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Pe3tome

MatepuHcKne MUTOXOHAPUW 06ECreynBatT 3Hepruen aMOPUOH NOCPELCTBOM OKWUCIUTENBHOrO (hoCctOopUINpoBaHMa nepem
UMnnaHTaumen 6nacTouuctol. focne umnnaHTauuu 61acTOUMCTbl BHYTPUKIIETOYHAS 3HEPrUs B OCHOBHOM MOCTYNAET 3a CYeT
rMmkonu3a. Takum 06pa3om, 04eBUAHA BaXHas POSib MUTOXOHAPMIA B 06ecnedeHun 3Hepruen amépuoreHesa. KoaHsum Q10
(CoQ10) siBNsAETCA MOLLHBIM 3HAOr€HHbIM aHTUOKCUAAHTOM, JIOKaNN30BaHHbIM B MeMOPaHaX, KOTOPbIN 3aLIMLLAET LMPKYNUpYHo-
LLne NUMONPOTenbl OT NEPEKUCHOr0 OKUCIEHUS NUNIUAO0B. Pe3ynbTaThl HECKOMbKUX HElaBHUX KIMHUYECKIUX UCCeA0BaHIIA NoKa-
3a/n, 410 9K30reHHble fo6asku CoQ10 06nafar0T aHTUOKCUAAHTHBIM AEACTBUEM U MOTYT ObITh NOTEHLMANTbHONW Tepanuen s
CHWXKeHNs okucnutenbHoro crpecca. dedpuunt CoQ10 yBenuynBaeT pucK HapyLueHus aMOPUOHANbHOIO Pa3BUTUS; OAHAKO dTa
B3aMMOCBS3b MO-MPEXHEMY 0CTaeTCA HeACHOW. Y4uTbiBas, 4To Ha ypoBeHb GoQ10 BNMAOT (DEPMEHTbI, Y4acTBYHOLUME B €ro
CUHTE3e, TPYLHO CKa3aTb, BbI3BaHbI N HapyLleHns aecmuyutom CoQ10 nnu ABNAOTCA NPSAMbIM Pe3ynsTaToM AeeKTOB B Liene-
BOM reHe. bbino nokasano, 4to B otcytcTBre CoQ10 nponcxoaut CHKeHne cuHTe3a AT® 1 ycuneHue OKUCIUTENBHOMO CTpecca
B MUTOXOHAPUAX — [1Ba OKOSI0rMYECKMX NPOLiecca, BNUAIOLLNX HA 3MOPUOHANTbHOE pa3BuUTUe. B 0630pe NoJ4epKNBaeTCs BAXKHOCTb
CoQ10 Kak aHTWOKCMAAHTA ANs YnyylleHus KadecTBa SMLIEKIIETOK, a TAKXe MOoKasaHa ero Ki4esas posib B 3MOPUOHAIIbHOM
passuTMK. Heob6Xo4umo NpoBefieHNe AanbHENLnX UCCef0BaHNA, HanpaBneHHbIX Ha U3Yy4eHUe MeTabosnyecKmx U3MeHeHM
B NpoLecce aMOPMOreHesa, a Takxxe mexaHusma snnanus CoQ10.

KnitoueBble cnosa: am6puoreHes, koaHaum Q10, CoQ10, OKMCANTENbHBIA CTPECC, PenpoayKLus, MUTOXOHLPUM, OpraHOreHes,
00reHe3, CnepmaToreHes
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Abstract

Maternal mitochondria provide energy to the embryo through oxidative phosphorylation before blastocyst implantation, where
intracellular energy is mainly supplied by glycolysis. Thus, it is obvious that mitochondria play a crucial role in providing energy for
embryogenesis. Coenzyme Q10 (CoQ10) is a powerful endogenous membrane-localized antioxidant that protects circulating
lipoproteins from lipid peroxidation. The results of several recent clinical studies have shown that exogenous CoQ10 supplements
exert antioxidant effects and may be a potential therapy to reduce oxidative stress. CoQ10 deficiency increases the risk of impaired
embryonic development; however, this relationship remains unclear. Given that CoQ10 level is influenced by enzymes involved in
its synthesis, it is difficult to say whether the disorders are caused by CoQ10 deficiency or directly result from defects in the target
gene. It has been shown that in the absence of CoQ10, ATP synthesis decreases in parallel with increased oxidative stress in
mitochondria, two biological events which affect embryonic development. The review highlights the importance of CoQ10 as an
antioxidant for improving egg quality, and also emphasizes its key role in embryonic development. It is necessary to conduct
further studies aimed at studying metabolic changes during embryogenesis, as well as the mechanism of CoQ10 effects.

Keywords: embryogenesis, coenzyme Q10, CoQ10, oxidative stress, reproduction, mitochondria, organogenesis, oogenesis,
spermatogenesis
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BBenenmue / Introduction

HapylieHuns ambpuoreHesa u Te4eHnss 6epemMeHHO-
CTW 3aBMCAT OT MHOXXECTBA (PAKTOPOB, BKIOYas Ma-
TePUHCKME (PakTopbl (Hanpumep, AWUCNNA3UA MaTku,
PenponyKTUBHblE WHMEKUNU, aiNIOMMMYHHbIE Hapy-
LUeHNSA, 3HAOKPUHHASA OMCHYHKLMA), PaKTOpbl OKpY-
Xarowen cpefbl (pusnyeckne, XMMNYECKNE, BPEHbIe
MPMBLIYKKA W T. [.), @ TaKXXe FeHeTU4eckne OTKIIOHe-
Hua [1, 2]. Cpean HUX HAcNeLCTBEHHbIE FEHETUYECKIE
OeeKTbl, Takne Kak reHHble MyTauum, MOryT npuBe-
CTM K HapyLleHWi0 CcrepmatoreHesa, nioxomy Kade-
CTBY AWLEKIeTOK, AediekTam MiaueHTbl, 3afepxKe

pocTa U APYrum HapylleHusiM 3MO6pPUOHANbHOrO pas-
BUTUSA, KOTOPbIE ABNAOTCA OCHOBHbIMW MPUYUHAMM
camonpon3BosibHoro aéopra [3]. lMockonbKy aytoda-
rms, BbI3BAHHAA OMIOA0TBOPEHMEM, paspyLlaeT OT-
LIOBCKNE MUTOXOHAPUMN, UMEHHO MATepUHCKUE MUTO-
XOHApPUK 06ecne4mBaloT 3Hepruen amopuoH nocpes-
CTBOM OKWCIUTENbHOro doocchopunnpoBaHus nepeg
umnnaHTauuen 6nacroumctel [4, 5]. Tlocne umnnax-
Taumu 611acTouUCTbl BHYTPUKNETOYHAS 3HEpPrus B OC-
HOBHOM MOCTYMaeT 3a CYeT rinkonuaa [6]. Takum 06-
pasoM, 04eBMAHA BOXHAA PONb MUTOXOHAPWUIA B 06e-
CMeYeHun 9Hepruen amépuoreHesa. [eilcTBUTENb-
HO, MyTaLun B reHax, y4acTBYOLMX B 06eCrneveHnm
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KoaHsum Q10 1 aM6pUOHaIbHOE Pas3BUTIE: NOTEHLMANBHAA POSb B PENPOAYKTUBHON MEANULMHE

OCHOBHbIE MOMEHTbI

Y10 yXe u3BecTHO 06 3TOi TEME?

» KoaHaum Q10 (CoQ10) mrpaet BaXHyl pofib B 3MOPUOHATIb-
HOM pasBWUTWUW, Y4acTBYS B MpPOLECCaX OKWCIUTENBHOMO
hochopunupoBaHns U NepeHoce I3NEeKTPOHOB B MUTOXOH-
napusix. OH ABNISETCA KIHOYEBbIM 3BEHOM B Lienu cuHTe3a AT,
o6ecrneynBas 3Hepruen KNeTky pasBmBatoLLErocs opraHu3ma.

» CoQ10 06nagaeT aHTUOKCUAAHTHBIMI CBONCTBAMM, 3aLLMLLIASN
KNeTKW OT BPeIHOr0 BO3AENCTBIA CBOOOAHBIX PaANKaNoB, YT0
0COBEHHO BaXKHO [N 3MOPUOHANLHOrO pa3BWTKA, KOraa
TKaHW 11 OpraHbl HAXOAATCA B CTafuK hOPMUPOBAHUS.

» Ok30reHHble fo6aBku CoQ10 06majalT aHTUOKCWUOAHTHBLIM
[eNCTBMEM W MOryT ObITb MOTEHLMANbHOW Tepanuein ans
CHIDKEHMS OKMCITUTENTbHOTO CTpecca.

Y70 HOBOrO fjaeT cTaTbs?

» B otcytctBue CoQ10 mpomcxomut CHudKeHue cuHtesa ATD
1 YCUNEHME OKWUCIMTENIbHOTO CTPecca B MUTOXOHAPUSAX; 3TO
2 610sI0rMYecKnX NpoLiecca, BANAKOLWNX HA 3MOPUOHATbHOE
pasBuTHe.

» [eduunt CoQ10 3Ha4MTENbHO YBENMYNBAET PUCK HAPYLLIEHNS
9MOPUOHANTLHOr0 Pa3BUTHA.

» 136bITO4HbIN ypoBeHb COQ10 MOXET NMpuMBOAUTL K HapyLue-
HUI0 3MOPUOHANBHOIO Pa3BUTHUS.

Kak 3o MOXET NOBAMATL HA KIIMHUYECKYH NPaKTUKY
B 0603pumom Gyayiiem?

» Hopmanusauus yposHs GCoQ10 no3Bonut n3bexarb aHoManui
Pa3BUTIA 1 CB3AHHOTO C HAMI NPepbIBaHUS 6EPEMEHHOCTN.

