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IIpeacrapieHbl 0COOEHHOCTH KIMHUYECKOW KAPTHHBI M AUATHOCTUKH NMOPAKEHUS Ceplua NpU CUCTeMHOM Jeduuure KAPHUTHHA.
OnucaH KJIMHAYECKMI CJIy4ail CMCTeMHOro neduuuTa KapHATHHA, NPOTEKABINMI MO MACKOW XpoHHYecKoro Muokapaura. IIpo-
JIeMOHCTPHPOBAHA TeTePOreHHOCTh KIMHMYECKOH KAapTHHBI HAPYIIeHuil TpaHcnopTa kapHuTuHa. IlpuBeneHbl pe3ynsraTbl o0cie-
JIOBAHUS AUMJIKAPHUTHHOBOrO npoduns y 39 nereii ¢ AMIaTANMOHHBIME KapAMOMUNIATHAMM M Y 29 faeTeii ¢ runeprpoduyecKumMu
KapauoMunaTusMu. Boine/ieHpl 1Ba BADHAHTA BTOPUYHBIX HAPYLIEHHI KADHUTHHOBOTO CIIEKTPA y AeTeii ¢ KapAMOMHONATHSMH U BbI-
PaXKeHHOIi cepIeYHOil HeJOCTATOYHOCTHIO: 1) yMepeHHOe CHIKEHHE OOLIEro YPOBHS KAPHUTHHA 32 CYET HU3KHUX 3HAYEHHil CBOOO/I-
HOTO KADHUTHHA U /WM AMJIKAPHUTHHOB; 2) HOPMAJIbHBIE MOKA3ATeJM 00LIEro KApHUTHHA Ha (DoHe TUCOATaAHCA MEXKITY CBOOOTHBIM

KAPHUTHHOM M AlIWJIKADHUTUHAMH.

Karouegwie crosa: demu, KapHUMuH08as KapoOUOMUONAMUSL, NEPEUYHbLIL U MOPUUHbLL Oehuyum KAPHUMUHA, HAPYUWEeHUsS. MPAHCNOP-
ma KapHUMuHa, QyUAKAPHUMUHbL, 2UNO2AUKeMUSl, MAHOeMHAs XpoMamo-macc-cnekmpomempusi, eeH SLC22A5, neuenue.

The paper presents the specific features of the clinical picture and diagnosis of heart involvement in systemic carnitine deficiency.
It describes a case of systemic carnitine deficiency masked as chronic myocarditis. The heterogeneity of the clinical picture of carni-
tine transport impairments is demonstrated. The results of examining the acylcarnitine profile in 39 children with dilated cardiomy-
opathies and in 29 with hypertrophic cardiomyopathies are given. There are two variants of secondary impairments in the carnitine
spectrum in children with cardiomyopathies and significant heart failure: 1) a moderate drop in total carnitine levels due to the low
values of free carnitine and/or acylcarnitines; 2) normal total carnitine levels in the presence of imbalance between free carnitine and

acylcarnitines.

Key words: children, carnitine deficiency-induced cardiomyopathy, primary and secondary carnitine deficiency, carnitine transport
impairments, acylcarnitines, hypoglycemia, chromatography tandem mass spectrometry, SLC22A5 gene, treatment.

KapJ:[I/IOMVIOHaTI/II/I — TeTeporeHHasl rpymmna 3abose-
BaHUI cepilia, XapaKTepU3YIOIIUXCS CTPYKTYpHOI
repecTpoikoi Mruokapaa. 3a60yieBaHUs OTJINYAIOTCS He-
MPEPBIBHO MPOrPeCcCUpPYIONIUM TeUeHUEM U HeO1arornpu-
SITHBIM TIPOTHO30M. BbicOoKasi MHBanuau3auust U cMep-
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THOCTh JeTeW, CTpajalollnX KapIuOMUOTIATHSIMH,
HemocTaTouHast 3(OEKTUBHOCTD CYIIECTBYIOIINX METO-
ITOB JICUCHUSI OTIPEICIITIOT aKTYaIbHOCTh BBISIBJICHUST HO-
BBIX 3BEHBCB ITaTOTeHE3a Pa3BUTHS MATOJIOTWM W pa3pa-
OGOTKM ITaTOTeHETUIECKUX TIOXOIOB K Teparuu.

IMpuunHbl KapavMoMHONATUH pPa3HOOOpPA3HbI: My-
Taluu OeJIKOB CapKOMEPHOro KOMILIEKCa KapIuOMUO-
IIMTOB, BOCITAJTUTEIbHBIC TPOIECCH  (XPOHWYECKUI
MUMOKapIuT), MeTabosuueckue HapyueHus [1—3]. Ha-
CJeCTBeHHBIE Ae(GeKTh MeTaboIm3Ma SIBIISTIOTCS TIPU-
YUHOM pa3BUTHSI Kapauomuonatuii B 15,4% ciydaes [4].

MeTaboimyecKie KapIHOMHONATHH, OOYCJIOBJICHHbIE
nedeKTaMi 00OMeHa KapHUTHHA

Hapyiienust KapHUTUHOBOTO OOMEHa CIyKaT Hanbo-
Jlee YacTOW TTPUIMHOM MeTabONIMIeCKUX KapAMOMUOTIa-
A, JedrumT KapHUTUHA WU HapYIIeHUST ero TpaHC-
TmopTa BISIBJICHBI B 40 % ciryyaeB ITpY TUTaTaITMOHHBIX [ 5]
nB20% cinydaeB TpU TUIIEPTPOGUISCKUX KaAPIUOMUO-
matusx [6].
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Boinensror mepBUYHBIN Ae(UIINT KapHUTHUHA, BO3-
HMKAIOIUI TIPY TEHETUIECKU TeTePMUHUPOBAHHOM Jie-
(ekTe TpaHCcIIOpTa KapHWUTWHA, W BTOPWYHBIN AeHUITAT
KapHUTHWHA, CBSI3aHHBI C HapyllleHMeM OOMeHa opra-
HWYECKHUX KUCIIOT, eDUITUTOM WU NeheKTOM MeMOpaH-
Horo TpaHcriopTa auuia-KoA-neruaporeHas, naedexkramu
B 1IN JIBIXaTeIbHBIX (PEPMEHTOB MUTOXOHAPUIA, PSIIOM
CcOMaTUYEeCKUX 3a00JIeBaHWIA W MATOJIOTMUECKUX COCTO-
sHUi. [TepBUYHBIN NeUIINT KapHUTHHA MOXKET TIPOSB-
JIATBCS B ABYX (popMax: CUCTEMHOU M MBITIIEYHOI [6, 7].

