Habniogerms 13 npakTukm

Penkas ¢popma MUTOXOHAPUONATHM,
0OyCnoBneHHoMn aeduumTom KosH3snma Q:
CTEPOUO-PEINCTEHTHBIN HEPPOTUUYECKMI CUHOPOM

scneactsne mytaumnn CoQ,

T.B. BawypuHna', O.U. 3po6ok’, T.B. Mapruesa', M.B. MaTBeeBa'’, H.B. AHApeeHKo',
J1.B. JleoHoBa', I.E. Nosunaiitnre?, A.H. LibirnH’

"HUUN neaunatpun Orey «HU34» PAMH,

2ry3 «MaronoroaHaromm4yeckoe 610po PocToBckoii obaacTn»

Rare form of mitochondriopathy with the deficiency
of coenzyme Q: Steroid-resistant nephrotic syndrome

with COQ6 mutation

T.V. Vashurina’, O.l. Zrobok', T.V. Margieva’, M.V. Matveeva’, N.V. Andreenko’,

L.V. Leonova', P.E. Povilaitite?, A.N. Tsygin'
"HUUN negnatpun Prey «HU34» PAMH,

2ry3 «MaronoroaHaromuyeckoe 6ropo PocTroBckori obnacTus

Kmouesuote crosa: CoQ,-negpponamus, CoQ -nedpponamus, Cmepouo-pesucmerimmoiii Hegopomu4eckuli Cu-

Opom, 2eremuca, Oeni.

IIpeacraBieHo peJKoe HAOIIOIEHHE CTEPOH/I-PEZUCTEHTHOT'O HE(PPOTHIECKOT'O CHHAPOMA, BTOPHYHOTO 110

OTHOIIEHHIO K Je(DHITHTY KOIH3UMA Q, . OCOGEHHOCTBIO TEUEHHA 60/IE3HU ABHIOCH COYETAHHE HE(PPOTHIECKOTO
CHH/IPOMA C PAHHHM /ICOIOTOM HEHPOCEHCOPHOM TYTOYXOCTH, 4 TAKKE €I0 TYyBCTBHTEIbHOCTH K ITHKIOCIIOPH-
Hy A. PantpocrpanenHas mporudepanus JucMOP(GHBIX MHTOXOHAPHUI B ITTOMEPY/ISIPHBIX KIETKAX, BHISBICHHAS
VIBTPACTPYKTYPHBIMH HCCIETOBAHUAMM, OKA32JIACh PEUIAIOINEN HAXOJKOH IS HACHTH(DHKAIUH MUTOXOH/-
PHATBHOM IUTOMATHH U HAYAIA MOCIEAYIOMEr0 TeHETHIYECKOT0 UCC/IEJOBAHMUSA, ITO3BOTUBIIETO YCTAHOBHUTH

TOYHBIH THATHO3.

We present an observation of early-onset steroid-resistant nephrotic syndrome with sensorineural deafness as a
consequence of CoQ,, deficiency, with ultrastructural renal lesion characterized by widespread proliferation of ab-

normal mitochondria in glomerular cells.
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Crepou/I-pe3nCTeHTHBI HEPPOTUIECKUN CUHAPOM
(CPHC), 00yCIOBIEHHBII IEPBUYHBIMU MUTOXOH/IPUAITb-
HBIMU LIATOIATUAMU, ABJIACTCA PEAKOM IIATOJIOI M X MOXKET
OBITB CJIEACTBUEM MyTAIIUM KAK MUTOXOH/IPUAJIBHOIO, TAK
u gaepHoro renomos (MIHK, a/IHK).

Jl0 HETaBHETO BPEMEHN OBUIN JJOJIOKEHBI CITyYaH I710-
MepyaonaThi ((POKaNbHO-CEIrMEHTAPHBIN ITIOMEPYIOCKIIE-
po3) ¢ passurreM CPHC v py MyTanuax MUTOXOH/I-
puanpHOTO reHoMa [4, 5, 10, 13].