» CoQ10 CHwXaeT 4acToTy MpPe3Knamncui 3a CYeT y4acTus
B (DOPMUPOBAHNI MNALEHTbI, @ TAKXE MOXET YNy4LUUTb Kade-
CTBO AALIEKNETOK W raMeT U YMEHbLUNTb BEPOSTHOCTb Pa3Bi-
TNS IPYrNX OTKNOHEHUI B Pa3BUTUN.

aMbpuoHa 9Hepruen, Takmx Kkak COQ10 (aHrn.
coenzyme Q10; koaHaum Q10) [7], NRASG12D (aHrn.
N-retrovirus associated DNA sequence; N-nocrnefioBa-
TenbHocTh [IHK, accouumpoBaHHas ¢ peTpoBMpPYyCcOM)
[8] n RAB7a (aurn. RAS-related protein Rab-1A; ac-
counmpoBaHHbll ¢ RAS 6enok Rab-1A) [9], cBa3aHb!
C OTKNOHEHMAMU B 3IMOPUOreHe3e, NPUBOAALLUMU
K npepbiBaHnio 6epemeHHOCTM. KpomMe TOro, MUTOXOH-
AapuanbHas aucyHKUMa 6bina CBA3aHa C Pas3nuyHbl-
MU aHOMaNuUAMWU Pas3BUTUS Y HOBOPOXXAEHHbIX U Ae-
TEN paHHero BO3pacTa, BbI3BAHHbIMW FEHETUYECKUMM
HapylweHnAMIU, TakKUMU Kak rnomMepynonarus, acco-
ummpoBaHHas ¢ reHom ADCK4 (anrn. AarF domain-
containing kinase 4; kuHasa 4, cojepxxalias AOMeH
AarF) [10], n cuHAPOMOM JIOMKON X-XpPOMOCOMbI
(aHrn. fragile X syndrome, FXS) [11], 4TO ycunuBaet
BHUMaHMe K [anbHeillemy W3y4eHWU0 B3aUMOCBSI3M
MeXy MUTOXOHAPUSIMU U AMOPUOTEHE30M.
HapylueHus Ha no60Mn U3 cTaguii 3MOPUOHaNbHO-
ro pa3BUTMA MOTYT ObITb NPUYMHON HEONATOMPUATHBIX
pPenpoayKTUBHbIX WUCX0A0B. Ha CerofHsLWHUA [eHb
ponb GoQ10 B ambpuoreHe3e HeAOCTaTOYHO NOJ-
HO OCBELLeHa B NuTepaTtype, 4TO AenaeT akTyalbHbIM
npoBefeHne [anbHenWwnx uccrefoBaHuini B OaHHOW
o6nactu. B HacTosLLEeM 0630pe 06CY>XAAETCA BUSHNE

What is already known about this subject?

» Coenzyme Q10 (CoQ10) plays an important role in embry-
onic development, participating in oxidative phosphorylation
and electron transfer in mitochondria. It is a key link in the
ATP synthesis chain, providing energy to cells in developing
organism.

» CoQ10 exerts antioxidant properties, protecting cells from the
harmful effects of free radicals, which is primarily important
for embryogenesis when tissues and organs are at the forma-
tion stage.

» Exogenous CoQ10 supplements have antioxidant effects and
may be a potential therapy to alleviate oxidative stress.

What are the new findings?

» In the absence of CoQ10, ATP synthesis declines in parallel
with elevated oxidative stress in mitochondria, two biological
events that affect embryonic development.

» CoQ10 deficiency markedly increases the risk of impaired
embryonic development.

» Excessive CoQ10 level can lead to altered embryonic develop-
ment.

How might it impact on clinical practice in the foreseeable
future?

» Normalization of CoQ10 level will help to avoid developmental
abnormalities and associated termination of pregnancy.

» CoQ10 reduces the frequency of preeclampsia by participating
in the formation of the placenta and can also improve the
quality of eggs and gametes and reduce other developmental
abnormalities.

CoQ10 Ha pasHbIX CTaausix BHYTPUYTPOOHOrO pasBu-
TUA NNOAA, BKNOYas CO3peBaHue SLEKeToK 1 opra-
HoreHe3. lpeAcTaBneHHble AaHHble NOMOrYT rny6Xe
MOHATb MATOreHeTUYECKMe aCMeKTbl HapYLUEHMS 3M-
6puoreHesa n noteHumanbHyto posib CoQ10 B ynys-
LUIEHUN PENpPOAYKTUBHbIX PE3YbTaTOB.

®usznonorusa CoQ10 / CoQ10 physiology

KoaHaum Q10 — 370 nunuaHas Monekyna, cocTo-
Alas 13 6eH30XMHOHOBOrO KoNbLa WM W30MPEeHOWA-
HbIX Lienel, KoTopas WWPOKO pacnpocTpaHeHa B Kie-
TOYHbIX MeMO6paHax BCeX 3YKapUOTMYECKUX KNeTOK.
CoQ10 y4acTByeT B OKMCNWUTENIbHO-BOCCTAHOBUTENb-
HbIX Peakumsax, NpUHUMas UNn 0TaaBas 2 3NMeKTpoHa
UAN NPOTOHA, M MOXXET MPUCYTCTBOBATH B OKWUCIIEHHOM
hopme (yOMXMHOH), BOCCTAHOBJIEHHOW hopme (y6u-
XWHOM) W CBOBOJHOPAANKANIbHOM MPOMEXYTOYHOM
COCTOSIHUN (YOUXUHOHOBBIN pagukan) [12, 13]. CoQ10
CYMTAETCHA KJIOYEBbIM MEPEHOCYMKOM 3NEKTPOHOB
B MWTOXOHAPWANbLHOM LN MepeHoca 3NeKTPOHOB
(LM3) nocpeactBomM nepeHoca 3S1IEKTPOHOB B KOM-
nnekc Il n3 komnnekca | unu komnnekca Il [12]. Konu-
4eCTBO M30MPEHOBLIX eanHuL B CoQ BapbupyeT y pas-
HbIX BUAOB: 6 M30MPEHOBbIX eanHuL, 06pasyoT CoQ6

http://www.gynecology.su
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y Saccharomyces cerevisiae, 8 W30NPeHOBbLIX EANHNL,
CoQ8 -y Escherichia coli, a 'y 4enoseka CoQ10 conep-
XnT 10 n30npeHoBbIX eanHuy, [14].

KoaHaum Q10 B TKaHX B OCHOBHOM BbipabarbiBa-
eTCS  BHYTPUKNETOYHbIMU OMOCUHTETUYECKUMU MY-
TAMU, KOTOPbIE BKJIO4AIOT NO MeHbLlein mepe 11 re-
HOB COQ. N3onpeHouaHble Lienu 06pasytoTcs no me-
Ba/IOHATHOMY MYTW, KOTOPbIA NPUBOANUT K 06paso-
BaHuto (papHesunnupodgocdara (M) — cyberpara
ans cuHte3a GoQ10. fonosHas rpynna CoQ npepacrtas-
nseT co60i OEH30XMHOHOBOE KOJbLO, MONMYy4YeHHOE
n3 4-rupgpokcmbensoara (aHrn. 4-hydroxybenzoate,
4-HB), KoTOpbIii NpeobpasyeTca U3 TMpo3uHa. letepo-
TeTpamep, COCTOALMIA U3 cybbeanHulbl 1 NpeHunamn-
hocpatcuHTassl (anrn. prenyldiphosphate synthase
subunit 1, PDSS1) n cy6beaunHuubl 2 OekanpeHun-
auocdatcuHTasbl  (aHr.  decaprenyl-diphosphate
synthase subunit 2, PDSS2), y4acTByeT B c60pKe XBO-
CTOBbIX CyObeANHUL, B MUTOXOHAPUAX. Bce HaumHaeT-
cA C 00bEJNHEHNS TONIOBHOMW U XBOCTOBOM CyObLEAN-
HuL, C3 BO BHYTPeHHei MeMOpaHe MUTOXOHAPUIA C Mo-
mouibto COQ2, nocnenoBaTenbHOCTM MoAUdUKALMK
npeanoXxeHHolx GoQ-rpynn B COOTBETCTBUM C XUMU-
YECKOW JNOrMKOW 3neKTPOPUNIbHOr0 apoMaTUYecKo-
ro 3ameuleHus. BnocneactBum ruapokcunasza COQ6
BBOAMT TMAPOKCUNbHYIO rpynny B cyb6beauHuuy G5,
KoTOopas [OOMONMHUTENbHO MOAUMUUMUPYETCS MEeTun-
TpaHcdepason COQ3. 3atem B cybbeanHuue G1 06-
pasyetca DDMQ10 (aHrn. 3-decaprenyl-5-methoxy-
1,4-benzenediol; 3-gekanpeHun-5-metokcu-1,4-6eH-
3011410J1) Nocne rnapoKCUIMPOBAHNSA HEN3BECTHbIMMU
hepmeHTamu, 3a KOTOPbIM CreyeT HECKONbKO [0Mof-
HUTENbHbIX MOAUMUKALMIA, BKNHOYAsS METUNNPOBAHNE
B cy6beamnHuue G2 ¢ nomoubto COQ5, rmapoKcnnmpo-
BaHue B cybbeauHue G6 ¢ nomouibio COQ7 n 0KOHYa-
TenbHoe O-MeTunupoBaHue B cybbeauHuue C6 ¢ no-
mouibio COQ3 anst nonyyYeHUst MOMHOCTbH (DYHKLNO-
HanbHOW Mmonekynbl CoQ10 [15].

B nononHeHue K 3HOOMeHHOMY CMHTE3Yy OpraHu3m
Takxe ycsanBaeT CoQ10 m3 pasnuyHbIX >XWBOTHbIX
6e/1IK0B, OBOLLEN W (PPYKTOB, OCOOEHHO U3 KYPUHbIX
HOXeK n cepgeu [16]. Mpuem fo6aBOK, cofepXKaLLmx
CoQ10, Takxe apnsetca 3OEKTUBHON cTpaTerven
noBbiweHns yposHa CoQ10 B nnasme KpoBu. TOHKWIA
KULLEYHUK SIBNSIETC OCHOBHbIM MECTOM BCACbIBAHMA
CoQ10, roe okucneHHas opma y6UXMHOHA BCACbIBA-
eTcsa MeHee 3(PeKTNBHO, YeM BOCCTaHOBNEHHAs. Of-
HaKO BCaCbIBaHWE YOUXMHOHA 3HA4YMTENbHO MOBbILLIA-
eTCS NPU COBMECTHOM NPUEME C NULLEIA, COAEPXKaLLei
nunuabl. ocne BcacbiBaHWA B TOHKOM KULLIEYHUKE
CoQ10 noctynaeT B KPOBOTOK, CBSI3bIBAETCA C NMMUMO-
npoTenaamMu nia3mbl U TPAHCMOPTUPYETCS B pasnny-
Hble TKaHW opraHnama 4enoseka. GoQ10 B OCHOBHOM
COAEPXNUTCA B Ceple, NOYKax, MEYEeHWU, MblLAX
1 APYruX TKaHAX C BbICOKOIW CKOPOCTbIO MeTabonnama
1 60/bLUNM COLEPXKaHUEM MUTOXOHAPWIA [17].

