTBE TO-
YeK MPWIOKCHUS, KaK JUIS WIACHTH()HUKAIIH,
TaK U JUIS KOPPEKIUU MHUTOXOHAPHAIBLHON
TUCHYHKITUH, MOT OBI TTOCITY>KUTh PSIJT MATO-
XOH/IPHATBHBIX (DEPMEHTOB U METaOOJIUTOB:
CITI', kak yacte LITK u HEenocpencTBeHHbIN
JoHOp 35ekTpoHoB s L1, akoHuTasza, kak
gacte LITK, Na'/K'-A®Ta3a, MUTOXOHJIPH-
anbHast NO-cuntaza u NO, xak peryisTopsl
AKTUBHOCTH KJICTOYHOTO JBIXaHUS, YPOBEHB
Ca®*, KOMIIOHGHTbI AHTHOKCHIAHTHOH CHC-
TeMbl, L-KapHUTHH.

Pa3paboTka yCHemHbIX METOAOB Jieue-
HUSI MUTOXOHAPHAIIBHON MATOJIOTUU KpanHe
cinoxxkHa. K onHoMmy m3 Hambosee mepcnex-
THUBHBIX HANpPaBJICHUH B TEPAITUA MUTOXOH/I-
pHaNbHON NUC(YHKIHUNU OTHOCST CTPATETHIO
MOBBIIICHUS MUTOXOHIPHAIIBHOTO OHOTEeHE3a
— yBeNMYCHHE 4YHCIIa MHUTOXOHIpuit [16].
CuuTaercs, 4To KJIIOYEBBIM (DPAKTOPOM, CTH-
MYJTUPYIOLNIUM OUOTE€HE3 MHUTOXOHAPUHN SB-
asiercst 1-00 KOAaKTUBATOP Y-pelenTopa, akTH-
BUPYEMOTo TMpoiudepaTopoM MEPOKCUCOM
(PGC-1la). Cpeau cmocoOOB CTUMYJISIIHH
obpazoBanusi PGC-la BBIIENSIOT 3HAYCHHE
CUpPTYHHOB, AM®-akTUBUpYyEMON MPOTEHH-
kuHa3el (AMPK), Ca®t / KaJIbMOTyJINH3aBH-
CUMOM TTPOTEUHKWHA3BI/MUTOTCH-aKTHBUPYE-
moii nporennkuHassl (CAMK/MAPK) u C-
Jun N-tepmunansHoit kuHa3el (JNK). B Ha-
CTosillee BpeMs Ui KaXJOro M3 crnocoOoB
aktuBanuu BeIpaboTk PGC-la uccienyror-
cs crumynupyromue areHtol [16]. Coobra-



«HAYKA MOJIOABIX» (Eruditio Juvenium)

eTcs, YTO S-aMMHOMMHMIa30J1-4-KapOoKcaMu-
na pubonykieo3ns (AICAR) aktuBupyer
AMPK , yBenuuuBasi MUTOXOHAPHUAIIbHBII
o6uorene3 u ypoBeHb AT®D, HOMOTHUTEIHHO
cHmwkas ypoeHb ADK B kieTkax ¢ nedex-
tom komiuiekca | IIIID [25]. Pecsepatpou,
AKTUBHO M3y4YaeMBblid B MOCIIE/IHEE BpEMsl aH-
TUOKCUAAHT U (UTOAJIEKCUH, CTUMYIUPYET
skcnpeccuto  SIRT1 (HA/I-3aBucumast jie-
aleTuiiaza CUpTyMH-1) U ynydiaeT oKucie-
HUE KUPHBIX KUCIOT B MUTOXOHJPHSX B yC-
JOBUSIX JeuuuTa KApHUTHHIIAIBMUTOUII-
tpancdepasel 2 [8]. besadubpar, ucroinb-
3yeMbIi B KauyeCTBE TUIIOJMIIHIEMUYECKOTO
CpeACTBa, AKTHUBUPYET pEUEnTOp, aKTUBU-
pyromuii  nponudepanuo NepPoOKCUCOM — o
(PPAR-0). B psize ucciiegoBanuii ObLIO Tak-
K€ YCTAHOBJICHO TMOJIOKUTEIHHOE BIUSHUE
Oe3aduOpara Ha OKUCIICHUE KUPHBIX KHCIIOT
npu JneduiuTe KapHUTUHIATBMUTOMWITPAHC-
depasbl 2, 4TO COMPOBOKAAIOCH TOBBIIIEHHU-
eM (pu3ndeckoit aktuBHoOCTH [ 18].

HMHTEpEeCHO OTMETHUTH, YTO Jaxe cama
no cebe (usmyeckas Harpy3KkaB BHJIE J03H-
POBaHHBIX a’3pPOOHBIX YIPAKHEHUH CTUMY-
aupyer OuOTreHe3 MHUTOXOHIPUIA,HO Jiexka-
MU B OCHOBE OTOTO SBICHHS MEXaHU3M
MOJTHOCTBIO elile He u3ydeH [27].

