Y
TN

OI'BY
«Mockosckuti
HIN neduampuu
u demckoti

xXupypeuu»
Munsopasa Poccuu

AKTyaJIbHbIE
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MUTOXOHJpUATIbHBIX
HapyLIEHUN

O.m.H., mpod. B.C. CYXOPYKOB

peny sIpKUX COOBITUII COB-
PE€MEHHON MegULIMHCKON
HayKM OJJHO M3 3HAYMMBIX
MECT 3aHUMaeT [IOSB/IeHue 00/1acTu,

KOTOPYIO BCe dallje Ha3BIBAIOT «MI-
TOXOH/IPMATIBHOI MeIUIMHOI». OHa
MHTEPeCHa CO MHOTUX TOYeK 3pe-
HysA. Bo-IIepBbIX, Kak 1 MOIaraeTcst
HOBOMY CHCTEMAaTH4eCKOMY 00b-
e[IHEHNIO, OHA 3HAMEHYeT co00il
BBIf[e/IeH)ie HOBBIX IAaTO/NOTMYec-

KMX IIPOLIECCOB ¥ HO30/TOTMYECKUX
dopm. Bo-BTOpBIX, ee 6e3ycIoOBHOE
IpUK/IaJHOEe 3HAUeHUe OIpesens-
eTcsl Hajau4dnMeM Crennduaeckoit,
TaK Ha3bIBa€MOJl 9HEPrOTPOIIHO,
Tepamu.

ﬂepBuqule W BTOPUYHDbIE
MUTOXOHAPKHANbHbIE HapyLUeHUA
KitoueBast o6actp aTOTO paspena
MeIMIVHBI — HAaC/IeACTBEHHbIE CUH-

a HOMePa: TepaneBTUYECKas KOPPeKLUA MUTOXOHAPUANbHON AUCHYHKLIUA

IPOMBI, B OCHOBE KOTOPBIX JI€XAaT
MyTaIuu TeHOB, OTBETCTBEHHBIX
3a MUTOXOHJpMAajbHbIe OeNKy (CHUH-
npombl Kepuca — Ceitpa, MELAS
(mitochondrial encephalomyopathy,
lactic acidosis, and stroke-like
episodes), MERRF (myoclonic
epilepsy with ragged red fibers),
ITupcona, bapra u gp.). OgHako
KJIACC COCTOSIHUII, XapaKTepus3yio-
H[MXCSl MUTOXOHJPUATBHON HeELOo-
CTATOYHOCTBIO, OTHIO[b HE OTPAHN-
YMBAETCSA 9TUMU «IIEPBUYHBIMIU»
MMUTOXOHZIpUA/IbHBIMU 3a60/IeBaHN-
amu. OrpoMHoOe KONMM4ecTBo 6ose3-
Hell BK/IIOYaeT B ce0s HapyLIeHNA
KJIeTOYHOTO 9HeproobMeHa B Ka-
YeCTBe «BTOPUYHBIX» 3BEHbEB IIa-
TOTeHe3a: CUHPOM XPOHIYECKOI
YCTa/IOCTH, MUTPEHN, KapAUOMUO-
HaTNH, ITIMKOT€HO3bl, 3a00/IeBaHA
COeMHNUTENbHON TKaHM, Auaber,
paxut, TyOyIomaTUM, HaHIUTOIIe-
HIsI, TUIIONIAPATIPEO3, [eYeHOYHAs
HegocTtatouHOCTh U Ap. Ocoboe
3HAYeHVe /IS IPAKTIIECKO Mefu-
LVHBL MIMeeT U3y4eHUe YKa3aHHBIX
HApYILIEHNUI B CBSI3YU C pa3paboTKoi
B 97011 067acTyt 9P PeKTUBHBIX Me-
TOJJOB TePAIIeBTNYIECKO KOPPEKIUIL.
K Hacrosmemy BpeMeHu Hanbosee
u3y4eHsl fleheKThI, CBSI3aHHBIE C Jie-
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GUINTOM Pa3TMIHBIX KOMITTIEKCOB
[IBIXaTETbHOI 1€ U HEKOTOPBIX
¢dbepmenTOB MaTpukca. IlosBnasor-
Cs1 KIMHMYECKIe onncaHus gedex-
Ta U [PYTUX PEePMEHTOB, HAIIPUMED,
HapY>XHOJ MMUTOXOHAPUANTBHON
MeMOpaHsI (1], Tak 4TO O OTHOTO
IpeACTaBIeHNs O TOHKUX MeXaHN3-
MaX MUTOXOHAPUANbHOI AUCHYHK-
LMY ellje JA/IeKO, ¥ 9aCTO pedyb NAET
0 HEOCTATOYHOCTU MUTOXOHMIPU-
QJIBHOI (PYHKIVN B LI€/IOM.

TxaHM 1 OpraHbl 3aBUCAT OT MUTO-
XOH/IPUANbHO aKTUBHOCTI B pas-
JUYHON cTeneHu [2-5]. B ux pany
Ha TEPBOM MeCTe CTOSIT HEpBHBIE
9/IeMEeHTBD], 3aTeM CepfedHas U CKe-
JIeTHas1 MbIIIeYHAs] TKaHU, TOYKMU,
9HIOKPUHHDIE JXe/le3bl 1 MeYeHb.
VBennuyeHme KOMMIecTBa MUTOXOH-
ApUIl U UX CTPYKTYpHBIe Hapylie-
HUS LIVPOKO OIPEIeAITCA B 9H-
MOTeNUaNbHBIX KIETKaX, IMTaJKUX
MUOLIMTAX U HEPUIIUTAX PA3TUIHBIX
cocyznos [6].

K 601e3HAM, NIpUYNHON KOTOPBIX
SIBJISIIOTCSL MYTALMML MUTOXOHAPU-
QIbHBIX T€HOB, OTHOCSTCS CUHJPO-
mbl Kepuca - Ceilipa (HapymeHus
CO CTOpPOHBI TJIa3, aTaKCUs, MBI-
IIeyHas caboCTb, HAPYIIEHUs cep-
[eYHO IPOBOAMMOCTYU U LpyTue
cumnrtoMmsl), IIupcoHa (BsnocTs,
HApYILIEHNS CO CTOPOHBI KPOBM, KN~
HI€YHMKA, IO/IKETyNOYHON XKeJle-
3p1), MELAS (snnedanommonarus,
JaKTaT-alU03, MHCYIbTONORO6-
Hble SMM30/bl), ONTUYECKASA HeIl-
pomarus Jlebepa u MHOTHUE IpYyTHeE.
[Ipuvyem ommcaHme TAKUX CUH[-
POMOB IIpOJOJKAETCS U ceifdyac —
TaK, B XXI Beke yxe omybnnkoBa-
HbI ONMCAHNS HECKOIbKUX HOBBIX
3ab0/IeBaHMIL.

ITOoCKOIBKY BCE MUTOXOHJPUM [O-
CTAIOTCSA HOBOMY OPraHM3MY TOJIb-
KO OT IIMTOIN/Ia3Mbl SIIE€KIETKA,
MHOTHE MUTOXOHApPUATbHbBIE 3a-
60meBaHUA ABIAOTCA MIN CIO-
PafgMYeCKNMIY, VIV HACTEeLYIOTCS
C HapylLIeHueM 3aKOHOB MeHpens —
«BHESIIEPHOE» MY «I[IUTOIIa3MaTH-
YecKoe» Hacle[lOBaHIe 10 MATEPIH-
CKOIT mHUM. PacrpocTpaHeHHOCTD
9TUX 6OJe3Heil IJIOXO M3y4eHa,
HO 5ICHO, YTO OHU OTHOCSITCS K CpaB-
HUTENTbHO PEAKIM HaC/Ie[CTBEHHBIM
3aboneBanuaM. OTCIOa U Masblil
MHTEPEC MINPOKOTO KPyTra MEAVNKOB
K MUTOXOH/IPUA/IbHOI TIATOMTOT L.

30. Neamatpua. 4/2012

OpHako 5Tu 3a00eBaHUSA, XOTHA
U CO3Janu SIPO «MUTOXOHPUAIb-
HOUl MeJUIIMHBI», OTHIO[b HE CO-
CTaBJIAIOT BCETO ee cIeKTpa. B moc-
JegHUe TOJbl BHUMAaHNE MeIMKOB
Haya/l Bce OOJblle NPUKOBBIBATDH
cleRyomuii ¢pakT: HeCMOTpS Ha Ha-
M4re B MUTOXOH/IPUAX COOCTBEH-
Hoit IHK, xogupyroTca e Bcero
0KO0JI0 2% 0e/KOB, MCIONb3yeMBbIX
B MUTOXOHAPUAX. VIHBIMM cr0-
BaMIu, 98% Hac/eqCTBEHHOM WMH-
dbopMaIuu 0 MUTOXOH/|PUATTBHBIX
OenKax 3a/I0KeHO B sApe, a 3Ha-
YUT, KOIMYECTBO HACTEACTBEHHDIX
MMTOXOH/IPMATbHBIX HapyLIeHMUI,
CBA3AHHBIX C AJEPHBIMU MYTallu-
AMH, JOKHO OBITH HECOM3MEPUMO
6osblile TeX, O KOTOPBIX YIIOMIUHA-
JIOCDh BbIIe. A M3BECTHO UX Ha ce-
TOJHAIIHNI HeHb He TaK MHOTO
(cpenm HuX pasnudHble GOPMBI
MIajleHYeCKUX MUOIATuit, 60omes-
H1 Anbnepca, Jlesa, bapta, Menke-
ca, CMH/IPOMBI HEJOCTAaTOYHOCTH
KapHMTUHA, HEKOTOPBIX (pepMeH-
ToB 1ukia Kpebca n gprxaTenbHoI
L[eNIN), YTO HOHATHO — MajJeHbKYIO
mutoxoHppuanbHyo JHK ropas-
[0 JIerde u3yd4aTb, YeM IUTaHTCKUI
SAepHBI TeHOM. Takum o6pasom,
3HAYNTE/bHOE YMCIO TaKUX COCTO-
SAHUI cellyac MOXXHO IIpeJCcKasarb
TONIbKO I'MIIOTE€TUYECKI.