KoaHaum Q10 urpaeT BaxHyl posib B OYHKLMO-
HupoBaHuu LIMI, nepenaBasi 3neKTPOHbI And co3faa-
HUS 3NEKTPOXMMUYECKOr0 rpagueHTa B MUTOXOHAPU-
X, KOTOpble, B CBOK 04epeab, npoayuupyrt ATO
B npucytcTBun AT®-cuHTasbl. [prMedaTenbHo, 41O
MOMMMO NpoLecca OKUCIUTENIbHOTO dhocopunmnpo-
BaHua, CoQ10 nosiyqaet 9M1€KTPOHbI OT MUTOXOHAPW-
allbHbIX [ernaporeHas ang o6ecrnedveHus 3Hepruei
LIM9 Bo mHorux npoueccax. Takum o6pasom, GoQ10
UrpaeT peLlatoLLyro posib B YrIeBOAHOM U NUNULHOM
o6meHe. OH nonyvaeT aNeKTPOHbI OT (hnaBonpoTens-
pgernaporeHasbl (PMAMN v MUTOXOHAPWANLHOW TNK-
uepon-3-poccpataerngporeqassl (MO B npouec-
ce PB-OKucneHns xupHblx kucnot. CoQ10 yyacteyet
B [eTOKCMKauuu Cynb(dULOB ¥ NOMOraetT MUTOXOH-
apusm BbipabatbiBaTb AT®, NpUHUMAs 3NEKTPOHbI OT
cynbuaxnHoHokcugopeayktasbl (CXOP). OH Takxe
NMPUHUMAET 3NIEKTPOHbI OT MPONUHAErnaporeHassl 1
(NArM) n nponuHgernaporexassl 2 (MAM2) B npouec-
ce katabonmama amuHokucsiot. Kpome Toro, GCoQ10
MoJiy4yaeT 3MIeKTPOHbI OT AUrMAPOOPOTaTAErMaporeHa-
3bl (Or0Ar) n yqactsyet B cuHTE3e ypuauHa [18].

B nmonosiHeHne K BbILEYNOMAHYTHIM  (PYHKLMAM
CoQ10 pencTBYeT KakK aHTMOKCUAAHT, Perynupyto-
LLMIA KONMYECTBO aKTUBHbIX dpopMm kucrnopoga (APK)
B MUTOXOHAPUSX, BbINOMHASA NPOTEKTUBHYO (DYHKLMIO
B OTHOLLEHWW OKUCNUTESIbHOrO CTPecca 1 NepekncHo-
ro OKMUCIeHUs NUNUAoB. Takxe 6b110 BbICKa3aHO Npej-
nosioxxeHue, 410 CoQ10 oKasbiBaeT NPOTEKTUBHOE
NEeNCTBME B NpoLecce hOpMUPOBAHNSA Cepaua, UHIN-
O6Upysa OTKPbITWUE MOPbI, BbI3bIBAIOLLEN MEPEX0] MeM-
O6paHbl MUTOXOHLPWUA B COCTOSIHNE BbICOKOWA MPOHM-
uaemoctu (aHrn. mitochondrial permeability transition
pore, mPTP), angd nopnep>xaHus MeMOpaHHOro noTeH-
umana MUTOXOHLPUA N OKUCIUTENbHOIo dhocopunu-
posaHus [19].

DU3HUOIOTHIECKHE ACTIEKTHI
amopuoreHesa / Physiological aspects
of embryogenesis

IM6puroreHes — aTo npoLecc, B Xoe KOTOPOro 3u-
rota pa3BuBaeTcsi B HOBYH 0CO6b MyTem psifa Crnox-
HbIX NpeobpasoBaHuit. ONIoLOTBOPEHNE 3aBepLUaeT-
CSl, KOrAa MY>XCKOW MPOHYKNEYC COEAMHABRTCS C XeH-
ckum. locne OnNnoAOTBOPEHMS 3UroTa OenuTcs Ha
NBYXKNETOYHbIA 3MOPUOH, YeTbIPeXKNeTOYHbIN 3M-
OPUOH 1 BOCbMUKIIETOYHbIA 3MOPUOH, MOCTEMNEHHO
06pasys mopyny. XuakocTb, Bblaensemas 6nactome-
pOM, CKanjuBaeTcs B MEXKJIETOYHOM MPOCTPAHCTBE
1 o6pasyeT noJsiocTb 611aCTOLNCTLI B LieHTPe aM6puo-
Ha. 1o Mepe pacLuMpeHns nosiocTy 61acToUNCTbI CKO-
poCTb AN (EPEHUMPOBKIN KNETOK CHVKAeTcs, U no-
TeHUMan pasBuTMA KIIETOK Yy 3mMOpuoHa Ha 16-kne-
TOYHOW CTafWn OrpaHuy4eH, 410 NPUBOAMT K 06pas3o-
BAHWIO [BYX K/ETOYHbIX JINHUA — TPOIKTOLEPMbI
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(T) 1 BHYTpEHHe KneTo4YHoM maccsl (BKM) [20]. T3
y4yacTByeT B pOpMUPOBaHMM nnaueHTbl. Knetkun BKM
[endrca u - guddepeHunpyoTes, obpasys XKentou-
HbIl MELUOK, ajifIaHTOMC U aMHUOTUYECKUE CKNaaKm,
KOTOpbIE pa3fensaiT aMOpUoOH 1 o0becrnednBaroT nps-
MOV NyTb 06MEeHa BeLLLEeCTB MeXXAy MaTepbto U MIoL0M
[21]. Kpowme Toro, knetkn BKM pa3BuBatoTcs B cUCTe-
Mbl OPraHOB, Takne Kak rofl0BHON U CMUHHOM MO3T, KO-
CTW U KOXa [22].

AnekBaTHOe 3Heproo6ecrnevyeHne MMeeT peLlato-
LLiee 3Ha4eHme B NpoLiecce 3MOPUOHANbLHOI0 Pa3BuTus.
MuTOoXOHAPWM MOTYT BbipabaTbiBaTb AT® ¢ NOMOLLbIO
LIN3, obecne4ymnBas aHepruen KNeToYHYH aKTMBHOCTb
BO BPEM#A IMOPUOHANBHOIO pasBuTuA. AMLeKneTkam
TpebyeTca BbICOKUA YPOBEHb SHEPTUN 415 NMPOX0XKAe-
HUS Mei03a 1 NOMHOro ONJI0A0TBOPEHUS, YTO B 3HAYU-
TeSIbHOW CTeNneHu 3aBUCUT 0T MUTOXOHAPUIA. Bo Bpems
Pa3BUTUA ANLEKNETK MUTOXOHAPUU TPYNNUpYOTCS
BOKPYI KOHAEHCUPOBAHHOIO XpOMaTKHA U BepeTeHa
U MUTPUPYIOT B MPOTOMJIACT MOCNe ONf0A0TBOPeHMs
MOCPEACTBOM perynauum paboTbl MUKPOTPY6GOYeK.
Bbino o6Hapy>eHo, 4TO ypoBeHb AT® B 0nnoaoTBO-
PEHHbIX 3UroTax Bbllle, YeM B HEONJ040TBOPEHHOIA
SNLEKNETKEe, YTO YKa3blBaeT Ha TO, YTO HapyLUeHue
OKWCNMUTENbHOro pocdopunmpoBaHnNsa MUTOXOHIPUNA
N CHUKeHue cuHTesa AT® moryT npuBecTn K OedeKT-
HOMY OMNJI0A0TBOPEHNIO ALeKneTKn [23].

MutoxoHgpunbHaa JHK (MTOHK) mMoXeT 6bITb nc-
noJib30BaHa B Ka4eCTBe 6MOMapKepa OLLEHKM KadecTBa
ANLEKNETKN U Pe3ynbTaTtoB ee OnnogoTBopeHus. He-
ONJIOAOTBOPEHHbIE ANLEKNETKN COLep>KaT NpPUMEpHO
Ha 100 Tbic. konuin MTOHK 605nbLUe, Yem ONNOA0TBO-
PeHHble ANLeKNeTkn [24]. Y4uTbiBas, 4T0 a3pobHoe
OblXaHWe 3yKapuoT MOMHOCTbI 3aBUCUT OT (PYHKLMK
MUTOXOHAPUIA, nobas mytauus B MTAHK wunn muto-
XOHAPUWASIbHLIX TeHaX, KOAWPYeMbIX AAPOM, MOXET
BbI3BaTb MUTOXOHAPWANIbHYIO AWCYHKLUMWIO, MPUBO-
AALLYH K pasfnyHbIM NaTonorm4eckuM nocneacTsu-
SIM, BKJTH04asi SMOPUOHANbHY0 CMEPTHOCTb.

Caurn mem6paHHOr0 MOTEHUMana MUTOXOHAPWIA
BaXHbI [J19 CUCTEMbI AblXaTesIbHOW Lenn n opraHenn,
KOTOpble PerynupytoT AUWHAMUYECKNii KanbLWeBbli ro-
MeocTas. [1pouecc nepeHoca 3NeKTPOHOB B [blXaTeNb-
HOM LEenu MUTOXOHAPUIA TaKXKe N3BECTEH KaK TPaHcso-
Kaums npoToHOB. B 0CHOBHOM, NPOTOHbI NepeKa4nBa-
I0TCA U3 MUTOXOHAPWANbHOrO MaTpuKca 4epes3 BHY-
TPEHHIOK MUTOXOHAPUANIbHYIO MeM6paHy, 06pasys
MPOTOHHLIN TPAANEHT A9 HAKOMJIEHUS 3Hepruu ans
nocnepytwoulero npeotpasoaHus AO® B AT® ep-
MeHTamu AbixaTensHoi uenu [25]. MutoxoHgpuans-
Has aKTUBHOCTb B INLIEKNETKAX CHUXAeTca C BO3pac-
TOM U MOTEHLUMANoM 3MOPUOHaNbHOro passutus. Ke-
CnefoBaHMA MOKa3anu, YTo B HE3PENbIX 00LMTax MU-
TOXOHAPUU pacnpenenexbl AUEY3HO CO CHUKEHHON
aKTWBHOCTbIO, B TO BPEMS KaK B 3PEJibIX 00LUTAX MU-
TOXOHAPUW BbICOKOAKTUBHbI 11 pacrnpefesieHbl No BCen

umTonnasme [26]. [Janee 6b1710 NPOAEMOHCTPUPOBAHO,
4TO MUTOXOHAPUW UIPAKOT PELLAOLLYH POfb B IMOpPK-
OHaJIbHOM pasBUTUMN.

Ponb CoQ10 B am6puoHanbHOM pa3BuTuu /
Role of CoQ10 in embryonic development

Bnusinne CoQ10 Ha oorene3 / CoQ10 effect on oogenesis

bbIfI0 BbICKA3aHO NPeAMNoSioKeHNe, YTO Ka4yecTBO
ANLEKNETOK ABMAGTCA OOHUM W3 Hambosiee BaXKHbIX
(haKTOpPOB, BAUALINX HA UCX0[ GEpeMEeHHOCTU npu
JKCcTpakopnopanbHoM onnogoteopeHun (9KO0) u ne-
peHoce 3MO6pMOHOB. CHMXEHNE (DepTUIbLHOCTW B OC-
HOBHOM CBSI3aHO CO CTapeHneM ANYHUKOB B NpoLIecce
pocTa U pa3BWUTWA, 4TO MPUBOAUT K CHVKEHMIO KOMU-
YecTBa U KayecTBa ANLEKIETOK. BONbLWWHCTBO XXEH-
LUMH MOCTENeHHO WCTOLLAKT MyS SALEKNETOK, Bbipa-
6aTblBAEMbII B TEHEHNE WX XKU3HW, C COMYTCTBYIOLLM
YBEJINYEHNEM Yiucna OeeKTHbIX ARLEKNeTOK — npo-
LleCC, W3BECTHbIA Kak (PU3NO0JSIOTMYEeCcKoe CTapeHue
ANYHNKOB, 3aKJTOYUTESIbHON CTaANen KOTOporo ABMs-
eTcad MeHonaysa [27]. OgHaKO Yy HEKOTOPbIX MEHLLNH
HabslofaeTca NpexneBpeMeHHOoe CHubKeHue doep-
TUNbHOCTN [28].