CucteMHbIl NeUUUT KapHUTUHA OOYCJIOBJIEH MY-
taumeid reHa SLC22A5, n1oKaan30BaHHOTO Ha JJIMHHOM
ruteye xpomocoMbl 5 (5q319). IlponykTom reHa siBisieTcst
6esiok, nepeHocsiiuii KapuutuH (OCTN2). 3abosnesa-
HUE HacJIenyeTcs 10 ayTOCOMHO-PELIECCUBHOMY TUITY [7].
Bospact MaHudectaiumn 60se3HU BapbUpyeT OT I Mec
1o 7 net (cpeaHuit Bospact 2 roga) [7—11].

ITpu paHHeM nebloTe MEPBLIMU MPU3HAKAMU 3a00J1e-
BaHMS SIBJISTIOTCSI OTKa3 OT KOPMJICHUS, pa3IpaXkKUTeNTb-
HOCTh, HM3Kasl TpuOaBKa BMacce, OTCTaBaHUE B GbU-
3MYECKOM | IICUXOMOTOPHOM pa3BUTHM. Kak mpaBuio,
JETH 4acTO OOJICIOT MHTePKYPPCHTHBIMUA WHGMEKITUSIMU
BEPXHUX JBIXaTeIBHBIX ITYTeH U TaCTPOIHTEPUTOM. 3a60-
JIeBaHWE HOCUT ITOJIMCUCTEMHBIN XapakTep, 3aTparuBa-
IOIUIT U3MEHEHUST CO CTOPOHBI JKETYIOUYHO-KUIIICYHOTO
TpakTa (TermaToMerajus, CTeaTo3 IeYeHM), CKEeJIETHYIO
MUOTIATHIO (MBIIIIEYHAas! ¢1ab0CTh, TUTTOTOHMSI ), HapylIIe-
HUSI LIEHTPaJIbHON HEPBHOI cucTeMbl (dHIIedanonaTus),
pexe pa3BUBaeTCsI CHHIPOM Pelie, BO3SMOXHO BO3SHUKHO-
BEHME TUITOXPOMHOI aHEeMMWH.

XapaKTepHBI YaCThIe TUTTOTIMKEMUIECKUE TUTIOKETO-
TUYEeCKUEe KPU3bI, TIPOSBIISTIONINECST TTOBTOPHOM PBOTOIA,
o011eii c1aboCThiO, BSUIOCTHIO, COHJIMBOCTBIO, TaxXUKap-
nueit. B manbHelieM MoxeT copMupoBaThes 1eped-
panbHasg AUchYHKUMS (MOBBILIEHHAs! BO30YAMMOCTbD,
pa3IpaxuTebHOCTh). TsKecTb 3a00JeBaHMsl BApbUPYET
OT JITKUX JTO KpaifHe TSTKENIbIX BapuaHTOB. [1pu lerkom
TEeYCHUW eMUHCTBEHHBIM ITPOSIBJICHEM MOXET OBITh OT-
cTaBaHUE B (HU3NIECKOM U IICMIXOMOTOPHOM Da3BUTHU
[7,9—11].

Kapnnommonatust passuBaercs B 30—40% ciydaeB
cucteMHoro aeduumMTa KapHuTuHa. [lepBble mpu3Ha-
KU B BUjie OJICTHOCTH KOXHBIX TIOKPOBOB, IMOTIWBOCTH,
OIBIIIIKK B ITOKOE, OECITOKOMCTBE ITPU KOPMJICHUU TIO-
SIBJIIIOTCSL Yy neTeid B Bo3pacte 3—5 Mec. [lpu ocmoTtpe
BBISIBJISTIOTCS] PAcITUPEeHME TPAHUII CepIla IPEUMYIIEeCT-
BEHHO BJICBO, TJIYXOCTb CEPICYHBIX TOHOB, TaXUKaPIUs,
BBICITYIITUBACTCS CUCTONIMICCKUUM ITYM OTHOCUTEIBHOM
HEIOCTaTOYHOCTH MUTPATBHOTO, PeXe TPUKYCTTUAATHHO-
rO KJIalTaHOB, akIleHT Il ToHa Ha JIeTOYHOM apTepuu, re-
TTaToMerajus. BRICTpo HapacTaloT CUMIITOMBI CEpACYHOMN
HEIOCTaTOYHOCTH: TaXWKapIus, ONBIIIKA, YBEIMICHUE
pa3MepoB ITEYCHU U CeIe3¢HKY, BOSHUKAIOT OTEKU Ha HO-
rax, BO3MOXHO TTOSIBJICHUE aCIIUTa, XXUIAKOCTH B TIOJIOCTH
TIepUKapaa, TUIEBPATBHBIX MOJOCTSIX, 3aCTOWHBIC XPUITHI
B JIleTKuX. TpamWIIMOHHOE JICYeHNe CepIeuyHON HemocTa-

TOYHOCTH CEPACYHBIMM TIIMKO3WIAMU W MOYETOHHBIMHU
cpenctBamu ManoaddexkTusHo [11, 12].

YacTto BO3HMKAIOT HapylIeHUs CEpACYHOTO PUTMA:
TpencepaHbIe YWIN XKeTyI0YKOBbIe aputMun. Mopdoro-
TUYECKUM CyOCTPaToM IUTSI BOSHUKHOBEHUSI HapyIIeHUI
CEpICYHOTO PHUTMA SIBIISIOTCS OTJIOXKEHWS JIMITUIHBIX
neno3utoB B Muokapzae [13]. HapyumeHusi npoBeaeHust
B BUJIC BHE3aITHON Opamukapauu Ha oHe yrHETCHUS
(GYHKIIMU CHHYCOBOTO Y3J1a, Kak ITPaBWIO, HOCAT TIPH-
CTYIIOOOPAa3HBIN XapaKTep U MPOBOIUPYIOTCS Pa3BUTHEM
OCTpOIl THUTIOTIMKEMUU. BO3HWKHOBEHME IIUTETBLHOMN
ACHCTOJINY YBEIMUYMBAECT PUCK BHE3AITHOU CMEPTH peOeH-
Ka C CUCTEMHbIM Ae(ULIMTOM KapHUTKHA [13].

