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Pe3ynbTaTbl U NepcneKTuBbl UCMOJIb3OBaHUA
CpencTB 3HEepProTponHOu Tepanuu B neguaTpumn
Ha npumepe L-KapHUTUHA

JI.A.BanbikoBa

MopnoBckuii rocynapcTBeHHbIV yHUBepcUTeT, CapaHck

0O630p nuTepaTypbl NOCBALLEH MPUMEHEHUO L-kKapHUTUHa B negmatpuyeckon npaktuke. O6CyXAatTca HekoTopble TpaauLum-
OHHble N BHOBb YCTAHOBMEHHbIE acMeKTbl MEXaHN3Ma ero TepaneBTMHeckoro aenctaus. MpreeaeHsl CBeAEHUs O PONn KapHu-
TWHa B npoLeccax 3HeproobMeHa, MexaHM3Me PasBUTUSA U KIIMHUYECKUX NMPOSIBNEHUAX KApHUTUHOBOW HepgocTaTo4HocTu. O6-
CY>X[aeTCs KNMHNYECKMI ONbIT NPUMeHEeHNs L-kapH1UTMHA npy 3a6onesaHnsax nepnoaa HOBOPOXAEHHOCTU (0OCOBEHHO y Hefo-
HOLLIEHHbIX AeTeNn), NePBUYHBIX U BTOPUYHBIX MUTOXOHAPUANBHBIX 6ONE3HSX, XPOHUYECKMX HedponaTusx, 60/1e3HAX CUCTEMBI
KpoBOoOGpaLLeHVs (MAMoNaTU4eCcKnX 1 cneumduyecknx KapamoMmonaTusx, HapyLLeHUaX cepaeqHoro puTMa 1 BereTo-cocyam-
cTov gucToHun). MpuBoaATcs pedynbTaTbl COOCTBEHHbIX MCCMEAOBAHNI NO UCMONMb30BaHMIO L-KapHUTUHA Y OeTen ¢ HapyLUeHn-
MU CepAe4HOro puTMa 1 NPOBOAMMOCTU 1 Y AeTeli-cnoptcMeHoB. O60CHOBbLIBAETCH LieNecoobpas3HOCTb Ha3HauYeHus L-kapHu-
TUHA MPW NOBbILLEHHbLIX PUNYHECKMX U AMOLMOHATBHBIX HAarpy3Kax, CUHAPOME XPOHWUYECKOW YCTanocTu U ApYrmx COCTOSHUSAX.
Krnto4eBble croBa: L-kapHUTWH, 1€BOKapPHUTUH, AETU, HOBOPOXAEHHbIE, HEAOHOLLIEHHbIEe, AeTU-CIIOPTCMEHbI,
MUTOXOHAPUATIbHbIE 60/IE3HU, SIeHeHne

Results and prospects of using energotropic therapeutic
agents in pediatrics by the example of L-carnitine
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Mordovian State University, Saransk Mopgosckuii

The review of literature considers the use of L-carnitine in pediatric practice. Some traditional and newly established aspects of
the mechanism of its therapeutic action are discussed. Evidence of the role of carnitine in energy metabolism, the mechanism
of development and clinical manifestations of carnitine deficiency are presented. Clinical experience of using L-carnitine in
neonatal diseases (especially in premature infants), primary and secondary mitochondrial diseases, chronic nephropathies, dis-
eases of the circulation system (idiopathic and specific cardiomyopathies, impaired cardiac rhythm and vegetovascular dysto-
nia) is duscussed. The authors presents the results of her own studies of using L-carnitine in children with impaired cardiac
rhythm and conductivity and in sportschildren. The expediency of administering L-carnitine in excessive physical and emotion-
al load, chronic fatigue syndrome and other conditions is substantiated.
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H € BbI3bIBAET COMHEHUS TOT (PAKT, YTO (PYHKLIMOHMPOBAHME
KaXXJOW OTAENbHO B3ATOW KMETKM M OpraHu3mMa B LIESIOM
HEBO3MOXHO 6e3 afjeKkBaTHOro obecrevyeHns aHepruen. Victoud-
HUKaMM 3HEPTUM CINyXXaT YrieBoabl, X1pbl U, B MEHbLLIEN CTene-
HK, 6enKn. HapyLueHre Kakoro-nméo U3 aTanoB UM BUOOB 3HEP-
roobmMeHa NpuBOAUT K CYLLIECTBEHHbLIM PacCTPOMNCTBaM MeTabo-
M3Ma 1 HeJOCTaTO4YHOCTM SHEProobecneyveHns pas3nmyHbIX Kre-
TOYHbIX (PYHKLWIA, YTO B COBOKYMHOCTU MOXET CMOCO6CTBOBATHL
BO3HUKHOBEHUIO CEPLE3HbIX, B PAAE CyyYaes — dhaTanbHbIX NaTo-
NOrMYECKMX COCTOAHUN. ViccnenoBaHnaMmn NoCneqHNx gecatune-
TUI YCTAHOBJIEH OOCTATO4HO LUMPOKUIA KPYr Tak Ha3biBaeMbIX
«BONEe3HEN KNETOYHOM 3HEPreTUKN», CBSA3AHHbIX C MyTauMsMu
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MUTOXOHApWansHo nnu spepHor AHK, ¢ BpoXAeHHbIMKU U npu-
06pETEHHBIMWN MUTOXOHAPMANBHBIMU HapyLleHnamu [1-4].