VHTeHCUBHOE M3ydeHNE IIpU3Ha-
KOB 6o0jie3Hell K/IIeTOYHOW 3Hep-
reTUKM NPUBOAUT K elle Goiee
Ba)XHOMY BBIBOZY: pacInpocTpa-
HEHHOCTDb COCTOSIHWII, CBA3aHHBIX
C MUTOXOHJPUA/IBHON HeJOCTa-
TOYHOCTBIO, HE OTPAaHMYMBAETCA
HaC/IeICTBEHHBIMM CHHIPOMaMIU,
BBI3bIBA€MBIMI) MYTalAMY T€HOB,
HEIOCPENCTBEHHO OTBETCTBEHHBIX
3a MUTOXOHJpUabHble OeKu. YMe-
peHHble HapylleHMA KIeTOYHON
9HEepreTUKM MOTYT He IPOABIATH-
cs B BUJIe CAMOCTOATE/NBHOIO 3a-
60MeBaHMA, OGHAKO CKa3bIBAIOTCA
Ha XapakTepe Te4eHUA Apyrux 6o-
nesnent. lllupouarnmuit Kpyr gpy-
ruX 3a0071eBaHMIT BKIIOYaeT B ce6s1
Te MU VHbIe HapyLIeHUs KIeToY-
HOIl 3HepPTeTUKN KaK BTOPMYHBIE
3BeHbs maroreHesa. I[IposefeHHbIE
HeJJaBHO B HallleM MHCTUTYTe MC-
cnegoBanus rpynnsl ns 100 gereii,
MOCTYNUBHINX B TE€HETUYECKYIO
KJIMHUKY ¢ HepuddepeHMpoBaH-
HBIMU HapylIeHMAMYU (U3UIECKOTo

U HEPBHO-TICMXMYECKOTO Pa3BUTHA,
IIOKasanu, 910 y 49 U3 HUX oTMeYe-
Hbl HapyUIeHNs KIE€TOYHOIO 9Hep-
roo6mena. Kpome Toro, Hamit BbISB-
JIEHO B/IMAHME MUTOXOHZPUATIBHOI
HEeJOCTaTOYHOCTM Ha XapaKTep Moc-
JIEOXKOTOBOTO pyOlLieBaHNA y HeTell,
TeYyeHle TOH3UJIINTOB, HEKOTOPBIX
KapAMONOTMYeCKMX, HaC/leACTBEeH-
HBIX COeIVHUTETbHOTKAHHDIX, yPO-
JIOTMYeCKVX Y APYTUX 3a00/IeBaHUIL.
Vsy4yeHne 3TUX NAaTOTOTMYECKNX
COCTOAHMII M pacIpoCTpaHeHuUe
MHpOPMALNU O BAXXHOCTY aHA/IN3a
9HEPreTNYeCKNX AUCHYHKIUIT TeM
6oJee aKTya/lbHO, YTO B HacTOALLee
BpeMs CyIIeCTBYIOT JeliCTBEHHbIE
METOJbl KOPPEKLMYM MUTOXOHJpU-
a/IbHOJ HEJJOCTaTOYHOCTH, KOTOPbIe
MIOMOTAIOT B JIEYEHUN TIepedNCIeH-
HBIX BbIIIE, He BCeTHa ICTUHHO «MU-
TOXOHZIpUAIbHBIX» 3a00TeBaHUIL.
Muorue ¢akTopsl OKpysKawlleil
Cpenbl 1 JeKapCTBEHHbIE Iperapa-
TBI, BepOATHO, IPEJCTaBIIAIT COO0I
CYLIeCTBEHHYIO NPUUYMHY IIaTOJNO-
TMYECKMX M3MEHEHMII MUTOXOHT-
puit. K aTum ¢akropam oTHOCUTCS
IeiicTBME AIKMIMPYIOIMX areHTOB
(HampuMep, HUTPO3aMUHBI U3 OKPY-
JKaIolleil Cpefbl), TUAPOKCUTbHBIX
PajuKanoB, BBICOKUX 03 Y/IbTpa-
¢$b10IeTOBOTO ¥ MOHUBUPYIOL[ETO
U3/Ty4eHNI, TeKapCTBEHHBbIX Ipe-
mapatoB (6pMOCTATHUH, a3UITOTUMHI-
[VH), SPYTUX XMMUYECKUX areHTOB
(anmmoxcaH, UMAaHUMBI, MOHOOKNUCD
yrnepopa u pp.). IlpuunHoit mu-
TOXOH/IPMA/TbHOTO TIOBPEXJEHNA
MOXeT OBITb U He[OCTaTOYHOCTD
HEKOTOPbIX MMKPO3/IEMEHTOB, Ha-
IIpuMep ceeHa. Bo MHOrux cimyyasx
YYBCTBUTETbHOCTb MUTOXOH/[PUAIb-
noit IHK x pericTBMio moBpexparo-
X (paKTOPOB OKPYIKAIOLIENl Cpefbl
B HECKOJIbKO pa3 BbIIE IO CpaBHe-
HUIO C YyBCTBUTENbHOCTBIO A/lepHO-
r'O reHOMa.

B menom o6acTh maroreHeTuyec-
K 11e/1ec000pa3HOro UCIOIb30Ba-
HIA IIPENapaToB, BO3JEJICTBYOIINX
Ha MUTOXOH/PUY, BKIIIOYAET B ceOsI:
v Jleuenue:

" MUTOXOHJIPUMATBHBIX  0oOse3-
Hell;
" «BTOPUYHBIX»  (SHJIOTEHHBIX

n 3K3OFeHHbIX) MI/ITOXOHHPI/I-
a/JIbHBIX HapyUIEHWI Npu Jpy-
IMX 3a00/I€eBaHUAX U COCTOS-
HUAX.
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v Ipopunaxmuxa:

= BO3MOXKHBIX OC/IO)KHEHWIT pas-
JMYHBIX 3a060/IeBaHMII Y Manu-
EHTOB C 9HeprofeMUIUTHBHIM
AMaTe3oM;

= IpeX/eBPeMeHHbIX IaTOIOIN-
YeCKMX HapyIUIeHWil, CBs3aH-
HBIX C TOKM/IBIM BO3PACTOM.

v Peabunumayuonnvie meponpus-
Mus IPU PasINIHBIX XPOHMYIEC-
KIX 3a00JIeBaHUAX.

Kpome Toro, menecoobpasso mpu-

MeHEHIe 3HepPrOTPOIHBIX IIpema-

paToB B KadecTBe CTUMYISATOPOB

aJaITalMOHHBIX IIPOLECCOB HPH
3a00/IeBaHMSIX, HE HECYLINX MUTO-

XOHJPUANbHOI IUCHYHKINY B Ka-

J4ecTBe NMAaTOTeHEeTUIECKOI COCTaB-

nampoumen. 9ta 061acTh HauMeHee

U3ydeHa, OffHAKO, II0 HAIINM J[jaH-

HBIM, [OBBIIIEHHAS] MUTOXOHJPU-

anbHas nponudeparus MOXeT 06-

JafiaTh Ba>KHBIM aJalTalIOHHBIM

MOTEHIIVA/IOM, KOMIIEHCUPYIOLUIIM

($YyHKIMOHA/NIBHBIN gedeKT mpu He-

KOTOPBIX 3a00/1eBaHUsIX (HapuMep,

HPU BPOXJEHHBIX CTPYKTYPHBIX

MMOIIATHAX).

06wias xapaKkTepucTuka
3HeproTponHbIX NpenapaTos

IToTeHLMaTbHbIE BO3MOXXHOCTH JIe-
YeHMsI MUTOXOH/JPUAIbHBIX 60sIes-
Hell pacrpefensioTcst Mo TPeM Oc-
HOBHBIM HaIllpaBieHusM [7]:

1. Ilpumenenne dapmakomormyaec-
KJX IIpenapaToB ¥ OMOIOrMYeCcKN
AKTUBHBIX JOOABOK.

2. Mopudukarus MaKpOHY TPIEHT-
HOJI ITOJIJIEP>KKY, TUETOTEPATIHL.

3. Ucnonp3oBaHue peabunnu-
TAIIMOHHBIX METOJOB Je4ebHOII
(bU3KYIBTYPBL

TepameBTuUYecKue MOAXOABI K JIe-
YeHNI0 MUTOXOHAPUANTbHBIX 60-
JIe3HEV MOAPasienAlTCsa Ha CeMb
Kareropuii [8]:

1) manauaTUBHAA Tepammus;

2) ynmaneHue BpeHBIX METaOOMITOB;
3) mpuMeHeHMe UCKYCCTBEHHBIX aK-
LIEIITOPOB 3JIEKTPOHOB;

4) npuMeHeHMe MeTabONNUTOB
U KOPaKTOpOB;

5) mpUMeHeHUe MMOTTIOTUTENel KIIC-
JIOPOIHBIX PajiNKaJIOB;

6) TeHHas Tepamus;

7) TeHeTHYecKoe KOHCY/IbTVPOBaHNeE.
Bonpuas rpymma jJeKapcTBEHHBIX
Ipenaparos, KOTOpPble MPUHA-
TO HA3BIBaTh MeTAb6OIMIECKUMI,
IO/Ib3yEeTCs YPE3BBIYANHONM II0-
HY/IAPHOCTBIO ¥ IIMPOKOTO KPyTa
Bpaueil. MoXXHO 6e3 mpeyBennye-
HUS CKas3aTb, YTO JIEKAPCTBA U He-
JIeKapCTBEHHBIE CPEJICTBA, B PA3HBIX
KO/IMYECTBAX ¥ COOTHOIIEHNUSX CO-
IepiKalye aMUHOKUCIOTHI 1 Tell-
TUZDBI, BUTAMUHBI ¥ BUTaMMHOIIO-
mobHble BemecTBa, KOGEpMEHTHI
U MUKDPO3JIEMEHTBI, IPUMEHSTI0TCS
BO BCeX 00/1aCTsX MEAUIIMHBL U IO
nmobomy nosoxy. Takas momymsap-
HOCTb, OYEBULHO, MOXeET 06bsic-
HATHCS KaK UX 9(PPEeKTUBHOCTHIO
IIpY JIeYeHU! PasHOOOpas3HBIX Ia-
TOIOTMIECKIX COCTOSIHWIA, TAK U OT-
HOCHUTENIbHOI 6e3BpeTHOCTDI0. JTO
couetaHme GaKkTOPOB IPUBOSUT
K TOMY, YTO Bpady jlerde Ha3HAuYUTh
TOT VJIX VHOM IIPEIapar «Ha BCAKUMI

a HOMePa: TepaneBTUYECKas KOPPeKLUA MUTOXOHAPUANbHON AUCHYHKLIUA

CIy4ail», 4eM pasbuparbcs B Iene-
C000pa3HOCTY TAKOTO Ha3HAYEHVISI.
B pesynbrare m3-3a 6e3nyMHOTO
[pVYMEeHEHN S, U3-3a OTCYTCTBUS Me-
TOJIOTIOTMIECKOT 6a3bl CTpafaeT a¢-
(EeKTUBHOCTD JIEYEHNS], UTO, B CBOIO
odepe/b, YaCTO MOPOXK/AET COM-
HeHMe B ero IPUHIMINANTbHO pe-
3y/MbTATUBHOCTHU. Bce 3TO AMKTyeT
HEOOXOAMMOCTD CO3JaHMS PALMO-
Ha/IbHO KOHIIETI[NN TIPUMEHEH NS
JIEKAPCTBEHHDBIX CPENCTB, OTHOCHU-
MBIX K MeTabonmdeckuM [9].

