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IpuBenena kiaccudukanusi BPOKICHHBIX HAPYIICHHIT MeTA00IM3Ma, BbI3bIBAIOMIMX KAPIHOMHONATHH, PACCMOTPEHbI OCHOBHBIE
narogu3nonornyecKue Mexanu3mbl (hopmMupoBanusi MeTa0oIMUeCKHX Kapauomuonartuii. IIpeacTasieHbl NPUHIMITBGI AMATHOCTHKI
MeTa00IMIeCKHX KapIHOMUONATHII HA OCHOBE OLEHKH IKCTPAKAPIUAIBHBIX NPOSIBICHHI — HIE(ATONATHN U HEPBHO-MbBIIIEYHBIX
HApYLIeHHii (MblIIeYHAs] THIOTOHUS, aTaKkcusi). IIpenioxenbl npuHIUnbI AuddepennnaibHoii JMATHOCTHKH HA OCHOBE BbISIBJICHHUS
OTKJIOHEHWIi B OMOXUMHYECKHX MOKA3ATeJISAX: TMNONTNKEMUH, MeTA00IMYeCKOro anua03a, 1egeKToB 00MeHa KUPHbIX KUCAOT. Onu-
CaHbl MPU3HAKH KAPIMOMHONIATHH, 00YC/IOBJIEHHO# MEPBUYHOI HEJOCTATOYHOCTbIO KAPHUTHHA. ODOCHOBAHA HEOOXOIMMOCTD DoJlee
HIMPOKOTO BHEAPEHHs B KIIMHUYECKYIO MPAKTHKY TAHIEMHOI MacC-CeKTPOMETPHH C OIIEHKO# allMJIKADHUTHHOBOTO MPoduJisi, ra3o-
B0l XxpoMartorpaduu s AMATHOCTHKA HAPYIIeHHiT 00MeHA JKMPHBIX KHCJIOT, CBETOBOI U 3IEKTPOHHOI GHONICHH CKEJIETHBIX MbILII]
LISl TUATHOCTHKH MUTOXOHAPHAJIBHBIX KAPANOMUONATHIA.

Karouegoie crosa: demu, memaboaruueckue KapoOUoOMUONamuu, MUMOXOHOPUANbHAS NAMOAORUS, MUONAMUSL, IHUeParonamus, amak-
cust, HapyuleHus 00MeHa JCUPHBIX KUCAOM, KAPHUMUH, 2UN0AUKEMUS], KemO03, ayudo3, AaKmam.

The paper gives a classification of congenital metabolic disturbances that cause cardiomyopathies and considers the major patho-
physiological mechanisms for the development of metabolic cardiomyopathies. It presents the principles of the diagnosis of metabolic
cardiomyopathies, by estimating the extracardiac manifestations: encephalopathy and neuromuscular disorders (muscular hypoten-
sion, ataxia). The principles of differential diagnosis are proposed, by identifying abnormalities in biochemical parameters: hypogly-
cemia, metabolic acidosis, and fatty acid metabolic disorders. The signs of cardiomyopathy caused by primary carnitine deficiency
are described. Evidence is provided for the need for the wider clinical introduction of tandem mass spectrometry with the acylcarnitine
profile being estimated, gas chromatography for the diagnosis of fatty acid metabolic disorders, and light and electron microscopies
of skeletal muscle biopsy specimens for the diagnosis of mitochondrial cardiomyopathies.

Key words: children, metabolic cardiomyopathies, mitochondrial pathology, myopathy, encephalopathy, ataxia, fatty acid metabolic disorders,
carnitine, hypoglycemia, ketosis, acidosis, lactate.

BHaCTosmIee BpEMS B CTPYKTYpE CEPAEYHO-COCYIU-
CTBIX 3a00JI€EBaHUI y A€Te BO3pOC YAENbHBIN BeC
nopaxkeHW MUOKapa HEBOCITAIMTEIbHOIO T'eHe3a, B Ma-
TOreHe3€e KOTOpbIX 00Jbllloe 3HAUYEHUE MUMEET Hapyllle-
HUE sHepreTnyeckux mnpoieccon. K coxaneHuto, B COB-
PEMEHHOM Kak B3pOCJION, TaK W JIETCKOM KapIuOJOTrhu
HEJ0CTaTOYHOE BHUMaHMeE yaelsieTcs npoodieMe MmeTabo-
JInYeckux 3a00s1eBaHU MUOKapaa. DTy CUTyalMIO 10 Ha-
CTOSIIIIETO BPEMEHM OTPAXKAET BHICKA3bIBAHWE HEMEIIKOTO
uccinenonareiss E Wuhrmann (1939) o Tom, 4yTo «0OMeH-
HbIe 00JIE3HU MUOKap/ia SIBJISIIOTCS TTAChIHKAMU KITMHUKHY
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U naTojiornuyeckoii aHatomumn». M Ha pyoexe XXI Beka,
no MmHeHuto M. C. KyiiakoBckoro, «YueHue o meTabo-
JIMIECKUX, HEKOPOHAPOTEHHBIX U HEBOCITATUTEIHHBIX
3200J1€BaHUSIX CEPIEUYHON MBIIILBI OCTAETCS HaMMEHee
pa3paboTaHHOi 00J1acThIO Kapauoaoruu» [1].

B Toe Bpems BHeIpeHUE HOBBIX BBICOKOMH(OP-
MAaTUBHBIX METONOB WCCJICIOBAaHMS, TaKMX Kak ITO3U-
TPOHHO-IMUCCHUOHHAs ToMorpadus, TaHIeMHash Macc-
CMEKTPOMETpHsl, Ta3oBasi Xpomarorpacdusi, CBETOBas
W 3JIEKTPOHHAST MHMKPOCKOITUSI CKEJICTHBIX MBIIIIL B CO-
YeTaHUM C TUCTOXUMHWYECKMMH METOIUKAMHU, a0 BO3-
MOXHOCTb YIJIyOJI€HHOTO M3Y4YeHUs OMOXUMUYECKUX U3-
MEHEHMI MBIIICYHBIX BOJIOKOH, BBISIBJICHUST HAPYIICHUI
(epMEeHTATUBHBIX TMPOLIECCOB U PACcCTPOMCTB OajlaHca
9JIEKTPOJIUTOB. YCTAHOBJIEHO, UTO JaXe CaMble HEe3Ha-
YUTETbHBIC HAPYIIICHUST COKPATUTETbHOM (DYHKIIMHM MBI-
IIEYHBIX BOJIOKOH CBSI3aHBI C U3MCHCHUEM BHYTPHKIIC-
TOYHBIX OpraHeJsiji, 0CO0EHHO MUTOXOHIpHIi [2, 3].

3abojieBaHMsl MUOKapAa B MEAMATPUUYECKON Tpa-
KTUKE HamboJiee 4acTo MpeACTaBIeHbl IBYMsI OOJbIIU-
MM HO30JIOTUIECKUMU TPYITITaMK: KapIuOMUOTIATUSIMU
1 Muokapauoauctpodueit. Kapamomumonatum — retepo-
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TeHHas TPYIIa 3a00JIeBaHUI Cep/Ila, XapaKTepU3YIOTIIX-
CsI CTPYKTYPHOU MepeCcTpOKO MUoKapa, ¢ HeTipephIB-
HO-TTPOTPECCUPYIONINM TEYCHUEM U HEOJIarornpusiTHBIM
ITPOTHO30M. BBIIENrOT TpY OCHOBHBIE (DOPMBI KapaIuo-
MUOTIATHH: TUTIEPTPODUUECKYIO, TUIATAIIMOHHYIO, pe-
CTPUKTUBHYIO.

MexaHU3M  BO3ZHUKHOBCHHUSI  KapIWOMUOITATUU
1 1O Cei IeHb OCTAeTCsl HENOCTaTOYHO SICHBIM. B 00Jib-
IITUHCTBE CJTy4aeB TUarHOCTUKA OCHOBBIBACTCS HA KITMHU-
YECKUX CUMIITOMAX M JaHHBIX (YHKIIMOHAIBHOTO 00CIe-
TIOBaHWS, B TIEPBYIO 04Yepebaxokapauorpaduu. [1pu atom
VMCTUHHAST 3TUOJIOTUSI KapIMOMUOIIaTUN HE BCeraa ycTa-
HapJMBaeTcs. Tak, TIo TaHHBIM HanboJIee KPYITHOTO pert-
ctpa kapauomuonaruu y aereit CLUA u KaHamnbl, BKItO-
quBIiero 916 mereit, ompenesieHbl OCHOBHBIC MTPUIWHBI
3a00JICBaHMS TI0 pe3yJIbTaTaM IOTIOJTHUTEIIBHOTO PETPO-
CIIEKTMBHOTO aHanm3a Juib B 33% ciydaeB [4]. Cpe-
I NIeTeld, y KOTOPhIX MPUIMHA KapIMOMUOTIATHH ObITa
ycTaHoBIeHa, Y 29,1 % ObUT IMarHOCTUPOBaH MUOKAP/INT,
y 24,2% — cemeliHast M30JMPOBaHHAST KapIUOMUOTIATHSI,
v 22,2% — HelipoMBbIIIeYHbIe 3aboneBaHus, y 15,4% —
BPOXKICHHBIC HapylIeHnsI MeTabom3ma 'y 8,8% — pas-
JIMYHBIE TeHeTUYeckKue cuHapoMbl [5—8]. Ciyuau, koraa
TIPUYNHON KapINOMUOIIATUY SIBJISIIOTCS TEHETUYCCKH JIe-
TEPMUHMPOBAHHBIE META0OIMUIECKIE HAPYIIICHUS, KIlac-
CUDUIUPYIOTCS KaK METa0OTMIeCKIe KapaIuOMHUOIIATHH,
Ha JIOJTI0 KOTOPBIX B IETCKOM BO3PACTe MIPUXOTUTCS TIPU-
6m3uTeNbHO 15% oT Bcex KapauomMuonaTuii [9].