[locne oBynauuu snUeKneTka npogo/mKaeT noj-
BepraTbCcs Meio3dy | 1 ocTaetcsd BO BTOPOM MeTtada-
3e mernosa (MIl) gna dopmupoBaHns 3penon siLe-
KJTETKU, 4TO ABJIAETCA OAHUM U3 OCHOBHbIX (DAKTOPOB,
BINSAIOLMX HA >KEHCKY doepTunbHOCTb. Lutonnas-
Ma aniuekneTkn cogepxxut 6enku, PHK, metabonutbl
1 opraHesnsibl, 0CO6EHHO MUTOXOHAPUN, HEOOX0AUMbIE
[N ONN0A0TBOPEHMSA ALEKNETKN 1 3MOPMOHANbLHOIO0
passutusa [29, 30]. bbino NPOLEMOHCTPUPOBAHO, YTO
MUKPOUHBEKLMN MUTOXOHLPUA B OMI040TBOPEHHYIO
ANLEKNeTKY npefoTBpaliany anonto3 u ynyywanu
pPOCT 3MB6PUOHOB Y MblLLen [31].

Knetkn Kymynioca cogep>kaT hakTopbl pocTta, nu-
nuabl N gaxe MeTabofiMTbl, KOTOPble NOAAEPXKNBAOT
POCT SINLEKIIETOK B Mnpouecce ux passutus [32, 33].
HeJocTatok nuTaTenbHbIX BELLECTB, MOCTYMaKLMX
3 KNETOK Kymymnioca, BAUSET Ha CO3peBaHue siile-
KneTok. HejasHue uccnefoBaHns nokasanu, 4710 Co-
CTaB PONINMNKYNAPHON XUAKOCTW UrPaAeT BaXKHYHO PONb
B pOCTE SINLEKNETOK. OKUCNNTENbHbIA CTPECC BO Bpe-
MSl CTapeHUs W3MeHSeT MUKPOOKPYXeHne onu-
KYNAPHOW >XMOKOCTU [34] M 3HAYUTENIbHO HapyLla-
eT MPOLEeCcC Pas3BUTMA ANLEKNETOK. 3TO MHULMMPYET
pAL KackajoB, CBA3AHHbIX C Ka4eCTBOM AMLEKNETOK,
4TO NMPUBOAMT K akTMBauuu nytein anontosa [35, 36].
G apyrow ctopoHbl, ypoeeHb CoQ10, comepkalerocs
B (DONNNKYNAPHON XULKOCTW, CUIIbHO KOpPPenuposan
C Ka4yecTBoM saiuekneTok. YposeHb CoQ10 y camok
MJIEKOMUTAIOLLUX CHMXAJICA C BO3pacToMm [37]; ofHa-
Ko npenapart, cogepxatiuii CoQ10, ynyyluan ka4ecTso
ANLEKNETOK, PYHKLMIO MUTOXOHAPUIA M CNOCO6CTBO-
BaJs1 aM6puoHanLHomy passutuio [38, 39].
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Posnb CoQ10 B co3pesarHuu siieknetok / CoQ10 role
in oocyte maturation

@onnnKynspHas XuLKOCTb COLEPXUT pAd KOMMO-
HEHTOB, BblpabaTbiBaeMbIX B NpoLecce MeTabonms-
Ma, KoTopble copgepxaTt 6onee 200 6enkoB, Heoo6-
XOAUMBIX Ans pocta QONnMKynos. 3T 6enknu cno-
COOCTBYIOT CO3PEBAHMI0 ANLEKNETKU U 3alimLLaoT
donnukyn oT okcupatuBHoro nospexaeHns [40].
VcenepnoBanua nokasanu, 410 CoQ10 TpaHcnopTupy-
eTCA B Njla3my C NOMOLLbIO JINNONPOTENHOB. [10BbI-
LUEHHbIA YPOBEHb JUMOMPOTENHOB B (PONINKYNAP-
HOM XXMAKOCTN 3HAYNTENbHO YNyyLlaeT cnocobHOCTb
TpaHncnopTuposaTb CoQ10 1 noOBbILIAET €ro aHTUOK-
CUOAHTHYI aKTMBHOCTbL. [epopanbHbIi npuem foba-
Bok CoQ10 (200 wmr/cyT) B TeveHue 30 AHEN 3HAYM-
TeSIbHO YBESINYMBaN ycrnex onnoL0TBOPEHNUS 3PenbIX
ANLEKNETOK Y NOXWUIbIX (cTapwe 35 JIeT) y4acTHUL,
npoxoauslimx npoueaypy IKO: 88 % npotus 74 %
B KOHTPOJIbHOW Tpynne, He NOJiy4aBLUEn JIeHeHus.
CTaTyc 3UroT TaKXKe 3HAYUTENbHO ynydwmncs — 82 %
B | knacce, 18 % Bo Il knacce npotus 60 % B | Knacce,
25 % Bo Il knacce n 15 % B lll knacce. Kpome Toro,
no6asneHne CoQ10 noBbIWano ypoBeHb NMNONPoOTe-
0B BbICOKOW NJIOTHOCTU U CHMXKANO COAEep)KaHue
AHTUOKCWUAAHTOB, HO YBENMYMBANO AHTUOKCUAAHT-
HYK CMOCO6GHOCTb (DOSINTMKYNAPHON >XXUOKOCTKM, CMO-
COOCTBYS CO3PEBAHMI0 AWLEKNETOK U PenpoayKTMB-
Homy ycnexy [41]. C.H. Lee ¢ coaBT. NpoieMOHCTPU-
poBanu, 4To HaHecenue 50 mkmonb CoQ10 B mpo-
Llecce KynbTUBMPOBAHUS OOLWTOB MbILER in Vitro
3 (EKTMBHO CHMXKaN0 ypoBeHb ADK B KJieTKax; B T0
XKe BpPeMs CNOCO6HOCTb ANLEKNETOK K CO3PeBaHuto
in vitro 6bina ysenunyeHa c¢ 48,9 no 75,7 % [42].

L. Yang ¢ coaBT. coo6Luin, 4T0 106aBNIEHME B Cpe-
Ay ona cospesanHus 50 mkmonb CoQ10 yBenuymsasno
CO3peBaHMe siaep U CHUXano yposeHb AOK 1 paHHui
anonTo3 B oouMTax CBUHei. [anbHenLwne nccnenosa-
HWS MeMOPaHHOro noTeHumana MUTOXOHAPUIA N CUH-
Te3a AT® nokazanu, 4yto CoQ10 uameHseT pacnpene-
NeHNne MUTOXOHAPMIA M cnocobCTBYeT cuHTe3y AT,
TEM CamMbIM ynydwas PYHKLMIO MUTOXOHLPWUIA U, B KO-
HEYHOM CYeTe, MENOTUYECKOE CO3PEBaHIE W MOCIeay-
toLLee pas3BuTHe SNLEKNETOK, 0CO6EHHO ¢ AeddeKTamu
[43]. 9Tn pauHble npegnonaraioT, 4To GoQ10 mMoxer
BO3/e/CTBOBaTb HEMNOCPEACTBEHHO Ha ANLEKNETKM,
ynyywas WUx Ka4yecTBO, U3MEHSS aKTUBHOCTb MWUTO-
XOHIAPUA 1 cnoco6CTBYys co3peBaHUto agep. B coor-
BETCTBMU C 3TUMM JaHHbIMU, A. Heydarnejad ¢ coaBr.
CO06LMNN, HTO 3pefible 0BeYbU ANLEKNeTKN, obpa-
060TaHHbIe YMepeHHbIM KonuyectBom CoQ10, aemoH-
CTPUPOBANK ynyyLleHne Macchl 1 pacnpeaesieHns mMu-
TOXOHAPWIA [44]. dKcnpeccusi Tpex OCHOBHbIX MapKe-
poB anonTto3a— BAX (aHrn. Bcl-2-associated X protein;
Bcl-2-accoummnpoBaHHblil X-MPOTENH), BHYTPUKIIETOY-
HOro 6enikoBoro gpakropa BCL2 (anrn. B-cell leukemia/
lymphoma 2; B-knetoyHas neikemus/numdoma 2)

1 Kacnasbl 3 6blna 3HAYNTENIbHO CHUXKEHA, Toraa Kak
3KCMpeccus MapkepoB KayecTBa Knetok GDF9 (awrn.
growth differentiation factor 9; dpaktop gudpdepeHuym-
poBku pocta 9) u BMP15 (anrn. bone morphogenetic
protein 15; KOCTHbIN MopdboreHeTnyeckuin 6enok 15)
Obl/12 NOBbILLIEHA B 00LMTAX MU KYMYTIOCHbIX KMETKax,
o6paboTtaHHbIx CoQ10, N0 CpaBHEHUMIO C KOHTPOJILHOA
rpynnoii. 3T JaHHble yKasblBalOT Ha 1O, 410 CoQ10
MOXET ObITb OTIUYHBIM KaHAWAATOM AN YAyYLWEHNS
KayecTBa ANLEKNETOK W Takum 06pa3oM cnoco6cTBo-
BaTb pa3BuUTUI0 aMOpuoHa [44, 45].