XapakTepHOil  3JIeKTpoKapauorpaduyeckoil  Kap-
TUHOM SABJSIETCS BBICOKMI BOJBTaXX KoMIuIeKcoB QRS
3a CYeT KOMITEHCATOPHOM TUIIePTpOodUU CyOIMMKapIn-
TBHBIX CJIOEB MUOKAap/a, BO3MOXHA KOMOWHAIIUSI C TIe-
pEeTpy3KOI JIEBOTO TIpecepaus. B GONbITMHCTBE cIydacB
PETUCTPUPYIOTCS TIPU3HAKY CYOIHIOKapIUATHHOM UIlTe-
MWW B BUIE CMEIIeHUs cerMeHTa ST HUXe W30JUHUN
B CTAHAAPTHBIX M JIEBBIX TPYIHBIX OTBEACHUSIX, OTPHIIA-
TesbHOrO 3youa 7' B aTux oTBeneHusx. CrieunudUYHbIM
MPU3HAKOM KapHUTUHOBOI KapIUOMUOTIATUH SIBJISIIOTCSI
«TUTAaHTCKUe» 3yOLBl 7, TMpeBBIIIAIOIINE IO BeJIUYNHE
3yoell R Xenyno4KoBOro komiuiekca. PeHTreHosioruyuec-
KU OmpeAessieTcs] KapauoMeTalIusl, MPeuMYyIIeCTBEHHO
3a CYET YBEJIMUYCHUS JICBOTO KEJYIOYKa U JIEBOTO TIpe]i-
cepaus.

JaHHbIe 3X0Kapauorpaduu BBISBISIOT BEIpaXKeHHYIO
JIWTATAIlMIo JIEBOTO KeJIymoyKa W JIEBOTO IIPEICepaus,
pe3Koe CHIDKEHUE CUCTONMYECKON (pyHKIMHU (hpaKimn
BbIOpOca MeHee 40 %), TUTTOKMHE3UIO MEKKETyI0IKOBOM
TIePETOPOIIKM, PEXKe C yIaCTKaMHM aKWHE3WH, CMEIecHUE
MWTPAJILHOTO KJlaliaHa K 3aHeil CTEHKE JIEBOTO KeITy-
JIOYKa, YIIJIOTHEHUE 9XOCHUTHaJIa OT 3Haokapaa [11, 12].

CoracHO MMEIOIMMCS CBEINEHUSIM, Y TeTEPO3UTOT-
HbIX HocuTesiel reHa SLC22A5 B moapoCcTKOBOM BO3pac-
T€ BOBMOXHO Pa3BUTHE TUTIEPTPODUUIECKON KapaIUOMHUO-
naTuu, KOTopas IpoTeKaeT 6osiee 6aronpusiTHo [8].

B penkux ciayJasx CHCTEMHBIM He(UIINT KapHUTH-
Ha MOXET ITPOSIBIISITBCS TOJIBKO YMEPEHHOM 3amepKKOM
(PU3NYECKOTO Pa3BUTHSI, YACTBIMU WHTEPKYPPEHTHBIMU
3a00JIeBAaHUSIMU, TPAH3UTOPHBIMU TTOPAKCHUSIMUA CepII-
11a B BUIIE PACITMPEHMS TIOJIOCTEI M CHIKCHUST COKPaTH-
TEJIGHOM CITOCOOHOCTH MHMOKapia, YTO 3aTPyITHSIET CBOE-
BPEMEHHYIO TUATHOCTUKY.

IIpencrasisieM cOOCTBEHHOE HAOIIOIEHUE.

Pebenox T., 5ner ccucteMHBIM Je(GUIIMTOM Kap-
HUTHHA, 3a00JieBaHWE KOTOPOTO UIMTEIIFHO IPOTEKAIO
ITOT MACKOM MUOKapauTa. MajbulK OT POJICTBEHHO-
ro 6paka (pomuTeNn — JBOWOpPOAHBIC cUOCHI). Pomui-
cs oT 1-71 6epeMeHHOCTH, MPOTEKABIIEH C TOKCMKO30M
TepBOI TTOJIOBUHBI, CPOYHBIX PONOB, C IIPU3HAKaAMHU
BHYTpUYTpOOHOI1 runotpoduu. Ha 1-M rogy xu3Hu Ha-
omonaiach 3aJepxka (pU3NIECKOro 1 IMCUXOMOTOPHOTO
pasButus. C IIepBOro rola XW3HW OTMeUeHa TsDKemast

POCCUNCKWIA BECTHUK NMEPUHATOJIONMN U NEAVATPAN, 1, 2013

35




aHeMUs, TTOJyJ9all TIperapaThl kKejie3a 0e3 OTUYETIMBOTO
addekra. B Bospacre 1 roga 10 mec, yepe3 1 Mec mocie
nepeHeceHHoro OPBU mipou3soriuio yxyaiieHue cocTos-
HWS: TIOSIBUJIMCH CJ1a00CTh, ONBIIIKA, ITOBTOPHAS PBOTA.
BriepBbie OBUTH BBISIBJIICHBI U3MEHEHUS CO CTOPOHBI CepII-
11a B BUJIC TIPUTITYIIICHHOCTH TOHOB, PaCIIPEHUS TPAHMI]
cepilia BIIEBO, Taxukapauu. 1o maHHBIM 3XOKapauor-
padbum oTMeuYeHa TEHICHIWS K TUIepTPO®UN MUOKap-
na (TONIIMHA MEXOKEJTyTOYKOBOM Meperopoaku 7—8 MM,
HOpMa 6 MM) M AWJTATAIIHS JIEBOTO JKeTyI09Ka (KOHSUHBIH
IUACTOJIMYECKUI IMaMEeTp JIEBOro Keiaymodka 33 MM,
HopMa 29 MM), CHUXEHUE COKPATUTEJIbHOM COCOOHOC-
™™ Muokapna (dpakims Beiopoca 55—58%, Hopma 65%).
JyarHOCTMpOBaH MHMOKAapAWT, Ha3HAYeHa TPOTHBOBOC-
nanutenbHast Tepanusi. Db dexT ObU1 HECTORKNM, coxpa-
HSUIOCh PACIIMPEHUE PaHULL CEPALIA, YCUINIUCh CUMII-
TOMBI CEPIICYHON HETOCTaTOYHOCTH. PeOEHOK HaTTpaBicH
IUTSI 00CTICIOBaHMS U JICYCHUS B OTIEICHUE KapIOIOTUN
Mockosckoro HUW neauatpuu u 1eTCKO XUPypruu.
dusnveckoe pa3BUTHE HUXKE CPETHETO: IJIMHA Teia
82cM (<25-ro uentuis), macca 10kr (<3-ro UEHTUIIS).
BilemHOCTh KOXW, IIMaHO3 HOCOTYOHOTO TPEYTOJbHU-
Ka, 4acThlil Kalllelb, TpyaHasl KjeTka O0oykooOpasHas,
OIIBIIIIKA C BTSDKEHUEM YCTYITUMBBIX MECT IPYITHOU KJIeT-
KU cyacTtoToil abixaHust 30—34 B MUHYTY, Haj JIeTKUMU
KOpPOOOYHBIN TIEPKYTOPHBINA 3BYK, ABIXaHUE KECTKOE,
paccestHHBIC CyXWe W pa3HOKAIMOCpHBIC BIaXXHBIC XPH-
bl [paHWIBI cepiila pacIMpeHsl BJICBO MO TepemHei
AKCWIISIPHOM JTMHUW, TOHBI TIPUTITYIIICHBI, PUTMUYHEIE,
TTeYeHb + 2 cM U3-TI0J] Kpast peOepHOI IyTH, 31aCTUIHAS.