BpoxxaeHHble HapyllleHUs1 MeTaboaM3Ma BCTPEUaIoT-
csa cyacrotoil 1:1000 — 1:2000 HOBOPOXAEHHBIX. DTU
HapylieHus: MaHUGbECTUPYIOT B IETCTBE, Haubosiee va-
CTO B HEOHATAJTbHOM TIEpUOIE, JTUOO B TCUCHUE TEPBBIX
2 JIeT XXWU3HU, KOTIa OBICTPHIN POCT peOCHKA IMPEIbSIBIISCT
TTOBBIIIICHHBIC TPEOOBAHUSI K SHEPTOOOECIIEICHUIO Opra-
Hu3Ma. B 5% cirydaeB BpoXXIeHHBIC HapyIIeHUsT OOMeHa
MIPUBOIAT K KapAWMOMUOTIaTHH. [Ipw 3TOM BO3HUKHO-
BEHHWE W TSDKECTh ITOPAKCHUS CEepPIeTHO-COCYAMCTOMN
CHCTEMBI OIPENCIISTIOT TSKECTh TeUYeHMs 3a00JieBaHUS,
a B pslie CJIydaeB SBJSIOTCS OCHOBHOW NMPUYUMHOM CMeEp-
1. Kak mmpaBuiio, rmopaxkeHue cepiiia coueTaeTcs ¢ Ipy-
TMMHU MYJBTUCUCTEMHBIMU TIPOSIBJICHUSIMU HaPYIIICHUSI
Metabonu3ma. Pexe BpoXIeHHbIE HapylleHHsI oOMeHa
BEIIECTB, TakMe Kak aeduuut pocdopdopuiakmnHas, He-
KOTOpbie (hOPMBI MUTOXOHIPUATBHON ITaTOJIOTHH, TTPO-
SIBIISTFOTCST TIPEVMYIIIECTBEHHBIM TTOPaXkKeHUEM ceplia.

JaHHbBIE perucTpa TPOAEMOHCTPUPOBAIN, YTO Ya-
CTOTa BPOXICHHBIX HApyIICHUN MeTaboIM3Ma y JeTeit
C KapaIuOMMOITaTHEl BapbUpyeT B 3aBUCUMOCTU OT €¢
Tuma. B cTpykType TUIepTpoduIecKuX KapauoMuora-
T ¢ OMMHAKOBOW 4acTOTOl — oKoyo 25% mpencraB-
JIEHBI HACJIEICTBEHHBIC (POPMBI MINOTTATUICCKUX THUTIEP-
TpoDUYECKNX KapAUOMUOTIATHIl, HEPBHO-MBIIICYHBIC
3a00JicBaHNsI, TCHETUIECKNE CUHAPOMBI M BPOXKICHHBIC
HapylIeHus: ooMeHa Berects. [Ipu nuatallnoHHOM Kap-
TUOMUOIIATUN JTOMUHMpPYeT Muokapmut — 50%, Hapy-
IIeHKWsT OOMeHa BeIeCTB COCTABIISAIOT Bcero 6,8 %. Cpenn

KAPAUNoJiorns

CMeITaHHBIX (POPM KapIUOMMOITATUH (CoUYeTaHue Muia-
TalliX ¥ TUTIePTPOGhUN) BPOKICHHBIC HAPYIIICHUST MeTa-
6osM3Ma auarHoctupytores B 26,3% cinydaen. [TonydeH-
HBIC JaHHBIC ITO3BOJISIIOT BBICKA3aTh ITPEATIONOXCHUE,
YTO TUTIEPTPODUST MUOKapIa SIBISIETCS] HAM0OJIee YaCThIM
aIalITUBHBIM OTBETOM Cep/Ilia Ha HapyIIeHns] OOMeHa Be-
mecTB [9].

BonbIIMHCTBO BPOXIECHHBIX HapyIIeHW MeTabo-
JIU3Ma HacJIeAyeTcsl MO ayTOCOMHO-PELIECCUBHOMY THITY.
Puck moBTOpeHUST MaHHOW TATOJIOTUM Y CUOCOB IIPO-
6anma cocransieT 25%. TolbKo HeCKOJIBKO (DOPM BPOXK-
NIEHHBIX HapyIIeHU! OOMeHa BEIIeCTB, BBI3BIBAIOIINX
KapIUOMUOMATUU, UMEET X-CLETUIEHHOE HAC/IeJ0OBaHUE;
B 3TOM CJIyJae MopaXkaroTcsT MPEUMYIIECTBEHHO MaJTbuH-
ku. CyIIecTBYIOT JIMIIb eIUHUIHBIC HAOTIONCHUS CUH-
npoMa baprta, unu mykononucaxapugosa Il tuna y ne-
BOYEK, TP 3TOM BBISIBIISICTCS HepaBHAs WHAKTUBALIMS
X-xpomocoMmbl. B To xxe Bpemsi X-clierieHHble 00yie3HU
®abpu 1 JlaHOHA HEPEIKO BCTPEYAIOTCS Y ICBOYCK.

MuToxoHApUATbHBIE  3a00JICBAaHUS  BO3HUKAIOT
npu mytauuu snepHoit JTHK wiu MutoxoHapuanbHoii
JHK; B mocyieaHem ciayyae npu HUIMYUM TOUKOBOW My-
Taluu 3a00jeBaHUe TIepenaeTcsl TOJIbKO Yepe3 MaTh, Tak
Ha3bIBacMbIil MaTePUHCKUIN TUI HacjienoBaHus. Muto-
XOHIPUU DPA3NIHBIX TKAaHEW MOTYT COmEpXXaTh pasHOE
KOJIMYECTBO MyTaluit mutoxoHapuaibHoit JHK (rere-
poriazmust). IMEHHO 5TUM OOBSICHSIETCSI TeTepPOTeH-
HOCTb KIIMHUYECKOM KapTUHBI, BpeMEHN MaHU(beCTaIInn
1 TSDKECTH TeUCHUS 3a00JICBaHUS.

Knaccudmkanus

BpokneHHbIe HapylleHus MeTabo3Ma, BBI3BIBAIO-
e KapAnOMUOTIaTHH, KJIACCUDUITMPYIOTCS Ha OCHO-
BaHWU JBYX PUHIUITOB. [IepBbIil MPUHIMTT 6a3upyeTCst
Ha XapaKTepUCTUKE HapyIIeHU! OOMeHa BEIIeCTB: Ha-
pYIICHUST MeTaboirM3Ma aMUHOKHCIOT W OPTaHWIECKUX
KUCJIOT, NeeKThl TpaHCTIOPTa KapHUTWHA, OKWCICHUS
SKUPHBIX KUCJIOT, HAPYIIICHUST OOMeHa TJTMKOIIPOTCHHOB,
IJIMKOTeHa. Bropoit mpuHIMIT KTaccubuKauu OCHOBaH
Ha U3MEHEHWMU OTPaHeIT KJIIETKH, B CBSA3M C YeM BBIICIIS-
10T JIN30COMaJIbHbIE 00JIE3HU HAKOIJIEHUS (MYKOIOIU-
caxapMao3bl, TJIMKOTCHO3bI, TIMKOC(HUHTOIUITUIO3HI),
MUTOXOHIpPUATbHBIC U MIEPOKCHCOMHEIC 3a00JIeBaHUS
(cM. TabauIy).

ITarodun3unoaorus MeTa00JIMIECKIX KAPANOMUOTATHIA

CriemyeT BBIICIWTH TPW OCHOBHBIX MeXaHU3Ma (hop-
MUPOBAHUST METabOJIMUECKUX KapIUOMHUOTIATUM, KOTO-
pbIe MOTYT COYETaThCsI APYT C APYTOM.

[lepBbIM MeXaHU3MOM SIBJISIETCSI HAKOTUICHHWE IIPO-
IYKTOB HapylIeHUs OOMEHa BEIIeCTB Kak B ITUTOILIA3-
Me KJETKM, TaK W Bee opraHesiax, Haubojee 4acTo
BJM30coMax. JIMTMUIBI OTKJIaabIBAIOTCS B ITUTOILIA3Me
KJIETKM Ha (hoHE HapyIIeHWI TpaHCIIOPTa KapHUTHHA
Wi 1eeKTOB OKMCICHUST XUPHBIX KHUCIOT. Hakorute-
HUE JIN30COMAJIbHBIX CYOCTPATOB (MYKOIOJIMCAXapUa0B,
OJINTOCAXapUIOB, TIIMKOJIUITUIOB, TJTMKOT€HA) IIPUBOIUAT
K YBEJIMYEHMIO YKCIa U pa3MepoB JIn30coM. Benencreue
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Tabauya. Bpoxnennbie Hapylenusi 00MeHa KaK NPUYHHA KAPJAMOMHONATHH

HapyiueHue oOMeHa BelecTs IMopaxenue cepaua

Hapymenus meTa6o1m3Ma aMHHOKHCIOT H OPTAaHUYECKUX KHCJIOT

ITporrnoHoBast auuaeMust JAKMIT
MeBanoHoBas aluaAEMUst JAKMIT
MetunmanoHoBast aluaypus JKMIT, TKMII
Jeduunt MmanoHua- KoA-nekapookcuiasbl JAKMIT
Tuposunemus T'KMIT
Tunepoxkcanypus PKMII

Hapymel-mn MeTa00M3Ma 2KHUPHBIX KHCJIOT

Hapymenue Tpancmopra KapHUTHHA:

CUCTEMHBIN 1e(UIIUT KADHUTHUHA T'KMIT, AKMIT
MBbIILIEYHBIN 1eUIINT KApHUTUHA T'KMII, AKMIT
IeUINT KapHUTUHIATBMUTOMITpaHCchepasbl 11 Tuma T'KMIT, AKMIT
JeUINT KapHUTUHALMIKAPHUTUHTPAHCIOKA3bI I'KMII