Mpwn 3TOM HapsAy ¢ HO30MOrMHYECKN YETKO O4YepHeHHbIMK Ba-
punaHTamm MUTOXOHAPUANbHbIX OOSIE3HEN MMEKTCs CTepTble,
KITMHWYeCKN BapuabernbHble U CKpbITblie opMbl. [laxe Hann4dme
BeCbMa pacnpocTpaHeHHOro MHMaHTUIILHOro comaroTuna, co-
yeTaroLLero aCTEHUIO 1 CUMMTOMbI Cabo BblpaXKEHHbIX HEPBHO-
MbILLEYHbIX PACCTPOWCTB (Tak Ha3biBaeMblli «BANbIA PeOEHOK»),
MOTyT 6bITb NEPBbLIMU ANArHOCTUYECKUMU MPU3HaKaMu napum-
anbHOM MUTOXOHAPUANbHOWM HefocTaTo4HOCTU [5]. 1o MHeHuo
B.C.CyxopykoBa, 3HepreTM4eckuii ctatyc opraHmamMa nmeeT fo-
CTaTO4YHO BbIPaXeEHHbIE KOHCTUTYLMOHANbHbIE Pasnnyunsg, 4To
fenaeTt BO3MOXHbIM CYLLECTBOBaHWE Yy HEKOTOPbIX WHAMBUAY-
YMOB OTHOCUTENbHON HeJOCTATOYHOCTU KIIETOYHOM SHEPTreTUKN —
3HeprogeduumTHOro anatesa [6].

Hedvumt sHepronpofykumMmn npuobpetaeT ocoboe 3HaveHne
npy MNPUCMOCOBNEHUN OpraHMaMa K MEeHSOLMMCS YCIOBUAM
BHELLHEN cpepfbl, NPy BO3OENCTBUN UHIDEKLUMOHHBLIX U TOKCUYe-
CKMX paKTOpOB, CTPECCOB U (hN3NHECKMX Harpy3ok [2, 6]. OueBuna-
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HO MO3TOMY CMOCO6bI BO3AENCTBUSA HA MPOLIeCChl ONTUMMU3aLmm
3HepronpoaykumMm B COBPEMEHHbIX YCMOBUAX XPOHUYECKOro
cTpecca 1 3KONOrm4eckoro Hebnarononyymns 0CO6eHHO NpuBIeKka-
10T BHMMaHWE KapAMOioroB M HEBPOJIOroB (MOCKOSbKY ceppLe w
rOSfIOBHOW MO3I 06/1a4at0T HaMbOorbLLEN YyBCTBUTENBHOCTLIO K KUC-
JIOPOQHO-3HEPreTUHECKOMY OebuLmMTy), CreumanucToB no crop-
TUBHOWM MeguLMHE (KOTOPbIX MHTEPECYIOT BO3MOXHbIE MYTU afeK-
BaTHOr0 3HEPreTMyYecKoro obecrneveHns MHTEHCUBHBbIX (u3nye-
CKMX Harpy3okK) 1 neguaTtpoB (MOCKOJIbKY POCT U pa3BUTUE pedeH-
Ka TpebytoT NOCTOAHHOIO afleKBATHOrO 06ECMEHEHNS SHEPTMEN).

Ponb KapHUTUHa B o6mMeHe BeLlecTB

OpgHuMm 13 Hanbornee U3y4eHHbIX KOPPEKTOPOB 3HepreTnyec-
KOro o6MeHa ABNSeTCs XONMHOMNOAOOHbIN YeTBEPTUYHbIA aMUH —
KapHUTUH. OTKPbITBIN OBYMS PYCCKMMW MCCRefoBaTensiMu:
B.C.l'ynesnyem n P.KpnHb6eprom B 1905 r., KAPHWUTWH, Ha4MHas
¢ 1959 r., 6bIn geTanbHO nccrnegoBaH 3a pyéexom — B Utanuu,
CLA, ApreHTuHe n gpyrux ctpaHax mupa. OcHoBHas dyHKUMSA
KapHUTMHA — 3HepreTu4eckas — [JOCTUraeTcs MOCPEenCcTBOM
TpaHcnopTa OCTaTKOB [AJIMHHOLIENOYEYHBIX XUPHbIX KWUCMOT B
hopme aumnKapHUTUHA Yepe3 MUTOXOHAPUaNbHY0 MembpaHy ¢
Lenblo ganbHenLero B-oknucnexHus n obpasosaHus ATO (puc. 1).
Kpome TOro, KapHUTWH y4yBCTBYET B OKUCIIEHUM CpefHeLeno-
YeYHbIX XMPHBIX KUCMOT B LUTO3051e; NoAaepXKMBaeT Heo6Xxoam-
MbIi AN HOPMASIbHOMO TEeYeHUs MeTabonM4ecKnx MnpoLLeccos
nyn ceo6ogHoro koaHamma A (CoA), 3alymias KNneTku ot nsbbIT-
ka aunn-CoA-coeguHeHNA, KOTopble MOTYT MHIMOMPOBATb ak-
TUBHOCTb MHOMMX (PEPMEHTOB U BbI3blBaTb TEM CaMblM Pa3Bu-

TMe aunpgoypuv U HapyLleHne mMeTabonmama >XXUPHbIX KUCMOT;
COXpaHseT LENOCTHOCTb MembpaH, MnopaenseT obpal3oBaHue
nakrtarta u, BO3MOXHO, npoLiecchl anontosa [7-12].