Ha peHTreHorpamMme TpymHOW KIETKA BbIpaXKeHBI
TIPU3HAKN OOCTPYKTUBHOTO CUHAPOMA, CEPIIIe CMEIIEHO
BJICBO, BEpXyIIKa OKPYIJICHA, AYTH TIO JIECBOMY KOHTYPY
CTJIaKEHEI.

Ha BKI' — npaBonpeacepaHblii pUTM ¢ 4aCTOTOM cep-
NeYHbIX coKpaleHuit 84—110 B MUHYTY, FOPU30OHTAJIbHAS
3JIEKTpUYECKasl OCh Cep/lla, TPAH3UTOPHOE 3aMelieHUe
BHYTPIDKEITYIOYKOBOTO IPOBEICHUS, Teperpy3Ka JIeBO-
TO XXeJymouka, HapyllIeHHe TPOIECCOB PETOISIPU3AIINUI
(aneBauus ceMeHTa ST), BBICOKOAMIUIMTYIHbIE 3yO11bl 7.

Ha sxokapamorpaMMe: mujatanusi ITOJIOCTH JICBOTO
KeJTymoJka (KOHEYHBI TUACTOIMISCKUN TUaMETp JIEBO-
ro xenynouka 41 MM, HopMa 32 MM), TMITOKUHE3, CHUXKE-
HUE COKPATUTEIbHON CITIOCOOHOCTU MUOKapaa ((hpaxiius
BBIOpOoca 42—51%, Hopma 65 %), yMepeHHAsT CHMMETPHUY -
Hasl THTIepTPOGhUs JICBOTO XETyI0UYKa (TONITNHA MEXKe-
JIYITOYKOBOM TTEPETOPOIKN U 3aTHEH CTCHKM JIEBOTO JXe-
Jymodka 9—11 MM, HopMma 6 MM).

ITo maHHBIM yIBTPA3BYKOBOTO MCCIICIOBAHUS pa3-
MEpBI M CTPYKTypa TeYeHW He M3MeHeHbI. B kimmHuvec-
KOM aHajiu3e KpOBU BBHISIBJICHA aHEMWS (3PUTPOIIMTHI
3,97+ 102/n, remormobun 97 rv/m), yBeamdyenue COD
110 20 MM /4, HEOOJIbILION CIBUT IEUKOLIMTAPHO (DOPMYJIbI
B CTOpOHY HelTpodmioB. KIMHMYECKWT aHaIM3 MOYH,
KUCJIOTHO-OCHOBHOE COCTOSTHME KPOBM HeE HapyIICHHI.
YMepeHHOe TIOBBIIIICHUE TOKa3aTeNell JaKTaTaeTuapo-
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reHasbl (540 E/n, Hopma 225—450 E/n), kpeatuHdoc-
doxunassr (376 E/n, Hopma mo 190E/n), acmapraramu-
HoBo# TpaHcamuHasbl (55 ME/n, nopma no 40 ME/n).
‘YMepeHHas rumepaaktaTreMust (1o 2,65 MMoJIb/J1, HopMa
1,0—1,9 ME/n) u runepnupysatemusi (10 0,23 MMOJb/ 1,
HopmMa 0,09—0,12 mmonb/1).

IIpoBeneHo onpeaeseHre ayTOAHTUTET K MUOKAPAY:
AHTUHYKJICAPHBI (haKTOp OTPUIIATEIBHBIN, TUTP aHTH-
TeJ K aHTUTe€HaM KapIMOMHUOLUTOB W BOJOKOH MPOBO-
nSIel cucTeMbl cepalia pe3ko rnosbiiieH (1:320), K aH-
TUTEHAM DHIOTEIUS U IIaAKONW MyCKYJIaTyphl B Ipeaesax
HopMbI (1:40). PesynbraThl ObLIM pacUEHEHbl Kak ayTo-
WMMYHHOE TIOpaxkeHue MuoKapaa Ha ¢hoHe peluIriBU-
PYIOILIETO MMOKAapauTa, YTO MOTpedOBaJIO Ha3HAYEHUS
Kypca MpOTUBOBOCTIAIMTEbHOI Tepanuu B KOMOMHAIIMU
C MUHTMOMTOpPAaMU aHTMOTEH3WHIpeBpallawliiero dep-
MeHTa ¥ Kapauotrpodbukamu. Habmonanach 3HaUMTENb-
Hasl TOJIOXUTEIbHAs IMHAMUKa, OAHaKo 3(dekr Obul
HecToMKNUM. B maimbHeimeM Ha (hoHEe TTOBTOPHBIX YACTHIX
OPBM u 6ponxuToB (10 7—8 pa3 B rof) OTMEUEHbI peLv-
JIUBBI IOPAKEHUSI Cep/ilia, XapaKTepusylouecss KoMou-
Hauuen runeprpoduu v AWIaTallMK JIEBOTO XKeJynouka,
CHUXEHUEM COKPATUTEJIbHONW CIOCOOHOCTM MMUOKAapjaa
U TIpU3HAKaMU CEepACYHON HEJIO0CTATOYHOCTU. DTU JaH-
HBIE B COYETAHUU C IKCTpaKapIWaTbHBIMU HapyIIeHU-
sIMU (c1a0OCTh, YTOMJISIEMOCTbD, 3aJepKKa (HU3UYECKOTO
Pa3BUTHSI, MBIIIIEYHAS] TUTTOTOHUSI) ¥ U3MCHEHUSIMA Jla-
OopaToOpHbIX MoKa3aTeeit (aHeMusl, TUTTOTJIMKEMUS], TH-
rephepMeHTEMUsI, TUTIEPJIaKTaT- ¥ TUIePITUPYBATSMMUSI)
MO3BOJIUJIN TIPEATONOXUThL META0OJNYECKUI TeHe3 TMOo-
paxeHusi cepaua. [lpu mpoBeJeHHOM UCCIEIOBAHUU
CMEeKTpa aMMHOKUCJIOT W allWJIKAPHUTUHOB KPOBU Me-
TOOM TaHAEMHOI XpOMAaTO-MacC-CIEKTPOMETPUM BbI-
SIBJIEH KpallHe HU3KUI ypOBEHb CBOOOAHOTO KAPHUTUHA
(2,9 MxkMonb/1, HopMma 20—60 MKMOJIb/J1) M CHUKEHUE
corepxXaHus auetuyikapHutuHa (1,9 MKMob/, HopMa
2—50 MKMOJIb/JT); CyMMapHOE KOJIMYECTBO allUIKapHU-
TUHOB TaKXe ObUIO Pe3KO CHUXEHO (2,7 MKMOJIb/J1, HOp-
Ma >5 MKMOJIb/J). AHAJIU3 OPraHUYeCKUX KHUCIOT MOYU
He BbISIBWI IMKapOOHOBYI0 aluaypuio. [IpeacraBieHHbie
JIaHHbIe MO3BOJIWJIM UCKIIOUUTH Ae(PEKThl TpaHCIOpTa
W OKWICJICHUS KUPHBIX KUCJIOT U YKa3bIBaJIM Ha HATMIUeE
y pebeHKa MepBUYHOTO CUCTEMHOIO AedUlUTa KapHU-
TuHa. [IpoBeseHO MOJEKYJISIPHO-TEeHETUUECKOE MCClle-
noaHue reHa SLC22A5 (B naboparopum LlenTpa moie-
KyJsipHOi TeHeTuku, npod. A. B. [TonsikoB), BbisiBIeHA
neselsi B TOMO3UTOTHOM COCTOSIHWM, 3aTparvparoliast
9K30HbI 8, 9, 10, uTO BepuUIIUPOBAIO YCTAHOBAEHHBIN
JIUArHO3.