Z[C(bCKTH OKHUCJICHUSA XKUPHBIX KUCJIOT:

neduuut ami- KoA-aerunporeHasbl JKUPHBIX KUCIOT ¢ OY€Hb JJIMHHOM YIJIEPOIHOM LIEMbI0 F'KMII
nebuuut 3-ruapokcuaii-KoA-neruaporeHasbl XKUPHBIX KUCJIOT C JJIMHHOM LIETbIO T'KMIT, AKMIT
neuuut 3-ruapokcualni-KoA-neruaporeHasbl JKUPHBIX KUCIOT ¢ KOPOTKOM 1LIETIbIO T'KMIT, AKMII
MHOXEeCTBeHHBIN neduumT anmi- KoA-nernaporeHas (rimyrapoBast anuaemus 11 tua) F'KMII

JIuzocomanbHbie 00J1€3HH HAKOTLIEHUS

IukoreHo3bI:
mukoreHo3 I Tuma (6oe3Hp [Tomme) TKMIT
rkoreHos I11 Tumna (6one3us Kopu) T'KMIT
rukoreHos IV tuna (6oJie3Hb AHIEPCOHA) T'KMIT
mIMKOTeHO3 cepaua (Mytanus reHa PRKAG2, wiiu G2 peryiIsITOpHON CyObe TMHUITBI 'KMII B couetannu
AM®-akTUBUPYIOIIEH MPOTEMHKUHA3BI) ¢ cunapomom WPW
oosie3Hb laHoHa (riceBno-ITomne, myrauusi reHa LAMP2) T'KMIT
Hapymenus meTabonm3ma MyKOIOINCaXapuIoB:
MIIC I tuna (cunapomsl Iynep, Iynep—Ileiie, eiie) FKMIT, AKMIT
MIIC II Tuna (cunapom XaHTepa) T'KMIT
MIIC III Tumna (cuaapom CaH(GUIUIIIIO) TKMIT
MIIC IV tuna (cunapoMm Mopkuo) TKMIT
MIIC VI tuna (cunapom Mapoto—Jlamm) JAKMIT
MIIC VII tuna (cuaapom Crast) T'KMIT
Hapyienust Metabonu3ma riamKoc(hUHIOJIUITUIOB:
6osie3Hb lolire (roKo1epedpo3uI03) T'KMIT
6071e3Hb Pabpu (o-raIakTo3uma03) TKMIT

KoMOuHupoBaHHbBIE HAPYIIEHUS] METa00JIM3Ma TaHTIIMO3UI030B, MyKOITPOJIHUCAXapUI030B,0JIMI0CAXapruI030B:

GMI1 raHrmmo3umno3 TKMII, AKMIT

GM2 ranrnmosunos (6ose3Hb Cannxodda) T'KMII, AKMIT
MutoxoHapuaibHbie 32001eBaHNs
Bbonesns JIu (neduuut nupyBaTaeruaporeHasbl) T'KMIT
Bbonesns JIu (medurut IV koMmIIIeKca 1ernu abixaTeJbHbIX (DepMEHTOB TKMIT
Jeduuut I koMIiekca Lenu AbIXaTeabHbIX (PePMEHTOB JAKMIT
Hedunut I1 komruiekca nenu AbixateabHbIX (hEPMEHTOB T'KMII, AKMIT
Hedurmt I11 komIaekca ey apxaTeIbHbIX (hepMEHTOB Tuctuonurapnas KMIT
Jeduuut V KoMIuieKca Henu JbIXaTeIbHbIX (hepMEHTOB T'KMIT
MELAS (MyTanyss MUTOXOHAPUATHHOTO TeHa TpaHcropTHoit PHK) TKMIT
MERFF (myTaiyst MUTOXOHIpHUATbHOTO reHa TpaHcnoptHoit PHK) TKMII, AKMIT
Cunnpom Kepuca—Caiipa (nenerus MutoxoHapuaiabHoit JIHK) T'KMIT, AKMIT
Cunnpom bapra (3-MetunriayrakoHoBas anunypust 11 Trma) T'KMIT, AKMIT
Cunnpom CeHrepa TKMIT

ITepokcucomubie 3a601eBaHus

bonesns Pepcyma T'KMIT, AKMIT

IIpumevanue. JKMI1 — nunaranmonnas kapanomuonatusi; [ KMIT — runeprpoduueckas kapaunomuomnarust; PKMIT — pectpukTrBHast Kap-
nuomuonatust; WPW — Bosbha—ITapkuHcona—Yaiita; MITC — mykonosucaxapuio3s.
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5TUX W3MEHEHWN BO3HMKAIOT pPa3pbIBI MHODUOPUILT
1 HapyIIeHUEe UX COKPAIICHMS.

BTOpBIM MexaHU3MOM SIBJISICTCS] HApyIIeHUE SHEePro-
obecrieyeHUsI KapTUOMHOLIUTOB. OCHOBHBIM CYOCTPaTOM
SHEProodecreyeHnsT KJICTOK, B TOM YHCIIe KapaIuoMHUO-
IITOB, SIBJISTIOTCSI KMPHBIC KUCIOTHI, B MEHBIIICH CTere-
HM, BTOPUYHO TIJIMKOTeH. HapyireHust ooMeHa XUPHBIX
KUCJIOT BCIEACTBHE NedEKTOB TpaHCIIOpTa KapHUTHHA
VJTU OKVMCJICHUST KUPHBIX KUCITIOT IMPUBOIAT K CHUXKESHIIO
obpazoBanusg AT®D. Creayer HAITOMHUTh, YTO COKpalle-
HUe MUOoDUOPUUT MUOKapaa ¢ (POPMUPOBAHUEM AKTU-
HOMUO3WHOBBIX KOMIUIEKCOB W ITOCJIENYIONIee WX pac-
cmabyieHWe SIBJISIIOTCST SHEPTO3aBUCHMBIM  ITPOIIECCOM,
ero 3(phHEeKTUBHOCTD PE3KO CHIKAETCS TTPU HEIOCTaTOY-
HOM obGpa3oBaHuu AT®. ATanTHBHBIM OTBETOM Cepiria
Ha CHUKEHHME COKPAaTUMOCTHU SIBJIsIeTCsST (hOpMUPOBAHUE
runeptpodun. UMeHHO 3TUM 0OBSICHSICTCST BBICOKAST Ja-
CTOTa TUTIePTPOGUIECKOr (POPMBI Cpelr KapaIuOMHOIIa-
TU METabOTMYECKOTO reHesa.

Tpetnii mMaTodU3MOIOTUYECCKUN MEXaHU3M — BO3-
NMENCTBUEC TOKCHYHBIX METa0OJTMTOB OOMEHA BEIICCTB
Ha KJICTKM — HauboJiee sIpKO BBIpaXeH IPU OpraHudve-
CKMX allMAEeMMSIX U aMUHOAMaypusix, 0osiesHu Pedcy-
Ma M HapyLIEHUSIX OKHUCIMUTEbHOTro (dochopuimpoBa-
HUSI. AKKYMYJISIIIAST TOKCUIHBIX METaOOJIMTOB TTPUBOIUT
K CHIDKEHUIO BHYTPUKIIETOUHOTO pH, HapymeHnio MeTa-
6onu3ma aiui-KoA.

JlaHHBIC TTeIMaTPUICCKOTO PEerucTpa KaparmoMuoTa-
TUI TIO3BOJIWIIA TTPOAHAIM3UPOBATh YaCTOTY BapUaHTOB
BPOKICHHBIX HapyIIeHUI 0OMeHa BEIIeCTB Y MAIIMEHTOB
C pa3HBIMU THIIAMM TIOpakeHUsT MUoKapmaa. [Ipu rumep-
TpodruecKoil KapAMOMUOTIATUN HAMOOJIee YaCTHIM Bapy-
AHTOM BPOKICHHBIX HapYIICHUI MeTab0IM3Ma SIBJISTIOTCSI
TJIMKOTEHO3bI, Ha HUX MpuxoauTcss okoio 40% ciydaes,
B20% ciydaeB MMEIOT MECTO HapyIIeHUs TpaHCITOpTa
KapHUTWHA, MeeKThl OKUCICHMSI SKUPHBIX KUCITOT, Hapy-
IIEHUsT OKUCUTEIbHOTO hocopupoBaHus [§].

[Tpu nuIaTallOHHON KapaIUOMHOIIATUN BPOXKICH-
HbIe HapyIIeHUs OOMeHa BEIECTB TPEICTaBICHBI Hapy-
IEHUSIMHA OKHUCIUTETbHOTO (pochopummnpoBanust B 40%
citydaeB, nedeKTaMy TPaHCTIOPTa M OKMCICHUS XKUPHBIX
kucioT — B 40%. [1pu cMelraHHOM THUTIE KapIUOMMOIIA-
UM Tipeobnagaiot (6ojee 60 %) HapyIIeHUST OKUCTUTEb-
Horo dhochopunuposanus [10].

JInarnocruka

OCO00EHHOCTBIO psiia META0OJMYECKUX KapAuOMUO-
TTaTUI, CBI3aHHBIX C HAPYIICHUEM KJICTOYHOW SHEPTeTH -
KU WM HAKOTUTCHUEM TOKCHUYHBIX METa0OTUTOB, SIBJISICT-
CsT OCTPOE BOSHUKHOBEHME CEPICYHON HEOCTAaTOUHOCTH,
BBI3BAHHOI METabOJIMUECKOI TeKOMIIeHcaleil Ha (poHe
SHEPreTMYECKOTo cTpecca. B KauecTBe SHEPTeTHUECKOTO
cTpecca MOTYT pacCMaTpUBATLCSI MHTEPKYPPEHTHBIC WH-
dexumm, onepanms, TojlofaHNE WX Ype3MepHast husn-
YyecKass aKTUBHOCTh. BO3HHMKHOBEHWE TaKUX CUTyalluit
3aTPyIHSIET TMarHOCTUKY M HEPEIKO SIBIISICTCST IIPUIMHOMN
MUATHOCTUYECKUX OIMMOOK. Tak, B 3TUX CIIydasix HepeIKo
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NIUArHOCTUPYIOT MUoKapauT. [loctaHoBKe avarHosa me-
TabOJMYECKON KapAMOMUONATUU TOMOTAeT BbISIBIEHUE
M3MEHEHUI B J1ab0paTOPHBIX IMOKa3aTessIX: HapylleHUe
GyHKIMU TleyeHU (MOBBILIEHWE YPOBHS TpaHCaAMUHA3,
OuMpyOMrHA), TUITOTJIMKEMUSI, META0OIMYECKU T allnI03,
TUIEpaMMOHEMUSI, alUMAYpUsl, TUIEPJIAKT/TUNEepIupy-
BaTeMUsL.