[TepBo€e OnMCcaHue KIMHAKUA HH(AHTWIBHOM MYJILTUCH-
CTEMHOU KO3H3UM-Q-Ae(PUIINTHON MUTOXOHAPUATBHON
6OJIE3HU C HEBPOJIIOTUYECKOI CUIMITTOMATUKON U IIPOTPEC-
cupylomeln Hegponarueir ornocurcs K 2000 roay [12].
OJHAKO NMPUYUHHO-CIEACTBEHHYIO CBA3b MEXKIY 3a00J1e-
BaHueM u Myraruamu s/IHK, HacaegyeMbIMu ayTOCOMHO-
PELIECCUBHBIM ITyTEM, OOHAPYKUIN 3HAUUTEIBHO [OZKE.

Kosmnsum Q,, (CoQ,,) ABIAETCS MHTErPAJIbHBIM TTEpe-
HOCYMKOM JIEKTPOHOB MUTOXOH/IPUAJIBHON [ILIXATEIbHON
nenu koMiuekcos I (NADH-y6uxuHoH-peykrasa) u Il
(CyKUMHAT-YOUXUHOH-PENYKTA3a) K KomIuiekcy 111 (you-
XUHOH-LIUTOXPOM-C-PEAYKTA32) [14].

Kimmanaeckui (pEHOTHII TP €I'0 HEJOCTATKE ACCOLU-
UPYyETCA C NPOABIEHUAMH SHIEPATOMUOIIATHH, MO3KEY-
KOBOI aTaKCUH, MUOITATHH, HE(PPOTUUECKOI'O CUHIPOMA,
C BO3MOKHBIM U30TMPOBAHHBIM TEYEHHUEM WIIN B COCTABE
TSDKEJION MH(AHTUIBHON MYJIBTUCUCTEMHOI OOJIE3HMU.

Knacrosmemy BpeMeHN UAEHTU(PULIIPOBAHBI MYTALIUN
I'€HOB, OTBETCTBCHHBIX 32 IIOBPEKACHUE SH3UMOB OMOCHH-
Te3a CoQ,,. K HUM OTHOCATCS: MyTALMH TIOJIUITPEHUJIIN-
(pocpar cunTazel (reu PDSS2; PDSS 1), mapa-ruipOKCUOCH-
30T-NONUIPEHWI TpaHCepasbl (reH CoQ, ), MUTOXOH/IPH-
TbHOM K1HA3bI (TeHADCK3 /CABCT ) 11 (hnaBUH3ABUCUMOM
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MOHOOKCHreHa3bl 0 (rer CoQ,) [1-3,7-9, 11].

B 2006 1oy 6bLIO TIPUBEIECHO MEPBOE OMUCAHNE
MyTanuu B rere PDSS2 y MinajeHna ¢ HepOTHIECKUM
CUHJPOMOM U cuHApoMoM Jles [8]. Taxke JON0oKEHD KOM-
Ounanya Myranui B renax PDSST u CoQ,, npuseamas K
(parasbBHOMY UCXOJTY, C Pa3BUTHEM HEPPOTUYECKOT'O CHH-
JpOMa, I'€NaTOIATHH, TAHIIUTOIIEHUH, IUA0€TA, CYJOPOT U
JIAKTAT-a1u1034 [9].

B 2007 rogy Diomedi-Camassei ¢ coaBTopamMu BIep-
Bble BBeJ TepMUH «COoQ,-HedponaTus». OCHOBAHUEM
JUISL 3TOTO MOCIYKUIO HAOMIOJEHUE JIBYX CIIY4AEB U30-
JpoBaHHOro CPHC ¢ IOKA3aHHBIMU MYTALIUAMU B TE€HE
CoQ, (romosurorHas p.Tyr297Cys 1 KOMOMHUPOBAHHAS
rerepo3urorHas — Arg197His, p.Asn228Ser) [1, 11]. Taxoxe
OBUIH BBIABJICHBI JIBE TOMO3UTOTHBIE MyTannu (p.Tyr297Cys
u p.Ser146Asn) yIByX IPYTUX AIUEHTOB C IIPOSIBICHUSIMU
CPHC B cocTase TsDKENON NH(PAHTUIBHON MYJIBTUCHUCTEM-
HoI (popmst [1, 11].

