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«KOJ3H3UM Q B KOHTEKCTE MNATOJIOI'MMA
CEPAEYHO-COCYAUCTOU CUCTEMbI».

CTYIAEHTKA 2 KYPCA JIEHEBHOI'O ®AKVJIBTETA 6 I'PYIIIIbI HAYYHBIN PYKOBOJIUTEJIb —
BIIAAVMMHNPOBA AHACTACHA BUTAJIbEBHA KOIIATD A.E.



— OJTO

rpyIima OCH30XHWHOHOB,
COJIEpKAIIUX XUHOMUIHYIO
rpymmny (orcroma obo3HaueHue Q)
M COAEp)KAaIlMX  HECKOJbKO
m3onpeHuioBeix Tpymn (10 B
clIydac Ko(pepmeHTa
XapaKTEPHOTO JUJISI  YEIOBEKA).
[IpeacraBisier cOO0OM IPUPOIHOE
BEIIIECTBO.

‘ YOouxuHoH, yonmexkapeHoH, Takxke n3BecteH kak kopepmenT Q10 (KoQ),
; coenzyme Q, youxuHo (BoccTaHOBICHHAS (hopMa YOUXHUHOHA).




HccnenoBanne yOMXHMHOHA IIPUHECIIO

B
1978 romy OpuTaHCKOMY  YYEHOMY
[Tutepy Mutuesutry, KOTOPbIN OIPEICIINI,
kak uMeHHO Ko(Q) paboTaeT B KIIETKE.

‘ HooOeneBckass npemusi mo xumun (1978 r)
, ABTOP HJeH MeXaHH3Ma TPAHCIIOPTA MPOTOHOB IOA Ha3BaHueM Q-IIHKJI.




KoQ mnpowucxogur
Ha CHelUalIbHOM
(epMEHTAaTUBHOM KOMILIEKce. Y

JTIOEi OEH30XUMHOHOBOE  KOJIBIIO
CUHTE3UPYETCS U3
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MyiabTH(GEePMEHTHBIA KOMILICKC
N5 cuHTe3a KoQ




DYHKIUU YOUXUHOHA.

SBnsgercs Y4aCTHUKOM TaK
Ha3bIBAEMbIX
CynepkoMiiexc I - 1 - 1V

ABISIETCA  HAWOOJIEE  HMHTEPECHBIM,
MOCKOJILKY ~ OH  COJIEPKHUT  BCE
OKHCJIUTEIIbHO-BOCCTAHOBUTEIBHBIE
(bepMEHTBI, HEOOXOAUMBIC I ITOTOKa
anekTpoHOB 3 HAJIH B koHeunwbin
AKIENTOP JIEKTPOHOB — KHCJIOPO.

[hvkonwns

Uukn erﬁca‘y

F@G OaHa u3 KJI4YeBbIX poJieil - CHa0KeHue KapAuOMHUOLUTOB YHEePIrue.




DOYHKIMU YOUXMHOHA.

IIpenorBpalaer KaK

UHULIUALIHIO, TaK 5|

pacOpoOCTPaAHEHUE

IIEPEKUCHOIO OKHUCJICHUS

IUIHAOB M,  KOCBCHHO, CBoBOmHbIG AvOkomanT
pereHepupyeT Ipyrue bagnkansl

AHTUOKCHJAHTHI, TaKHe Kak
0.-TOKO(hEPOII.

F@@W B oraimume ot APYIUX AHTHOKCHIAHTOB




DOYyHKIMN YOMXUHOHA.

OKHCIIMTEIbHO-
BOCCTAHOBUTE/IbHAs  AKTHBHOCTH
KoQQ T1o3BOJISIET €My  CIIYXKHUTh
AKIIENMTOPOM  JJIEKTPOHOB B
CHHTEe3e¢ NUPUMHIUHOB MU IPH
OKUCJIEHUM CyOCTparoB XOJIHHA,
AVMETHIINIMIMHA, CapKO3HHA,
runepo-3-gocdara, mpoiardHa, a
Takke amui-KoA npu  Oera-
OKUCJICHHM.

L ]

3 Anannz na KoQ? Tlpu oOciieqoBaHUH MAIUCHTOB ¢ TUIICPTOHUYCCKOM 00JIC3HBIO, XPOHUYECKOM
CEpJICYHON HEA0CTATOYHOCTRIO, HEHPOICTeHEPAaTUBHBIMU HAPYIIICHUSMHI, MUOIIATHEH U TIPH
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HaOJII0/ICHUH MAIIMEHTOB, MOIyYarIuX npenaparsl kodH3zuma Q10.