AJITOPUTM JIMarHOCTUKU Oa3upyeTcsl Ha COYeTaHUU
XapaKTePHbIX KIMHUYECKUX KapAualbHbIX U 9KCTpaKap-
NIUATTbHBIX CUMIITOMOB U JJaOOPaTOPHbIX JaHHbBIX.

CoueTaHue KapaMOMHONATHM U SKCTPAKAPAUATIbHBIX
nposiBienuii. B psje ciayyaeB Metabosuueckue Kapauo-
MMOMATUU BXOJST B CTPYKTYPY TSKEJION MOJMOTPaHHOM
MaToJioruu, Hanpumep Oosie3Hell HakoreHUsl (IJIUKO-
reHO3bl, MyKormoaucaxapuaosbl) [11] wiau MUTOXOHI-
puanbHbIX 3a0oieBaHuit (cuHapombl MELAS, MERRE
Kepnca — Ceiipa) [12]. B npyrux ciaydasix u3MeHEHMsI
CO CTOPOHbBI CEPAEYHO-COCYIUCTON CUCTEMBI MOTYT J10-
MUHUPOBATh B KJIMHUYECKOM KapTUHE, OJHAKO Jaxe
B TAKOW CUTYyallMM HEOOXoMMa TUlaTebHasi TUarHOCTU-
Ka 9KCTpakapauaibHbIX CUMIITOMOB.

DKcTpakapJAuaibHble TMPOSIBAEHUSI MOTYT BKJIIOYATh
JINLIEBbIE aHOMAJIUM, KaTapakTy, 3alepXKKy pocTa, Me-
YEHOYHYI0 TUCOHYHKLMIO, CKEJETHbIE HApYIIEHUS, He-
PBHO-MBIIIEYHYIO MATOJIOTUIO, OCTPYIO U XPOHUYECKYIO
sHUedanonaTuo, 3aepkKKy YMCTBEHHOIO pa3BUTUSI,
snwienTuyeckue npuctynel. Haubosnee yactbiMu 3KC-
TpakapAuaJlbHbIMU KJIMHUYECKUMU CUMIITOMAMU MeTa-
0OJIMYECKUX KapAMOMMONATUI SIBJSIIOTCS dHIledanona-
TUU, HEPBHO-MbILLIEUHbIE HAPYIIEHMUSI.

DHuedanonatusi — OIUH W3 XapaKTePHbIX CUMIITO-
MOB BPOXXJIEHHBIX HapyllIeHU oOMeHa BElleCTB, Pa3BU-
BaeTcs Ha oHe MeTaboamueckux mameHeHuit. Cremyet
BBIACJSATh OCTPYIO UM XPOHUYECKYI0 3HIledalIonaTuio.
Ocrtpast  sHuedanonartusi, Kak MpaBUO0, BO3HUKAET
npu MeTaboIMYeCcKON JeKOMIEeHCAllMU C Pa3BUTHEM Me-
TabOJMYECKOTO alln103a, TUIepaMMOHEMUHN, TUTTOTJIUKE-
MWU MPU HApYyLIEHUsIX OOMeHa aMMHO- Y OPraHUYeCKUX
KHUCJIOT, KApHUTUHOBON HEIOCTaTOYHOCTU, JAe(hEKTOB
OKMCJIEHUS XUPHBIX KUCJIOT. OcTpasi sHuedaronaTus
MOXeT MaHubecTUpoBaTh Ha (POHE COCTOSIHUI HEpre-
TUYECKOTO CTPecca, BOZHUKAIOIIMX MPU MPUCOETUHEHUU
MHTEPKYPPEHTHBIX 3a00JI€eBaHUM, BBI3bIBAIOLIMX HENO0-
CTATOYHYIO MPOAYKIIMIO BSHEPreTUYeCKUX CcyocTpaToB
1 HaKOIJIEeHE TOKCUYHBIX META0O0JUTOB.

BaxkHbIM 1a00paTOpHBIM MapKepoM, MO3BOJISIIOLIUM
YTOUHUTb MPUUYUHY dHUEedaIonaTuu, sIBsIeTCsl orpee-
JIEHUE YPOBHSI TJIIOKO3bl B KpoBU. [1pu BbISIBIEHUU TH-
MOMJIUKEMUU U METa0OJIMYECKOTO aluao3a MPOBOJUTCS
JIOTIOJIHUTEJIbHOE YIJIyOJIeHHOE UCClIeoBaHUe ISl yCTa-
HOBJIEHMSI IPUYMHBI 3TUX U3MeHeHU. C 1esIblo yTOuHe-
Hus xapaktepa nopaxenusi HHC Heobxoaumo nmpoBene-
HUE MarHUTHO-PE30HAHCHOU ToMorpaduu Mo3ra.

XpoHuueckasi 3HIedanonaTus 4aile acCoLUupyeT-
Csl ¢ MUTOXOHIIpUATbHBIMU 3a00JIEBAHUSIMU U JIU30CO-
MaJIbHbIMU 00JI€3HSIMU HakoTuleHus1. Hannuue nuiieBoro

POCCUNCKWIA BECTHUIK NMEPUHATOJIONMU U MEANATPUN, 4(1), 2012




Jleonmvesa U.B. u coagm. [poGneMbl COBpeMEHHOI TMArHOCTUKU META0OIMIECKUX KapIMOMHUOTIATHit

nucMopdu3Ma  SBJISIETCS]  TTOKa3aHWEM K MCKITIOUEHUIO
MYKOITOJTMCaXapuI030B 1 IPYTUX JIN30COMATbHBIX 00JIe3-
Heli HakoTIeHUs. [1pu momo3peHn Ha MUTOXOHIPUATb-
Hble 0OJIC3HW TIPOBOIAT WX YIIYOJICHHYIO TUArHOCTHKY,
BKJTFOUAIONIYIO MBIIIICYHYO OUOTICUIO, OIIEHKY TTTUKOJIM3a
U OKUCJIUTEbHOTO (hochOpUIMpOBaHUS.

HepBHO-MBINIeYHbIe HAPYIICHHS B BUIE MBIIICUHON
c1aboCcTH, THWIIOTOHWH, MaHU(ECTUPYIOIIel ¢ paHHe-
TO BO3pacTa, W aTaKCUW SIBJISIOTCS OXHUM W3 IJIABHBIX
CHMIITOMOB, TIO3BOJISTIOIINX 3aTOI03PUTh BPOKICHHBIE
nedeKTsl 0OMeHa BellecTB. BakHO oIpenesiuTh Bo3pacT
BO3HUKHOBEHWSI HEPBHO-MBITIICUYHBIX PACCTPOICTB.

BpoxkneHHass TWIIOTOHUST IO TUIY CHMIITOMOKOM-
IJIeKCa BSIOTO peOeHKA MOXKET OBITh TICPBBIM ITPOSIBIIC-
Huem Oose3Hu [lomme. B aTtom ciyyae xapakTepHbIMU
CHUMIITOMaM¥ SIBJISTIOTCSI MaKpOTJIOCCHsI, KapAauoMera-
JIUs1, OBICTPOE Pa3BUTHE XPOHUUYECKOW CEpPIEYHON HENO-
cratouHocTU. XapakTepHbl M3MeHeHUs Ha OKI' B Bume
CHHIpOMa TPEdK3UTAIINN, BBICOKOAMITTUTYTHOTO QRS
KomIuiekca. 3abosneBaHre BepUbUIMPYETCS BbISIBICHU-
eM neduIMTa KUCI0 MaJTbTashl.

MyXCKOI TIOJI, HEUTPOIIEHWS], CUMMETPpUUYHAsT TH-
repTpoduveckasi KapAMOMUONATH, ITOBBIIICHHAS 2K-
CKpelrst 3-MeTWITITyTapOBOM KUCIOTHI Taf0T OCHOBAHUE
YCTaHOBWTH TWArHO3 cWHIpoMa bapta. Myraius reHa
IUCTpodWHA TTO3BOJISIET TUATHOCTHPOBATDH IIPOTPECCUPY-
I0111y10 MblIeUHY10 MUoaucTpoduio JdromeHa/bekkepa.

B npouecce nuddepeHiimanbHOl AMArHOCTUKUA Me-
TabOJIMYECKUX KapIUOMHOIIATU, COYETAIOIIMXCS C I'M-
ITOTOHWEW WJIM MBIIIIEYHON CJIa00CThIO, BO3HUKAIOIIUX
rrocsie 3 JIeT XKU3HU, BasKHO OIPENeSIUTh XapaKTep MUOTIa-
. [TpokcuMaibHast WIM TeHepan30BaHHAs MUOTIATHS
B COYCTAHWUM C TIOBBIIIICHUEM YPOBHS KpeaTHH(MOCHOKHU-
Ha3bl MeHee yeM B 10 pa3 mo cpaBHEHUIO ¢ HOPMOM Tpe-
OyeT mpoBeIeHUs JabOpaTOPHOTO0 CKPUHMHTA JIJIsI yTOY-
HEHMSI XapakTepa BpPOXICHHBIX HapyIIeHUH oOMeHa
BEIIIECTB.