BUOCMHHTE3 U NOCTYMN/NeHNe KapHUTUHA C NULYen

KapHWUTWH B HOpME NOCTynaeT B OpPraHn3Mm ¢ N1LLern n3 Msca u,
B MEHbLLIEV CTENEHN, APYrMX NPOOYKTOB MUTaHWSA, a TaKXe CUHTe-
3MPYeTCH B NMEYEHN U NOYKax U3 aMUHOKUCIOT-MPEALIECTBEHHU-
KOB — NTM3NHA N METUOHWHA. [1pn 9TOM SHOOrEeHHbI CUHTE3 06€ec-
neyrBaeT NOTPebHOCTb OpraHn3ma pebeHka B 4aHHOM HYTPUEHTE
b Ha 10-25% [13, 14]. [ina peTen rpygHoOro Bo3pacra Xopo-
LLIMM UCTOYHUKOM KapHUTUHA CMY>XXWUT MOJIOKO MaTepu (ecnu oHa
UMEET HOPMaSIbHbIA KapHUTUHOBbIW CTaTyc). BOMbLLUMHCTBO COB-
PEMEHHbIX a4anTUPOBaHHbLIX CMECEN TaKXXe COOEPXUT KapHUTVH,
0OHAaKO YCBOEHME €ro U3 3TUX NPOAYKTOB Maso u3yyeHo [15].

HoBopoxaeHHble OeTn 1M [eTu rpygHoro Bos3pacta UMEroT
PUCK BO3HWKHOBEHUS KAPHUTMHOBOW HEJOCTATOYHOCTM M3-3a
HN3KOro (~12% MO CpaBHEHMIO C aKTUBHOCTbIO Yy B3POCSIbIX J1tO-
Jel) ypOBHA akKTMBHOCTU Yy-OyTMpOGeTanHrngpokcunasbl —
hepMeHTa, UrparoLLero Kno4eByo posib Ha NOCNeAHNX CTaanusax
CUHTEe3a KapHuUTMHA [16]. Y He[OHOLLEHHbLIX HOBOPOXAEHHbIX MO-
NOXEeHWe ycyrybnaeTca HeCNOCOBHOCTLIO HakannmBaTb KapHU-
TUH B TKaHAX 1 HEQOCTaTO4YHbIM KOIMYECTBOM KapHUTUHA, NOny-
YeHHbIM TpaHcnnaueHTapHo [17]. Kpome Toro, oHu finLleHb To-
ro KapHUTUHA, KOTOPbIV AOHOLLEHHbIE HOBOPOXAEHHbIE Nony4ya-
0T C rpyAHbIM Monokom [18, 19]. Btopon numuTupytoLen cra-
anen 6uocrMHTe3a KapHUTMHA ABNSETCA cTaaua o6pas3oBaHust
TpumeTunNnauHa. Noatomy geuunt nn3nHa, METUOHUHA UK
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Puc. 1. KapHUTUHOBBII TPAHCMOPT OCTaTKOB AJIMHHOLIENOYEYHbIX XUPHbIX KucnoT (ALPDKK) B MuTOXOHAPUM ANs B-OKMCNeHus n o6pa3o-

BaHUSA 3Hepruu.
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HapyLLeHVe CMHTe3a 1 HakonneHus 6enka B Lenom (0CO6EHHO y
HeJOHOLLEHHbIX HOBOPOXAEHHBIX) TAKXE UrPaIOT CYLLECTBEHHOE
3HayeHVe B HapyLUeHUn obpasoBaHus kapHuTuHa [20].

TakrM 06pa3oM, HU3KUI YPOBEHb CUHTE3a [aHHOMO MUKPOHY-
TpUeHTa 1 ocTpas 3aBUCUMOCTb OT MOCTYMIEHUS U3BHE MO3BO-
NAT cYnTaTh €ro YCrI0BHO HE3aMeHMMbIM (DaKTOPOM MUTaHUA
HOBOPOX[EHHbIX U fieTen paHHero so3pacTta [14, 19].

MepBryHasa KAPHUTUHOBASA HE[OCTATOYHOCTb — [LOCTATOYHO TS-
xXenas v pefkasi naTonorus, o6ycrioBneHHasa reHeTuYeckn getep-
MWUHMPOBaHHbLIM AedeKTOM TpaHCrnopTa KapHUTMHA B KNeTKu [21].
BTopuyHasa KapHUTMHOBAs He[OCTATO4YHOCTL BCTPEeYaeTcs ropas-
[0 HaLle 1 MOXET ObITb BbI3BaHa MOHMXEHHBIM CUHTE30M KapHU-
TUHA NPW HapPYLLEHUN DYHKLMM NMOYEK UM NEYEHWN; ero BbICOKON
noTepen Npu remogmanmae; yMeHbLLEeHNeM ero BcacbiBaHUsA npu
CUHOPOME ManbabCcopOLMK; CHUKEHHON CMOCOBGHOCTLIO K 3anacy
KapHWUTVHA Y HEOOHOLLUEHHbIX HOBOPOXAEHHbIX; MPUEMOM psiaa
npenapartos (a3ngoTMMUOVHA, BaslbMPOEBON KUCMOTbI); HU3KUM
cofepXXaHeM KapHUTVHa B MPOJYKTax NUTaHus Npu BeretapuaHx-
CTBE W NapeHTepaslbHOM NUTaHWK; BbICOKON MOTPEOHOCTLIO Mpw
3abofeBaHUsAX cepaLla u gpyrux coctosHusx [22, 23].