BakHast rpymnma Takux IpenapaTos
npejcTaBleHa TaK Ha3blBaeMbl-
MU 9HEPTOTPOMHBIMU CPENCTBAMI,
TO €CTb CPeCTBaMU, YCUIMBAIOIIN-
MJ MIHTEHCHBHOCTb OOMEHa SHEPIun
Ha K/IeTOYHOM ypoBHe. Hanbonbinee
3HAYeHVE B KOHTEKCTE HACTOSIIEN
CTaThU MMEIOT IIpernaparsl (B Tab-
JuIle MpeLCTaBIeHbl HEKOTOpbIe
U3 HMX), BO3ZEICTBYIOLINE Ha IPO-
I[eCCh, IPOMUCXOAsAIINE B YHUBEP-
Ca/IbHBIX KJIETOYHBIX OpTraHe/ax —
MUTOXOHAPUAX. MUTOXOHIPUU
BBIIIOTHAIOT MHOTO (DYHKIINIT, OfHA-
KO MX OCHOBHasl 3ajjaya — o6pasoBa-
HIIe MOJIEKY/I afieHo3uHTpudocdara
(AT®) B OMOXUMMIECKUX IIMKIAX
KJIETOYHOTO bixaHus. Hakoriennas
9Hepryus B IIOCTEAYIOIIeM JCIONb3Y-
eTcsl B IPYTMX y4acTKax kiaetku. Ha-
pyleHnss QYHKIUIT MUTOXOH/PUI
OTHOCATCS K BakKHeNmuM (4acto
PAHHUM) STAlaM TOBPEX/IEHNSA Kle-
TOK. DTU HapylLIeHNs BeLyT K HeJo-
CTAaTOYHOCTM 3HEProobecreveHus
KJIETOK, K HapYILICHNI0 MHOTUX JPY-
TMX BaYKHBIX OOMEHHBIX TPOIECCOB,

Ta6nuya. OcroHvie 2pynnvL cpedcms, nepcneKmMuBHbIX 071 NPUMEHEHUS NPU HAPYULEHUSX KTIeOUHO020 IHeP2000MeHa

AHTHOKCUTAHTHI Tponoxkc, BuramuH E, Butammna C
AHTHOKCHUZAHTBI B coefguHenuu ¢ Tpudennndocdonnessim karnonom (TPP):
= MuroxuHoH (MitoQ), MitoVitE, MitoTEMPOL,
MHTOXOHAPHUOTPOIIBI = MitoPBN, cmech Sk (SKQs)

SS-nrenTumbI

yMeHb]].[alOIl.H/le CTECMEHD TAKTAT-alNa0o3a

Juxnopauerat, sumedochoH

Y4yacTHUKU ABIXaTeTbHOM Lenu

Buramumubt K] n Ka, KO9H3UM Q , SHTapHast KUC/IOTa, uToxpoM C, 6110¢1aBOHON b

10’

Kodaxkropsl sHeproo6mMeHa

L-xapuutuH, ButramMmyunsl PP, Bl, B2, JIMIIoeBas KUCI0Ta, OMOTIH

CTUMyIATOpPbI GMOTeHe3a MUTOXOHPIIIT

PPAR-ramma, pecBeparporn

CTa6I/I)IMSaTOpr AbIXATCIbHBIX KOMIITICKCOB

Kappnonunuu
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K JaJIbHelIeMy pa3BUTHUIO KJIeTOY-
HOTO IIOBPEX/eH, BIUIOTH 10 r1be-
M KJIeTKU. JIIs KIMHUIMCTA OljeH-
Ka CTeIleHM MUTOXOHZAPMaNIbHOI
AuCYHKIUYN MMeeT CYI[eCTBEHHOe
3HadeHMe Kak 11d GOpMUPOBAHUA
IpeNCTaBICHMII O CYTH M CTelleH!
IPOMCXOIAINX Ha TKAHEBOM YPOB-
He MPOL[eCCOB, TaK U A/ paspabor-
KI IDTaHa TepaIeBTIYeCKOl KOppeK-
LU IaTONIOTMYeCKOr0 COCTOSHUA.
CreneHb BBIPa>KEHHOCTY IIaTONIOTH-
YeCKOro Ipoliecca B TOM MIN MHOM
opraHe CBsA3aHa CO CTeIEHBIO 3a-
BUCYIMOCTY €TO TKaHEBBbIX 3/IeMeH-
TOB OT 9 PeKTUBHOCTI a9pOOHOro
OKMCTIEHN .

HecmoTps Ha TO YTO B OCHOBE MU-
TOXOHAPUAIbHBIX 3ab0/eBaHMII
MOTYT OBITH COTHM MEPBUYHBIX
61oXnMnYecKux aedeKToB, OCHOB-
Hble 3y4eHHbIe 3BeHbs I1aTOTeHe3a,
Ha KOTOPBIX ¥ OCHOBAaHBI COBPEMEH-
HbIe IOAXOABI K KOPPEKIMM MUTO-
XOH/IpMa/IbHON HEZOCTATOYHOCTIH,
CBA3AHBl C HapylIeHMeM peaKIui
OKMC/IeHUs HMUPYBaTa /10 alleTHUI-
KoA ¢ momMompio nupyBaTAETUAPO-
TeHa3HOTO KOMIIJIEKCA; OKVICTIeHUSA
anetun-KoA po yriekucioro rasa
1 06pasoBaHMs BOCCTAaHOBJICHHBIX
HocuTtenelt anekTrpoHos NADH
n FADHZ; PeOKNCTIeHN I BOCCTAaHOB-
neHHOTrO Ko9H3uMa Q depmentamn
9JIEKTPOHHO-TPAHCIOPTHOM LIENN
BHYTPEHHEN MUTOXOHJPUATbHON
MeMOpaHbI; TpaHCHOpTa CBO6OJ-
HBIX KUPHBIX KUCIOT 4epe3 MeMO-
paHy MUTOXOHZpUM B Buje 9pupos
KapHUTHUHA; OKMCIUTETbHOTO Je3-
aMMHUPOBAHMA AMUHOKMCIIOT C IIO-
CNIeRYIOMMM HOCTYIJIEHNeM UX yT-
JIepOJHOrO CcKeeTa B UK Kpebea;
HepeKIICHOTO OKMCIeHNs U 06paso-
BaHMA CBOOOJHDIX PafMKaIOB.
OreHka [oCTOBepHOI 3¢ deKTUB-
HOCTY 3HEpPTrOTPOIHBIX IIperapaToB
IPY MUTOXOHJIPMATbHBIX OOIE3HIX
CJIOXKHA 110 MHOTUM IIpUYMHaM [7].
BapuabenpbHOCTb KOMIUIEKCHBIX de-
HOTUIIOB 3aTPYyJ/iHAET CpaBHeHHUe
JlaKe IBYX OT/E/IbHO B3ATBIX OOJIb-
HBIX C OJIHUM 1 TeM >Ke 3aboeBa-
HueM. [lopakeHue pa3nIM4HBIX Op-
TaHOB YCIIOXXHSAET CPAaBHUTEIbHYIO
OLIEHKY 3 (PeKTUBHOCTHU pe3y/ibTaTa
B 1emoM. Borbiioit mpo6memoit siB-
JIIeTCA OTCYTCTBYIE YeTKIX KPUTEPH-
€B OLIeHKV JJMHaMUKM 3a00/IeBaHu,
Haubosee BBIpa>KeHHbIE IPU3HAKU
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KOTOPOrO — 9TO TaKMe CIIOpajndec-
Kue COOBITHS, KaK MHCYIBTOIOA06-
Hbl€ 3MU30JIbI WU CYLOPOTN.

Bce 3T0 BO MHOTOM OG'BsCHSET TOT
¢axT, 4TO, IPOAHAIN3NPOBAB B OT-
pomHoIt pabote 1335 MCTOYHUKOB
0 Jle4eHUM MUTOXOHJPUATbHBIX
6onesueit, Ixepang Ilpeddep
(G. Pfeffer) u coasr. [7] cmornu oTto-
O6paThb TOMBKO 12 mMcCrIemoOBaHUIA,
CTPOTO COOTBETCTBYIOLINX KPUTEPU-
sSIM PaHOMI3VPOBAHHOTO K/IVHIIeC-
KOT'O MCCTIENOBAHSL, IPUYEM B 60/Ib-
IIMHCTBE CIy4aeB OHM Kacamuch
BO3/EIICTBIS HA HEPBHO-MBIIIIEYHbBIE
[IPOSIB/IEHNSI MUTOXOHPUATBHBIX
3a00/1€BaHMII C BO3MOXXHOCTBIO J{O7I-
rOBPEMEHHOV OLIeHKY TAKMX [IPU3HA-
KOB, KaK MbIILIEYHAs CUJIA.