HaznaueH anbkap B 103e 70 MI/Kr B CyTKH, TPOOHbI
peXuM NuTaHusl, oboraileHue palroHa KpaxMajicoaep-
KallMMKM  TIPOJYKTaMU, MpeAynpexaeHue ToJoAaHus.
[Tpu nnHamMu4YeckoM HaOJIOAEHUM B TeueHUe 2 JIeT OT-
MEUYEHO BBIPAXEHHOE YJYyYllleHUE CaMOYYBCTBUSI U CO-
CTOSIHUSI MaJIbuMKa: HOpMau3alus rnokasareneil pusu-
YECKOro Ppa3BUTHUS M MbILIEYHOTo ToHyca. JlocTurHyTa
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HOpMaJIu3alysl pa3MepoB IMoJocTeil cepaa (KOHEYHBIN
TMUACTOTMYECKUI TUaMeTp JICBOTO JXeTynodka 36—37 MM)
U COKPATUTEJIbHOM CcrocoObHOoCTU Muokapia (dpaxius
BBIOpOCca 73—78%), Mpu3HAKOB TUIIEPTPOGUU MUOKapaa
He 0OHapyXeHO (TOJILIMHA MEXKEIyJOUYKOBOM Iepero-
POIKY 7 MM, 3aTHE CTEHKH JICBOTO JXEIyI0IKa 7 MM).

JlaGopaTopHble TaHHBIE WMEIOT pellaroliee 3Hade-
HWE [UTSI BBISIBJICHUST CUCTEMHOTO IeUInTa KapHUTHHA.
K HIUM OTHOCSITCSI: HU3KUI YPOBEHb KAPHUTHUHA B TKAHSX
(TleyeHun, MBbIIIIIAX); CHUXXKEHUE COAepXKaHUS CBOOOJ-
HOTro KapHUTHMHA B KpoBU <10 MKMOJIb/JI, CyMMapHbIX
AlWJIKAPHUTUHOB <5 MKMOJIb/JI (IIPU UCCIEIOBAHUN Me-
TOIOM TaHAEMHON Macc-CIEeKTPOMETPUN), TPaH3UTOP-
Hasl TUITOTIMKEMHUsI, HE COIPOBOXIAIONIASICSI KETO30M;
TTOBBIIIICHUE aKTUBHOCTU TpaHCAaMWHA3, YPOBHS aMMU-
aka B KpoBu. B ieiikonurax, dubpobiacTtax M KjieTKax
IPYTUX TKaHE! CHIDKEH 3axBaT KapHUTHHa (oKoio 3%
oT HOpMBI). [ToBBIIIEHHAS TTOYeYHAsT SKCKPELIUsI KapHU-
THHA, HOPMAaJIbHOE COIepXKaHNe TUKAPOOKCHUITBHBIX KIC-
JIOT ciykaT KputepueMm auddepeHInantbHOW IuarHoc-
TUKW CUCTEMHOTO AeduIMTa KapHUTHHA OT JeheKTOB
B-oKuCIeHUS] KUPHBIX KUCIOT [14].

Hapymienne TpaHcmopTra coeIWHEHUN KapHUTWHA
BO3HUMKAaeT Mpu aeduiute (GepMEeHTOB, OCYIIECTBIISIO-
IUX TIEPEHOC COCTWHEHMI KapHUTHHA C [UTMHHOIICTIO-
YeYHBIMU XHUPHBIMU KHCJIOTaMU Yepe3 MUTOXOHIPH-
anbHYyI0 MeMOpaHy [15—18]. 3aboeBaHus HacIeIyIOTCS
ayTOCOMHO-PELIECCUBHO, YacTo cTpaaatoT cuochl. K co-
KaJICHUIO, TaHHAsl TIATOJIOTUS OOBIYHO IMAarHOCTUPYETCS
CJIMIIIKOM TIO3ITHO, YTO IMMPUBOIHUT K ApaMaTHUECKUM T10C-
JIEIICTBUSIM, HEPEIKO C Pa3BUTHEM JIETAIBHOTO MCXO/A.