BTopu4yHas KapHUTMHOBAA HEOOCTATOYHOCTL OCOBEHHO ObICT-
po dopmupyeTca y AeTein U NofpoCTKOB, MOCKOMNbKY SHOOMEH-
Hble 3anacbl KAPHUTMHA Y HUX KpariHe orpaHuyeHbl U 6bICTPO UC-
ToLjalTes (Npy pasnuyHbIX 3ab60neBaHnsaX U HapyLLeHUn nuTa-
HWS), @ NOTPEBHOCTb B AaHHOM mMeTabonuTe pes3ko (B 4—20 pas)
BO3pacTaeT npu cTpeccax, MrU3nYecknx, yMCTBEHHbIX 1 3MOLM-
OoHanbHbIX neperpyskax [13, 19, 24]. JeduunT KapHUTUHA, a
TOYHee, AedULMT KOHEYHbIX NPOAYKTOB KaTanm3npyemoro 3Tum
MeTabonmMToM B-okmcneHus — AT® 1 KeTOHOB, ABMSAOLLNXCA AnS
HOBOPOXAEHHbIX OOHUM M3 OCHOBHbIX WCTOYHMKOB 3HEPruu,
OCOBEHHO OCTPO cKasblBaeTcs Ha (PYHKLMOHMPOBaHUM cepaua,
rOIOBHOrO MO3ra WM CKeNeTHbIX MbILLL, Y4TO AUKTYET Heob6Xoau-
MOCTb MCMONb30BaHWA 3TOr0 BUTAMMHOMNOZOOHOMO BeLLecTBa C
ne4vebHON 1 NpornNakTn4ecKon Lensto [25, 26].

MpuMmeHeHMe KapHUTUHA ANA NevYeHus
U NpothunaKkTukKm

HecmoTpsi Ha BO3BMOXHOCTb CyLLIeCTBOBaHWS KApHWUTUHA B BU-
e OBYX U30MepHbIX (hopM, B MPUPOAHBIX YCIOBUAX OOHApPY>XeH
TONbKO L-cTepeonsomep kapHUTMHA (L-kapHUTWH), o6naparoLmii
61010rM4ecKom akTMBHOCTbLIO. D-M30Mep NpakTU4eCcKn He oKasbl-
BaeT MOSIOXUTENBHOMO BAMAHUA Ha MeTabonM3m U HanpoTus, B
cuny o6LLEero XMMmM4Yeckoro CTPOEHNS KOHKYPEHTHO NMpensaTcTByeT
(PYHKLIMOHMPOBaHMIO L-KapHUTUHA 1 MOXET CMOCO6CTBOBATL pas-
BUTUIO NMOB04YHbIX 3dhdpekToB [27, 28]. VkasaHHble hakTbl ganv
ocHoBaHWe YnpasfieHWo Mo KOHTPOSIO NTeKapCTBEHHbIX npenapa-
TOB 1 nuieBbIx npopykToB CLUA (FDA) 3anpetuTb MCnonb3oBa-
HVe NekapCTBEHHbIX CPeACTB W MULLIEBbIX J0O6ABOK, N3rOTOB/EH-
HbIX Ha OCHOBE paLiemunyeckon cmecu D n L-cTepeon3omepos.

W xoTs MHOrve rofbl Ha 0Te4eCcTBEHHOM hapMaLeBTUHECKOM
pbIHKE BbIGOP IeKapCTBEHHBIX CPEACTB, COAEPXaLUMX KAPHUTUH,
6bIN OrpaHMYeH NLLb KapHUTUHA XI0PUAOM (MPeacTasnaowmm
cobon pauemuydeckuin D- n L-kapHUTWH) Ona TepaneBTUYEeCKMX
uenen, 6e3ycnoBHO, NpeanoYTUTeNbHbl Npenaparbl L-kapHuTu-
Ha. Llenecoobpa3HocTb UX MPUMEHEHUS MpU NCUXOHEBPOOrn-
YECKUX U COMaTUHeCKNX 3aboneBaHnax y Oeten u B3pocChblX, B
CMOPTUBHOW MeaMuMHE HEOOHOKpaTHO 06cyxAaanach oTe4vecT-
BEHHbIMW U MHOCTPaHHbIMK cneumanuctTamm [6, 13, 14, 29, 30].