Kpome TOro, CTOUT OTMETUTb, 4TO A03UPOBKA J06a-
Bok CoQ10 BnuseT Ha OM3NONOrMYeCKNe penpomyk-
TUBHbIE NpoLecchl y oBel. [lo6asneHne 15-30 MKMOIb
CoQ10 B cpepy 4ns cO3peBaHMs YBeNW4MBaNo Cro-
COBHOCTb OOLMTOB K Pa3BUTUIO C TOYKW 3PEHUA 06-
pa3oBaHus 671aCTOUMCT U KayecTBa 3MOPUOHOB, KO-
TOpble OblIN CHMXEHbl Mpu BBeAEHMM 50 MKMOSb
CoQ10 [44]. 370 yKa3blBaeT Ha TO, YTO Ype3mepHoe
notpebnenne CoQ10 mmeeT onpeaeneHHble HeraTue-
Hble NOCNeACTBUSA, U AN 6NAar0TBOPHOIO BAIMSHUSA HA
pas3BuTUe SNLEKNETOK TpebyeTcs OnpeaeneHHOe Ko-
nuyectso CoQ10. M. Gendelman u Z. Roth Takxe 06-
Hapyxunu, 4yto gobasnerune 50 n 100 mkmosib CoQ10
0Ka3bIBano pasnnyHoe BNUSHWE HA CKOPOCTb 06pa3o-
BaHuA 611acToOLUCT B pasHble BpemeHa roja [46]. Bse-
nexHne 50 mkmons CoQ10 noBbIWano, B T0 BPEMS Kak
BeegeHne 100 mkmosib CoQ10 cHmXano cnocobHOCTb
SALEKNETOK K ON0J0TBOPEHNIO, AESIEHNI0 1 06pa30-
BaHu 6nactounct 3umon. Kpome T0ro, no6aBneHune
50 mkmonib CoQ10 He BNMSINO Ha Ka4eCTBO ANLEKNETOK,
HO ynyywano nonspusaunmio MUTOXOHAPUIA B AiLe-
KneTtkax knacca | n noBbILWano 3KCNpeccuio reHoB, CBS-
3aHHbIX C MUTOXOHAPMAMU, Takux kak MTND2P1 (anrn.
mitochondrially encoded NADH pseudogene 1; nces-
pored 1, kogupyembliin MutoxoHgpusmun NADH), SDHD
(aHrn. succinate dehydrogenase complex subunit D;
KomnnekcHasa cyboveauHuua D cykuuHatoernapo-
reHasbl), CYTB (aurn. cytochrome B; uutoxpom B),
MT-COZ2 (aurn. mitochondrially encoded cytochrome
C oxidase Il; MUTOXOHAPWANbHO KOAMPYEMas LWTO-
xpom G-okcmpasa Il) n ATPSB (aurn. ATP synthase F1
subunit beta; 6eta-cy6veanHuua AT®O-cuHTassl F1).
3TN [daHHble TaKXe YKa3blBalOT HA TO, Y4TO [JO3MPOB-
ka CoQ10 umeeT peliatoLlee 3Ha4eHne Ans pa3Butus
1 CO3PEBAHMNA ANLEKNETOK U 4TO 61aronpudaTHbIA 3g)-
(bekT MOXeT OblTb AOCTUFHYT MyTEM MOHWUTOPUHra
OKWUCNUTENbHOro cTaTyca AnLekneTok [46].

Ponb CoQ10 B craperumn oouyntos / CoQ10 role
in oocyte aging

CyliectByeT 2 Tuna CTapeHus ARLEKNETOK: nep-
BbIl — MOCTOBYNATOPHOE CTapeHue, KOTOpoe Mnpouc-
X0AUT, Korga snLeKkrneTka He 3aBepliaeT 0nnogoT-
BOpPEHUWE B TeYeHMe ONnTUManbHoro spemeHu npu Mil
[44]; v BTOpPOW — pPenpoAYKTUBHOE WSIN MATEPUHCKOE
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CTapeHne, KOTOpoe NPOWCXOAWT, Koraa sileknetka
Haxo4MTCS B CTapetoLLen cpede 4o osynauum [47].

OQHOW 13 OCHOBHbIX OLEHOK Ka4yecTBa 0OLMTOB fiB-
nseTcs oLeHKa Mopdonorum 1 LenocTHOCTM 00LMTOB.
@parmeHTauMa KIeToK 1 noTeps noTeHuuana K pas-
BUTUIO ABNSIIOTCS OObIYHBIM SIBIEHUEM B CTapetoLmx
oouMTax, a nokasarenu gparmMeHTauuu U CMepTHO-
CTW yBENM4YMBAlOTCA C Bo3pacTom [48]. Aiueknetku
¢ 60nbluei BEPOATHOCTbH NOABEPralTCA paspylue-
HUI0 BepeTeHa BO BpPems MOCTOBYNSATOPHOrO Menosa.
AKTUHOBbIE MUKPOJIUIIAMEHTbI HEOOXOAUMbI Ans No-
3ULMOHNPOBAHKSA BEPETEHA BO BPeMS Mei03a 1 3alu-
AT MaTEPUHCKME XPOMOCOMbI OT NOBPEXAEHNS BO
BPEMSs MPOHUKHOBeHUS cnepmarto3oungos [49]. Coob-
Lanock, 470 06paboTKa KyNbTUBUPYEMbIX OOLUTOB in
vitro 50 MkmoJib GoQ10 MUHUMN3UPYET NOTEPH0 aKTK-
HOBOW 060/104KN B CTapbIX 00LMTAX, TEM CaMbIM Ynyy-
Luas ux ka4ecTso [50]. 3to rosoput 0 ToM, 410 CoQ10
yNny4LlaeT nOCTOBYNATOPHOE Ka4eCTBO B CTapbIX AliLe-
KNeTkax, Ha KOTOpoe MOXET BfiMATb pacnpepeneHune
aKTMHOBBIX MUKPOMNAMEHTOB.

CupTynH 4 (anrn. sirtuin 4, SIRT4), NAD*-3aBucu-
MbIii DePMEHT, perynupyet YHKLUIO MUTOXOHAPWA
1 noaaepXuBaet KnetodHbln metabonusm [51]. Ypo-
BeHb SIRT4 pe3ko noBbillaNCcs BO BPems CTapeHus
SNLEKNETOK, Y4TO MPUBOAMNIO K HeJoCTaTO4HOMY ne-
pepacnpefeneHnto MUTOXOHAPWA W anonTosy, Tor-
na kak HokgayH SIRT4 3Ha4NTEeNnbHO CHMXKAN CKO-
POCTb HENPaBUNbLHOMO pacnpeaesieHns MUTOXOHAPUIA
u renepaunn A®K [52]. CoQ10 (10 mkmonb) nocne
12-4acoBOro BBEJEHMS BOCCTaHaB/IMBA/l aHOMalb-
HYI0 MOP(OSIOrUI0, BbI3BAHHYD CTapeHMEeM OOLMTOB,
TOrga Kak ceepxakcnpeccus SIRT4 cHuxana adpdek-
TBHOCTL GoQ10 [53]. 3Tn AaHHble YKa3bIBAKT Ha TO,
410 CoQ10 MOXKET noaaepXXunBatb PYHKLNIO MUTOXOH-
APV B CTaperLwnx SNLEKNeTKax, M3MeHsAs aKcnpec-
cuto SIRT4, Tem cambIM 3aJepXunBas ctapeHue snue-
KIeTOK 1 ynyywas aM6puoHanbHoe pas3BuTue.

Akenpeccus PDSS2 w COQ6, KoTopble CBSA3aHbI
¢ cuHTe3om GoQ10, 6bina CHMKEHA B HE3PEenbIX fAlLe-
KNeTKaxX NOXMIbIX MbIWEA 1 XeHWWH. danbHenwwne
MCCNeAoBaHNsA MoKasanu, YTo [blXaTenbHbIA Ny M-
ToxoHapun, AOK u AT® 6binn 3HAYUTENIBHO CHIKE-
Hbl, @ B HEKOTOPbIX ALEKSIeTKAaxX Aake Habnoganoch
CMeLLeHMe XPOMOCOM, YTO YKa3blBAET HA TO, 4TO Hapy-
LeHne nyTn 6uocuHtesa CoQ10 MoXeT NoBnANATbL Ha
noTeHUMan pa3BuTUs AlLeKkneToK. NMoaKoXXHOe BBeae-
Hue CoQ10 B mo3e 22 mr/kr 3 pa3a B HeAento B Teye-
Hue 12 Hefnenb 06paTuNo 3TN 3 MEKTLI BCNATL, BOC-
CTaHOBMWJI0 aKTUBHOCTb MUTOXOHAPUIA B ARLEKSIETKAX
1 YNyYLWnIo nokasaTenu OBYNSILMM U 3a4aTUSA Y XKEeH-
WwuH [54]. Kpome TOro, B KYMYMATUBHbLIX KIIETKaXx,
OKPYXXaoLLMX ALeKeTKn, Habnoganach CHKeHHas
akcnpeccus 6enKoB, Y4aCTBYIOLMX B NPOLECCE OKUC-
nuUTeNbHOro dpocchopunupoBaHnsa [55]. Jkcnpeccus
PDSS2 n COQ6, xoTopble yqacTsytoT B cuHTe3e CoQ10,

CHMXanacb C BO3pacTOM Kak B 0OLMTax, Tak U B Ky-
MYNHOCHBIX KNeTKax, YTO CBWAETENbCTBYET 0 AedduLu-
Te CoQ10 Kak B cTapbix 00LMTaX, TaK U B KYMYMHOCHbIX
knetkax. decpuumt CoQ10 mMOXeT NpUBECTU K YMEHb-
LUIEHMIO KONIMYECTBA KYMYIIOCHbIX KITETOK BOKPYI KaX-
0N ANLEKNETKN N CHUKEHUKD BCACbIBAHWS TNHOKO3bI
y cTapbix Mbiwen. ExeHeaenbHoe BeeaeHne GoQ10
B Jo3e 0,084 mr/kr B Te4eHue 12 Hefenb yny4Luano pe-
NPOAYKUMIO N Pa3BMTIE NOXNIIbIX MbILLENA 3a CHET CHU-
XKEHMSA CMEPTHOCTM ANLEKSIETOK, YBENINYEHNS KOnnYe-
CTBA OKPY)XAOLIMX KMNETOK Kymystoca W ynyyweHus
YCBOEHUS TMOKO3bl 3@ CHET YBENUYEHUS AblXaTeNIbHO-
ro nyna MUTOXOHAPWIA [56]. OfHAKO HEACHO, BNNSET NN
KOMOUHALNS KYMYMHOCHBIX KNETOK W AMLEKNETOK 1N
)Ke KaXK[bIA TUM KNETOK B OTAENbHOCTY HA YBENIMYEHNE
CMoco6HOCTM K passuTuio npu gobasneHnn GoQ10.

Bnusaune CoQ10 Ha opraHoreHes / CoQ10 effect
on organogenesis

[TomrMo €nNOCOBHOCTU MOMOBBLIX KMETOK K POCTY
1 CO3PEBAHMIO, afleKBAaTHOE Pa3BMTUE Pa3NNYHbIX CU-
CTEM OPraHoB SIBNSETCS BXXHOMN HacTbio 3MOPUOreHesa.
Heckonbko HeAaBHUX KMUHUYECKUX UCCea0BaHNiA no-
Kasanu, 4T0 MyTauuu B FeHax, CBA3aHHbIX C CUHTE30M
CoQ10, Takux kak PDSS1, COQ2, COQ4, COQ6 n COQ9,
npueoaat Kk gedouumty CoQ10, 4T0, B CBOKO 04epedp,
BEJIET K aHOMANbHOMY Pa3BUTUIO Pa3fIMYHbIX OPraHoB
1 CMCTEM M0 UK faxke K rmbenn amépuoHa [57-61].

Ponb CoQ10 B opraHoreHe3e Moyernoa0Boy cUCTeMbI /
CoQ10 role in genitourinary system organogenesis

[MoYykn §IBNAOTCA OpPraHoM romeocTasa, Heobxo-
JUMbIM ANa NOoAfAep>KaHus 6anaHca XULKocTu B 0p-
raHmame. OpraHoreHe3 MOYEBbIAENUTENbHON CUCTe-
Mbl SBNISIETCA OTHOCUTENbHO CNOXHbIM MPOLECCOM,
1 aHOMaIbHbIA HE(DPOreHe3 MOXET NPUBECTU K LIeNo-
My pagy 3abosieBaHuin [62].