Mpo6nema BbIGOpa A03bI
3HeproTponHbIX NpenapaToB

CnoXHOCTh TIpo6/IeMbl OIpefe-
JISIETCSs, B YACTHOCTH, ABYMs (ak-
TOpaMu: BO-IEPBBIX, OBITYOIUM
TpeOOBaTe/IbHBIM OXUJaHUEM 3a-
MeCTUTeIbHOTrO 3¢ deKTa Ipy Tepa-
MY MUTOXOHJPMANBHBIX 60JIe3Helt,
a BO-BTOPBIX, HEOBEPUEM MHOTUX
K/IIMHUYECKUX OMoXuMukoB u dap-
MAaKOJIOTOB K BO3MOYXHOCTY JIETKOT'O
BBEJICHNSA TeX VTN UHBIX OpraHmyec-
KUX MOJIEKYJI BHYTPb MUTOXOHJPUN.
Vcxops MCKTIOYNTENTPHO U3 HOf06-
HBIX TeOPETUYECKUX COOOparkeHIIT,
CTaBSITCSI, HAIIPUMeD, TIOJi COMHEHIE
KaK 060CHOBAHHOCTD IIPUMEHEHUs
SIHTAPHOI KUCTIOTBI, OFHOTO 3 KITI0-
4eBBIX METAOOINTOB MUTOXOH/PUIL,
TaK ¥ JOCTOBEPHOCTh HAOTIO/JaeMbIX
IIO3UTUBHBIX 3¢ (PeKTOB 3TOro mpe-
mapara. OJHaKO HelaBHMMIU JICCTIe-
noBaHuamu M.H. Konppamrosoii
U COTPY[JHUKOB €€ IIKOJIBbI II0KA3aHOo,
4TO TepaleBTUYecKMil 3¢ deKT AH-
TApHOI KMC/IOTHI OCHOBAaH He Ha 3a-
MeCTUTe/IbHOM NPUHIINIIE, @ Ha CUT-
Ha/bHOM. TakuM 06pasoM, 4TO6bI
nony4utb 9¢pdeKxT, coBeplIeHHO
He HY)KHO 3aII0JIHSTh BCe MUTOXOH-
IpUM BO BCEX KJIETKAaX OpraHM3Ma
AHTAPHO KMCIOTON IIyTEM MUCKYC-
CTBEHHOTO BBeJEHUs B 0OMBIINX
KO/IMYeCTBAaX, JOCTATOYHO Ha3Ha-
YUTb MUKPOA03BI (5-10 Mr/Kr/cyT).
B Hamrest pabore, 1CIIONb3ysl HOBBIE
AMArHOCTUYECKIe IIPUEMBI C TIpMMe-
HEeHUeM TPAHCKYTAaHHOTO MOHITO-
puposanus pO, u pCO,, MbI BHIABY-
MM Hanmudye nopobHoro sddexra

y L-xapunutnna. Bionne BeposTHO,
YTO MOFOOHBII JKe TIPVMHINIT MOXKET
ObITh NPUMEHEH U K JPYTUM JIe-
KapCTBEHHBIM BeI[eCTBAM, VCIIO/Ib-
3yeMbIM B TepaIny MOIMCUCTEMHBIX
HApYIIeHNUIT [N TOSHEPIeTHKIL.
Kpowme Toro, B HaCTOSILINIT MOMEHT
HeJloBepye K BO3SMOXKHOCTHU BBeJie-
HIIS T€X WJIV MHBIX MOJIEKYI B MUTO-
XOHZIPUIO 3HAYUTE/IBHO IIOKO/IebIe-
HO 671arogapst OTKPBITHIO OOMBIIOTO
¥ CTIOKHOT'O KOMII/IEKCA TPAHCIOPT-
HBIX CHUCTEM, 0OCTY>KMBAIOLINX 3TH
oprasernsl [10].

Henp3st He ynoMsHyTh 0 paborax,
IOKa3bIBalomuX 3¢} PeKTUBHOCTD
HpUMEHEeHUs SHEPTOTPOIIHBIX IIpe-
HapaToB B JOCTATOYHO BBICOKUX
nosax. Tak, B pabore P. Boyca [11]
onmcaHa 3pQeKTUBHOCTb NpU-
MeHeHMsl OONBIINX 03 KOIH3U-
ma Q, (10 mr/kr/cyT, HO He Gonee
200 mr B cyTtku) u L-kapHuTumHa
(100 mr/xr/cyt, HO He 6omee 2 T
B CYTKW) B JIedeHUN CHUH[POMA
LMK/IVIY€CKOIT PBOTHI M ZPYTUX CO-
CTOSTHUIA, IIPEJIIIONOXUTENbHO CBS-
3aHHBIX C MUTOXOHJPUATbHBIMU
EMCPYHKIUAMY, — MUTPEHO3HOI
TOJIOBHO 00/IM, MUAITUUL U CUH]JL-
pOMa MHOXXeCTBEHHBIX JIOKAaJIbHBIX
6omeit.

B HacTosiliee BpeMs HET efUHOTO
[MOHMMAaHMsI, KaKasl JINTeTbHOCTD
Kypca MOXeT OBITh OITMMAaIbHOI
npu sHeproTponHoit Tepanuu. Ec-
TECTBEHHO, BO MHOTUX CIIydYasx
(HampuMep, IpK JIeYEHUN XPOHMU-
yecKux 3a007meBaHmniT) He0OXOgIMO
JOCTATOYHO [INTE/IbHOE JIeUeHIE,
0CO6€EHHO ec/u IPUHMMATD BO BHU-
MaHJe BepPOATHOCTb 3aMeCTUTE/Ib-
HOTO MexaHusMa fgelicTBus. OfHaKo,
MICXOMsl M3 MPAKTUYECKOTO OIBITA
MHOTUX KIVHUIUCTOB 1 C YIETOM
peKoMeHannil maTopusnoaoros,
IIUTENbHOE TIOCTOSHHOE IpUMeHe-
HIUe 9HeProTPOINHBIX IIPernaparos
(BO BCSIKOM cCiIydYae HEKOTOPBIX)
He HYXHO. llenecoobpasHee mpu-
MEHATb CXeMBbI C HePUOANYECKUMU
HasHaueHueM (1-3 mecsaua) u oTMe-
Hoil (IpMMEpHO Ha TAKON JXe UK
HECKO/IBKO GOTBIINIT TEPHO).
Takum 06pa3oM, COBEPIIEHHO aKTy-
aJIbHO MCIIONb30BaHMe KaK BBICOKO-
JI030BBIX U [/INTE/NIbHBIX, TAK Y HU3-
KOJI030BBIX KPATKOBPEMEHHBIX CXeM
IpVMEHEeHNsI 9HEPTOTPOIIHBIX IIpe-
naparoB. IIOCKO/NBbKY BbIsSBIEHNE
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CUTHA/TBHBIX U 3aMECTUTETbHBIX
cocTapALIuX ¢ dexTa a1 601b-
IIMHCTBA 9HEPTOTPOINHBIX IIperapa-
TOB — [ie710 6yAy11ero, BBI6OP CXeMbl
HpUMEHEHUsS 0 CUX [OP 3aBUCUT
OT MCKYCCTBa Bpaya.

KoaH3um Qw

Kosnsum Q (xosnsum Q,, yomxmu-
HOH, BUTaMuH Q, ) - HebGonmbuIas
JKMPOPACTBOPYIMAsi MOJIEKY/IA, HEIIO-
CPEICTBEHHO YYaCTBYIOIast B TPAHC-
HOPTe 37IEKTPOHOB II0 JAbIXaTeTbHOI
nenu mutoxougpuit. OHa cBo6of-
HO guddyHAUpyeT B MeMOPaHHOM
61cIoe U ITOMIUMO 3JIEKTPOHOB IIe-
pemaer (GepMEHTHOMY KOMIIIEK-
cy III Tak>Xe 1 IPOTOHBI, KOTOPbIE
3aXBaTbIBaeT 13 BOMHON Cpembl.
YO6UXVMHOHY CBOMICTBEHHBI BUTAMMI-
Honopo6Hble pyHKIMM. Byny4n BBe-
JIeHHBIM B OPTaHU3M, OH OKa3bIBaeT
3HAUUTEIbHDII aHTMOKCUTAHTHBIN
o dekT, mOBBIIIAET MPOLYKLNIO
AT® n crabunmsupyer coCTOAHME
Ka/IbIIVIeBbIX KaHAJIOB.

KyneButa® — 6e3peuenTypHbIil IeKapCcTBEHHbIN
npenapar Ko3u3uma Q,

YuuTeiBadg BBICOKYIO IOTPeOHOCTh B 6€30IacHBIX
U BBICOKO9(PEeKTMBHBIX IIpemapaTax IpHU jede-
HUY Pa3IMYHBIX 3a00/IeBaHNII y JieTell, KOMIIaHUsA
[NK-OAPMA, nponsBoayuTenb N3BECTHBIX TEKAPCT-
BEHHBIX IIpenaparos Jnbkap® u [TanToram®, B amperne
2012 1. BBIITyCTHM/Ia HOBBIV JIEKApCTBEHHDIN IIPEIapaT
Ha ocHOBe KoaH3uMa Q- Kyzmesura® (MHH: y6upe-
KapeHOH) Karcymbl 30 Mr Ne 60.

JlexapcTBeHHBIIT npenapar Kymesura® pekoMeHAy-
ercs maA NpodUIAKTUKM VM YCTPaHeHUs HefoCTa-
TOYHOCTM KO3H3MMa Q, , yIydIleHus ajjlanTainnn
K IIOBBIIIEHHBIM (QU3NYECKUM HATpy3KaM; JI Ipo-
(UIAKTUKY M B COCTaBe KOMIUIEKCHOI TepaIum cep-
IeYHO-COCYAUCTBIX 3a00MeBaHMIL.

B cocraBe xoMmmekcHol Tepanun Kynesura® HasHa-
yaercA fieTaM crapue 12 net B fosuposke 30-90 mr
(1-3 xamcyJsl) B CyTKM IIOCIE MBI, C LeIbio Ipodu-
MaKkTUKY — 10 30 Mr (1 Karcyma) B CyTKIL.

[Ipemapat nMeeTcss B HANMYUU B alTeKaX, OTIyCKa-
eTcst 6e3 perjenTa.