Haunbonee Becomble 3aKtoveHUs, caenaHHble Ha OCHOBaHUM
aHanu3a paHOoOMM3MPOBaHHbIX Mnauebo-KOHTPONMPYEMbIX UC-
CflefoBaHN, KacatoTcd eQuHCTBEHHOro paspelueHHoro FDA k
npumMmeHeHunto npenapata — Carnitor (Sigma-Tau Pharmaceu-
ticals Inc., CLLA). OgHako Kak Ha OTe4eCTBEHHOM, Tak M Ha 3a-
py6EeXHOM pbIHKE LUMPOKO NPeAcTaBneHbl Apyrue npenaparbl 1
61ONOrMyYecKn aKTMBHble Aob6aeku K nuwle (BAL), conepxawme
L-kapHUTUH. K coXaneHuto, KacCuyecKux LBOMHbLIX CremnbixX
nnaue60-KOHTPONMPYeMbIX MCCNefoBaHui No oLeHKe nx adade-
KTUBHOCTW B negmaTpuyeckor npakTtuke B Poccum noka He npo-
BOAMNOCH. OTO AMKTYET HEOOXOAMMOCTb fanbHelLlen paboTbl B
JaHHOM HanpasfeHuM, XOTH HaKOMMEHHbIN KAVHUYECKUIA OMbIT
y>Ke MO3BONUN AaTh pag KOHKPETHbIX PEKOMeHAAaLMI Mo NpakTu-
YECKOMY MCMOoNb30BaHuio L-kapHuTuHa B neguatpum [5, 6, 14].

YunTbiBas BaXHYK POfb U NErkoCTb BO3HUKHOBEHUSA KapHW-
TMHOBOW HEOOCTATOYHOCTU Y HOBOPOXAEHHbIX, HanbonbLuee
BHMMaHWe uccnegosaTenen npyenekna MMeHHo aTa rpynna ge-
Ten. B 9 13 13 npoBeAeHHbIX paHOOMU3NPOBAHHbLIX KOHTPONMPY-
€MbIX UCMbITaHW L-KapHUTMHA Y ManoBECHbIX HOBOPOXOEHHbIX
(B TOM 4ncne HeQOHOLUEHHbIX) U FPyOHbIX OeTer nokasaHbl ero
NoNOXnUTeNbHblIe MeTabonmyeckmne acpeKTbl, HO NULLL B TPEX —
yBeNnMYeHe nNpuéaBku Macchbl WWW ONWHbI Tena y HOBOPOX-
[OEHHbIX, 1 B OOHOM — yryylleHne OyHKUMKN OblXaHWs Y HeOoHO-
WeHHbIX geten [31-33]. Nogo6Hble xe pe3ynsTaTbl OTMEYeHbl B
pa6oTtax B.B.l'apmaesoii n O.J1.4yryHoBou [34-35].

Pe3ynbraTtbl pOCCUNCKMX KITMHUYECKNX UCCNe[oBaHNA cBuae-
TeNbCTBYIOT O NEPCNEKTUBHOCTU UCMOMb30BaHUA L-kapHuTuHa y
HEe[JOHOLLIEHHbIX HOBOPOXAEHHbIX, OCOOEHHO NepeHecLUMX nepu-
HaTasibHYt0 MMMNOKCUIO, a TakXXe Y HOBOPOXAEHHbIX U feTeln paH-
Hero Bo3pacTta € HenpsmMon runepomnunupyeuHeMmen, TpaH3nTop-
HOW wWemMnern muokappa, nepuHatanbHbIMU MOPaXEHUAMM
LIHC, paxutom 1 atonuyeckum gepmatutoM. Kpome TOro, cot-
pyaHukamu Mockosckoro HAW neguatpum 1 OeTckon xmpyprim
y6eauTensHO NPoAeMOHCTpUpoBaHa a(eKTUBHOCTL L-KapHu-
TMHA MPU LUMPOKOM Kpyre MepBUYHbIX Y BTOPUYHBIX MUTOXOHL-
puanbHbIX 60nesHen [14].

O60ocHOBaHO npuMeHeHne L-kapHuTuHa npy HedponaTusx
JeTCKoro Bo3pacTta (Tybynonartusx, Ty6yno-mMHTepCcTMumanbHbIX
HebpuTax, HeppuUTax HEACHON ITUOSOrMK, CrnaboBbIPaKEHHbIX
MoYeYHbIX KMCTO3ax), 0COOEHHO Y AeTel, NPOXMBAOLLMX B perun-
OHax, 3arpsi3HEHHbIX CONMAMM TXesbIX MeTannos. x passutue
TakXxe oT4acTn 06yCoBNEHO ANCHYHKLIMEN MUTOXOHAPWUA N He-
JOCTaTO4YHOCTbIO (PEPMEHTOB KNETOYHON 3HepreTuku [36]. Oga-
HaKo [0 HacTosILLlero BpeMeHW B OTe4YeCTBEHHOW nutepatype
HeT [aHHbIX O NMPUMEHEHUU L-KapHUTUMHA Yy 6ONbHbIX, Haxonas-
wmxca Ha remogmanmae, xotsa B CLLUA 370 — ocHOBHOE nokasa-
HMEe K KIIMHMYECKOMY UCMONb30BaHUI0 3TOro Metabonura.