B mocnenHue TOBI B Ka4eCTBE TMOTEH-
[IUAJIbHOW CTPaTEeruy JIEYeHUsT MUTOXOHPU-
QIBHOW TUCPYHKIUU HCCIETYIOT KETOTeH-
HYIO JIMETy, XapaKTepU3YIOIYIOCs HU3KUM
COJICpKAHUEM YTJICBOJOB M BBICOKHM CO-
JiepKaHueM JKUpoB. 1071071, BHI3BaHHBIN He-
JIOCTAaTKOM YTJIEBOJIOB, W BBICOKHH YPOBEHb
CHUHTE3MPYEMBbIX KETOHOBBIX TEJ,IPUBOIAT K
CTpecC-peakiiu, B pe3ysbTaTe KOTOPOW ak-
TUBUPYETCS MHOXKECTBO TPAHCKPHUIILIMOHHBIX
¢akTopoB M KO(AKTOPOB, B TOM YHCIE U
cuptyun 1, AMPK, PGC-la, 4yro 3Hauu-
TEJIEHO YCHJIMBAET MUTOXOHAPHAIBHBIA OHO-
rede3. Tak ke cooOmiaercsi, 4To Mo io0Has
JieTa YMEHBIIAeT KOJMYECTBO MYTAHTHBIX
JIHK, yBenuuuBaeT 4YHCIO pPa300ILAOIINX
OETKOB W TIOBBIIIAECT YPOBEHb MHUTOXOHIPH-
QJIBHOTO ITyTaTHOHA [23].

Hapsiny ¢ momxomom, HarpaBlIeHHBIM
Ha CTUMYJALMIO OMOTreHe3a MHTOXOHIpPUH,
BHUMAaHHS 3aCITY)KHBAaeT TaK K€ TOJICPKH-
BAIOIIas TEpanusi MUTOXOHJPHAIBHON Jauc-
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byHKuMu, mpeacTaBigomas coboi mpume-
HEHHME KO-(aKTOPOB M BUTAaMHUHOB, HaIpaB-
JIeHHasT Ha KOMIICHCHPOBAaHHUE Pa3IUYHBIX
acCleKTOB MUTOXOHAPHAIBHOU JUCHYHKIMH
[16, 22]. Haubomnee akTUBHO B HACTOSILEE
BpeMs uccaenayrTcs kodpepment Q10 u ero
aHayord, L-KapHUTWH, AWXIIOpAleTaT, allb-
da-nunoesas kuciora [22, 28].

Haubonee 6maronpusiTHBIM CBOMCTBOM
ko3H3uMa Q10 sBisieTcs ero ABOIMHas PoJib B
KayecTBE KOMIIOHEHTA JbIXaTeIbHOW LEeNu U
OJIHOTO U3 caMbIX 3(P(HEKTUBHBIX COOPIIMKOB
A®K [11]. HecmoTrps Ha OnarorBopHoe
BIIMSIHHE, OTCYTCTBHE TOOOYHBIX A (PEeKTOB 1
HIMPOKOE IpUMeHeHne ko3H3uma Q10 B Te-
panuu MUTOXOHJIPUAIBHBIX 3a00JeBaHUH,
JoKa3aTeibHas 0a3a OCTaeTcss HEHOCTaTO4-
HOW BBHJly HEXBATKH KJIMHUYECKHX HCCIIEI0-
BaHMI1 3TOro mpemnapara Ha OOJNBIINX KOTOP-
Tax MalueHToB [24].

L-Kapautun wurpaer BakHyIO pOJib B
HpoLEecCe OKUCIECHUS M 3TepU(PUKALUU KUP-
HBIX KUCTIOT. [lepBruuHbIil nedumt KapHUTHHA
u3-3a2 J1e(PEeKTOB CHHTE3a HE SBIAETCS TUMNY-
HBIM TIPU3HAKOM MHTOXOHIPHAIBHOTO pac-
CTpOICTBa, HO Yy MAalMEHTOB C MUTOXOHJAPH-
TBPHOM TMATOJIOTHEH YacTo HaOIIomaeTcss HU3-
Kui ypoBeHb L-kapHutmHa B 1miasme. L-
KapHUTHUH B OCHOBHOM HCIIOJNI3YETCs Y TIallH-
€HTOB ¢ MUTOXOHPHAIbHBIMU HAPYILIECHUSIMH,
YTOOBl BOCCTaHOBHUTH YPOBEHb CBOOOIHOTO
KapHUTUHA. B OCHOBHOM L-KapHUTHH UCIIONb-
3yercsi BMecte ¢ kodu3umom Q10 [9].