B 2011 rogy Heeringa et al. BepBble ONYOIMKOBAIN
JAHHBIE, ONUCBIBAIOMIUE MYTALUU B T€HE MOHOOKCHUT'€HA-
3b1 6 (C0Q,), KOTOPbIE NAEHTUUIMPOBAIICE Y 13 nereit
¢ panHuM ze610ToM CPHC B cOYeTaHNU € HEUPOCEH-
COPHOY TYTOYXOCTBIO [3]. MOJEKYIAPHO-TEHETUIECKUI
aHanmu3 32 reHoB JIokyca SRNS2 oOHapy:xuil 4 MUCCEHC- U
2 HOHCEHC-MyTaluu B reHe CoQ, (12 sK30HOB, 14q24.3),
OTBETCTBEHHOI'O 334 CUHTE3 O€JIKA, C IPEUMYIIECTBEHHON
3KCIPECCUEN B IMOAOLUTAX.

Tomo3uroTHsle Myranuu 763G->A, G255R (7 9K30H)
OIPE/IEIITUCH B 6 ctydasx, 1058C->A, A353D (9 5K30H) — B
Tpex. [eTepo3nuroTHbIE KOMIIAyH/IHbIE MYTAI[H BBIABJIEHB
y 2 marueHToB — 1341G->A, W447X (11 3k30H), 1383delG,
Q46115X478 (12 3K30H); reTEPO3UTOTHBIE OJJUHOYHBIE —
TaKKe y /IBYX (484C->T, R162X (5 3K30H); 564G->A, W 188X
(5 aK30M)).

[Tpr MOP(HONIOIUIECKOM UCIELOBAHUH, IO JAHHBIM
CBETOBOM MHUKPOCKOIMH, B IOJABJISIONIEM OOJIBITUHCTBE
CJIY4A€EB BBIABJLICA (POKAIBHO-CEIMEHTAPHBIN IJIOMEPY-
Jocknepos (PCTC).

O6beJUHAIOIUM YIBTPACTPYKTYPHBIM IPU3HAKOM
IJIOMEPY/IAPHOTO MOBPEKICHHSA, BTOPUYHOIO K HACJIE]-
CTBEHHOM MUTOXOH/APHOINIATHH, Y TALMEHTOB ¢ COQ,-He-
(ppomarucit u CoQ -HeppOomaTuert ABUI0CH OOHAPYKCHUC
6OJIbIIOTO KOJHUYECTBA AUCMOP(PHLIX MUTOXOHAPUH B
MOJOLUTAX U APYTUX [NIOMEPYIIPHBIX KIETKAX.

PaHnsAg MOCTAHOBKA AMAIHO32 UMEET PEIIAONEE
3HAYECHUE, BCICICTBUE BO3MOXKHON 9yBCTBUTEIBHOCTH
CoQ-nepuruHbIX (popM CPHC K BBE/IEHUIO BBICOKUX /103
CoQ), - OnyGIMKOBAHbI JAHHBIC, KOTOPBIC CBUICTCIHCTBYIOT
06 adpdexrusrocTr nedenus CPHC koanzumom Q vy AByX
nerert ¢ CoQ-Hedpomnatrert u ogHoro peéenka ¢ CoQ,-
Hepponaruen 1, 3]. B 060ux CIy4asx Ha3HAYEHHUE TIPe-
mapara B/103€ 30 MI'/KT/CyT CIIOCOOCTBOBAJIO IOCTYKEHUIO
U NPOJJIEHMIO YacTUyHON pemuccun HC. Heobxoaumo
OTMCTHTD, YTOY OJHOT'O M3 MALMEHTOB Tepamusa CoQ ,  6bu1a
npeanpunaTa Ha pone pemuccun HC (mporennypus 7 mr/
M?/4, 117 MI'/CYT), B YCIOBUAX JICUEHUA HUKIOCIIOPUHOM
(LICA), NI TETBHOCTh KOTOPOT'O COCTABHIIA 3 TO/1A (OBLT OT-
MEHEH 4epe3 HECKOJIbKO MECALEB I10cIIe BBeaeHusa CoQ ).
DPpdexrupHocTb Tepanuu LcA npu CoQ -Hedponarumy,
OOBSICHUMA C TTO3UIUH naroreHe3a CoQ-aeduInTHbIX
MUTOXOH/IPUAIbHBIX LIUTONATUN. HenmocpeacTBeHHbIN
neduiut CoQ, , a TAKKe OOJIBIINE KOTUYCCTBA AKTUBHBIX
PAIUKATIOB KUCIOPOAA, OOPA3YIOLIUECH IIPU €TI0 HEJOCTAT-
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K€, IPUBOJAT K AKTUBALIUH MUTOXOH/IPUAIBHBIX IIOP I10-
BBIIEHHOU IpoHULIaeMOoCTH (mitochondrial permeability
transition pore, mtPTP) [6]. LICA GJIOKMPYET AKTUBUPOBAH-
Hele MtPTP yepes B3auMOAEHCTBIE C X HEOTBEMIEMBIM
KOMITOHEHTOM, IIuKI0(hummnom D [15].