Coobuanoch, 4to y 50 % mnageHues ¢ aeduum-
TomM COQ2 wnu COQ6 3a6oneBaHne NoYeK pasBuIoCh
B TedeHne 15 mMecsAueB XU3Hu, B To Bpems Kak y 50 %
neteit ¢ gedomnuntom COQ8B 3ab6oneBaHne NpoTekano
6eccuMnToMHO K 9 ropam. HedpoTnyeckas npotem-
Hypus Habnaanack y 85,7, 86,1 n 71,7 % naumeHToB
¢ nedektamu €C0Q2, COQ6 n COQA8B, COOTBETCTBEH-
HO. Y 40 % peten ¢ pedouumtom CoQ6 Habnwaanach
XpoHu4eckas 6one3Hb noyvek (XbI) cpefHeil cTeneHu
TshkecTn, a 'y 20 % 9TUX MauueHTOB — TepMUHaNbHas
cragua XBI [63]. 3T AaHHble OEMOHCTPUPYIOT Tec-
Hyt0 cBA3b Mexay CoQ10 u doyHKUMen noyex.

[poTenHypusi ABndeTcs OAHWUM M3 Hanbonee pac-
MPOCTPAHEHHbIX CUMNTOMOB Hedponatun. Y 3-netHe-
ro majibdka ¢ U30NMPOBaHHOW NPOTeVHypuen Gbia
JMarHOCTMpOBaHa rnomepynonaTtns, accouunpoBaH-
Has ¢ ADCK4. AHann3 ¢ noMOLLbi0 CBETOBOW MUKPO-
CKOMUWU YCTAHOBWUN He3Ha4UTeNbHble KNy604KOBbIE
aHOManuu B NOYEYHOW TKAHW, a AaHHbIE 3NEKTPOHHON
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MWUKPOCKONUW BbISBUNM TUMEPNNA3N0 U TUNEpTpo-
huto MUTOXOHAPWIA. MPOTENHYPUS NOCTENEHHO YMEHb-
anace B Te4yeHune 3 mecsues nevyeHus GoQ10 B no3se
15 Mr/Kr macchl Tena B CYTKU, a CKOPOCTb KNy604KO-
BOV hunbTpauum Hopmanu3oBanacb nocre S5-mecsy-
HOrO nevyeHus. ITO OTKPbITME YKa3bIBAET Ha TO, 4TO
nogaepxka GoQ10 MOXXET NOMOYb B TIEYEHUN MALNEH-
TOB ¢ MyTauusamn B ADCK4. OaHaKko ans TOYHOI OLIEH-
Ki JONrOCPOYHOro agpdpekTa Heo6Xx0aMmMo YBENUYNTb
Bpems HabnoneHns [64].

Y MONogoro naumeHTa ¢ rnoMepynsipHbiM 3abone-
BaHWeM ObIJI0 AWArHOCTMPOBAHO MNATOrEHETMYECKOe
n3meHenne COQ6. NeyveHne CoQ10 ymeHbWIUNO Bbl-
PaXXEHHOCTb MPOTEWHYPUN N CKOPOCTb NMPOrPeccmpo-
BaHMS 3abonesaHus. VIHTepecHO, 4TO, HECMOTPS Ha
pemMuccuio 3aboneBaHns Kiyo04KoB, KOHLIEHTpauUus
CoQ10 B nnaame KpOBM He MOBbILIANACL MOCME €Xe-
AHeBHoro BeeaeHnst 30 mr/kr CoQ10 n gaxe cHMXa-
nacb nocne 6 mecsiLeB nievyeHns. TOYHbIA MEXaHU3M,
nexalinii B OCHOBE 3TOr0, HeW3BECTEH; OAHAKO 3TO
OTKpbITUE [AaeT MNOTEHUWaNbHOE HanpaeBneHue ANs
JanbHenwnx nuccnegoaHnii mexadnama CoQ10, obe-
CrneynBas npu aToM NeYeHne CBA3AHHbIX C HUM 3a60-
nesaHuin [65]. B COBOKYMHOCTW 3TN [laHHble YKa3biBa-
0T Ha CHMXeHue ypoBHS CoQ10 y mauyneHToB, 4TO MO-
)KeT NPUBECTU K paHHeMy Pas3BUTUIO aHOManuii pa3Bu-
TS NOYEK U NX ANCYHKLMN.

Ponb CoQ10 B HeporeHese / CoQ10 role
in neurogenesis

Pa3BuTne HepBHOW CUCTEMbl Ha4YMHAETCA C YTOS-
LLEeHNA KJIeTOK nepen NPUMMUTUBHOW MONIOCKOW 3KTO-
[lepMbl, Ha3blBaeMOW HEPBHOM MNAaCTUHKOW, KOTOPbIe
CKJ1afbIBAKOTCA W NOCTENEHHO 06beanHATCA, 06pa-
3yl HEPBHYIO TpPYy6KY 1 pa3BMBasCb B LiEHTPASIbHYHO
HepsHyto cuctemy (LIHC). 3T0T npouecc HadnHaetcs
C NocneaoBaTeNnbHOCTU BGMONOrNYECKMX aKTUBHOCTEI,
TakuX Kak guddepeHuMpoBKa, nponudepauns n mu-
rpauus Kretok, 3a KOTOPbIMW CheayeT COeAUHEeHne
JOEHOPUTOB M aKCOHOB HA MOBEPXHOCTU KIIETKU C CO-
CeHUMMN HepoOHaMN W rnanbHbIMU KreTkamu. Hapy-
LUeHNA B JIDOOM U3 3TUX NPOLLECCOB NPUBOAAT K HApy-
LEHNI0 pabOoTbl HEPBHOW cMcTeMbI [66].

CuHapom nomkon X xpomocombl (FXS), Hanbonee
YaCTblA TEHETUYECKNIA MPU3HAK HAC/eLCTBEHHON YyM-
CTBEHHOIA OTCTAIOCTM 1 ayTU3Ma, XapaKTepuayeTcs Ha-
PYLUEHWEM Pe4eBOro pas3suTus, Cygoporamu, UMMysb-
CUBHOCTbIO M TPEBOXHOCTbO. MwuTtoxoHapuu B ne-
pegHeM Mo3re Mblwei ¢ myTauuein resa FMRT (aHrn.
fragile X messenger ribonucleoprotein 1) gemoHcTpu-
pOBaNn OTHET/INBbIE AHOMANNN B KPUTUYECKMNIA Nepu-
01 pPa3BMTUA HEPBHON CMCTEMbI. AHANN3 MOAYNbHON
AVUHAMUKN MOKa3an naTonorMyeckytd yTeyky npoTo-
HOB W3 MWTOXOHLPWA MbIWeR-MyTaHTOB, 4TO Bbl3Ba-
N0 NatoJiorM4eckoe OTKPbITWE KaHana, YyBCTBUTESb-
HOrO K umknocnopuHy A (aHrn. cyclosporine A, CSA),

BbISIBNIEHHOE MO AAHHbIM CKPUHUHIA Crneungu4eckmnx
WHTMOMTOPOB yTe4KM npoToHoB. Yposuu CoQ10 B ne-
pefHeM MO3re Mblllei ¢ HokayTom reHa FMRT 6binu
3Ha4UTENIbHO CHWXeHbI. Mbilwam Ha 9-i feHb nocne
poXaeHns 6bina NpoBefeHa NepuTOHeanbHas WMHb-
ekunsa CoQ10 (160 mr/kr). Yepes 24 vaca Habnoga-
NOCb YMEHbLUEHME YyTe4KM NPOTOHOB Yepe3 MmemMmOpaHy
MUTOXOHAPWIA, & TAKXXe NOBbILEHNe 3 EKTUBHOCTM
ObIXaHUS MUTOXOHLPUA N HOpManu3auus niaoTHOCTU
OEHOPUTHBIX KOpewkoB. Y Mbiwen FXS Takxe yny4-
LUMNOCh NOBTOPSAOLLEECH NoBefeHue [67].

HacnencTBeHHass MO3)Ke4KoBasi aTakCusi — reHeTu-
YeCKN AeTEPMUHWPOBAHHOE HEYKNOHHO Nporpeccu-
pyroLLee NopaxxeHne MO3)Ke4yka, CBA3aHHOe C ero fe-
reHepaTMBHbIMU U3MEHEHWUAMM, XapakTepusyroLleecs
HapyLlweHnAMU MOXOAKW, OM3APTPUEN, TOSIOBOKPYKe-
HueMm u aucdparven [68]. ViccnenosaHus, npoBefeH-
Hble Ha MOJIO[OM MaLWeHTe C aTakcuei, Mukpoueda-
NMen N TeHepanu30BaHHOW 3MuIIencuen, nokasanu,
470 ypoBeHb CoQ10 B 3HA4YMTENIbHOM CTENeHu CBS-
3aH C HeBpoJiOrMYeckuM passuTuem. locneaytoLias
ouoncus MblllL BbiSBUNA HapylleHne komnnekca lll
1 cyulectBeHHbIn geduunt CoQ10 y uccnegyemoro
nauyueHTa. 3aTteM aBTOPbl NpPOaHanM3MpoBann Kiu-
HWYECKME XapaKTepuUCTUKN 6 LeTeil C MO3XKEYKOBOW
aTakcuen n 06HaPYXWUIK, YTO Y BCEX NaLNEHTOB 6blIN
aHomanuu 3reKkTposHuedanorpaMmel 1 atpodus
MO3XXe4Ka, Npu4em aHoManuu pasBUTUA HaYUHANIUCh
B paHHeM [1eTCTBe. AKTMBHOCTb KoMnuekca LIM3 6bina
HeJOoCTaTO4YHON Y 4 U3 3TWUX NALMEHTOB, HECMOTPS Ha
OTCYTCTBME CYLLECTBEHHbIX WU3MEHEHWUI B mponudge-
pauuy MUTOXOHAPWIA. TlepopanbHblid NprieM [06aBOK
¢ GoQ10 (300-3000 mr/cyT) 4epes 12 MecsiLieB YMEHb-
LU MbILLEYHYIO aTPOdUIO U YIy4LINIT (YHKLMUIO MO3-
Xeyka y aTux [eTeil, npu 3TOM ABWrarteSibHas akTuB-
HOCTb ynyylumniach y 5 u3 atux geten [69].