10

Kosnusum Q - ogmu us Haumbonee
pacupocTpaHeHHBIX 1 3¢ deKkTuB-
HBIX 9HEPTOTPOINHBIX Mperapa-
toB [12, 13]. B cyTouHbIX mO3ax
300-1500 mr oH 3¢ deKTNBEH IpU
nedpunure ybuxmHoHa, medexrax
BTOPOTO U TpeTbero ¢epMeHT-
HBIX KOMIIJIEKCOB J[bIXaTelbHOII
L[enn, KINHUYECKN BBIPAXKAIOM[UX-
ca B cungpome MILS (maternally
inherited Leigh syndrome), cunp-
pomax MERRE, MELAS u Kephca -
Ceitpa. Ero BbicOokas KIMHMYeCKas
3G deKTUBHOCTD B JIEYEHUN aTAKCUU
Dpupperixa u pyTux HelpofiereHe-
paTMBHBIX 3a00/IeBaHNUII ITOKa3aHa
B HECKOJIbKMX paborax [14].
Sddexr BpICOKMX /103 KOIH3UMA Q|
(600 Mr 2 pasa B JileHb IIepOPAJIBHO
B TeUeHNe ABYX MeCsIIIeB) y OObHBIX
c cunpipomom MELAS, mporpeccupy-
IOlLllel HApyXKHOIT 0 TaIbMOIIIeryet
U HEKOTOPBIMU APYrUMU $popMamMu
MUTOXOHJIPUA/IbHBIX 00/Ie3HeN ObLI
U3y4YeH B JIBOMIHOM CJIEIIOM IljIalie-
OOKOHTPONUPYEMOM VCCIIeOBAaHIN
[7, 15]. beio mokasaHo, 4To Ha poHe
yBeM4IeHNsI KOHLIEHTPAIINil KO9H3M-
Ma Q) B KPOBU CHMXKAJICS YPOBEHb
JaKTaTa IpYM KpaTKOBPEMEHHOI],
HO He IIpM JOJITOCPOYHOI Harpyske.
JlocTOBepHBIX M3MEHEHMIT APYTUX
OMOXMMIYECKX TIOKa3aTesell OTMe-
4eHO He ObIIO.

Tak »e Kak ¥ I MHOTUMX JPYTUX
9HEPTOTPOIHBIX IIperaparos, Ipu-
Mepbl 3¢ deKTUBHOIO IPUMEHEeHMS
KO9H3MMa Q,  4acTo MOXHO O6Ha-
PYXuTh B paboTax, MOCBALIEHHBIX
TepaluM COCTOSHUII, CBSA3aHHBIX
C pasIMYHBIMU BTOPUYHBIMU IIPO-
ABNEHUAMM TKaHEBOJl TMIIOKCUN.
Tax, /.M. ApoHOBBIM 1 CcOaBT. [16]
OBL/IO IIPOBEAEHO PAHJOMI3UPOBAH-
HO€ MPOCHEKTMBHOE UCC/IeOBaHNEe
kosHsumMa Q, (mpemapar Kyzesura®)
B JICYEHNY TIALMEHTOB C MIIeMuyec-
KOI1 6OJIE3HBI0 CEPALA C CEPHEeTHO
HegocraroyHoctplo II-1IT dynkimo-
HaJIBHOTO Kj1acca. [JalmeHThl OCHOB-
HOJI TPYIIIBI IPUHMMAIY TIperapaTr
B fo3e 150 Mr/cyT: mo 2 Kamcybl
(60 Mr) yrpom 1 3 Kamcyisl (90 mr)
BedepoM. OfHOBpeMeHHO MalJeH-
ThI OCHOBHOJI 11 KOHTPOJIbHOM I'PYIII
HO/Ty4Yany CTaHJapPTHYIO Tepammuio,
IOKa3aHHYIO IIPY JaHHOM 3abore-
BaHMI. B mponecce ucciefoBanmsa
He Ha3Haya/IM IIpelaparsl, BIUAIO-
1jye Ha MeTabonn3M MIOKapHa, Kap-

a HOMePa: TepaneBTUYECKas KOPPeKLUA MUTOXOHAPUANbHON AUCHYHKLIUA

AVMOIPOTEKTOPBI ¥ aHTUOKCHUAHTBI
(TpuMeTasuaMH, MeNbJOHUII, OK-
CUMEeTMITUINNPUANHA CYKIMHAT,
MHO3MH, afieHo3uHTpudocdar, Ko-
KapOOKCIIa3a, BUTAMIHHBIE 1 IHbIE
Mertabonuyeckue cpexpcrsa). [mu-
TeJIbHOCTh HAOTIONEHNS COCTaBUIa
3 Mecs1a.

B pesynbrare 60 MOKa3aHO, YTO
7ieveHe GOIbHBIX XPOHMIECKOIT cep-
[IeYHOIT HEJIOCTaTOYHOCTBIO Ha (hoHe
UIIeMIYeCKOiT 60Ie3HN CepALa U Iie-
peHeceHHOro MHapKTa MIOKapa,
HaXO[SIIMXCA Ha MOMUMKIMHUYEC-
KOM HAOIOfeHNN, 0Ka3anao 3a OT-
HOCUTE/bHO HeOONBIION OTPE30K
BpeMeHM CYILeCTBEHHOEe BIMSIHUE
Ha COCTOSIHME CepHeYHO-COCYRMC-
Toll cucreMbl. IIpu sToMm mpemnapar
CIIoCcO6CTBOBAI CHVIKEHUIO [ua-
CTONMYECKOTO apTepuanbHOro JaB-
JIEHUA, JOCTOBEPHOMY YIy4IIeHNIO
¢dusudeckoit paboToCcrnoco6HOCTH,
COKpATUTENbHOI (QYHKIUU CepALa
U TeMOJVHAMUKM II0 NAHHBIM YIIb-
Tpa3BykoBoro uccnegosanus (Y311),
YIY4IIeHNI0 KapTUHBI 37IeKTpoKap-
nrorpaMmmsel (IKI'), ykassiaromeit
Ha IIOJIOKUTEIbHbIE CABUTU B Me-
TabonMM3Me MMOKap/a, TUINITHOTO
npoduas mrasmel Kposu. Knuuu-
4eCK)M OTMeYanoCh yMeHbIIeHNue
KOJIYeCTBA U BBIPA)KEHHOCTH HpPH-
CTynoB 60/ B TPY/AY; YMEHBIIIANIACh
4acToTa IpreMa HUTPOITIMIIEPUHA.
[Ipemaparsl, cofepyxaiue KO9H3UM
Q,,» XOpOIIO 3HAaKOMbI BpadyaMm pas-
HBIX CII€LMaJbHOCTEN, HO O HeMlaB-
HEro BpeMeH! OHY He MOI/IV LIPOKO
MIPUMEHSATHCS B JIedeOHOI IPAaKTUKe,
TaK Kak ObUIM IperncTasyeHsl B Poc-
cvm B Buze BAJI. Kynesura® B HacTos-
111ee BpeMsI SIB/ISIETCS eIMHCTBEHHBIM
3aperucTpupoBaHHbIM B Poccun
6e3pelLeITypHBIM JTeKapCTBEHHBIM
IIperapaToOM C aKTUBHBIM JIe/ICTBYIO-
II{MM BEIeCTBOM yOugeKapeHoH (Ko-
3H3UM Q, ) ¥, HECOMHEHHO, TOMOXKET
6o0JIee yCIEIIHO JIeYUTD pas3/INdHbIe
3a00/IeBaHNMA y IeTeit.

L-kapHUTMH

KapHuUTHH - HMSKOMOJIEKY/IIPHOE
COoelMHEeHMe, IPOM3BOJHOE aMIHO-
MAC/ISTHO KVMC/TOTHL. B TKaHIX Mite-
KOIMTAOIVX IPUCYTCTBYET TOMBKO
L-cTepeonsomep (/1eBOKapHUTHUH),
UMEHHO OH 61onorndecku a¢gex-
TrBeH. KapHUTHH IpMHIMaeT Hero-
CpeficTBEHHOE y4acTue B Karabomnms-



Tema HoMepa: TepaneBTYeCKaA KOpPEKLINA MATOXOHAPUANBHON AUCOYHK

Me JIMINUJIOB, obecrednBas nepeHoc
[/IMHHOLIEITOYeIHBIX XXUPHBIX KIC-
JIOT B BUJje CTOXHBIX 3¢pupoB (arm-
KapHUTVHOB) 13 IJUTOIIIA3MBI Yepes
Hapy>XHYIO ¥ BHYTPEHHIOIO MUTO-
XOHJ[pUaNbHble MEMOpPaHbI B MaT-
PUKC MUTOXOHApUIl. BHyTpM Mu-
TOXOHJPUI TPAaHCHOPTUPOBAHHBIE
JKMPHBIE KUCTOTHI IIOJBEPTraloTCs
6eTa-OKMCIEHNI0 ¢ 0O0pa3soBaHU-
eM aneTun-KoA, KOTOPBIit CITy>KUT
cybcTpaToM A LUKIa TpUKap6o-
HOBbIX Kucnot Kpebca u nocneny-
tomero cuuresa AT® B opranmusme.
Hapsapy c aTuM okmcienme >XMpHbIX
KICJIOT — IJIaBHBII IyTb KeToOTe-
He3a, a KETOHOBbIE Te/la SBISAITCS
JOIIOTHUTE/IbHBIM SHEPTeTUYeCKUM
MCTOYHUKOM [isI TIepudepuvecKux
TKaHel U TOJI0OBHOTO Mo3Ta. Bmusi-
HUe KapHUTWMHA Ha KMPOBOI 0OMeH
OCYIIEeCTB/IACTCS TAK)KE €r0 y4acTu-
€M B IIMTOIIA3MaTUIECKOM CUHTE3e
JKUPHBIX KIC/IOT IIyTeM 0OPaTHOTO
IepeHoca HeoOXOAMMBIX ISl 3TOTO
aLeTU/IbHBIX TPYII MUTOXOHJPU-
anpHoTrO aneTun-KoA depe3 Muto-
XOHJPMATbHYI0 MeMOpaHy B LIUTO-
wriasMy. [loMmumo nepedncieHHoro,
KapHUTVMH peryiupyeT OTHOLICHME
«anun-KoA/co6omusiit KoA» B Mmu-
TOXOHZpUAX. CBA3bIBas alV/IbHBIN
pazukan, oH BbicBoGOXAaeT KoA
U TeM CaMbIM aKTMBUpPYeT MHTEH-
CMBHOCTb 9HEPreTI4YecKoro Merabo-
nu3Ma B TKaHAX. VICKIIOUMTENbHOE
3HaYeHMe KapHUTMHA CTAaHOBUTCS
OYEBMJHBIM B YCIOBMIX BBICOKOTO
PacXofoBaHMs SHEPreTUYECKIX pe-
CYpcOB — Ipu 3a00NeBaHUAX, YCU-
JIEHHBIX GU3NYECKUX WMV 3MOLYO-
Ha/IbHBIX HAarpy3Kax, a Tak>ke Ipu
HeJOCTaTOYHOM muTaHuu. Ilocre
VICTOLIeHNUA 3aI1acoB YITIEBOLOB /-
MBI CTAHOBATCS TJIABHBIM MCTOY-
HukoM cuHTe3a ATD B opraHusme.