[lpu noBblllIeHMM  TIOKazaTesnst  KpeaTuHdocho-
KuHa3bl O6osee yeM B 10 pa3 1Mo cpaBHEHUIO C HOPMOM
CleyeT WCKIIIOYaTh IIPOTPECCUPYIONIYI0 MBIIICYHYIO
nuctpobuto HiomeHa/bekkepa. XapakTepHbIMU CUM-
TITOMaMHM SIBJISIIOTCSI TIOPaKEHHWE TTPOKCUMATBHBIX OTIIe-
JIOB KOHEYHOCTel, IceBnorumepTpoduss muimir. [lep-
BUYHO-MBIIICYHBII TUIT TTOPAaKCHUST YCTaHABIUBACTCS
MpyY MpoBeIeHU U 2JieKTpoMuorpaduu. 3aboseBaHue Be-
pudUIIIpyeTCs BBISIBICHUEM MYTAIIMK TeHa TUCTPOhUHA
(noxanuzanus Xp21). IMopaxeHue cepaiia XapakKrepusy-
eTCsl CUMMETPUIHOM TUTIEPTPOMGUIECKON KapaIuOMHO-
TaTueil, OTMeJaroTcsl MpU3HaKW (Guodpo3a Tpencepamit
1 MUOKapauaJbHOTO (hrbdpo3a, MIIeMUIECKUEC M3MEHe-
HUSI B MMOKapie, yKopoueHue uHreppaia P — Q. Bos-
MOXHO Da3BUTHE MWJIATAIIMOHHOW KapIMOMMOITATUU.
YacTto BeTpevaroTes HapyIeHusI pUTMa 1 IPOBOIMMOCTH
(cuHApPOM CIabOCTH CHMHYCOBOTO y3J1a, aTPHMOBEHTPUKY-
JisipHas 610Kana), ymimHeHue uarepaia Q — 7, BBICOK
PUCK BHE3aITHOI CMEPTH.

MpbleyHast ¢1abocTh, JOKaIU30BaHHAs MTPeUMYIIE-
CTBEHHO B TUTEYaxX W ITEPOHEATBHBIX MBIIIIIIAX, SBIISETCS
BaXKHBIM TMarHOCTUIECKUM CMIITOMOM ITPOTPECCUpPYIO-
et MpleyHoit auctpopun dmepu — Jpeiidyca. Ipy-
TUMH XapaKTepPHBIMUA CUMIITOMaMU 3TOTO 3a00JIeBaHUS
SIBIISTIOTCST  KOHTPAKTYPBl CYCTaBOB, TYTOIOIBUKHOCTD
MBI IV, CUHIPOM PUTUAHOW cruHBL. [lopakeHue
cepia XapakTepu3yeTcss CUMMETPUYHON THIepTpohu-
YeCKON KapIuOMUOIIaTHel, KeTyIOUYKOBBIMU Taxua-
PUTMUSIMU, HAPYIICHUSIMU TTPOBOIMMOCTH, KJIallaHHOMN
nuchyHKIMer. Y nalureHTOB YacTo BOZHUKAIOT TPOMOO-
9MO0IMYeCcKHEe OCT0KHEHUS, BRICOKUI PUCK BHE3AIMHOI
CMEpTU OOYCJIOBJIEH Pa3BUTHUEM XETYIOUYKOBBIX Taxua-
PUTMUI.

ATakcus SBJISICTCS BaXKHBIM 3KCTpaKapIUabHBIM
CHMITTOMOM METa0OTMYECKUX KapAWMOMUOIATHi. B Tom
YHUCJIe OHA CIYXWT XapaKTePHBIM TPU3HAKOM TICPOK-
cucoMHBbIX (Oosie3Hb Pedcyma) M MUTOXOHIPUATBHBIX
3aboseBaHuii. [1pu 6osnesnu Pedeyma atakcusi couera-
eTcs ¢ muornarueil. JlaHHbIe M3MEHEHMSI CBSI3aHbI C XPO-
HUYecKoi nojuHeiponarueii.. Kpome toro, y 60JbHBIX
HaOJIoIaeTCsT MUTMEHTHBIM PETUHUT, WXTUO3, TJIyXOTa.
OTmeuaeTcsT TIopakeHre cepiiia B BUIE CUMMETPUIHOM
TUTePTPOOUUIECKON KapIMOMHMOITATUH, YacTO BCTpeda-
JOTCST HapyllleHWs] pUTMa W ITPOBOAMMOCTH, YIUTMHCHUE
uHTtepBaja Q — T. B KkpoBu onpenesieTcs: BRICOKUA ypo-
BEHb (PUTAaHOBOU KUCITOTHI. [1pr MUTOXOHAPUATBHOM TTa-
TOJIOTUM HEPEAKO aTaKCUs COYETAETCsl C HapyLIEHUSIMU
Cep/ieYHOl MTPOBOJAMMOCTH, PAa3BUTUEM IOJHON aTpuo-
BEHTPUKYJISIPHOW OJIOKaabl; OCOOEHHO 3TO XapaKTepHO
st cunapoma Keprea — Ceiipa.

ATakcusl TakKe SIBJISIETCSI OCHOBHBIM KIIMHUYECKUM
cuMrnitomMoM atakenu @punpeiixa. 3aboeBaHUE OTIIN-
YaeTcsl MBIIICYHON CJ1a00CThIO, KU(POCKOINO30M, AU3-
apTpuel, aToIoThell 3pUTeIbHBIX HepBOB. [TopakeHue
cepilla XapaKTepu3yeTcsl aCUMMETPUYHON TUIEepTpO-
¢uyeckoii kapauoMuoIaTueil, HepeaKo ¢ 00CTpyKIMei
BBIXOJHOTO TpPaKTa JIEBOTO KEJYIOYKa, HapyIICHUSMHU
pUTMa 1 IIPOBOAMMOCTH, yIUTMHEHNeM nHTepBaia Q — 7.

CoueraHue KapIMOMHONATHH ¥ OOMEHHBIX HADPYLICHUIA.
OCHOBHBIMHU OTKJIOHCHMSIMU B OMOXMMHMYECKHX TTOKa3a-
TEJIAX y TAIMEHTOB C METabOIMUECKUMK KapaIuoMHOIIa-
TUSIMH, TPEOYIOIITMMU YTOUHEHWSI WX IeHe3a, SIBIISIIOTCS
TUTTOTJIMKEMMUSI, METAaOOIMYECKUI alnua03, 1e(eKThl 00-
MEHa XXUPHBIX KUCIIOT.

Tnmormkemus, Kak TIpaBIJIO, BOSHUKACT B pe3yJIbTaTe
Hea(GhEeKTUBHOTO MeTadoJu3Ma KUPOB. YPOBEHb KETO-
HOBBIX TeJ SIBJISIETCS] BAXKHBIM T depeHIInaTbHO-T1ar-
HOCTUYECKUM MapkepoM. [Ijist yTOuHeHUsI reHe3a KOMOU-
HaIM¥ TUTIOTIMKEMUY C HU3KUM WJIA BHICOKUM YPOBHEM
KETOHOB 00JIbIIIOE 3HAUEHUE UMEET OIpe/Ie/IeHUE COMyT-
CTBYIOIIIETO YPOBHST MHCYJIWHA, XKUPHBIX KUCIIOT, KApHU-
TUHA U €T0 coeauHeHui (puc. 1).

KoMmOWHaIMsT TUITOTIMKEMUHW C HU3KUM YPOBHEM
KETOHOB (TUITOKETOHEMMYECKAsl TUITOTTMKEMHSI) XapaK-
TepHA [UISI HAPYIICHWS] METaboMM3Ma XUPHBIX KHUCIOT
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P uc. I . A.]'[I‘Opl(lTM JUATHOCTUKHU METa00IMYECKUX KapauoMuo-
l'laTPlﬁ, ACCOLIMMPOBAHHBIX C TUNONTMKEMUEH.

@ Bbicokuit ypoBeHb

1 HU3KOTO YPOBHS KapHUTHUHA. [IpUUMHBI TrUmnoriuke-
MUU NpU AebULIUTE KAPHUTUHA MOJTHOCTbIO HE BbISICHE-
Hbl. [Ipennosaraercst nBa MexaHusma: 1) monaBieHue
MPOLIECCOB TJIIOKOHEOreHe3a U KeToreHesa; 2) ycujaeHue
YTUJIM3ALMU TJI0KO3bI TPU HAPYIIEHUU OKUCJIEHUST XKUP-
HbBIX KUCJIOT.

ITpu runoKeToHeMUYECKO! TUMONIUKEMUU JIJIsT yTOU-
HEHUsI [rMarHo3a OoJiblIoe 3HAYEHWEe MMEET oMperesie-
HUE aAlWJIKAPHUTUHOBOTO MpPOodusi, TMKapOOKCUIbHOM
alUIypun, YpOBHsI KapHUTHMHA. OTCYTCTBME BbICOKON
9KCKpeMU TMKApOOKCUIbHBIX KUCJIOT YKa3bIBAET HA Ha-
pylIeHHe TpaHCMEMOPAHHOIO TPAHCHOPTa KUPHBIX
KHUCJIOT, YTO MOXET HaOJI0AaThCsl MPU CUCTEMHOM Jie-
(uuvre KapHUTUHA, AebUIIUTE KAPHUTUH-TTATBMUTOUI-
tpaHcdepasbl II. CHUXXeHUe YpOBHSI KApHUTUHA MeHee
10 MKMOJIb/JT MOXKET yKa3bIBaTh HA CUCTEMHbIN 1e(pUIIAT
KapHuTHHA. [lpu BbISIBIEHUM AUMKApPOOKCWIIBHOM allu-
ypur BeposITeH JedeKT -OKUCIEHUST XUPHBIX KUCIOT.
Bricokuii ypoBeHb MHCYJIMHA U HU3KOE COJePKaHUE CBO-
OOJHBIX >KUPHBIX KUCJIOT CBUIAETEIbCTBYIOT O TMIEPUH-
CYJIMHEMUYECKOM CTaTyce, KOTOPbI MOXET BCTPEUaThCsI
npu cuaapome bexkButa — Bunemana, MetaboanyecKkoM
CUHIIpOME, Y JIeTeli MaTepeli ¢ caxapHbIM TUA0ETOM.