R. Rius ¢ coaBT. onucanu KNUHUYECKMe Crnyvyam HeB-
POJSIOTMYECKNX PACCTPOICTB Y HOBOPOXKIEHHbIX, acCo-
umMmpoBaHHble ¢ aedouuutom CoQ10. NeHepann3oBaH-
Has anunencus 6bina BbisiBNIEHA B BO3pacTe 7 Mecs-
LeB, Jierkas atpochus ronoBHOMO Mo3ra — B BO3pac-
Te 1 ropa, a ypoBeHb Nlaktata B 6asanbHbIX FaHrun-
X 6b11 NOBbILIEH. B Bo3pacTe 3 net 6bln BbISABIIEHDI
HapyleHns 3peHus 1 cnyxa, COMPOBOXAaBLUMECH,
cpean npoyero, nepumoamnyeckumu cygoporamu. Ypo-
BeHb AT® B KJieTKax MOBbILIANCA MOCNe BBeAeHUS
50 mkm CoQ10 [70]. Kpome TOro, coobLianocs, 4To
2 6parta-Typka cTpajann HeMpOCEHCOPHON rNyXoTon
1 aTpodomnent 3puTesIbHOr0 HepPBa, BbI3BAHHbIMU MyTa-
uuammn B reHe COQ6. Ha ocHOBaHMM aHann3a TONLWM-
Hbl HeipOpEeTUHANBLHON 060S1I04KN B COYETaHUW C on-
TUYECKUM UCCNEef0BaHMEM Y naumeHTa 1 KNWHUYECKM
HabnJanncb [BYCTOPOHHAA HEMPOCEHCOPHAsA yXo-
Ta, TSXKeNble HapyLeHns cnyxa B Bo3pacte 6 JieT, no-
Teps 3peHns B 17 NeT U ABYCTOPOHHWUA OTEK LMCKOB
3puTeNbHbIX HEPBOB. B 9K30He 9-ro reHa COQ6 6bina
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06Hapy)eHa 4mcrass MUCCEHC-MyTalus, OCHOBaHHas
Ha 3THUYECKOM MPOUCXOXAEHUN W XapaKTepucTu-
Kax 3abonesaHus. locne 2 mecsaueB npuema uaebe-
HOHa, aHanora GoQ10 B go3e 15 mr/kr/cyT, ocTpoTa
3pEHUs y 3TUX NaUMEeHTOB Ynydlunach, a 0TeK AKc-
KOB 3pUTENbHbIX HEPBOB McHe3. OgHAKO y naumeHTa 2,
mnafwero épaTa nauymeHrta 1, y KOToporo B Bo3pacrte
4 net 6blfla AMArHOCTUMpOBaHa HEWPOCEHCOpHas rny-
X0Ta, He Habnaanochb CYLECTBEHHbIX W3MEHEHUN
cnyxa B Bo3pacte 7 neT nocne 13 mecsues npuema
noebeHoHa B o3e 10 Mr/Kr B [IeHb, HO MPK 3TOM He
0TMEYanocb HUKaKMX HOBbIX 0GTaNbMONOTrMYeCKIX
UM HEBPOJIOTUYECKMX CUMNTOMOB [71], x0T 06a OHM
B [eTCTBe CTpajann OT MepBMYHON HELOCTATOYHOCTK
CoQ10 n3-3a myTtauuii B COQ6. MexaHusm, nexatimi
B OCHOBE 3TOr0 pPasnunyns, HesCeH.

Te e KNUHUYECKNe CUMNTOMbI, YTO 1 NPU MyTauu-
fx COQ6, Takxe Habnwpanuch y OETEN C reHeTuye-
ckumm gedpektamu PDSST, COQ2 v COQ9 [57, 58, 61].
9TV mccneaoBaHnsa NOKa3bIBAKOT, YTO HELOCTATO4HAS
BblpaboTka CoQ10 Hapywaet passutue LLHC ambpn-
OHa W NPUBOAUT K CEPbe3HbIM KINUHWUYECKUM CUM-
nToMam, TakUM Kak NnocriepofioBas HeBpoJsiormyeckas
ANCAYHKLMA. 3TN AaHHble OTKPbIBAOT HOBOE Hanpas-
neHne Ana panbHeiwmx uccrefoBaHuii MexaHu3ma
BnnsaHua CoQ10 Ha ambpuMoHanbHOe pa3BuTme.

Posnb CoQ10 B 0praHoreHe3e cepaeqHo-cocyancTon
cuctemsbl v remonoase / CoQ10 role in organogenesis
of the cardiovascular system and hematopoiesis

ApnUTPONO33 ABNSETCH BAXKHbIM (DU3NONOrNYECKIUM
NMPOLECCOM Ha MPOTSKEHMU BCEro aMO6PUOHANIbHOMO
pa3sutua [72]. NMpoMeXyTo4HbI (DaKTOpP TPaHCKpuWN-
ummn-1y (anrn. transcriptional intermediary factor-1y,
TIF-1y) Kak TPaHCKPWUMUMOHHbIA MeAuaTop Heob6Xxo-
OUM 419 3puTponoasa yenoseka [73]. Ero otcyTcTeue
HapyllaeT KpOBETBOPEHMe, 4YTO MPWBOAUT K HECNo-
COBHOCTM 3PUTPOLMTOB TPAHCMOPTUPOBATL KMCNOPOL,
1, B KOHEYHOM CYeTe, K rnbenn amoépuoHa [74]. M.P.
Rossmann ¢ coaBT. 06HapyXunu, 4to nediyHoMug,
(uurméutop OrOAN koppektupyet TIF-1y-3aBucu-
Mble HapylleHus aputponoasa [75]. HokgayH TIF-1y
y 9MOPUOHOB U3MEHAS 3KCMPECCU0 MUTOXOHAPUANb-
HbIX TEHOB Ha 95 %, CHWXas COOTHOLLUEHME CYKLMHA-
Ta 1 anba-KeTornyTapara, 4To OTPaXKaeT HapYLLEHWe
meTabonn3ma B LUMKIe Tpukap60oHoBbIX Kuenot (LTK),
1 YypOBEHb MOTPebsIeHNs KUCIIOPOAa, YTO YKasblBaeT
Ha HapyLleHWe OKMCNUTEeNbHOro Metabonuama. [o-
6aBsneHue poTeHoHa (uHruémuTopa komnnekca | LIM3)
06patuno BcnATb 3(PEEKT BOCCTAHOBMEHUS, BbI3BAH-
HbI NedONYHOMIUAOM, HTO NO3BONSET NPEANONOXUTD,
41O NeRIIYHOMUL MOXKET YCTPaHUTb OeuunuT 3put-
pornoa3a 3a cyeT mopaudpmkaumm LMS. [daHHbie co-
BMECTHOI0 OCaXJeHMs VMMMYHOXpPOMATKHA MNOKasa-
nu, 470 TIF-1y CcBA3bIBAET NTOKYCbl HECKOJIbKWX FEHOB
nyt CoQ, Takmx kak PDSST n COQ2. YposHu MPHK

3TUX TeHOB 6bLIN HUXE B rpynne ¢ HokaayHom TIF-1y,
4eM B KOHTPOJIbHOW rpynne. 3Tv faHHble y6eanTenbHO
CBMIETENbCTBYIOT 0 TOM, Y10 TIF-1y HenocpeACTBEHHO
perynupyet yposHu GoQ B aputponoase, n CoQ moxet
nrpatb KIOYEBYHD POfb B IMOPUOHANBHOM Pa3BUTIM
YesioBeKa, 0C06EeHHO B 3puTPOnoase [79].

Cepaue sBnseTcs nepebiM (YHKLUMOHANIbHBIM Opra-
HOM, (DOPMUPYIOLMMCS B NPOLLECCe 3MOPUOHANBHOMO
pasBuTUA, 1 UrpaeT peLlatoLLyr0 poJib B 00ECTEYEHNUM
3MOpPKOHA NUTATESIbHbIMI BELLLeCTBaMI 1 KUCIIOPOLOM.
IMOpKOHaANbHOE pa3BuUTMe cepaua Aenutca Ha 4 aTa-
na: dpopmupoBaHme nonymecaua, OPMUpPOBaHNe Nu-
HENHON CcepaeyvHon Tpy6KU, DOPMUPOBAHNE Kamepbl
cepaua u opmrpoBaHNe CepAedHoro KnanaHa. Kax-
OblA 3Tan KOHTPOJIMPYETCA CIIOXKHOM W TOHKO HAcTpo-
EHHOI PerynaTopHon cuctemon, nbomn céoi B pabo-
Te KOTOPOW MOXET NpuBecTu K gedpopmauum cepaua
, B KOHEYHOM Cc4eTe, K rubenn amobpuoHa [76]. Ha
PaHHUX CTaAMsaX PasBMTMS Cepaua 3MObpMOHAa OCHOB-
HOW WCTOYHMK 3HEPruu Lns KNEeTOK MOCTENeHHOo nepe-
KJT04aeTCsA C aHA3POBHOIO MMUKONUTUYECKOr0 NyTK Ha
NyTb OKWUCIUTENbHOrO (POCHOPUINPOBAHUS N0 Mepe
YBENNYEHNs CepAedHOn LesATenbHOCTM, HE0OX04UMOiA
Ang pocta aM6puoHa. 3T0 M3MEHeHMe B OCHOBHOM
onpenenseTca CTPYKTYPON N PYHKUMENR MUTOXOHLPUIA
B npouecce pas3suTtus. 3akpbitue mPTP ymeHbluaeT
OKWCNUTENbHBIA CTPECC U Crnoco6CTBYeT AndddepeH-
LLMPOBKE KapAvOMUOLUTOB, B TO BPEMSA Kak OTKPbITVE
MPTP nNpuBOAMT K HapyLLEHWK CTPYKTYPbl MUTOXOH-
JpWiA 1 anonTo3y unn Hekposy [77]. MpeablayLime mc-
CNeJloBaHNsA BbISBUMW CaiTbl CBs3bIBaHWS Ha MPTP
ana GoQ10 n gpyroro aHanora y6UXMHOHA, 3KCMpec-
CUS KOTOPbIX MOXXET OrpaHN41BaTh UMK aKTUBUPOBATb
OTKPbITUE KaHaNIOB; OAHAKO HEW3BECTHO, BIMAET U
0TKpbITUE KaHanoB mPTP, perynupyembix CoQ10, Ha
passutue cepaua amépuoHa [78]. M. Barajas ¢ coasr.
pa3paboTany MbIUHYID Mofens ¢ aeneumen FMRT,
KoTopas WHAyuMpoBana YyBenu4yeHue BblpaboTKm
CoQ10 n 3akpbiTue MPTP B pa3BuBatoLLEMCS CEpALe,
YTO ABNIAETCA MONE3HbIM UHCTPYMEHTOM AJ1F MOHKUMa-
Husa posim CoQ10 B pa3suTum cepaua [79].