[okasaHa pofib MUTOXOHAPWANbHON ANCYHKLMM U KapHUTK-
HOBOW HEQOCTaTOYHOCTU B reHe3e NaMonaTu4eckmx 1 BTOPUHHbIX
(amnabeTnyeckmx) kapgmommonatuii [37—39]. Ana ux neyexuns ote-
YEeCTBEHHbIMU U 3apy6eXXHbIMN Kapamonoramy yCcTaHoBIEHA Bbl-
cokasi appeKTUBHOCTb L-kapHutuHa B fo3ax 50,0-200,0 mr/kr
Maccbl Tena B CyTKU B TedeHue 3—6 Mec u 6onee [25, 40]. Nmve-
I0TCS yKasaHua Ha WUCMonb3oBaHWe U 60ree BbICOKUX 03 —
300,0 mr/kr maccel Tena B cyTku [41]. Y geten ¢ onabetTuyeckon
Kapavionartmen nosioxXuTesbHbIN 3PEKT B BUAE HOpManM3aLmm
OVacTONMYECKOM (DYHKLMKN 1 OpYrMx napamMeTpoB reMmoanHamu-
K1, & TaKXe YMEHbLUEHUS NMPU3HAKOB BEreTaTMBHOW OUCHYHK-
Lnn NOSyYeH Npu NpUMeHeHnn 6onee HU3KNX fo3 L-kapHuTnHa —
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Puc. 2. 3dphekTuBHOCTL L-kapHutuHa npum | (a) m Il (6) BapmnaHTax
CUHApPOMa cnabocTy CUHYCOBOIO y3na y AeTen.

30,0 mr/kr maccel Tena B CyTku B TeveHue 1 mec [42].

YunTbiBas ponb MeTabonn4ecKkmnx paccTponCTB B NaTtoreHese
HapyLueHun putma cepaua, L-kapHutuH B gose 50,0-100,0 mr/kr
Maccbl Tena B CyTKWU HaLLesl CBOE MECTO B CXeMe JNIeHeHus nau-
onaTuyeCcKnx apuTmMnii y neten [43, 44]. Hamu 661510 NnpoBefeHo
KOMMJIEKCHOE CPaBHUTENbHOE WCCIefOBaHNe NPOTMBOAPUTMU-
yeckon adppekTnBHOCTU L-kapHuTuHa [45]. Ha poknuHuyeckom
aTane 6bI510 NOKa3aHo, YTO NpenapaT 0ka3bIBaeT 3aLUUTHbIN 3¢-
PEKT NPV apUTMUAX ULLEMNYECKOrO reHe3a, CpaBHUMbIA C 3g)-
(PEKTOM HEKOTOPbIX MPOTUBOAPUTMUYECKMX CpeacTB. B otnnune
OT nocnegHux, L-kapHUTUH He yrHeTaeT napameTpbl remoamHa-
MUWKM, CMOCOOCTBYET MOBbILLEHNIO aHTUOKUCIUTENIbHOW aKTUB-
HOCTM Nfia3Mbl KPOBU 1 HOPManNuU3yeT COAepXaHme Katexonamm-
HOB B MMOKappAe, YTO KOCBEHHO MOATBEPXAAET HeTpaauLMOH-
HbI MEXaHWU3M ero aHTMapuTMMHYECKOro OENCTBUS.

B paHOoMn3nMpoBaHHOM CPaBHUTENIbHOM MCCNeaoBaHUK, Bbl-
NONMHEHHOM Ha 6a3e MOpAOBCKOV OETCKON pecnybiIMKaHCKON
60nbHMLbLI Ne2 y 105 getent (56 neBoyek 1 49 ManbyYnKkoB B BO3-
pacte oT 1 mec fo 16 neT) ¢ HapyLLEeHUAMN CepaeyHoro putma
n nposogumocTn, O.B.MarapmHon (2007) 6b10 yCTaHOBMEHO,
YTO MCMONb30BaHNE L-KapHUTUH NpU 3KCTPaCUCTONMK (0COBEH-
HO pa3BMBLLENCA Ha (POHE MOCTIMMOKCUYECKONM KapauonaTtum,
MMOKapAMoaMCTPOuUmM 1 KapamoMmmonaTunii) Nno3Boamno o6uTb-
ca TepaneBTu4eckoro apgekra y 45% pneten. 310 COOTBETCTBY-
eT 3PPEKTUBHOCTN NIEYEHNS NALMEHTOB rPYNMbl CPaBHEHUS, MO-
Ny4aBLUNX MHO3MH. MNpn pedpakTepHbIX apuTMmUaX U Heo6Xoau-
MOCTU MPUMEHEHUS KNaCCUYECKNX aHTUapUTMUYECKUX npena-