ITpu KOMOMHALMKU ~ TUMOTIMKEMUU  C YMEPEHHbBIM
WY BBICOKUM YPOBHEM KETOHOB HEOOXOAMMO OIpele-
JIEHUE CONlepKaHUs allUJIKAPHUTUHOB B KPOBU U OpraHu-
YECKUX KUCJIOT B MOYE ISl UCKJIIOUEHUSI OPraHUYeCKUX
alMIEMUii, B IIEPBYIO O4Yepe/ib, MPOMUOHOBON U METUJI-
MaJIOHOBOM aliaeMUIiA.

Hapyuienus MeTa00m3mMa JKUPHbIX KHCJIOT MOTYT BO3-
HUKAThb BCJIEJACTBUE HapylLIeHUsI TpaHCIOpPTa KapHUTH-
Ha, allWIKAPHUTUHOB WU fe(eKTa OKUCIECHUS XKUPHBIX
KUCJIOT U SIBJISIIOTCSI YaCTOW MPUUYMHON METab0IMYECKUX
KapIMOMUOIATUI, OCOOEHHO AMIATallMOHHOW Kapauo-
muonatuu. HeoTbeMeMbIM yYaCTHUKOM TpaHCMEM-
OpaHHOTO MepeHoca XKUPHBIX KUCIOT SIBJSIETCSI KapHU-
TUH  (B-TUAPOKCU-Y-aMUHOTPUMETUIAMUHOMACIISIHAS
KHUCJI0Ta), KOTOpbI obecrieynBaeT oOpa3oBaHUE allWI-
KaApHUTUHOB C JUIMHHOW YIJIEPOJHON 1IeMblO, TpaH-
CIIOPTUPYEMbIX B MaTpuKCc MUTOXOHApuil. Hapyienus
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TpaHCMOPTa KAPHUTUHA MOTYT ObITb OOYCJIOBJIEHBI e(u-
LIMTOM KapHUTHHA WJIW HEIOCTATOYHOCTbIO (DEPMEHTOB,
YUYACTBYIOIIMX B [EPEHOCE COEJAMHEHUN KapHUTUHA ye-
pe3 MUTOXOHIpUaibHble MEMOpPaHbl. BblAeasI0T reHeTn-
YECKHU JETEPMUHUPOBAHHBIN MEPBUYHbINA (CUCTEMHBIi)
MeUITUT KapHUTWHA W BTOPWYHBIN NeUIINT, CBSI3aH-
HbIi ¢ feheKTaMu OKUCIEHUST XXUPHBIX KHUCJIOT, OpraHu-
YECKUMMU allMAEMUSIMU, PSIIOM COMAaTUYECKUX 3a00J1eBa-
HUI U MMaToJIOrMYecKuX coctosiuuii [13, 14].

CucrteMHbIit 1eOUIIUT KAPHUTUHA O0YCIOBJIEH MyTa-
uueit rena SLC22A45 (nokanusauus 5q31.1), npoaykToM
KOTOPOTO SIBJISIETCSl O€J0K — TpaHCIOpTEp OpraHuye-
CKHX KaTMOHOB (organic cation transporter 2 — OCTN?2),
obecrieunBalOUIMii TPAaHCIOPT KapHUTUHA. Pe3ynsraTom
reHHoro nedexra sBisieTcsl A1eULUUT KApHUTUHA B KPO-
BU M TKaHsX. 3abojieBaHUE HACJEAYETCsl MO aQyTOCOMHO-
peueccuBHOMY Tumy. [1pu romo3urotHoit opme cpoku
MaHudecTauu 6oyie3Hu OoT 1 Mec 10 7 JieT (B cpeaHeM
2roma) [14—16]. ¥ meteit paHHero Bo3pacta OCHOBHOE
MpOsIBJIEHUE — TUIIOKETOTUYECKAs] TUMOTIMKEMUYECKast
sHuedaonatus (BsUIOCTb, COHJIUBOCTb, IOBTOPHAsI PBO-
Ta), UMewIIas MpUCTyroodpasHoe TeuyeHue. Bo Bpems
TUIOTJIMKEMUYECKOTO KpHu3a BO3HMKAIOT oOuiasi cia-
00CTb, TAXUKapAUSs, LiepedpasibHast AMCHYHKIUS (TTOBbI-
LIEHHAas1 BO30OYAMMOCTb, Pa3ApPaKUTEJIbHOCTD).

JleTu ¢ cucTeMHbIM 1eUIUTOM KapHUTUHA OTCTAIOT
B (pu3MueckoM U MOTOPHOM pPa3BUTUHU, 4acTO OOJEIOT
WHTEPKYPPEHTHBIMU 3200J1€BaHUSIMU. XapaKTepHa IOo-
JIMOpraHHasl MaToJorusl B BUJE TernaTtoMerainuu, cTeaTto-
3a, HapylIeHU KeJyJoYHO-KMIIEYHOro TpakTa (0osu
B XMBOTe, auMapes), CKeJETHOW MUOMNaTuu (MblLIEYHAasI
cnabocthb, rurnotoHust), uameHenuit B LIHC (Bsioctb,
9HI1edaronarusi, Koma), cuHapoma Peiie. Y 00abHBIX
cTaplliero Bo3pacta TOMUHUPYIOT MPU3HAKU CKEJIETHOM
MMOMATUU U MOPAXKEHUsI MUOKap/a.

Kapnunommoriatust passuBaetcs B 30—40% ciydaes
cucteMHoro aedunura KapHutuHa. CepreuHble MposiB-
JIEHUSI MOTYT BBICTYIATh U30JIUPOBAHHO WJIA COYETATHCS
C IPYTUMU CUMIITOMaMM, OOBIYHO MUOTIATHECH WJIU TTe-
yeHouHo# aHuedanonarueit [17, 18]. [NepBbie npusHa-
KW KapaIMOMMONaTUU TOSIBJISIIOTCSl B Bo3pacte 3—5 Mec,
U TIPY OTCYTCTBUU 3aMECTUTENIbHON Tepanuu 3adoseBa-
HUE UMEEeT TUI0X0i MporHo3. [1pu oTcyTCTBUM MMIOTIU-
KEMUM WM 3HLehaTonaTu AeTu UMEIOT HOPMalbHOE
YMCTBEHHOE pPa3BUTHE, Y HUX OTCYTCTBYIOT Kakue-J10o
HEBPOJOTrMYeCKre OTKJIOHEHHMUS.

BaxxHbiM TpU3HaKOM OOJIe3HU SBJISIETCS HM3Kas
npubaBka Macchl Teja, pacllUpeHue TPaHull OTHOCU-
TEJbHON CepACUHON TYMOCTH, BbICIYLIUBAECTCS TIyXOCTh
CeplIeYHbIX TOHOB, pPUTMA Trajiona, CUCTOJIMYECKU 1IyM
OTHOCUTEJIbHOM HEeIO0CTATOYHOCTU KJIAMaHHOTO arma-
pata XeJylI04uKoB, pexe NUaCTOJIMYECKHUid 1IyM, aKIeHT
II Tona Hanm jeroyHoit aprepueit, taxurnHod. [lpusHa-
KW CEepAeYHON HEeIOCTATOYHOCTU MPOSIBISIIOTCSI PaHo:
ONbIIIKA B IOKOE, TaXUKapAusl, YBEJIMYEHUE pPa3MEpOB
rneyeHu, oteKu. CUMNOTOMBI CEpACYHON HENOCTATOYHO-

POCCUNCKWIA BECTHUIK NMEPUHATOJIONMU U MEANATPUN, 4(1), 2012




Jleonmvesa U.B. u coagm. [poGneMbl COBpeMEHHOI TMArHOCTUKU META0OIMIECKUX KapIMOMHUOTIATHit

CTM MOTYT MAacKUpPOBATb MbILIEYHYIO TUIIOTOHUIO [19].
TpaguimoHHOE JIeYEHWE CEePACYHBIMU TIIMKO3UIAMU
1 MOYETOHHBIMM cpeacTBaMMu  MajoaddexkTuBHo [20].
TpomOOSMOOIMYECKME  OCIOXHEHUSI  HaOJII0JAI0TCs
y20—25% mamueHToB. YacTo BO3HUKAIOT HapYIICHUS
CEpICYHOTO PUTMA, TIPENCEPIHBIC WM KeTyIOUYKOBBIE
APUTMHM, YTO KOCBEHHO CBUIETEIBCTBYET 00 OTIIOXE-
HUW JIUTTAIHBIX JeMOo3uTOB B Muokapae [21]. B 10—-20%
ciTydaeB BO3MOKHA TPaAaH3UTOpPHAsI OpamuKapans, BITIOTh
IO ACUCTOJIMH, YTO B HEKOTOPBIX CIIyJasiX MOXET ITPUBe-
CTH K BHE3aITHOU cMepTu pebeHKa. TpurrepHbIM akTo-
POM SIBJISIETCS] TUTIOTJTMKEMUST.