TaxkuMm 06pa3oM, K HACTOSIEMY BPEMEHU OIIMCAHO
19 marmenToB ¢ CoQ-1eUUTHBIMU (POPMAMU CTEPOU/I-
PE3UCTEHTHOIO HEPPOTUIECKOI'O CUHAPOMA: 1 MAITUEHT —
¢ myranueit PDSS2 (CPHC B coueTanuu ¢ cuappomom Jles),
5 MALMEHTOB — ¢ MyTauyer CoQ, (B 2 CIydasx — M30IUPO-
Banubi CPHC, B 3 — MH(AHTWIBHBIE MYJIbTHCUCTEMHBIC
opmer) 1 13 manueHToB — ¢ myranued CoQ, (CPHC B
COYETAHUH C HEMPOCEHCOPHOU TYTOYXOCTBIO).

MpbI IPUBOJUM HAOIIO/ICHUE KPAMTHE PEIKOTO CIIyvast
CTEPOUIPEZUCTEHTHOIO HEPPOTUUECKOTO CUHIPOMA,
OOYCIOBIEHHOI'O IEPBUYHAIM IC(PULIATOM KOIH3UMA Q |,
C IOATBEPIKAECHHOM MyTaLuei B rene CoQ,.

Jesouka C.LU., 6 net. HacnepcreenHocTs He otarouieHa (poau-
TenM, CTApLIAs CECTPA 3A0POBSI).

Jebiot 6onesmn B Bospacte 8 mecaues, c npotenHypun (0,86 r/n)
B COYETAHWM C TeMATypUeN; NeyeHre He NpoBoannock. B sospacre
10 Mecaues B CBA3W C NOSBAEHMEM NEPUOPBUTANBHBIX OTEKOB W HAPA-
CTaHMeM NpoTenHypum o 1,7 r/n AeBouKa GbiNa roCNMTANM3MPOBAHA
B CTAUMOHAP NO MECTY XuTensbCTea. [pu 06cnenosanmu BeigeneHa
NpoTenHypus 40 3 r/N, APTEPUANBHOM TMNEPTEH3MM HE OTMEUANOCH
(ALL85—90/40-50 mm pr. c1.). Tepanus npeaHnsonoHom (2 mr/kr/cyT)
B Teuerure 4 Hegenb npueena k cHskeruio npotenHypun 8o 0,7 r/n,
€ nocneaylowmm Hapactanuem o 1,8 r/n npu cHxeHu npeaHu-
sonoHa no 2,5 mr/cyt (8 Bospacte 1 roga). Takxe nposoaunacs
peHonpoTekTMeHas Tepanmsa (kanoten 12,5 mr/cyt).