Heduyum kaprumunnasemumousmpaucgepasvr I. Ma-
HubecTaMs 3a00JIeBaHWS  TIPOMCXOOUT B BO3pacTe
IIo 2 JIeT, WHOTHA Y HOBOPOXIEHHBIX. OCHOBHBIE TPH-
3HaKM 3a00JIeBaHUS: HapylleHUE OOIIEro COCTOSTHUS,
MBIIIIeYHas! TUTIOTOHUS, JIETAPTHsI, HEPEIKO KOMa, CyI0-
poTH, rermaTtoMeraiiisi, HapylIeHue cTyia, Pelie-momo6-
HBI cMHIpOM. PeXe BO3HMKAeT CKeJIeTHAas MUOTATHS,
kapauomuornarus [15]. JlabopaTopHble NPU3HAKK: TUITO-
KEeTOTHUYECKAasl TUTIOTJIMKEMHUSI, TTOBBIIIEHUE aKTUBHOCTHI
TpaHcaMUHa3 B KpoBU. [ToBBIIIIeHA TOYEUHAST IKCKPEIIHS
9JIEKTPOJIUTOB, OUKapOOHATOB. YPOBEHb CBOOOIHOTO
KapHUTHHA B KPOBU MOXET OBITh MOBHIIIECH (MTHOTIA HOP-
MaJTBHBIN YT CHUKCHHBIN) TTPY HEM3MEHEHHOM CITEKT-
pe aImUIKapHUTWHOB WJIV CHYDKEHUM YPOBHSI TeKcame-
KaHouikapHutuHa (C,) u creapousnkapHutuHa (C,o).
B ¢bubpobnactax cHMXEeHA aKTMBHOCTb KapHUTUHIIAb-
MurtonnTpancdepassl I (okomo 10% ot HopMmEr) [15].

Heduyum kaprumunnarsmumousmpacgepasot I1. 3a-
OoJieBaHME MOXET MPOTEKATh B TPeX KIMHMYECKUX (hop-
Max: HeOHaTaJbHO! (JIeTabHOM), 1eTCKOUN (MH(MaHTUb-
HOIi) 1 no3aHel (popma B3pocibix). [TopaxkeHue cepaiia
B BUJIE TWIEPTPOGUM JIEBOTO KEAymoukKa WIM OMBEHT-
PUKYIISIPHON THIEPTPOMUM TIPOSIBIISIETCS C POKIEHUS,
B NAJTBHEMIIIEM pa3BUBACTCS TUTATAITUS ITOJIOCTEH cepaiia
C BBIpaXXEHHOM CHCTOJIMYECKOi aucdyHkiyeit. B 60ib-

IIMHCTBE Cy4YaeB PErUCTPUPYIOTCSI XKETYI0YKOBbIE Ha-
pyUIEHUSI pUTMa CepAla; 4YacToil MPUYUHOIN BHE3aIMHO
CMEpTH SBJISIETCS XKeJTyI0uKoBas Taxukapaus [16].

JlabopaTopHble MpPU3HAKM: HEKETOTMYECKasi TUIIOT-
JUKEMUS, TUIIEPAMMOHUEMMUS, YBEIWMICHUEC YPOBHS
o011ero OWIMpyOrMHA, MEYEHOYHBbIX (YHKIIMOHATIbHBIX
TECTOB, KpeaTUH(HOCHOKMHAZDI; YBEIMUYEHUE B CIBOPOT-
Ke, MOYe M TKaHSIX YPOBHS JUTMHHOICTIOUCYHBIX allvI-
KapHUTHHOB (C , C ), CHUXEHUE YPOBHS IJIa3MEHHOTO
00I11IeT0 ¥ CBOOOJHOr0 KapHUTWHA, IJIMHHOLIETIOYeuHast
IUKapOOHOBasT aluaypus. B TKaHSIX CHUKEHa aKTHB-
HOCTb KapHUTUHTNATbMUTOWATpaHchepaspl Il (MeHee
10% ot HOPMBI).

Jeguyum KapHUMUHAYUAKADHUMUHMPAHCAOKA3bl —
MPOSIBJISIETCS] Y HOBOPOXKJIEHHBIX UM I€TEH paHHETO BO3-
pacta. [lopaxeHue cepaua BCTpeyaeTcs yalle Mo TUITY
JIUIATallMOHHON KapAMOMHUOIIaTHU. XapaKTepHO CHUXe-
HHME CUCTOIMYECKON (DYHKITUU, BO3MOXHBI HaPYIICHUS
puTMa: Opaaukapaus, aTpUMOBEHTPUKYJsSIpHAsl Oyiokana,
KeJTyJI0uKOBasi 3KcTpacucroius, Taxukapaus. Ha OKIT
OTMEYaIOT MPU3HAKU TMNEepPTpodUU JEBOTO XKeayaodyKa.
Y HOBOPOXIEHHBIX OMUCAHbI CIy4Yand BHE3AITHON CMEPTU
BCJIEICTBUE BHE3aIMHOM acucToauu [18].

JlaGopaTopHble NPU3HAKU: TUIIOTJUMKEMUS] MPU OT-
CYTCTBUM KE€TO3a, YBEJIMUEHNE B KPOBU YPOBHSI aMMHUaKa,
WHOT/a KaJTUsl 1 MOYEeBOM KUCIIOTHI, BRICOKAsT aKTHBHOCTh
kpeaTuH@ochOKMHAa3bl, TpaHCAMUHA3, NTUKAPOOKCUJIb-
Hasl W TUAPOKCHINKApOOKCWIbHAS anuaypusi. B KpoBu
nosbilieH yposeHb C  — C . auUIKapHUTUMHOB B COYE-
TaHWU C HU3KUM COJIEpXKaHMEM CBOOOJHOIO KapHUTHHA.
B dubpobiactax cHUKeHa aKTUBHOCTb KapHUTUHALMAJI-
KapHUTUHTpaHcIoKasbl [17, 18].

Pe3yabraTel HcclieoBaHus MoKa3aTesieii 0OMeHa Kap-
HHUTHHA Y JeTeil ¢ KapIMOMHONATHSIMHA

Kapamomuoriatuy  SBJISTIOTCSI OCHOBHOM TIPUYMHOMN
pPa3BUTHUSI XPOHMUYECKOUN CEpAeYHOl HEZ0CTaTOYHOCTH,
OJIHUM 13 BaXXHbIX ACIIEKTOB MaTOreHe3a KOTOPOiA CITYXKUT
xpoHuyeckas runokcusi [ 1, 2, 19]. CepaeuHast ileKOMIMeH-
calusi TECHO COTPSIKEHA C BIPAXKEHHOCTbIO 1€CTPYKTUB-
HBIX U3MEHEHUI B MUTOXOHIPUSIX, TTPUBOISIINX K HApY-
LIEHUIO UX PYHKIUU 110 O0ECTIEUEHUIO0 IHEPTETUUECKUX
npoiieccoB B muokapzae [20]. UsMeHeHue meTaboau3Ma
SKUPHBIX KUCJIOT B YCJIOBUSX TMIIOKCUY XapaKTepU3yeTCsT
HapyIIeHUEeM -0KHUCICHUS XUPHBIX KUCIIOT, YTO COTIPSI-
>KEHO CO CHUKEHUEM YPOBHS KapHUTHHA [7].