Jluxsopaterar noAepKUBaeT aKTUBHBIM
NMPYBATICTHAPOTCHA3bIA KOMIUIEKC 3a CYET
MHIMOUPOBAHUSI aKTUBHOCTM €r0  KHUHA3Bbl,
obecnieunBasi, TAaKUM O00Opa3oM, CHIKEHUE
YPOBHSI MOJIOUHOW KHUCIOTBL. OH HE peKOMEH-
nyercs narentam ¢ MELAS u3-3a oTcyrcTBust
KaKMX-JIMOO TONIE3HBIX (P(EKTOB M MOTEHIH-
IBHOU POJIM B HEPBHOM TOKCMUYHOCTH. IIpnme-
HEHMs1 JMXJIopalieTara Takke cieyer n3derarb
B CITy4asix, KOT/Ia TaleHThI CKIIOHHBI K Pa3BH-
THIO Tiepudepryeckoii Heriponatuu [10].

NnebGeHon, Oyny4yn aHaIOTOM KOIH3H-
Ma Q, obecrieurnBaeT MepeHOC AIEKTPOHOB B
nporiecce KJIETOYHOro abixaHus. Hccieno-
BaHHUE O BIUSHMU ujeOeHoHa Ha ¢ubpobia-
cThl 0OJIbHBIX HeWpoodTanpMonaruen Jlede-
pa IpoAEMOHCTPUPOBAJTIO 3aMETHOE yIy4Yllle-
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HUE B (QYHKIIMOHUPOBAHWU Komruiekca I, HO
B TOXE BPEMs pa3HOHAIPABICHHOE BIIMSHHE
Ha TMPOILIECCHl KJIETOYHOIO JbIXaHWS B IIe-
JIOM.DTONOCTABUIIO TIOJT COMHEHHEBO3MOXK-
HyI0 3(QQeKTHBHOCTh npenapaTta. OaHaKO
PaHJIOMU3ZUPOBAHHOE KOHTPOJIMPYEMOE UC-
CJIEIOBAHHE IALMEHTOB C BPOXKICHHOM HEM-
poodranbmonatueii Jlebepa mnokazano 3a-
METHOE YJIYy4IIEHHE OCTPOTHI 3PEHUS MpHU
Tepanuu uaeoeHonom [ 14].

Anbda-nmunoeBas KUCIOTa  SIBIISCTCS
KO(aKTOpOM TpeX MUTOXOHJIpHAIIbHBIX (ep-
MEHTOB (IUTHAPOIUNIOMIANCTUNTPaHChepa-
3bl, 0-KETOTJIyTapaTIeruaporeHasbl 1 JeKap-
OOKCHIIa3bl O-KETOKHUCIOT C pPa3BETBICHHOM
LIENBI0) U BIIEPBBIC MCIOJIb30BANACh JJIS Je-
qeHHsl JepunmTa mupyBaTIeruIporeHa3HOro
KOMIUIeKca mouTu 25 ner Hazan. HemaBHO
OBLIO YCTAaHOBIICHO, YTO y PsiJia MAIIMCHTOB C
HapyIICHUEM HHEPreTHYecKoro meTradosus-
Ma B MHTOXOHIPUSX HMEIOTCA Ne(EeKTH B
CUHTE3€ JIMIOEBOU KUCIOTHL. BO3MOXHO, 4TO
JIEYCHUE C TOMOINBIO JIMTIOCBOM KHCIIOTHI
CMOXKET OKa3aThb OJIArONpHUATHBIA 3]dekT
JUIS 3TOU rpynibl narueHTos [17].

[TonBoas uTOr BBIIIECKA3aHHOMY, ClIe-
yeT TMOMYEPKHYTh, YTO HEOOXOIMMO Jallib-
HelIIee u3y4eHne MUTOXOHJIPHAILHON Juc-
(GyHKIMH, KaK B Ka4eCTBE KJIFOYEBOTO IMaTO-
TeHETUYECKOTO 3BEHA OTJIENbHBIX 3a00JeBa-
HUM, TaK ¥ B Ka4€CTBE MOCPETHUKA OOIIeMe-
Ta0OJMMYECKUX CIABUTOB BCEro OpraHu3Ma, a
TaK)Xe acnekToB e€ MACHTU(UKAIMH, YTO B
COBOKYITHOCTH TO3BOJIUT BBIpAOOTaTh HaM-
0oJiee ONMTUMAJIBHYIO CTPATETHIO KOPPEKIUU
MHUTOXOHJIPHAIIBHBIX PACCTPOUCTB.
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3psruna Banentuna MBanoBHa — k.0.H., mom. xadenpbl Ononornueckoi xumuu ¢ Kypcom KJIJI
O 110 I'bOY BIIO Pa3I'MY Munsapasa Poccun, r. Ps3ans.
E-mail: vizvyagina@yandex.ru

VYpsaceeB Oner MuxaidnoBuy — 1.M.H., Ipod., 3aB. Kadeapoii ¢paxyIbTETCKONW Teparnuu ¢ Kypcamu
SHIOKPHWHOJIOTHH, KIMHUYEeCKoW (papmakosiornu, npodeccnoHanbHbX Oone3neit 'BOY BIIO Ps3 MY
Mumn3snpasa Poccun, r. Psizans.

E-mail: uryasev08@yandex.ru
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