Ipyras BaxHass QyHKIMA KapHUTH-
Ha 3aK/II0YA€TCS B €ro CIIoCoOHOCTI
00pa3oBBIBATh COEMHEHNUs C pas-
JIMIHBIMU OPTaHUYECKUMU KICTIO-
TaMM, ABJIAIOLIVIMICS IPOMEXKYTOY-
HBIMU IIPOAYKTaMIU OKUCTMTEIbHBIX
nponeccoB. JlaHHbIE BelleCTBa,
HaKallIMBasCh B MUTOXOHAPUSIX
U LUTOIIa3Me KIETOK, OKa3bIBAIOT
MeMOpaHOTOKCUYEeCKOe HeiicTBUe
M MHTUOMPYIOT aKTMBHOCTD psija
dbepmeHTOB. BpIBefieHME ATUX TOK-
CUYHBIX OPraHMYIeCKUX COeUHEHNIT
U3 OpraHu3Ma MPOUCXOJUT UYepe3
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[IOYKM B BUJAE ALMIKAPHUTUHOB.
JleBokapHUTVH BBICOKO9(DDeKTIBEH
IpY IeYeHNN KaK MepBUYHBIX GopM
meduiTa KaPHUTUHA, TaK U UIMPO-
KOTo Kpyra 3abojeBaHUit, CBsI3aH-
HBIX CO BTOPUYHBIM CHIDKEHUEM ero
copiep)xaHus B oprannusme. Kpome
TOTO, 3aHMMas YHUKa/TbHOE IOJIO-
JKEeHJe OTHOCUTEIbHO MUTOXOHIPUI
U CTUMYIUPYS IIPUTOK B Hee SHep-
rocy6CcTpaToB, KAPHUTHH SIBIISIETCS
YHUBEPCANbHBIM CTUMYIISITOPOM
TKaHEBOTO 3HEProoOMeHa, YTO aK-
Tya/IbHO He TONbKO B OTHOLICHUU
KOMIIeHcanuyu sHeprogeduuura,
HO ¥ B OTHOIIIEHN! KOMIIEHCATOPHOII
ajlanTanyy MIpaKTUYeCKN K JII0OBIM
CTPYKTYpPHO-PYHKIIMOHATBHBIM
medexram.

Janusie 06 3¢ dexTUBHOCTU IpU-
MEeHEHVsI [IPenapaToB L-kapHuTuHa
y OONBHBIX MMTOXOHJIPUANbHBIMU
3a60/IeBaHMAMY JOCTAaTOYHO MHO-
rouncienssl [13, 17], xors vaiie
OICBHIBAIOT UX IIPYMEHEHNE B KOM-
IUIEKCe C APYTVIMI SHEPTOTPOITHBIMI
cpencTBamu (CM. HIDKe).

OTHenbHO CIeAyeT YIOMSHYTb
0 B)XHOCTM IIpuMeHeHus: L-KapHu-
TYHA 1IpM PopMax ero HaclaeCTBEeH-
HOJ HEJOCTATOYHOCTH. B KavecTBe
npumMepa ynomsineM padory E.A. Hu-
KOJIaeBOil 1 coaBT. [18], B KoTOpOII
Obla moxaszaHa 3¢ ¢eKTUBHOCTD
IpMMeHeHNA IpemapaTa InabKap®
B mose 800 MI/cyT ¢ [IBYX/I€THEro
BO3pacTa y 60JIbHOTO C HepeutHbiM
cucmemHnoim Oeuuyumom KapHu-
muna. JJuHaMmnaeckoe HaOIOeHMe
B TedeHne 2 JIET II0KA3a/I0 BBIPA)KEH-
HOE y/TydIleH)e CaMOYyBCTBUA U CO-
CTOSIHMA Ma/bylKa Ha poHe Tepanuu
Snbkapom. PebeHok 1 ero popurenn
He IPeIbsIB/IUIN XKano0, CBI3aHHBIX
C JIeYeHVeM IIperapaToM, pusmdec-
KOe pasBUTHE B BO3pacTe 4 JieT 6bIIo
cpenuuM (BbIpoc Ha 19 cM), Mbliey-
HbII1 TOHYC pU3MOIOrIIecKuM. B pe-
3y/IbTaTe JIeYeHNs] OTMEYEHBI I0JI0-
JKUTE/IbHBIE VI3MEHEHNS CO CTOPOHBI
cepAla, YIy4YUIMINCh 6MoXuMIIec-
KIe IIOKa3aTe/n KPOBIL.

Kpeatun

MoHoryppar KpeaTuHa IpefcTaBsi-
eT co60Jl NOIOMHUTENbHBIN UCTOY-
HIUK 3Heprum. B oTnmune ot HecTa-
OMIBbHBIX (HOPM — UMCTOTO KpeaTnHa
n ¢ocdara KpeaTnHa, — MOHOTHPAT
KpeaTlHa IIPEeKPacHO BCAcChIBAeTCs

U C YCIIEXOM IIPUMEHSIETCSI B CIIOP-
TUBHOI MepnuuHe. OTMedeHa ero
3¢ eKTMBHOCTD B IeYEHUY pasind-
HBIX MUTOXOH/[PUAJIbHBIX OO/Ie3HeIl:
cunppomos Jlesa, Kepuca - Ceripa,
MELAS u gp. [14, 19-21]. Opnako
CYILIECTBYIOT ¥ IIPOTUBOIIOIOKHBIE
JlaHHbIe, He NOATBEPXKAAIOLINE ero
3¢ PeKTUBHOCTD [PV MUTOXOHIPU-
anbHbIX 6omesHsax [12].

B panpgomusnpoBaHHOM ITare6o-
KOHTPOJIMPYEMOM MCCIEeLOBAHNN
[7, 22, 23] 3¢ dexTUBHOCTU MOHO-
rUApaTa KpeaTwHa, IpUMeHsIeMO-
ro B Te4eHUe Tpex Hepenb (4-10 T
B CYTKM) Yy OOJBHBIX CHHIPOMOM
MELAS um MUTOXOHApUANbHOI
MUOIATHEl, OTMEYEHO HTOCTOBEP-
HOE yBeMYeHUe MBIIICUHOI CHJIbI
U CHIDKEHNe YPOBHsI JIAKTaTa MOCTIe
HArpysku. B [BOJHBIX crrenbIx Ira-
11e60KOHTPOMMPYEMBIX UCCIIEOBa-
HUSAX Y GONBHBIX C MIPOTrPeccupyio-
I[ell Hapy>XHOIT o TanbMoIIIerei
U MUTOXOHJPUAIbHOM MUOIATUEN
[24] (20 r B cyTKM B Te4eHMe MeCs-
1ja) 1 Y GOJIBHBIX C XPOHMYECKOI
Iporpeccupymlieli Hapy>xHoit o¢-
TaTbMOIUIETNENl U C CUHIPOMOM
Kepuca - Ceitpa [25] (150 mr/xr
B Te4eHMe 6 Hefle/b) KIMHNIECKasI

Inbkap® (MHH: neBoKapHUTUR):
neyeHune u NpoduUNaKkTMKa
JHeproaePULUTHDBIX COCTOAHMN

Ny
TS

v OmbKap® sABseTcst 9 PeKTUBHBIM CPeICTBOM
KOPPEKIMI KaPHUTHHOBOJ HE[OCTATOYHOCTI
¥ YTy 94IIeHNs TPOL[eCCOB K/IETOYHOTO

9HEprooOMeHa.

v Ilpenapar npoiiesr MHOTOYMC/IEHHbIE HAYYHO-
IpaKTHUYeCKMe UCCeSOBAHN B BeyLIUX
MepguuuHckux HVV, Bysax u nmeguaTpmdeckmux

KnamHuKax Poccnn.

v O deKTUBHOCTD 11 6€30IaCHOCTD IIpenapara
S/bKap® MOATBEP>KIEHbI MHOTOJIETHVIM OIBITOM
K/IVHIYECKOTO IIPYMEHEHVIs, B TOM YNCIIe
Y HOBOPOXK/IEHHBIX U [leTeil IePBOro TOfia XKMU3HIL.
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3¢ PexTUBHOCTD MOHOTUpaTa Kpe-
aTMHa He BbIABJICHA.

Iuxnopauerar

Jluxmopauerar — aKTUBATOpP HUPY-
BaT/IETUIPOTEHA3bl — yXKe 3HAYM-
Te/lIbHOE BpeMsl aKTUBHO M3Y4aeTcs
B Ka4yecTBe BO3MOXKHOTO CpeficTBa
MCIIPABIEHNsI MUTOXOHAPUATbHBIX
¢yuxumit [12]. B psage pabor moka-
3aHa ero 9 ¢GeKTUBHOCTD NP JIe-
yenuu cungpoma MELAS [26, 27],
meduunTa NMpyBaTHEIUAPOTeHA3-
HOTO KoMmIlekca [28], a Takxe mpu
MCIIPABIEHNN MUTOXOHIPUATbHBIX
(GYHKIMIT B OIYXOJIEBBIX K/IETKAX,
BefylieM K MOSUTUBHOMY 3¢ eKTy
mpu nedeHuu paka. Hekoropsie uc-
C/IeOBaTeNN CTOMb BBICOKO OIlEHU-
BAIOT €ro0 /Ie4eOHbI MOTEHIMAT, YTO
HA3HAYAIOT 9TOT [Iperapar HeCMOTPsI
Ha TO, YTO IIPYMEHEeHNe JUXIopalie-
Tara (B YaCTHOCTM B CYTOYHBIX [J03aX
25 MI/KT) MOXKeT BbI3BIBATh Pa3BU-
T TIepudepUIeCKIX TONMMHEBPOIIa-
it [29].