Ha OKI' onpenensiercss BBICOKUIA BOJIBTaXX KOM-
miekcoB QRS 3acuerT KOMIIEHCATOPHOI Turneptpoduu
CyO3MMKapaUaIbHBIX CJIOeB MuoKaprma. O0s13aTeTbHBIM
TIPU3HAKOM SIBJISTIOTCST CMellleHue cerMeHTa ST Himke
M30JIMHUN B CTAHIAPTHBIX U JICBBIX TPYIHBIX OTBEICHMUSIX,
OTPULIATESIBHBIN 3y0ell 7' B 3TUX OTBEACHMSIX, CUMITTOMBI
TUIEePTPOGdUN JICBOTO XKeTynouyKa, JIEBOTO ITPEICEPIUS.
CrienmmbWIHBIM TPU3HAKOM KaPHUTHHOBOU KapINOMMO-
MaTuy (BCJCICTBUEC HEIOCTATOYHOCTY KapHUTWHA) STBJISI-
JOTCSI «TUTAHTCKUE» 3yOLbl 7, MPEeBHIIIAIONINE 110 BEJIU-
4yrHe 3ybell R Xeayn1oukoBOro komiuiekca (puc. 2).

Puc. 2. DnexrpoxapanorpaMma npyu KapHUTHHOBOMH KAPAHOMH-
onaTHH: «TUTaHTCcKue» 3yomp T.

PenTreHonornyecku omnpenensieTcs: KapauoMeraiusi,
MPEUMYILIECTBEHHO 32 CUET YBEJIMUEHMUS JIEBOTO XKeJya0U-
Ka W JIeBOTO Mpeacepausi. Dxokapauorpadust BbIsIBISIET
pe3koe cHuXeHue ¢pakiui BbIOpoca, 3HAUMTEIbHYIO
JNUAJATAlMIO JIEBOTO KeJydouKa W JIEBOro Mpencepaus,
TUITOKMHE3 MEXCOKEYI0UKOBOI MEPeropoiku, CMELIEHUE
MUTPAJIBHOTO KJIalaHa K 3aHell CTEHKU JIEBOTO XKeJy-
JIOYKa, YIJOTHEHUE 9X0-CUTHAIA OT dHI0KApAa.

Y reTepo3UroTHbIX ~ HOCUTENE  MyTalMu  TreHa
SLC22A5 KapHUTUHOBASI HEAOCTATOYHOCTb MOXET IMPO-
SIBUThCSI B 00JIee CTapilieM Bo3pacTe TUrnepTpodruyecKoi
KapIMOMUOIATUEH, UTO COUETAETCSI C HU3KUM YPOBHEM
CBOOOJHOTO KAPHUTHHA B KPOBU MPU pOXACHUHU [22].

JlabopaTopHble TpU3HAKM CUCTEMHOTO Jeduiiu-
Ta KapHUTWUHA: HU3KUI YpOBEHb KAapHUTHHA B TKAHSX
(reyeHu, Mbllax); MPUCTYNbl TUIIOTJIMKEMUM, HE CO-
MPOBOXIAIONIMECS KETO30M; MOBBIIIEHUE AKTUBHOCTU
TpaHCaMMHAa3, YPOBHSI aMMHUaka B KPOBM; TMIIOXPOM-

Hasl aHEeMUS. YPOBEHb CBOOOMHOTO KapHUTHUHA B KPOBU
00BIYHO CHUXKEH, HO MOXKET ObITh HOpMaJIbHBIM. [1pu uc-
cJielIOBaHUU METOIOM TaHJEMHOI MacC-CMeKTPOMETPUU
cofepxkaHue cBoOomHoro kapHuthHa <10 MKMOIb/J,
CYMMAapHBIX allWIKapHUTHHOB <5 MKMOJIb/J. B seiiko-
mTax, hudpobdiacTax u KIeTKax APYTUX TKaHel CHIKeH
3axBaT KapHUTHHA (0Koio 3% oT HopMBl). [loBbImIcHA
ToYeYHasl 3KCKpelnsl KapHUTHHA, COIEpPXKaHWe IUKap-
OOKCUJIbHBIX KUCJIOT B MOYE HOPMAJIbHOE, YTO CIYXUT
kputepreM nuddepeHIIMaTbHON TUAaTHOCTUKUA OT Je-
(heKTOB B-OKHMCICHUS XKUPHBIX KUCIIOT.

Hamu nHabmopancs peGeHoK, CTpajaBIIUi MepBUY-
HBIM CUCTEeMHBIM Ae(UIINTOM KapHUTHHA. B PO nnarHos
OBUT YCTAHOBJICH BIICPBBIC W ITONTBEPKICH BBISIBJICHUEM
mytauuu reHa SLC22A5 (LleHTp MoJieKyJISIpHOW TeHe-
tuku, npod. A.B. Ilossgkos). 3aboseBaHue MajbuvKa
MepBOHAYATBHO PACLEHUBAIOCh KaK MUOKAPIUT C MPO-
TPECCUPYIONINM TeUCHUEM W HECTOMKUM 3(hheKToM ITpo-
TUBOBOCMAJIUTENBHOTO JieueHusl. LleneHanpasieHHast te-
panusi ¢ BKJIIOUEHMEM MpernapaTa aJbkap B g03e 50 Mr/kr
B CYTKM TIpMBeJia K BBIPaKCHHOMY YJIYYIIICHUIO CAMOYYB-
CTBUSI U COCTOSIHUS peOeHKa: B TeueHue 2 JIET MPOU30LI-
Jla HopMasIM3alMsl ToKaszaTesiell (pu3nueckoro pa3BuTUst
1 BHYTPEHHUX OpraHos [23].

ITpu MbllieyHoO#l  ¢opme mepBUYHOrO  AebUlIU-
Ta KapHUTUMHA 3a0ojieBaHME OOBIYHO MaHUdecTUpyeT
Ha II—III nekane *XM3HM, HO MHOT/IA U HA IEPBOM TOMIY
ku3Hu. [laTtonorusi xapakrepusyercsi MeJIEHHO Mpo-
IrpecCUpyIolleil MbILIEYHON C1ab0CTbIO, PA3BUTUEM Kap-
JNMOMUOIIATUU U CepJeYHON HEAOCTAaTOYHOCTU Ha MO3/-
HUX cTaausix 6071e3HU. XapaKTepHO HU3KOE COAepKaHUe
KapHUTHHA B MBIIIICYHOW TKaHW TIPU HOPMAaTbHOM yPOB-
He B KPOBU U IpYrux opraHax [14].

Huskue 3HaueHust 0011ero M cBOOOIHOTO KapHUTH-
Ha, TIOBBIIICHUE CONEPKaHUS OTICTBbHBIX allVUIKAapHUTH-
HOB TIPEXKIE BCETO YKA3bIBAIOT HAa BO3MOXHBIN TeHUIIAT
anmin- KoA-gerunporeHas, yq9acTBYIOIINX B MUTOXOHIPH-
ATHHOM [3-OKWMCICHUN KUPHBIX KUCIIOT C Pa3TMIHOMN UTH -
HOI1 YrJIepoaHO 1ienu U obecrneynBaouux ooOpazoBaHue
anetusi-KoA, koTopslit moctynaer B uuki Kpedca [24—
27]. 3aboneBaHUsI HACEAYIOTCS ayTOCOMHO-PELEeCCUB-
HO, OTJINYAIOTCSI BBICOKOM JIETAIbHOCTbIO, UMEIOT MYJIb-
TUCUCTEMHBIN xapaktep c¢ nopaxenuem LIHC, neueHu
(reraromeraiusi, CTeaTo3 MeYEHU, TenaToLe/TIOISIPHbII
HEKpPO3), cepiia, MBI, HHOTIA CTPaTaeT OpraH 3peHUs
(MUrMeHTHbI peTUHUT). OTMeyYaloTcsl MPUCTYIbI T0-
BTOPHOI PBOTHI, TMTIOTOHUSI, MBIIIIEYHAs! CJIA0OCTh, OOJTb
B MbILIAX (MHOTAA PabaOMUOIN3). YXYllIEHUE COCTOSI-
HUS TIPOBOLIMPYETCS (PUZNICCKUMHU YITPAXKHEHUSIMU, TO-
JIomaHueM, TIPUCOeTMHEHNUEM MHMEKITNY, BO3ICHCTBIEM
HU3KUX TEMIIEPaTyp.

Habmiopgaercss mopaxeHue cepiua IO TUIY TUIIe-
TporyecKoir KapIUOMUOTIATUM B COYCTAHUM CO CHU-
JKEHHOM KOHTPaKTUJIbHON criocobHocThio. Kpome Toro,
OTMEYAIOTCs KeJyIOYKOBbIE TaxUapUTMUU, OOYCIOB-
JICHHBIC apUTMOTEHHBIM JICHCTBUEM HaKaILTABAIOIITUXCS
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JUTMHHOIICTIOYEYHBIX allMJIbHBIX pamuKaioB. Bo Bpems
TMTOTJIMKEMUYECKOW KOMBI BO3MOXXHO BO3HUKHOBCHUE
ACUCTOJINM U BHE3aITHOU cMepTH. [1o cpokaM MosTBICHUST
TIEPBBIX MPU3HAKOB OOBIYHO BBIACISIOT HEOHATATBHYIO
(HauboJtee TSKEyI0), IETCKYIO U TTO3IHIOI (hOPMBI.

MeTtabonuyeckue 0COOEHHOCTU nedeKkToB
[B-OKUCIIEHUST KUPHBIX KUCJIOT: HEKETOTHUYECKas TUITOTIIN -
KEeMMsI, METabOJIMIeCKUI allnI03, TIOBBIIIIEHNE KOHIICH-
TpalWH JIAKTaTa B KPOBHU, aKTMBHOCTH KpeaTHH(MOCHOKM-
Ha3bl, TpaHCAMUHA3, MHOTIA YPOBHS aMMUaKa, CHIDKEHUE
cofepkaHus KapHUTHHA. CrielM(pUIHBIM JTab0paTOPHBIM
nmuddepeHITMATEHO-TUATHOCTUYECKIM TTPU3HAKOM STBJISI-
eTCsT HAaKOTUICHUE OTIPEeNIeICHHBIX allVJIKAPHUTUHOB ¥ BbI-
COKasl 3KCKpeIWs TUKapOOKCWIBHBIX KHUCJIOT C pa3HOM
JUTMHON TIeTTA B 3aBUCHMOCTU OT KOHKPETHOTO (DepMEeHT-
Horo nedexra. Jlyist BepuduKaluy auMarHosza TpedyeTcst
MOJICKYJISIPHO-TeHeTUIeCKast TUarHOCTHKA.