C ropoBanoro Bo3pacra fesouka Habnoaaetcs B Hedppono-
rnyeckom otaenernn HAM neanatpun HU3[ PAMH. Mpu nepsom
NoCTynneHuu Bbina NOATBEPXAEHA AKTUBHOCTb HEPOTMYECKOTO
cuHapoma (nepropbutansHbie otekun, npotennypus 1,0-2,0 r/n,
6enok/kpeaturnn 420-400 mr/mons, runonpotenHemna 53 r/n,
rnoansbymmnHemms 25 r/n, rmnepxonectepuremms 5,8 mmons/n)
NPU COXPAHHON GYHKLMM MoYek o knybGOYKOBOM GpUALTPALMM
(kpeatuhun cuis. 35 mkm/n). YcraHosneH mopdonormyeckuin au-
artoz — OCIC. AptepuansHoit runepTeHamm He Bbisenanocs (ALl
85-90/50 mm pr. ct.). Ceponoruueckoe uccnenosamue Ha HBsAg,
antn-HCV, BMY, RW, IgM, IgG « Tokconnasme, a Takxe nccneo-
sanue [IHK Ha Hanuume mytaumii NPHS, nokasano otpuuatensHsie
pe3ynbTaT.

YunTHIBAS PE3UCTEHTHOCTb K CTEPOMAAM, C 3TOTO XE BO3PACTA
ObiI0 HOYATA UMMYHOCYNPECCUBHAS TEPANMS LMKNOCTOPUHOM A B
nose 5,0 mr/kr/cyt. Cnyctst 7 Mecaues oT HaYana neyerus yaanocs
LOCTUYb PEMHCCHM HEPPOTUYECKOTO CHAPOMA; Yepes 1 1. 10 mec. —
OTMEHbI MPEAHM30NOHA.

Yepes 3,5 roga nocne HasHauerus LICA, Ho doHe cHkeHus
no3sl 1o 4,0 mr/kr/cyt, a satem 3,0 mr/kr/cyT, Buino oTMeueHO
nosiBNeHne 1 nocteneHHoe Hapacranue npotentypun go 0,6—0,8
r/n. HedbponporektusHas Tepanua (sHananpun — 2,5-5,0-7,5 mr/
ey, naunamnun 0,5—1,0 Mr/cyT) nposoamnack Ha NPOTAXEHMM BCETO
nep1oaa HaboaeHus.

HeobxomMmo OTMETUTL XaPAKTEpPHbIE OCOBEHHOCTM TEeUEHUS
60ne3HM, KOTOPLIE NPOABNANMCH COYETAHUEM HHDAHTULHOTO HEbPO-
TMYECKOTO CMHAPOMA C BHIABIEHUEM HEHPOCEHCOPHOM TYrOyXOCTH
11l crenenm (c 2,5 roaa), 30aepXKOH PEYEBOro U MOTOPHOTO Pa3-
BUTUS (BCTIEACTBME MBILLIEYHOM TUMOTOHWUM HAYAO COMOCTOATENLHON
x0ab0bl 30PUKCMPOBAHO Grvxe K 2 ropam), nedpekTammn 3peHms
(nBYCTOPOHHMI AANBHO30PKMI ACTUIMATU3M, ambavonua — ¢ 3,5 ro-
na). Mpwu nccnenosannm kposu, 8 Hosbpe 2009 roga, 0aHOKPATHO
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GUMKCMPOBANOCH HE3HAYUTENBHOE MOBLILIEHME YPOBHSA NAKTATA A0
3,5 Mmonb/n nocne Harpysku (N 5o 2,4 mmons/n). Mo nosoay conyt-
CTBYIOLLEH NATONOMMM HABNIOAANACH COOTBETCTBYIOLLMMM CNIELMANH-
CTOMM, BBINOIHEHO CTYXONPOTE3MPOBAHKE, HEORHOKPATHO NOMYYANa
KYPCbl HOOTPOMHOM 1 METABOAMYECKON TEPANMM.

B mae 2010 roga 6bina BeinonHEHa NosTOpHAs Hedpobronaus.
DNeKTPOHHO-MMKPOCKOMMYECKOE MCCNENOBAHME OBHAPYXHMNO M3Me-
HEHWS, XOPAKTEPHbIE AN MUTOXOHAPMANBHOM LIMTOMNATUN HESCHOTO
reHesa — B MOAOLMTAX, [MAAKOMBILIEYHbIX CTEHKAX APTEPUOT, SMuTe-
AWM KQHABLEB BU3YQNM3MPOBANOCh BOMLLIOE KOMMYECTBO KPYMHbIX
AMCMOPdHBIX MUTOXOHAPHIA (puc. 1), 6e3 npuaHakos pokansHo-cer-
MeHTapHoro momepynockneposa (puc. 2). Ceedenme IgG, IgM, IgA,