o HacTosIlllero BpeMEHU HEAOCTAaTOYHOE BHUMA-
HUE YAEJSIIOCh UCCIEOBAHUIO YPOBHSI KADHUTHUHA U €T0
COeMHEHU Yy aeTell ¢ Kapavomuonatusimu. Hamu
ObLIM TpOaHAIU3UPOBAHbl M3MEHEHUsI ToKa3zaTeneit
00111ero, CBOOOIHOTO U CBS3aHHOTO KapHUTHUHA U CO-
OTHONICHUS alUWUJIKAPHUTUHOB K CBOOOAHOMY KapHU-
TUHY METOIOM XpoMaTo-Macc-crekTpoMmeTpuu (Agilent
6410 QQQ,CIIIA) y 68 neteit (29 meBouek u 39 Majb-
YHUKOB B Bo3pacrte oT 1 roma mo 17 net, cpenHuii Bo3pacT
10£5,1 rona) c kapauoMuonatusiMu. Y 39  GOJbHBIX
Obljla AMAarHOCTUPOBAHA MUJIATALIMOHHASI KapAUOMUOMA-
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TUs, y 29 — runeprpoduyeckasi KapaAuoMuoIraTusi, Bce
JIETU UMEJIU TPOSIBJICHUSI XPOHUYECKOM CeplaeuyHOil He-
nocratouHoctu ot II mo III dyHKIMoHanbHOTO Kitacca
no knaccudukaun NYHA (Holo-Mopkckas cepreunas

accoluarus).

VY nereit C IWNaTAlIOHHBIMU KaparuoMUOTIa-
TUSIMU ~ YpOBEHb  OOLIEr0  KapHUTUHA  BapbUpO-
Bar ot 39,07 mo 165,4 MKMOJIB/T  (CpemHU  ypOBEHB

76,7%3,1 Mmxmodb/m, HopMma 60—100 MKMOJIB/JT) ¥ ObUT CHU-
keH y20% obcmenoBaHHbBIX. 3HAUYCHWsT CBOOOMHOTO Kap-
HUTWHA KOJNEOATNCh BTIpeeaX HOPMATbHBIX 3HAYCHUI
— 0120,8 10 63,6 MKMob/1T (cpeaHMii ypoBeHb 38,612,2
MKMOJIb/J, HopMma 20—60 MKMOB/1). aHHBIA TOKa3a-
TeJIb HaXOAWJICS Ha HIDKHEW TpaHMile HOpMBbI (MeHee 25
MKMOJTb/MJT) y 4 JIeTelt C TSDKENION CTeNeHbI0 XPOHUYeCKOM
cepaeyHoii HepoctatouHocTu (111 pyHKIIMOHANBHBIT K1ace
no NYHA). OGpaiiiaio BHUMaHUe CHUXKEHUE YPOBHSI CBO-
6GOTHOTO KAPHUTHHA B CTPYKTYpE OOITIEro KApHUTHHA B CPEI-
HeM 110 51% nipu Hopme 70—80%.

CpemHMii  ypOBEeHb AIlMIKAPHUTHHOB  COCTABWLUI
38,12%1,3 MKMOJIb/J1 U JOCTOBEPHO HE OTJIMYAJICS OT €T0
3HaUeHWI B KOHTPOJIBHOW Tpyrie. BMmecTe ¢ Tem oTMe-
YEeHO OTHOCHUTENIbHOE TTOBBHIIIEHWE CONCpPKAHWS aIlvi-
KapHUTUHOB 110 49% OT 3HaYeHUI OOIIero KapHUTHHA
(Hopma 20—30%). KoadduimeHT OTHOIIEHUST allIKap-
HUTUHOB K CBOOOTHOMY KapHWTHHY OBLT Pe3KO ITOBBI-
1eH, coctaBuB B cpeagHeMm 1,0+0,1 mpu MakcMMalibHOM
3HayeHuu 1,9 (Hopma <0,6). YBennueHne JaHHOTO KO-
s duIMeHTa yKa3blBaeT Ha OTHOCHUTENIbHYIO HeIoCTa-
TOYHOCTh CBOOOTHOTO KapHUTHHA U TTOATBEPXKIACT YBE-
JIMICHUE IO CBA3aHHBIX (POPM KapHUTHHA B CTPYKTYpPE
TToKa3areJieif o0IIero KapHUTHHA.

Y omHOrO pebGeHKa OTMEYEeHO abCONIOTHOE CHUXKE-
HMe ToKa3aTesieil KapHUTHHA (00Iero KapHUTHHA, CBO-
0OOTHOTO KapHWTWHA U allVUIKAPHUTUHOB), UTO SBUJIOCH
OCHOBaHMWEM [UTSI AMATHOCTUKW CHUCTEMHOTO AeduIlnTa
KapHUTHHA.

VY aeteit ¢ rumepTpoUUECKUMU  KapAUOMUO-
MMaTUSIMA  YPOBEHb OOIIEro KapHUTWHA BapbUpO-
Bal 0T 46,9 mo 111,8 MKmMonb/1  (CpemHU  ypo-
BeHb 74,2614 mxmonb/n), Obl1  cHUXeH B30%
ciy4aceB. YpOBeHb CBOOOTHOTO KapHUTHHA KOJIeOaics
oT 26,0 10 58,8 MKMOJIb/JT M HaXOOWJICS B AWamna3oHe
HOPMaJIbHBIX 3HadYeHWi. CpeqHW ypOBeHb allMJIKap-
HUTUHOB COCTaBUI 36,42 MKMOJb/JI. OTMEYEHO OT-
HOCHTEJIPHOE TTOBBIIIIEHNE CONCPKAHUS AllIIKApHUTH -
HOB 10 49% OT 3HAaYeHUI 00IIero KapHUTUHA (HOpMa
20—30%). OTHOIIeHUE aIMUTKAPHUTUHOB K CBOOOIHO-
MYy KapHUTHHY OBbIJIO HApYUIEHO Y BCeX AeTelt, Koueba-
nock ot 0,7 o 1 mpu HopMme MeHee 0,6.