B nBoitHOM crenoM mane6OKOH-
TPOAUPYEMOM MCCTIeLOBaHUN -
beKTMBHOCTU [MUXIOpalerara
y GOJIBHBIX C Pa3IMIHBIMU MUTO-
XOHJIPUANbHBIMU 3a60/IeBAaHUAMNI
[7, 30] (50 MI/KT B CYyTKU B Te4eHMe
HeJenu AByMs KypcaMu C MHTepBa-
JIOM TpM MecsIja) ObIIO OTMEYEeHO
3HAUNTENbHOE CHIDKEHVE KOHIIEH-
TpaLMIil JIAKTaTa, MUpyBaTa M ana-
HJHa B KPOBU (B ITOKO€ U IIOCTIE Ha-
TPY3KH), @ B MO3Te — 3HAYUTETIBHOE
CHIDKEHJE COOTHOIIEHNUA «IaKTat/
KpeaTuH» ¥ TOBbIIIEHNE COOTHO-
IIEHUIT «XOMMH/KpeaTuH» U «alle-
THIacmapTar/KpeaTuH». B gpyrux
nopo6HbIX paborax [28, 31, 32] 6s1a
TaK)Ke OTMeYeHa HOpManm3arjus
yPOBHs yaKrtara (a B IEepPBBIX ABYX
U3 3TUX paboT — ¥ IMUpyBaTa) IoCIe
IpueMa fUXIopaleTara.

flutapHaa Kucnora

CyKuyHaT - ofgyH U3 3P PeKTUBHBIX
MeIMaTOPOB TPAHCIIOPTA 3NMEKTPO-
HOB, YCIIEIIHO MCHOIb3YIOMINIICH
OpM OCTPBIX HAPYLIEHUAX TKaHe-
BOTO JipIXaHuA. B oTHOIIeHUM Xpo-
HUYECKUX PaCCTPOIICTB Lies1ecoo0-
PasHOCTb €ro IPYMEHEHUA CIOPHa,
OJIHAKO B HAYYHOII TUTepaType Mpu-
BOfsATCA omucanus addexTuBHOCTH
CYKLIVHATa IIPU HEJOCTaTOYHOCTU
I gpixaTenpHOTO KOMIIeKca [33]

n npu cuappome MELAS (mnmnrens-
Has MOHOTEpaNus CyTOYHOI 103011
6r) [34].

(DonueBas Kucnota

Qonuesad KMUCIOTAa — BOJOPACTBO-
pumbrit ButamuH (B,), Heobxommmblit
B IIEpBYI0 O4Yepefb IpPY AKTUBHOM
pemnmukanun JHK, To ecTtp pene-
Huy KiaeTok. OfHAKO OINCaH BbIpa-
JKEHHBII MTOTOKUTENbHBIN 3 deKT
3TOTO BUTAaMIUHA B CYTOYHOI f103e
1-2,5 mr/xr npu cungpome Kepaca -
Certpa [33].

L-aprunuu

L-apruHuH - He3aMeHMMas MJA
IeTelt aMMHOKICIIOTA, CHab)KaroIast
asoroMm cucteMy NO-cuHTas. B Ha-
CTOAIee BpeMs pacTeT 4MCI0 yKa-
3aHuit [12] Ha a¢ppexTUBHOCTD IIpU-
MeHeHus L-apruHnHa mpu cuHpoMe
MELAS, B 4aCTHOCTH, B OTHOILIEHUN
TepaINy MHCY/IBTOIOZO0OHBIX 31130~
TOB M CepfieYHO-COCYANCTBIX HAPY-
meHnit. Tak, Hanpumep, ¢ NCIONIb30-
BaHJEM HO3UTPOHHO-3MUCCHOHHOM
ToMorpaduu MokasaHo, 4YTO IPU-
meHeHue L-apruanHa appexTnBHO
TIpY JIe4eHNY KapAMOMUOIIATNN IpU
cuagpome MELAS [35].

Apyrue BewecTBa

Hapsigy ¢ Bblllenepe4caIeHHBI-
MI, K BeljecTBaM, HECOMHEHHO
HO3UTUBHO BIVSIONINM Ha K/IETOY-
HBIIl 9HEPrOOOMeH, OTHOCAT BUTA-
muH E (anbda-Tokodeporn), Bura-
muH C (ackopb6mHOBas KMCIOTA),
JIMIOEBYIO KIUCIOTY, [Ty TaTUOH, PU-
6o¢dnaBun, TnamuH u gp. OgHAKO
B JIUTEpaType, MOCBSAIIEHHON MU-
TOXOHZIPMATbHBIM 0O0JIe3HM, IOKa
He HaXO[UTCsI Y€ TKIX JOKA3aTeNbCTB
ux saddexruBHocTu (mo KpaiHei
Mepe, B MOHOBapMaHTe), XOTs 9TU
BellleCTBA YaCTO MUCIIONb3YIOTCSA
B KOMIIIEKCHBIX CXeMaxX 9Hepro-
TPOIIHOI T€paIu.

B Hacrosiiiee BpeMsi B pas/MyYHBIX,
B IIEPBYIO OuYepelb 3KCIEepUMEH-
TaJIbHBIX, pab0Tax aKTUBHO MCCIe-
AYIOTCs HOBBIE BellleCTBa, Ipef-
CTaBJIsAOLINEe COOO0I MOTEHI[NATBHO
[IepCIEKTVBHBIE Iperaparsl A/l Jie-
4eHMA MUTOXOH/IPMAJIbHBIX 3ab0J1e-
BaHUII — aHTMOKCU/IAHTBI B COENNU-
HeHuu ¢ TpudeHnn1pochoHneBsM
KaTnmoHoM (MuUTOXMHOH, MitoVitE,
MitoTEMPOL, MitoPBN, cmecs
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CkyrnmadeBa), TPOTIOKC, SS-IeNTUbI
(Szeto-Schiller peptides) [14, 36, 37],
pecseparpon [38], mpemnapatsl, Biu-
siouie Ha COOPKY AbIXaTelbHBIX
KOMIUIEKCOB [39], onTuMusupymo-
e o6meH Kanbuus [40], akTuBa-
TOPBI MUTOXOHJ[PUATBHOTO 6uOTeE-
Hesa [41] u gp.

KomnnekcHas sHeproTponHas
Tepanus

CHeKTp HOTeHIVAaJbHBIX MATOJIO-
IMYeCKUX HapyIIeHUI KIeTOYHOTO
9HeproobMeHa Ype3BBIYAIIHO BETUK
(oBpeXxzieHNsT Pa3IMIHBIX 3BEHb-
eB nukna Kpebca, mpixatenbHOI
emny, 6eTa-oOKuUCIeHNs U gp.). XOTA
IepeyeHb 3HEPTOTPOIHBIX Iperna-
paToB TaKXe [JOCTAaTOYHO IIMPOK,
IaJieKo He BCera MMeeTCs BO3MOXK-
HOCTD BBIABUTH KOHKPETHOE TOYeY-
HOe NOBpeXJeHue MUTOXOHAPUIl
M TOYHO MOJOOpATh MOAXOSILINIL
JIEKapCTBEHHBIII IIpenapar. B cBAsn
¢ atum Hambosnee 3¢ PeKTUBHBIMU
B IIMPOKOJ KJIVMHNYECKOV IMPaKTUKE
MOTYT OBITb KOMIIJIEKCHI 9HEpPrOT-
POIHBIX IIpeapaToB, 06/Iafaomux
CIIOCOOHOCTHIO BO3MEICTBOBATH
Cpa3y Ha HECKOJIbKO KIIFOYEBbIX 3Ta-
II0B KJIETOYHOT0 9HeproobmeHa. [1pu
3TOM Ha IlepBOe MeCTO 110 3HaYMMOC-
TU BBIIBUTAIOTCA TaKue Mpenaparsl,
KaK L-KapHUTUH, KOSH3UM Qlo, -
ToxpoM C 11 X KOMIUIEKCHI C APYTHU-
MI BBILIETIEPEYMCIEHHBIMI JIEKaPC-
TBEHHBIMI CpefcTBaMu [42-44].

CxeMBbl /IeKapCTBEHHON KOppeK-
UMM LUTOIHEPTreTUYEeCKON Heflo-
CTAaTOYHOCTU Yy [jeTell aKTUBHO
paspabaTbIBalOTCs B HacTosAllee
BpeMsa B Mockosckom HUMN rme-
OVMATPUM U JIeTCKOM XUPYPIUM U B
Poccuitckom HauMOHA/IBHOM WC-
C/IeIOBAaTEIbCKOM MENMIIMHCKOM
yauBepcutete um. H.V. IIuporosa.
Tak, manubie E.A. HukomnaeBoit cBu-
IeTeNbCTBYIOT O TOM, YTO IPU MU-
TOXOH/IpMaIbHBIX 9HIIedaroMumorna-
TUAX KOMIUIEKCHas 9HEPrOTPOIHAsA
Tepamnus II03BOAET KOOUTHCS CY-
I[eCTBEHHOTO KIMHUYIECKOro 3¢-
¢dekra Bo Bcex cdepax mposBie-
HUA TaTOJIOTMYECKOTO IIpoljecca.
PesynbraToM nedeHMS ABIAETCA
HapacTaHMe MaccChl Te/la, yMeHblIle-
HIe BBIPaXX€HHOCTU CepAedHO-CO-
CYOUCTBIX HapyLIeHUI, CHIDKEHIe
YaCTOTHI IIPUCTYIIOB PBOTHI, CYHO-
por, yMeHbIIeHMe BBIPpa>KeHHOC-
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T NpOSABNIeHMIT 3HIedaronaTun
Y MUOIATUY, CHIDKEHME YTOMJIsAe-
Moctu. HexoTopble mpuMepsl cBU-
[EeTeIbCTBYIOT O TOM, YTO 3 dex-
TMBHOCTD IIPaBIIBHO ITOXOOPAHHOI
9HEProTPOIHOI Tepaluy faxke Ipu
TSDKEJIBIX «IIePBUYHBIX» MUTOXOH[-
PMANbHBIX CUHJPOMaX MOXeT ObITh
IIOpasuTeNnbHOI. B KadecTBe ofHO-
TO M3 IIPUMEPOB MOXHO IIPUBECTU
ucropuio 60mesun pebeHKa ¢ CUHJ-
pomoMm bBapra - omHMM M3 Takux
CHHJPOMOB, KIMHIYeCKasd KapTUHA
KOTOPOTO XapaKTepu3yeTcs 3ajepiK-
KOJ1I pocTa M IICUXOMOTOPHOTO pas-
BUTNA, MUOIIATHEN, KapMOMIOIIa-
THel, HapyUIeHUAMU CO CTOPOHBI
KpoBu. MHoOroneTHee e4eHye KOM-
IUIEKCOM IIPeapaToB, BKIIOYABIINIM
B ceb6s kosnsuM Q,, nuToxpom C,
L-xapHuTnH (I7bKap) 1 HEKOTOPbIE
IpyTie, IPUBENO K TOMY, YTO B IHOJ-
POCTKOBOM BO3pacTe IIaABHON IpPO-
671eMOJ1 3TOr0 MajIb4MKa C TSDKEIBIM
HAaC/eICTBEHHBIM 3a60/IeBaHMEM
CTany IOIBITKY M36eXaTb IOoCTa-
HOBKJ Ha BOMHCKMIA yYer.