patoB (ammnogapoHa 1 nponageHoHa) HasHavyeHne L-kapHUTuHa
No3BONUIIO YMEHbLUUTL A03bl NOCNEeNHUX NMPU COXpaHEeHNN Tepa-
neBTUYECKOM 3(hEKTUBHOCTM. DTO, B CBOKO 0Yepenb, No3BOSU-
N0 CHU3UTb 4YacTOTy NOBGOYHbLIX ABNeHUA Ha 30-50% no cpasHe-
HWUIO C MOHOTepanuer aHTuapuTMmn4eckumm npenapatamu. Mpu
|-l BapnaHTax cmHgpoma cnabocTn CUMHYCOBOrO y3na AOMOSHU-
TeNbHOe Ha3Ha4veHve L-kapHWUTUHa B KOMMMeKce C HOOTPOMHbI-
MW npenapatamv 1 ajantoreHamu crnoco6CTBOBasno yBenu4e-
HUIO uncna peTer € KIMHUKO-3neKTpokapauorpadmnyeckum
yny4weHnem Ha 36—40% no CpaBHEHMIO C FPYNMoN CpaBHEHWUS,
nosly4aBLUEN B Ka4eCTBEe METAbONMHYECKOro CPeAcTBa MHO3MH, U
pasBuTUIO TepaneBTMYecKoro adpdekTa y BCex AeTel K KOHUy
1 mec neveHus (puc. 2). B To e Bpemsi UCNONb30BaHWe CTaH-
JapTHoM 6a3UCHON CxeMbl Tepanuu JaBasio aHanoru4Hble pe-
3ynbrarthl MUWb Y 87% NauneHToB K KOHUY 3 MeC ledeHus.

B Poccuiickori MeanumHCKon akageMun MnociegmniaoMHOro
o6pa3oBaHNsA MNpoBefeHO wuccrnefoBaHve 3MMOEKTUBHOCTH
L-kapHuTUHa (KapHutoH, AkBUOH, Poccusi) B fose 25 Mr/kr mac-
Cbl TeNa B CyTKWU y AeTel 1 NOAPOCTKOB C BEreTaTMBHOW AUCTO-
Huen [46]. KapHUTOH npepacTasnsieT cobon cepTUduumpoBaH-
HYt0 6MONOTMYECKN aKTUBHYHO JO6GABKY K MULLE M BbiMyCKaeTcs B
BMae KoHUeHTpuposaHHoro 40% pacteopa L-kapHuTuHa ans
npvema BHYTPb B (popme TabneTok 1 pacTeopa, copep>KaLumx
500 Mr akTMBHOro BellecTBa. JHeproTponHasa Tepanus KapHu-
TOHOM M KapHUTOHOM B COHeTaHneM ¢ KosHanMom Q,, (KyaecaH,
AKBWOH, Poccusi) conpoBoxpaanack yny4lleHneM Beretatus-
HOW perynsauumn cepae4yHoro putmMa, Hopmanmsaawlmen npoLeccoB
pernonapusanmnn, CHWKEHWEM 4acToTbl perucTpaumm 6pagua-
pUTMUIA N YBENMYEHVEM MPEACTABIEHHOCTM CUHYCOBOrO pUTMa
B 06LleM o6bemMe KapavMoUMKIIOB. dxokapauorpadus BbisBuia
N3MEHEHNs1 OTAENbHbIX MOPOMETPUYHECKMX MoKasaTenen BO
BCEX rpynnax HabmoaeHns y noapoCcTKOB, MMEBLLMX apTepuarb-
Hyt0 rmnepTeH3uio. Kpome Toro, y BCeX NauueHToB 3aperncTpu-
POBaHO YMEHbLLEHME KIMHUYECKMX MPOSIBIIEHNA BEreTaTUBHON
OVCTOHUW B BUAE HOPManuM3aLuumn cHa, onTMMM3aLumn BOCCTaHo-
BUTESIbHbIX peakuuii, NOBbILLEHNS YCTOMYMBOCTU K UHTENNEKTY-
anbHbIM Harpyskam, yny4lleHus camo4vyBCTBUSA, CHUXKEHUS YTO-
MIIEMOCTH.

CxofHble AaHHble nony4yeHsbl n B uccnepgosanum C.0.Kno4vHu-
koBa u coarT. [47]. Ha doHe 4-HegenbHoro npvema KapHuToHa
(500 mr/cyT) B BUOE MOHOTEpanMM 1 B CoYeTaHum ¢ KygecaHom
(15 mr/cyT) aBTOpammn NokasaHo yBenMyeHne agantaumm nogpo-
CTKOB K MCMXO3MOLMOHanbHbIM Harpy3kam. Y 20% peTen oTme-
Yyanacb HopManusauus BeretaTMBHOro ctartyca U peakTUBHOCTMH,
a TaKXe YMeHbLUEeHNe CUTyaTUBHOW TPEBOXHOCTM (Ha 24 6anna
B rpynne KapHuTtoHa no cpasHeHuto ¢ 1 — B rpynne nnauebo)