Boisinena xoppensiuusi (r=0,45—0,48) cHuxeHust
comepkKaHUsI OOIIero KapHUTWHA W allMUIKApHUTHHOB
¢ GYHKIIMOHAIBHBIM KJIACCOM CepIeYHOM HemoCTaTod-
Hoctu: p<0,05 st peTeil ¢ AWJIaTAlMOHHBIMU Kapau-
omuornarusamu; p<0,025 nist neteit ¢ runeprTpopuyecKu-
MU KapIHOMUOTIATUSIMU.

KAPAQMWOJ1IOMNsA

Takum oOpa3om, ynereil ¢ KapaMoOMUONATUSIMU
U XPOHUYECKOW CEPIEYHON HELOCTAaTOYHOCTHIO BBIAEE-
HbI IBa BapMaHTa HapylIeHUs] KAPHUTUHOBOTO oOMeHa:

*  YMEpPEHHOE CHUXEHUE OOLIETO YPOBHSI KapHU-
TUHA 34 CYET HU3KUX 3HAYEHUI CBOOOAHOIO KapHUTUHA
/WY allUIKApHUTUHOB;

*  HOpMajbHble TMOKAa3aTeJd OOLIEro KapHUTUHA
Ha ¢oHe aucbajaHca MeXIy CBOOOIHBIM KapHUTHMHOM
U allUJIKAPHUTUHAMM.

BroisiBieHa Koppessiliusi CHUXEHMSI YPOBHSI OOILIEero
KapHUTHHA CO CTENIEHBIO XPOHUYECKOW CEpAEYHON HELO-
craToyHocTu. [Tokazarenb MOXET OcTaBaThCsl B Ipeaeiax
HOpPMaJIbHbIX 3HAUEHU I MPU KOMIIEHCUPOBAHHOM U Cy0-
KOMITEHCUPOBAHHOM TeYeHUU 3a00JieBaHUsl, 3HAYUMO
U3MEHSISICh TP JEKOMIIEHCALlUU CEPACUYHON nesTesb-
Hoctu. [losydyeHHblEe TaHHbIE 00 U3MEHEHUSIX allWIKap-
HUTUHOBOTO Tpoduisl yneTeil ¢ KapIUuOMUONATUSIMU
MOTIYT CJYXUTbh HAyYHbIM OOOCHOBAaHMEM JIJISI UCIIOIb30-
BaHUs JIEBOKADHUTHHA B KOMILUIEKCE KapAuoTpoduyec-
KOW Tepanuu.

IIpuMeHeHne JIeBOKAPDHUTHHA B KOMILUIEKCE Je4eHUus
KapAuOMHONATHI

CBoeBpeMeHHasi Tepanusl JIEBOKAPHUTUHOM Kapau-
OMUOIATHI1, BOZHUKAIONIUX HA (hOHE EPBUYHOTO Aedu-
LIMTa KapHUTUHA, MPEJOTBPALIAET PAa3BUTUE CEPACUHOI
HEJIOCTaTOYHOCTU, T03BOJISIET U30exXaTb Hebaaronpu-
SITHOTO TeueHus 3abojeBaHus. Ha doHe mpumeHeHMs
BBICOKMX 1103 JieBokapHUTHHa (100—400Mr/Kr B CyTKH)
BO3MOXHO TOJIHOE UCYE3HOBEHUE CUMITTOMATUKU, €CJIU
JiedeHre Hayato 10 GopMUpPOBAHUSI HEOOPATUMBIX MOB-
pexaeHuit opranoB [7, 11, 20]. Jlo3a JeBOKapHUTHMHA
JIOJKHA OBbITh alalTUPOBaHA K KaXJAOMY KOHKPETHOMY
MalMEeHTY MO MOKa3aTeIsIM MJ1Ia3MEHHOTO YPOBHST KApHU-
THUHA.

IIpumMeHeHue JIeBOKapHUTHHA BO3MOXHO U IMPH Jie-
YEHWU WAMONATUYECKUX KapAUOMMUONATUI, TP KOTO-
PbIX HapyILIEeHUsI KAPHUTUHOBOTO OOMEHA HOCST BTOPUY-
HbIIl xapaktep, OOYyCJIOBJAEHHbI Pa3BUTUEM CEPACYHO
nekomneHcaiuu. Creayer MOAYEPKHYTh, YTO MPH YKa-
3aHHBIX 3a00JIeBaHUSIX TOpa3[o pexe BCTpeyaeTcs Je-
GuUUT KapHUTUHA BIUIa3Me. B MyJbTHLIEHTPOBOM
PETPOCIEKTUBHOM UCC/IEOBAaHUM ObLla OlLIEHEHa BO3-
MOXHOCTb MPUMEHEHMS JIEBOKAPHUTHUHA JUISI JICUEHUSI
UOMONATUYEeCKUX KapauoMuornaruii y neteil. Ilokasa-
HO OJIaronpusITHOE EWCTBUE Mpernapara Ha MoKa3aTesu
(GYHKIMOHAIBHOTO COCTOSIHUMSI MUOKapJa U yBeJIMYEHUE
MPONOJKUTETBHOCTU XU3HU y IeTell ¢ KapAMOMUOTIATH-
smu [11].

3AKJIIOYEHUE

Panngg nuarHoctnka MeTaboIM4YecKoit KapHUTHUHO-
BOWM KapanoMuoIiaTun Ja€T BOSMOXKHOCTDL K TpaaAUuLIMOH-
HOM TEparunu CCpJ:[C‘-IHOﬁ HEAOCTATOYHOCTHU CBOEBPEMCH -
HO J100aBUTH Cl'IeIII/I(l)I/I‘-IGCKOC JICUCHUEC, HAIIPaBJICHHOC
Ha KOppCKINIO MeTab0INYECKUX paCCTpOﬁCTB, 4TO 1103~
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BOJISIET JOOMUTBCS perpecca peMoIeNTUpPOBAHUSI MUOKap-
Jla, YMEHbILIAET CTeNeHb CepAeYHON HEeA0CTATOYHOCTHU
1 yJIy4IIaeT MPOrHO3 TEYEHHUs 32001 BaHUSI.

PanHee BBISIBIICHWE HApYIICHWI aIlMIKapHUTIHOBOTO
TpobwIst y AeTeil ¢ KapIMOMUOTIATUSIMU MMeeT OOJTbIIoe
KIIMHWMYECKOe 3HaYEeHUE IS IMarHOCTUKYA BTOPUYHON MM-
TOXOHIIPUATHFHOM 1 KAPHUTHHOBOM HEMOCTATOYHOCTH U CITy-
KUT HayYHBIM OOOCHOBaHMEM TSl UCTIONb30BaHUSI JIEBOKap-
HUTHHA B KOMITTEKCE KaparOTPOMITIECKON TePaTIHH.
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