DOYHKIMN YOUXUHOHA.

Ilocnequue naHHbIE YKA3bIBAKOT
Ha TO, 4TO KoQ) BiImseT Ha

, KOTOpBIE
KOAUPYIOT OCIKH, YUYACTBYIOIIHE
B IIEpEIaYe CUTHAJIOB,
METa00IU3ME U TPAHCIIOPTHOM
(YHKIIMH KJIETOK Y€JIOBEKA.




CepaeuHnas HEIO0CTAaTOYHOCTh 4acTo
XapAKTEPUIYETCA TOTEPEN COKPATUTEIbHOU
(GYHKUMHA 13-32 WUCTOLIECHMST JHEPIum B
MHUTOXOH/JIPHSX, KOTOpasi ObLIa CBfI3aHa C
HU3KMM YypoBHeM JHaorennoro KoQ.
Jlebuuut yOMXMHOHA B MHOKapAe ObLI
IPOASMOHCTPUPOBAH B 0Opasliax OHOIICHU
OT IMAlUEHTOB C KapAUOMHUOIIATUEH ™.

“Hapamovimonatus — rpynma  3a00jieBaHUM, B
OCHOBE pa3sBUTHS KOTOPBIX JIeKaT
aucTpouYecKHe H CKJIEPOTHYECKHEe MPOoIecchl B
cepAeYHbIX KJIeTKaxX (KapaAuoMHOIHUTAaX).

L ]

3 ITo Mmepe cTapeHus ClIoOCOOHOCTh OpraHu3Ma BelpadaTeiBaTh KoQQ CHMXKaETCs; onmumMaibLuoe
; NPOU3BOACTBO MPOMCXOAUT B cepeauHe ABAALATH JIeT, ¢ MOCISAYIONUM HEIPEPHIBHEIM

|

“

CHUKXCHHCM.



OPIrAHbI-MULLEHW

CBA3ANA c MNPV APTEPUANTbHOW MMNEPTEH3UM
, YTO

HpO}IBJIﬂeTCH B YBGJ'II/IquI/II/I

HpOI[YKI_II/II/I CYHepOKCI/II[HBIX

paJuKajIoB B KPOBEHOCHBIX COCYHax,
OHH, B CBOIO OU€pElb, PEarupyroT C
SHIOTEINAIBLHBIM OKCHIOM a30Ta, TEM
CaMbIM CHIKas CIOCOOHOCTD
SHJOTEIUS  pacciaaldiiaTh  IMAIKYIO
MYCKYJIaTypy COCYIOB.

CEPALE

cocyabl

‘ ITpu ucnoap30BaHUN
CHIDKAIOCh cucrojmueckoe AJl Ha 1 quactoinueckoe AJl Ha




[ToBeiieHne ynorpedsnenuss KoQQ mpuBoguT k

Y 50 3g0poBbIX MyxuuH (cpeaHuil Bo3pacT 30
JCT, CPEOHHMM HMHIECKC Macchl Telma 24 Kr/m2),
KOTOpPBIM exkeaHeBHO ao0aBisian 150 mMr KoQ B
TEUCHHUE JBYX HEJENIb, HAOIIOOAIOCH

: UABMRAR T - & B 1]

1 KoQ obmagaet npsMbIM , UTO TaKXe OBLIO MPOJAEMOHCTPHUPOBAHO Y
‘ MBIIIEH ¢ Ie(PUIMTOM amoJUIIONPOTEHHOB, MOJYUYaBIINX PAIIMOH C BEICOKMM COASPKaHUEM KHUPa.

L = iy --ruﬁ'




Involved genes

Enceshalopatie Eyes Involved genes
COQS )Q8 Optic atrophy PDSS1, PD5SS2, COQL2, COQ6
JNedpumur KoQ Moxker OBITh BBI3BAaH PrE——. -
5, COQ6, Retinitis pigmentosa  PDSS2, COQ2, COQ8B
Visual disfunction PDSS2, COQ7, COQBA, COQ8B
PDSS2, COQ2, COQ4, COQ7, COQ9, Hypotonia F Y
(bCpMCHTBI cro 6I/IO CHUHTC3Aa - TaK C0Q8A / | Ears Involved genes
o PDSS1, PDSS2, COQ4, COQ 26 Intellectual deficiency ) | Hearing loss PDSS1, PDSS2, COQ4, COQS6,
0Q7, COQ8A, COQ88 J 0Q7, 8
Ha3bIBACMbIN . ' SENr RS
POSS2, COQ9 Leigh-like syndrome ’ ~ I