B 1BoiTHOM CrrernoM 1ane60KoHTPO-
JIMPYeMOM UCCIIefoBaHuu [7, 14, 45]
y OONBHBIX C TAKMMM MUTOXOHJ-
puanbHBIMU 3a00/IeBaHUAMY, KaK
cunppom Kepuca - Ceitpa, cuagpoM
MELAS, xpoHuueckas Hapy»XHas
o¢rampMoIIIErns, ONTUYeCKas Hell-
pomatust Jlebepa, MUTOXOHIPUAITE-
Has HeJpOracTpOMHTECTUHA/IbHAL
9HI[eaTOMHUOIIATHA, & TAKXKe C MU-
TOXOHZIPMAIbHBIMY 3a060/IeBaHNUAMMY
C pegKUMI TOYKOBBIMU MYTALVAMU
OblTa IpOBeJeHa OLICHKA IBYXMeCs4-
HOT'O KOMIUIEKCHOTO IPMMEHEHN S
KpeaTuHa, KosHsuma Q  u nuroe-
BOJT KMCTIOTHL. B 9101 paboTte BbLAB-
JIEHO CTAaTUCTUYECKM JOCTOBEpHOE
CHIDKeHIe YPOBHell IaKTara B IIas-
Me KpOBM 11 8-130IIpOoCTaHa — B MOYe.
Y 6ompHbIX ¢ cungpomom MELAS
OTMeYeHO TaK)Xe HapacTaHJe MacChl
Testa (He 3a CYeT XKMPOBOIL TKAHM).
Ectb ykasanmsa [46] Ha To, 4TO B 1Te-
YeHUY MUTOXOHJpUANbHBIX 60es-
Hell (KaK IICUXMYEeCKUX, TaK M CoMa-
TUYEeCKUX HAPYIIEHNUIT) MOTYT OBITh
3¢ eKTUBHBI KOMIITIEKCHI, COfiepKa-
e kosHsuM Q,, (200-400 mr/cyT)
u pubodmasun (100-400 mr/cyT),
B HEKOTOPBIX C/Iy4asx ¢ jobasie-
HyeM Buramyua C (1000 mr/cyr),
Butamuua E (400 ME/cyrt), xap-
HutuHa (2000 Mr/cyt), KpeaTu-
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Ha (5000 Mr/cyT) m MarHe3uu
(250-500 mr/cyT).

ITpu 3aboneBaHMAX, BKIIOYAMONIINX
B CBOJI CUMIITOMOKOMIITIEKC «BTO-
PUYHYIO» MUTOXOHLPUANBHYIO
HeJ[OCTaTOYHOCTDb, TaKXe MOXXHO
HOOMTbCA yNydlIeHMSA KadecTBa
X13HU 6onbHbIX. [IpuBeneM BecbMa
«3¢bdexTHBII» TpuUMep: Y HU3KO-
POCIIBIX feTell C pasINIHBIMK He-
9HJOKPUHHBIMI HAC/IECTBEHHBIMNI
3aboneBaHMAMY Ha (POHe JTedeHM
SHEPrOTPOIHBIMYU IpemapaTamu —
L-xapuutnHoM (InbKap), KOIH3U-
MoM Q, ¥ IpYyTUMHU — YJlaeTcs JIo-
CTVUYb 3HAYNTEBHON CTUMY/LILIUN
pocra — no 6-7 cM B rop. Ilpu He-
KOTOPBIX 3ab60/eBaHMAX Omaromaps
SHEPrOTPOIHOI Tepaluy BIIEPBbIE
OblIa IPOJEMOHCTPUPOBAHA BO3-
MOXXHOCTb OTHOCUTE/ILHOTO yCIlexa
B jedeHNM (HampuMmep, IpU Jede-
HMU cuHApoMa PeTra 1 Ty6eposHo-
rO CK/Iep03a OTMEUYEHO Y/Iy4lIeHIe
KOTHUTUBHBIX U 9MOILVOHA/TBHBIX
byHKIMIT).

CyliecTBeHHBINI MTO3UTUBHBIN 9-
(beKT IpyMeHeHUs SHEPTOTPOIHbBIX
[IperapaToB HAOMIONAJICA U B psifie
APYTUX OTHEIEHNUI HAIETO MHCTHU-
TyTa: yponorumdeckom (Ipy KoMmim-
JIEKCHOM JIe4eHUu rupponedposa
U TUIIEPAKTUBHOTO MOYEBOTrO IIy-
3bIpA), 0KOTOBOM IIeHTpe (IIpu pe-
abumMTaLMI leTell IOCIe 0XKOIOB),
Kappuonoruu (mpu Je4eHuu Kap-
AMOMMOMIATHUI, MUOKAPAMOAUCT-
podun n HapyureHuit cepgedHOro
puTMa), Ty TbMOHONOTMN (IIpY 7Tede-
HUU psAfla XPOHMYECKUX 3aboieBa-
HIJT JIETKVX) U p.

ITprMeHeHNe cpeficTB MeTaboMnyec-
KOJI KOPPEKIIMI IT03BOJII/IO OKa3aTh
CylLIeCTBEHHOE BIVMAHME Ha COCTO-
SIHMe 3[OPOBbsA JleTeil JOIIKOJIb-
HOTO BO3pacTa C pasIMYHbIMMA Ba-
pUaHTaMM HapyLIEHWUs pPeuyeBOro
pasButus (obujee HeZoOpasBUTHE
peun, gucnanns, safiep>Kka ICUxo-
pedYeBOro pasBUTHA), Y JeTell € co-
eIVHNITe/IbHOTKaHHOII JVCIIIasnel
U B TPYIINe TaK Ha3bIBAEMBIX 4aCTO
6oneromux gereit. Itu paboTs
BBINIOJIHANINCH HaMU COBMECTHO
co cmenuanucramu Poccuitckoro
rOCY/JapCTBEHHOTO MeIVIIHCKOTO
yHusepcurera nm. H.J. IInporosa
(rpynna C.O. Knrounukosa). B nege-
HIU 3TUX TPYII feTeil ObIn mpu-
MeHEeHBI KOMIIJIEKCBI, BK/II0OYaIolie

Y HU3KOPOCTbIX JIETei C Pa3NAYHBIMY
HE3HZO0KPUHHbIMIA HACNEACTBEHHBIMY
3a00/1€BaHNAMY Ha (OHE NeyeHIs
5HEProTPONHbIMYU Npenapatamu —
-KapHuTuHoM (InbKap), koatumom Q.

I IPYrMU — Y1AeTCA AOCTAYD

3HayuUTesbHOM CTUMYNALKNN POCTa —

110 6—/ CM B rof.

k03H3UM Q, , L-kapHuTnn (Smbkap),
PSE APYTUX S9HEPTOTPONHBIX IIpeTa-
paroB. YKa3zaHHOe JIedeHIe JeTH 0~
JTy4ann, KakK IIPaBUIO, AJIUTENIBHO,
B TeuyeHle 2-3 MecsAleB, ITOC/e Yero
OHJ NIPOXOJU/IN IIOBTOPHOE 06CTTe-
NOBaHUeE, IO3BOAMBIIEE BBHIABUTH
CYILIECTBEHHYI0 ITOIOXUTEIbHYIO
AVHAMUKY B COCTOSHUI 3[J0POBBSI.
OTMevanch MMHUMU3AIVA TIPEb-
SIBJISIEMBIX Kaj100, yaydlleHue cCHa
M alIneTuTa, MCYE3HOBEHME MU
CHIVKeHNMEe BBIPAXXEHHOCTHU psifa
KJIMHIYeCKVX IIPU3HAKOB 3a00/IeBa-
HIIT, HOpManu3anus 1ab0paTOPHbIX
II0Ka3areJieil; BO3pacTaia BBIHOCIH-
BOCTb B OTHOIIEHUM PU3NIECKNUX
Y MHTE/UIEKTya/IbHBIX HATPY30K.

3aknoyeHue

Bce BblleckasaHHOE CBUJETENb-
CTBYeT 0 HEOOXO[UMOCTI HAay4dHO-
IPUK/IaZHBIX Pa3pabOTOK, HAIIPAB-
JIEHHBIX Ha CO3JIaHle COBPEMEHHBIX
IPUHIUMIIOB 9HEPTOTPOITHOTO jIeyde-
H1A (110 0TpaboTKe COCTaBa SHEPro-
TPOIHBIX KOMIIICKCOB, TIaTe/IbHO-
My IOf00pY 103 AKTUBHBIX BEIIeCTB,
OIIpeeIeHNI0 ONTUMAJIbHBIX CXeM
HasHa4YeHMs, B TOM YUCTIE C YIeTOM
XPOHOOMOTOTMYECKUX PUTMOB).
ITpuBeneHHBIE BbIIIE IPYMEPDI CBU-
IeTeIbCTBYIOT O HeOOXO[MMOCTH
VIMEHHO KOMIIJIEKCHOTO MCIIOJIb30-
BaHMUA TaKMX cpefcTB. OHAKO IpK
Ka)XX[oJ HO3070TMYeCKOiT popme
LOJIKHBL paspabaTbIBaTbCs CBOU
CHenyann3pOBaHHbIE KOMIITIEKCHI,
BK/IIOYAOII)e NaTOTeHeTUYeCKN
Hanbosee 3HaYMMble KOMIIOHEHTHI
KJIETOYHOTO 9HeproobmeHna (Ha-
npuMep, KOSH3UM Qw, L-xapuutus,
nutoxpom C, AHTapHas KUCIO-
TA U JIP.).

JTumepamypa
- C.74-75
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