1000 nm
| —

Puc. 1. di1eKTpoHHAsA MUKPOCKOuA (Mai 2010 1., 5 1er
3 mMec.). B mogonuTax pe3ko yBeITHI€HO KOTHIECTBO

MHTOXOHJPHH, KOTOPBIE 00PA3yIOT KPYITHBIE AIPETaTHhI,

3ATIOTHAIONIHE OOIBIIYIO YACTH ITHTOILIA3MbI KIIETOK

(T10 THITY OHKOIIMTAPHO¥ TPAaHC(HOPMAIIHH KIETOK). YacTh
MHUTOXOHJPHI KPYIIHBIE, BCTPEYAIOTCA IAHTEICBHIHEBIC
H pa3BeTBIeHHBIE (DOPMBI OpPraHe/T. MATPHKC C 09araMu
IIPOCBETICHUS, KPHUCTHI MHOTOYHC/ICHHBIE, OOBITHO
YIABTPACTPYKTYPHI (JIAMEIAPHEIE), B YACTH OPTaHEeLI
KPHCTBI PACIIOJIOKEHEBI HEPETY/LIPHO

Puc. 2. CBeroBas Mukpockonus (maw 2010 r., 5 1er 3 mec.).
MeToJ OKPACKH IIPENapaTa — FeMaTOKCHIHH-303HH.
K1y604Kky HOPMAIBHOT'O pa3Mepa ¢ MUHUMAIbHBIMH
HM3MEHEHHAMH B BH/IE MHHHMAIbHOH MEIKOOYATOBOX
Me3aHTHAIBHO¥ mpoaudepanun. PoKaIbHOTO
CErMEHTAPHOTO INIOMEPY/LIPHOTO CKIEPO03a/THAIHHO32
B MaTepHaJIe HET

MO AAHHBIM MMMYHOTUCTOXHUMMM, OTCYTCTBOBANO.

Takum 06pa3om, coueTanne MHGAHTUABHOTO CTEPOMA-pe-
3UCTEHTHOrO HEDPOTUYECKOTO CUHAPOMA C 3KCTPAPEHANbHBIMM
CMMATOMOMM (HEMPOCEHCOPHAS TYrOyXOCTb, 3[EPXKA PEYEBOTO
PA3BUTUS, EPEKTH 3PEHHS), OKAZANOCH BTOPHYHBIM MO OTHOLLEHHIO
K MUTOXOHAPMAbHOM UMTONATMM, 4TO TPEBOBANO NPOBEAEHHS AQNb-
HEMLLIMX MONEKYNSAPHO-TEHETUYECKMX MCCTIEA0BAHMIA.

Ocrosbisascs Ha nanHbIx Heeringa et al. (ony6nmkosarHbIx B Mae
2011 roga), Biepsble ONMCABLLMX MyTOLMM B TEHE MOHOOKCUTEHA3bI 6
(CoQ,) ¢ parHum nebrotom CPHC B coueTammm ¢ HEPOCEHCOPHOI
Tyroyxoctbio [3], 6bina 30N0A03PEHA MUTOXOHAPMONATHS C Nep-
BuuHbIM AedexTom Brocuntesa CoQ, ) senenctaue myTaumn CoQ,.
B uione 2011 rona pebeHok Bbin KOHCYNbTUPOBAH NPodeccopom
Mapkycom beruem (yHusepcutetckas metckas knunmka r. Mion-
xeHa). Mocnepyiowee MONEKYNAPHO-TEHETUYECKOE MCCNEROBAHME
NOATBEPAMNO Hanmume romoauroTHo mytaumn 8 CoQ, (c.1235A->G,
p.Y412C). Poguren 1 cTapLuas cectpa OKA3anMCh reTePO3UrOTHBIMM
HOCUTENAMM.