leH COQ7 KopupyeT BOXHehLWnin KOMMNOHEHT 6u1o-
cuHTesa GoQ, romoniornyeH redy ponronetus CLK-1
(anrn. CDC like kinase 1; CDC-nogo6Has kuHasa 1).
Hedoununt CLK-1 BbI3bIBAET 3aMefneHne pocTa u Ha-
pyLUEHMe CEePAeYHOro putMa BO Bpemsi aMOpUoHasb-
HOTO Pa3BMTUA, 4TO COMPOBOXAAETCH HAPYLLUEHUEM
yHKUMKM MuToxoHapuin. G apyron CTOPOHLI, f06aB-
neHve ak3oreHHoro GoQ10 ycTpaHaio noBpexxaeHus,
Bbi3BaHHble aeduuutom CLK-1. 3T paHHble CBU-
[eTe/IbCTBYIOT O TOM, YTO XXWBOTHbIe C AePULUTOM
CLK-1 BbipabaTbiBalOT HEAOCTATOYHOE KONMNYECTBO
CoQ10, 4TO NPMBOAMUT K HAPYLUEHUO PaboTbl MUTO-
XOHIPWIA, HAPYLLUEHNIO MUTOXOHAPUANLHON aKTUBHO-
CTW W CEepAeYHON (PyHKLMM B NpoLecce aM6puoHab-
Horo passutus [80].
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Coobwanocb 0 HECKOMbKUX MNpuUMepax MyTaLuii
€0Q9, npusoasLMx K nepsuyHomy gecouunty CoQ10
[81]. Y omHoro u3 geten, 4bu pogutenn 6oLIm 61auU3-
KUMU POJCTBEHHMKAMM, BCKOPE NOCNE POXAEHMS pas-
BUINCb PECMUPATOPHbIA AUCTPECC, TMMOTOHWS W pac-
MPOCTPAHEHHbIN UMAHO3. Pe3ynbratsl yNbTpasByKoBo-
ro MccnefoBaHns Yyepena BbISIBUIN Y HOBOPOXAEHHO-
ro 3aboneBaHue, Noxoxee Ha 60Jie3Hb J11, KoTOpOE
MOCTENEHHO NPOXoAuUno nocne psaa npoueayp. G apy-
roON CTOPOHbI, Ha 10-I AeHb Nociie POXAEHUS Y naum-
EHTKMN BHE3AMHO Ha4anucb Cyaoporu, n oHa ymepna ot
CepaeyvHO-N1Iero4HON HeJoCTaTOMHOCTN Ha 18- AeHb.
B cBS3M C BbISBNIEHHbIMWU CUMNTOMAMM MWUTOXOH-
ApnanbHoro 3abonesaHus 6bina nposeaeHa 6Guoncus
KOXW NS OLEHKU aKTUBHOCTWU OKUCIMTENbHOW ¢hoc-
dhopunasbl, KOTOpas ykasana Ha HapylleHue MeTabo-
nu3ama CoQ10. WccnenoBaHue akTUBHOCTU MUTOXOH-
ApuanbHbIX PEPMEHTOB BbISIBUIO 3aMETHOE CHUKE-
Hue akTuBHOCTW komnnekca lI/Ill. CekBeHMpOBaHME IK-
30Mma BbISiBUIO AedbekT B reHe COQ9. B cooTBeTCTBUMK
c ponbto COQ9 B 6uocuHTe3e CoQ10, ¢ nomoulbio
BbICOKOI((DEKTUBHOW XXMAKOCTHON Xpomartorpacum
ObINI0 NOATBEPXAEHO 3HAYUTENIbHOE CHMKEHME 06LLe-
ro copepxxaHust GoQ10. 3T AaHHbIe YKa3bIBAKOT HA TO,
410 £0Q9 n CoQ10 BaXKHbI NSt BHYTPUYTPOOHOr0 pas-
BUTUA [82]. B COBOKYNMHOCTM 3TW Pe3ynbTaTthbl NO3BO-
NAT NpeanonoXnTb, 4To aecpuumt CoQ10, BbI3BaAH-
HbIA PA3NUYHbIMU TEHETUYECKUMU AedeKTaMu y Mbl-
LIeil 1 4eN0BEKA, MOXXET BNNUATb HA aKTUBHOCTb MU-
TOXOHAPUANILHOTO KOMMJEeKca, CHMXas CnoCoOGHOCTb
K 9HEProo6ecneyeHnto, Tem CambiM BIWAS HA (DYHK-
LM KPOBEHOCHOM M KPOBETBOPHOW CUCTEM, U, Crefo-
BaTeNbHO, YCYyrybnas HapylleHus 3IMOPMOHANbHOro
pa3BuTMA.

IIpenaparsl, cogepxamue CoQ10 /
CoQ10-containing drugs

3a nocnegHue HECKONbKO NET CTano nonynsipHbIM
nepopanbHoe npuMeHeHne BbICOKMX o3 CoQ10 wnu
YOMXMHONA Y NALWNEHTOB C MUTOXOHAPUANbHBIMU 3260-
nesaHuaMun. brogoctynHocTb pasnuyHbix popm CoQ10
pasfindHa, npu 9TOM YOUXMHON YCBAWBAEGTCH JiydLule,
4eM YOUXMHOH. YTO KacaeTcs BNUSHUA MEPOPanbHOro
npuema CoQ10 Ha am6puoHanbHoe pa3sutue, E. Teran
¢ coaBT. coobuanu, 4To CoQ10 cHmKaeT YacToTy npe-
9Kfamncum 3a CYeT yvactus B (DOPMMPOBAHUM Nna-
LeHTbl [83]. Mpuem npenapatoB CoQ10 Takxe MOXeT
YAYHWMUTb Ka4eCTBO SNLEKNETOK U rameT U YMeHbLUNTb
Apyrue OTKJIOHeHMS B pasBuTun [84]. XoTd [okasa-
TenbCTB T0ro, 410 CoQ10 MOXET NeYnTb KOHKPETHOE
3a00neBaHMe, HEMHOr0, KIIMHWUYECKWe MCCnenoBaHus
noKasasnu, 470 NnepopanbHble npenapartbl, COAepXKaLLlue
CoQ10, 6e30nacHbl U X0poLLo nepeHocaTes. K ero He-
raTUBHbIM NOC/EACTBMAM B OCHOBHOM OTHOCATCA Npo-
6neMbl C Xenyao4HO-KNLLIEYHbIM TPaKTOM, TOLUHOTA

1 peota. OaHako ypeamepHoe notpebneHne GoQ10 mo-
XKET UMETb NPOTUBOMOJIOXHBIN 3h(DeKT [44, 46].

IlepcriexTuBsol / Prospects

HakonneHHble AaHHbIe MO3BONMAN WAEHTUDULMPO-
BaTb COQ10 KaK 3HAOrEeHHbIN aHTUOKCUAAHT, KOTOPbIN
HEoO6XoaMM [N aKTUBHOCTM JbIXaTeSIbHOM Lenn Mu-
TOXOHAPWIA, nogaepxaHua yposHa ADK 1 BbIpaboTku
ATO®. Aicnonb3oBanne GoQ10 B CHMKEHUWN OKUCIINTENb-
HOMO CTPECCa, YCUNEHUUN KITETOYHOT0 JHEPreTUYHECKOro
06MeHa, y4acTum B Perynsauuu reHoB U CHUDKEHMI BOC-
naneHns MOXeT UMeTb BXXHOE 3HAYEHUe 15 yBenuye-
HUS KONMYECTBa U KadecTBa ANLEKNIETOK B CTapeLLMX
SANYHUKAX, YNYHLIEHNS OKUCNUTENIbHOro metabonuama
ONNUKYNAPHON XKUAOKOCTW, YCUNEHUS MUTOXOHIAPU-
anbHOW (DYHKUUN SALEKNETOK U YBENUYEHUS BEPOAT-
HOCTM 6EPEMEHHOCTU. ITW JOCTUXKEHUS MO3BONAT pas-
paboTaTh HOBYI TEPaNui0 A8 XEHLLNH, CTPaJatLLmMX
6ecnsiiofnemM 1 HeBblHaLIVBaHUEM 6EPEMEHHOCTH.

Tem He MeHee Mo-NpeXxxHeMy 0CTaeTcs 60JbLIOe KOMU-
YeCTBO NPOO6ESIOB B 3HAHMAX, YTO TPeOYeT NpoBeAeHUs
JanbHelLWwmnx nccneaoBaHnii B JaHHON obnact. Boamox-
Hbl@ HanpaeneHns ana Oyayuux McCneaoBaHunii BKNYa-
0T OLieHKY 6€30MacHOi [03bl MpenapaTos, COAePXKaLLnNX
CoQ10, png MuHUMM3ALMK NOBOYHBIX 3PdEKTOB, CBS-
3aHHbIX C 4Ype3amMepHbiM cogepxxaHuem CoQ10; oueHKy
thaktuyeckoro snuaHua geduuymurta CoQ10 B opraHmsme
4e/I0BEKA, a TakXe onpefeneHne aMeKTUBHbIX MULLe-
Hell Ong ero KOppekuuwn; BbIBNEHWE naTou3nonoru-
4ECKUX MEXaHW3MOB, NOCPEACTBOM KOTOPbIX aHOManum
B reHax, cBsidaHHble ¢ cuHTe30M CoQ10, BbI3bIBAKT Ha-
pyLIEHUs 3MOPUOHANBHOIO Pa3BUTUS; N3y4eHne MeTabo-
NUYECKUX N3MEHEHUI B NpoLIECce 3MOpUOreHesa 1 Bo3-
MOXHOCTb UX Koppekuun ¢ nomotsio CoQ10.

3akmouenue / Conclusion

Oeconunt CoQ10 yBennyMBaeT pUCK HapyLLeHUs M-
OpWUOHaNbHOrO pa3BWUTMSA; O0AHAKO 3Ta B3aWMOCBSA3b
No-npeXxKHemMy 0CTaeTCs HeCHOM. Y4nTbIBas, 4TO Ha ypo-
BeHb CoQ10 BnMAOT epMeHTbl, y4acTBYHOLLNE B €ro
CWHTE3e, TPYAHO CKasaTb, BbI3BaHbl NN HAPYLLEHNA [e-
uuutom CoQ10 nnu aBRAKOTCA NPAMbIM Pe3yNbTaToM
neexToB B LeneBom reqe. B otcytcteue CoQ10 npowuc-
XO[IUT CHIKeHNe cuHTe3a AT® n ycuneHne OKUCINTENb-
HOro cTpecca B MUTOXOHAPUAX — OBYX OMONOTUYECKUX
NpOLECCOB, BANAIOLLNX HA 3MOPUOHANbHOE pa3BUTHE.

B coBOKynHOCTW BCe 60JbLUE [AHHbIX CBUAETENb-
CTBYIOT 0 TOM, 410 CoQ10 mrpaet BaXKHyt0 posib B 3M-
O6puoHanLHOM pas3BUTUK, Mpenapatbl, COAepXKallue
CoQ10, ynyywatoT Ka4ecTBo anueknetok. G apyron
CTOPOHbI, XOTS B NTEPaType Co06Lanoch 0 NOTeHUU-
ane CoQ10 Kak aHTMOKCMAAHTA, CHUXKAIOLLLEr0 OKUCIN-
TeNbHbIA CTPecC, elle NPeacTouT NPOBECTM COOTBET-
CTBYIOLLME KNUHNYECKINE UCCIIEA0BAHNS.
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