[Tpu HeKeTOTUYECKOI TUTIOTTTMKEMUH, HU3KOM YPOBHE
CBOOOIHOTO KapHWTWHA, HO OTCYTCTBUU TUKApOOKCUITb-
HOM aluaypu HEOOXOIWMO, BYACTHOCTH, WMCKITIOYATh
nedekT kKapHuTUHNATbLMUTOWITpaHGepasbl 11. Haubonee
HeOJIaronpusiTHasE HeoHaTallbHast (opMa 3a0oseBaHUs
XapakTepu3yeTcss MaHUbeCTaIueil ¢ epBbIX THEH XKW3-
HU, TIPOTPECCUPYIONIMM TEYCHUEM, OYEHBb TSKEIBIM CO-
CTOSTHMEM JIeTell W IUIOXMM TIporHo3oM. HabGmomatoTcst
TUITOTEPMMSI, JICTAPTHUSI, CYIOPOTH, TUIIOTOHMSI, THUIIEp-
pedrekcrst, reraToMeraTus, TlodeTHast HeIOCTaTOIHOCTb.
[TopaxkeHue cepiiia MPOSIBIISIETCS C POXKICHUS B BUJIE TH-
TepTpodrr JICBOTO KEJYITOYKa VI OMBEHTPUKYIISIPHOMN
TANePTPOOUH, KapIUOMETATMH C HU3KON COKPaTUTEh-
HOIi CIOCOOHOCTBIO. B O0/bLIMHCTBE CilyyaeB PerucTpu-
PYIOTCS XeJIyIOYKOBbIE HapyllleHus: putMa cepaua [28].
XapakTepHO HaKOIUICHWE JMITMIOB Bcepmie. B romas-
M€ ¥ TKaHSIX TIOBBIIICHO CONEpKaHWE alMIKapHUTUHOB
C IWIMHHOM yriepoaHoii uemnbio (C , C,).

Takum obpaszoM, obcienoBaHUIO Ha 1eheKThbl TPAHCIOP-
Ta W OKWCJICHUST JKUPHBIX KHUCJIOT TIOIUIEKAT NETH PAaHHETO
BO3pacTa C KapIMOMMOIIATHASIMU, HapyllIeHUeM PUTMa Cep-
Iilia, TIOBTOPHOI pBoTOii, mopaxenreM LHTHC (MbrieyHast
TUTIOTOHWSI, BSTIOCTh, COHJIUBOCTD, JICTAPTHST) U TICUCHMU.

MeTabommuecKuii aiIo3 STBIISICTCSI €ITIe OHUM BaKHBIM
JTAOOPaTOPHBIM MapKepoM MEeTabOIIMIECKMX KapIuoMHUO-
ratuit. [l yTOUHeHUsT TTPUIMHBI METabOIMIECKOTO allv-
J103a HEOOXOIMMO OTIPENIEIISITh YPOBEHb JIaKTaTa M IpyBaTta
B KpoBu. Harmprmep, MOBBIIIICHNE YPOBHST JIaKTaTa M IIMpPY-
BaTa XxapakTepHo [uisi cuHapoMa bapra (6osetoT rpenmyiiie-
CTBCHHO MaJIbUMKH, HAOIOIACTCS HEUTPOIICHUSI, BRICOKAsI
SKCKpelUsl 3-METUJINIyTaAKOHOBOI KucioThl). CoueTtaHue
VHIYIIMPOBAHHOTO (DU3MUYECKOM Harpy3KOil JlaKTaT-ariu-
1032 ¥ BPOXKIICHHON KaTapaKThl — TIPOSIBIICHUST CHHIPOMA
Cenrepca. Bbicokuii ypoBeHb JlaKTaTa, KETOHOB, MOYEBOI
KWMCJIOTHl B COYETAHUM C TUTIONIMKEMIEH, TeraToMeraieit
TpeOyeT MCKITFOYCHUS TJIMKOTeHO30B. [1pn MeTabommaeckoM
aIyI03¢ B KOMOWHAIIMY C HU3KAM YPOBHEM KETOHOB, BBICO-

KAPAUNoJiorns

KUM CONIEpXKaHUEM KUPHbIX KUCOT (MU allIKAPHUTUHOB)
HEOOXOIMMO UCKITIOYaTh Ae(heKTbl 0OMEHA XKUPHBIX KUCIIOT.
BbipaxeHHbI JIaKTaT-allua03 — BaXKHbI KpUTepuii
JNIMArHOCTUKUA MUTOXOHIPUATIbHBIX 3a00JIEBAaHUI, KOTOPbIE
XapaKTepU3YyIOTCsl MOJMOPTaHHOCTbIO MOPAKEHUSsI, MPOSIB-
JISIIOTCS B TIEPBYIO OU€PE/Ib MOPAKEHUEM CKEJIETHBIX MbILIILL
U ceplilia, BOBJIEUEHWEM B MATOJOTMYECKUIA TTPOLIECC APY-
IMX OpraHoOB W TKaHel (Mo3ra, Me4eHu, Movek), YTo Mpu-
BOJIUT K TETEPOreHHON KIMHUYECKOI KapTuHe. OnucaHbl
KapAMOMUOIATUM MPU TUITMYHBIX MUTOXOHIPUATIbHBIX 3a-
ooneanusix: cuHapomax MERRF [29], MELAS [30], Kep-
Hca — Ceiipa [12], MuToxoHApUabHON MuonaTuu [31].
ITpu NOCTOSIHHOM JIaKTaT-aluA03€ /151 yTOYHEHUsT Juar-
HO3a HEOOXOIMMO MPOBEIeHE OUOTICUM CKEIETHOM MbIII-
1Ibl C MPUMEHEHNEM CBETOBOM, 2JIEKTPOHHON MUKPOCKO-
MUU, TUCTOXUMUYECKOro uccienoBaHus (dbeHomeH RRE
HapylIeHUs CTPYKTYpPbl MUTOXOHPUIA), a TAKXKE PEKOMEH-
JTyeTCs1 MOJIEKYJISIPHO-T€HETUUECKUI aHATN3 MUTOXOHIPU-
anbHol JAIHK u renos snepnoii JTHK, koHTponupyommx
(YHKIIMIO AbIXaTebHON LIeTNH, MPOLECChl OKUCIUTETbHO-
ro dochopunrpoBaHus u 1p. Eciu aimmo3 HOCUT TpaH3U-
TOPHBIA XapakTep, TO CAEAyeT MCKII0YaTh UILIEMUYECKUe
U3MEeHEeHUs1 MMoKap/a Ha (poHe HapylIeHHOM nepdy3uu.

3AK/IIOYEHUE

Takum o00pa3oM, KapaMOMHUONATUU — TeTepPOreHHasl
rpyrmna 3a00/eBaHUiA CepIeYHO-COCYIUCTON CUCTEMBI, Cpe-
1 KOTOPbIX METa0OIMYeCKUe KapIUOMHUOMATUM COCTaB-
ot 15%. TlpuumHaMu MeTaboIMIecKX KapIuoOMKOIIa-
TUI SIBJISIIOTCSI BPOXKJ/IEHHBIE HapylIeHUsI OOMEHa BELEeCTB
WU HapyLeHUs1 GYHKIMKM opraHesul KiieTKu. CBoeBpeMeH-
Hasl IMarHoCTMKa MeTabOIMYeCKUX KapIMOMUONATUA JaeT
BO3MOXHOCTb B JIOTIOJTHEHHE K TPAIULIMOHHON Tepanuu
CEepIIEYHOI HEeJOCTATOYHOCTU MPOBOAWTH CrieludUIecKoe
JieyeHue, HamnpaBleHHOE Ha KOPPEKIIMI0 METa0oIMYecKUX
PACCTPONCTB, UTO YJTy4llIAET MPOTHO3 TEUEHMsI 3a00I€BAHMSI.

JrarHocTrKa MeTaboJnYecKUX KapAuoMMoNaThii mo-
MUMO TPaIULIMOHHBIX METOJOB UCCIENOBaHUS (3XOKap-
nuorpaduu u snekTpokaparorpadum) 10kHa OCHOBBI-
BaTbCsl HA BBISIBJICHUM XapaKTePHbBIX 9KCTpaKapAUaIbHbIX
1 1ab0paTopHbIX MapKepoB. OCHOBHBIMU KIMHUYECKUMU
9KCTpaKapAUIbHBIMU CUMITOMaMU, [O3BOJISIIOIIUMU
JNIMarHOCTUPOBATh MeTaboIMuecKue KapauOMUOIATUM,
SIBJISIIOTCSI HEPBHO-MBbILLIEUHbIE HAPYILIEHUsT (MbILIEUHAsI
TUIIOTOHMSI, aTaKCUsl) U 9HIIeaionaTusi. YCOBEepIIEHCT-
BOBAaHMUIO J1aOOPATOPHOU TMArHOCTUKKA META00TNYECKUX
KapaIuoMUonaTuii Oyaer crnocodcTBoBaTh OoJjiee IUPO-
KO€ BHEIPEHUE B KIMHUYECKYIO MPAKTUKY TaHIEMHOI
Macc-CIEeKTPOMETPUU C OLIEHKOW alWJIKAaPHUTUHOBOTO
npoduisi, razoBoil xpomarorpaduu s AMAarHOCTUKU
HapylIeHU oOMeHa XUPHBIX KUCIOT, CBETOBOI U 2JIeK-
TPOHHOW OUMOINCUM CKEJETHBIX MBILLILL ISl TUarHOCTUKU
MUTOXOHAPUATIbHBIX KAPAUOMUOTATHIA.
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