[MonyyeHHble PesynbTaThl yNbTPACTPYKTYPHOTO W MONIEKYNAPHO-
FEHETUYECKOrO UCCENOBAHHA ABUINCH OBOCHOBAHMEM ClIERYIOLIEr0
[MATHO30: «MMTOXOHAPHANLHAS UnTonaTus (MyTaums CoQ,): uHdan-
TUNbHbI HEDPOTUYECKUI CUHIPOM, CTEPOUA-PE3UCTEHTHBIN BAPHUAHT;
ABYCTOPOHHsist HeipoceHcopHast TyroyxocTs |I=Ill ctenenu 8 coueta-
HUM C 30AEPXKOH PEYEBOrO PA3BUTHS, ABYCTOPOHHMM AANHO3OPKMM
QCTUrMATHU3MOMY.

Bein Hasnauen CoQ,, B HauaneHol fose 15 mr/kr/cyT (B Tpu
npuema) ¢ nocnepyoumm nossiwermem go 30 mr/kr/cyt (180 mr x
3 pasa/cyt ¢ centsbps 2011 rona). Yuutsisas sbdextnsHocTs LicA
y 6onbHoro ¢ mytaumeit CoQ,, onucanroro Heeringa et al. [3], nosa
npenapata Gbina nossiwera 1o 6 mr/kr/cyt. HepponpotekTusHas
Tepanua ocTasneHa 6e3 namereHnit. K Hactoswemy BpemeHmn [ocTur-
nyta pemucena HC, nosa LIcA crmkera go 5 mr/kr/cyr.

TaxuM 06pa3oMm, BbIABIEHUE MUTOXOHPUAIBHON 11H-
TOIIATUM KAK IIEPBOIIPUYUHLI CTEPOU-PE3UCTEHTHOIO
HE(PPOTUIECKOT'O CUHPOMA IPECTABIACT OOJIBIINE TPY/-
HOCTH. YCTaHOB/IEHNE BTOPUYHOCTH CPHC 0 OTHOMEHUIO
K Ie(pULIATY KOH3MUMA Q HE IIPE/ICTABILIETC BO3MOKHBIM
6€3 YCTAaHOBJICHUS T€HETUYECKUX IE(PEKTOB €0 OUOCUH-
Te3a. Tem He MeHee GOJBIION OMOMIBIO B JUATHOCTHKE
SBJIIIOTCS IAHHBIE YIBTPACTPYKTYPHOI'O MOP(QOIoruye-
CKOT'O MCCIIEIOBAHNS, TIOKA3bIBAIOMINE PAIPOCTPAHEHHYIO
npoaudePannIo JUCMOP(HHBIX MUTOXOHIPHUI B ITIOMEPY-
JEIPHBIX KIETKAX. [IOCTaHOBKA JMarH03a UIMEET PEIIAIONIEE
3HAYCHUE BCJIEACTBUE BO3ZMOXHON YYBCTBUTEIBLHOCTU
CoQ-zmeuuuTHLIX (POPM CTEPOUA-PE3UCTEHTHOIO HE-
(bpOTUYECKOTO CMHAPOMA K BBCACHUIO KOIH3UMA Q.

OppexrusrocTs Tepamuu LicA mpu CoQ, HedponaTtrn
OOBACHAMA C MO3UIINH MaToreHe3a CoQ-aepUITUTHBIX
MUTOXOHJPUAIBHBIX LIATOIIATHIL.

Henocpeacrennniit epunut CoQ, ,, a TakikKe 60bIImIe
KOJINYECTBA AKTUBHBIX PAJUKAIOB KUCJIOPOAA, 06pa3y-
IOIIMECS IIPU €TI0 HEJOCTATKE, IPUBOJAT K AKTUBALUU
MUTOXOHJIPUAIBHBIX IOP NOBBIIIEHHON IPOHULIAEMOCTH
(mitochondrial permeability transition pore, mtPTP) [6].
LIcA 6iokupyer akTuBUpoBaHHble MtPTP uepes B3anumo-
JEUCTBUE C UX HEOTBEMIIEMBIM KOMIIOHEHTOM, LIUKJIO(DU-
JmHOM D [15].

A6mopubL 3aA6IAI0M 00 OMCYMCMEUN KOHPAUKMA
unmepecos.
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