Respiratory Involved genes

25, COQ7, COQ8A

Respiratory distress C0Q2, COQ4, COQ7, COQ9

K HacrosdmemMy BpEMEHH B JHATEPATypE
OIINCAHO C coqss DCM

PDSS1 Valvulopathy Chronic lung disease  COQ2
IepBUYHBIM HegocTarkoM KoQ. psnpraimnll |\ | (spleen  imvolvedgenes |

Splenomegaly COQss
COQ4 Heart hypoplasia

COQ4. COQ8B ey b e ’ Muscle Involved genes

1scle we 002 COOE N7 FONR
€004 Cardiomegaly Muscle weakness C0Q2, COQ6, COQ7, COQ8A,

llo ouernkam, Bo BCeM MHpE T
YEJIOBEK  CTpajaer  OT  IIEpBUYHOU o et e,

HEJI0CTAaTOYHOCTH YOUXHUHOHA. | i T oy 004, couBA

PDSS1, PDSS2, COQ COQ8s SRNS PNS Involved genes

€0Q2, COQ9 Tubulopathy Peripheral neuropathy PDSS1, COQ4, COQ7

‘ B OosibIMHCTBE ciydaeB Je(hUIIUT 00YCIOBIECH TAKUMH (PaKTOPaMH, KaK CTapEHUE WU
BO3JICHCTBHE TAaKUX IpenapaToB, KaK CTaTHHBI




Pe3ynbrarel WCCIIEOBaHUK B HACTOSAIICE
BpEMsI IMOKa3bIBalOT, 4YTO IPUMCHCHHE
KoQ yIy4IlaeT CHMIITOMBI 7|
BBIKHBAEMOCTD y MalICHTOB C

, YMEHBIIAET
KOJIMYECTBO UM TSXKECTh  OCJIOKHEHUU
U TIOMOTaeT

cepaue HEAOCTATOUHOCTE

FW Hwu B ogHOM U3 HCClIeqOBaHUI HE CO00IIan0ch 0 mo00YHBIX 3 dhekTax KoQ.
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Mpoaykr

KpacHoe nanbMmoBOe Macno
foBAOguWHAa XapeHas
Cenbgb MapuHOBaHHaA

LibINfeHOK KapeHbIn

CoeBoe Macno

PanyxHasa ¢openb, Ha napy
Apaxuc

KYHXYT

duUucTallkum

BpOKKONU BapéHas
LiBeTHaA KanycTta BapéHasd
AnenbcuH

KnybHuka

fAnuo BapéHoe

CopepxaHue KothepmeHTa Q, mr (Ha 100 r
npoaykra)
54

3,1
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1,1
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2,1
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CnocoObl! yny4yweHusa omogoctynHoctn KkocdepmeHTta Q10

KodepmeHT Q10 aBnsieTcs XXnpopacTtBOPUMbIM COEANHEHNEM
c 6bonbLMM pa3sMepoM MONEKYIbI.

CTeneHn amynbrmpoBaHunsa xendoto kodbepmeHTta Q10;
PasmepoB obpasytowmnxca muuenn (He donee 0,5 MKM);
[1nowaan NoBEPXHOCTU aKTUBHOIO BCACbIBAHUSA B KULLEYHUKE;
[TpucyTCTBUA OPYrUX XKXNPOB B NULLIE.

YMeHbLLUEHNEe pa3MepoB YacTumL
3aKrto4YeHne B Karcyrbl C Macriom
[loBbILLEHME PACTBOPUMOCTU B BOAE



IIpuyuHbI NOBbINIEHUSI YPOBHS KodH3uMa Q10:
e JedeHue npenaparamu kosH3uma Q10;
e 3a00JICBaHMS reNaTOOMIMAPHON CUCTEMBI

" BHUPYCHBIC I'€NATUTHI,

" KCITYHOKaMEHHas 00JIC3Hb.

IIpuyuHbI NOHMKEHUSA YPOBHA KodH3uMa Q10:
O THUIEPTOHUYECKAS OOJIC3HB;

XPOHUYECKAS CEpJICUHas HEIOCTAaTOYHOCTD;
aTe€pPOCKIIEPO3;

MHUTOXOH/IpUAJIBHBIE SHIIE()DATOMHUOTIATHH;

O
O
O
O 0Ooxe3sb llapkuHCOHA.
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