Tabnuua. Pe3ynbraTbl MCMONb30BaHUs L-KapHUTMHA y cniopTcMeHoB [63]
[losa L-kapHuTHa TepanesTnyeckuin achehekT n VicTouHmK
2 I nepep, MIHTEHCUBHOW TPEHUPOBKOW Ctumynaums aktueHocTv MNAIT, CHUXEHVe ypoBHS nakTara nnasmbl 10 [64]
2 T nepep MHTEHCUBHOMN TPEHUPOBKO Yeenuuenne Vo 10 [55]
2 r/cyT B TeYeHve 4 Hep YeuneHne akTUBHOCTM AbIXaTeNbHOM LEMW B MbILLILIAX 14 [65]
2 r/cyT B TEYEHWe 4 Hep Crumynsiums aktueHoctvt MNAC, yBenuyerne Vo, y 6eryHoB Ha AnUHHbIE AUCTaHLMMU 16 [66]
6 I + BBEJIEHME ITIOKO3bI CHWXeHe fbixaTenbHoro koadduumnerTa 47 [67]
3 r/cyT B TeyeHue 10 cyT YeuneHne akTMBHOCTY AbIXaTesbHoOMN Lienu 10 [68]
1 r/cyT B Teyenve 3 Hep YBennyerve paboTocnoco6HOCTM 110 [69]
3 r/cyT B TeyeHue 3 Hepd YBenunyenne paboTocnoco6HOCTM 6 [70]
2 r/cyT B TeYeHve 3 Hep YBennyerve paboTocnoco6HOCTM 10 [71]
21 nepeg CTapToMm OTcyTCTBYET YBENMYEHME PabOTOCNOCOGHOCTM 7 [72]
1 1 nepeq cTapTom OTcyTcTBYeT yBENMYEHME PaboTOCNOCOBHOCTM 9 [73]
4 r/cyT B TeyeHve 14 cyT HeT adbdhekTa Ha 0bpas3oBaHme nakTarta 8 [74]
2 r/cyT B TeYeHve 4 Hep Het adpekta Ha VO, 10 [75]
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ABTOpPbI OGBACHAKOT MOMYYEHHbIN APAPEKT HOpManMsaLmen Ha-
PYLLEHHOro 3HEPreTM4ecKoro cratyca opraHuama.

MHTepecHo, 4TO B nocnefHee gecatuneTve 6bin BbiSBIEHbI
HOBblE (PYHKLMN KAPHUTUHOBOW CUCTEMBI, TAKME KaK CTUMYNMPO-
BaHVe MUKPOLUMPKYNALMKU, onTuMm3aumns octhonmnmgHoro co-
CTaBa KIeTO4HbIX MEMOPaH M npeBpaLLeHne XMPHbIX KACMOT B
MUTOXOHAPUSAX OO0 OOKO3areKkCaeHoBOW KUCMOTbl, HEO6XOOUMOMN
Ons passuTua 1 OyHKLUMOHMpoBaHua mosra [48, 49]. HekoTtopble
nccnepoBaTeny NOAYEPKMBAIOT, YTO Y AeTel C psagoM HEBPOSIO-
rmyeckux 3abonesaHuii HapyLLEH MeTabosIM3M XUPHbIX KACIIOT U
hochonMnUOoB N CHUXKEHO cofepXaHue [O0oKOo3arekcaeHOBOW
Kucnotol [50, 51]. BO3MOXHO, YTO MMEHHO CO CMTOCOBHOCTLIO BO3-
JercTBOBaTb Ha 3TU 3BEHbS NnaTtoreHesa cBA3aHa aPdeKTuB-
HOCTb L-kapHWTUHA Npy cvHApoMe Aedvunta BHUMaHUS C rune-
PaKTUBHOCTbLIO M HEKOTOPbIX dhopmax snunencun [52-54].

OpHako, Ha Hall B3rnsf, HanbosbLLYO NepCcrneKkTMBY NpeacTa-
BNSIET NPUMeEHeHne L-KapHUTUHA NPy MHTEHCUBHOW (PU3NYECKON
Harpyske. /IMeHHO B 3TO BpeMs TPaHCNopT CBOOOAHBIX XXUPHbIX
KNCIIOT B MUTOXOHAPUN 1 NOAAEPXXaHNe KapHUTUHOM COOTHOLLIE-
HuA aueTnn-CoA/CoA B KneTke npuobpeTaroT 0cob0e 3HaYeHre.
KapHuTuH cnocobeH npenynpexaartb HakomnieHne n3bbITOHHOro
konuyectBa auetnn-CoA, npepoTtBpallas HakorjeHne MOsoy-
HOWM KWCMOTbl B CKENETHbIX MbILLAX, KOTOPOE paccMaTpuBaroT
KaK rmaBHY NPUYMHY yTOMASEMOCTU. icnonb3oBaHme KapHUTK-
Ha No3BONAET YMEHbLUNTL JOMI0 aHa3POOBHOro NaKTaTHOro SHep-
roo6pasoBaHnsa 1 yBENMYNUTL BKNag 6onee ahpeKTNBHOM aspob-
HOWM 3HEepronpoayKLuum1, NoBbILLIas akTUBHOCTb AbIXaTeslbHOW Lie-
N1 B MbILLAX 1 paboOTOCMNOCOBHOCTb B YCIOBUSAX UHTEHCUBHbIX

un3anyecknx Harpy3ok [55]. Bo3MOXHO, MMEHHO 3TOT adhdekT
L-kapHUTMHa, Hapagy C ApYrMMuy COCTaBnSAOLLMMUY, peannadyeTcs
My NaUMEHTOB C CMHOPOMOM XPOHMYECKON ycTanoctu [56-58].

MbICnb O MaToOreHeTM4EeCcKon Lienecoobpas3HOCT NpUMEHe-
HUs L-kapHuTuHa Npu MOArOTOBKE CMOPTCMEHOB BbICKa3blBa-
nacb OTeYecTBEHHbIMKU y4eHbiMn [59-62]. OpgHako rny6okoe
TEOPETUYECKOE W NpaKTMyeckoe 060CHOBaHNE JaHHOMY BOMpPO-
cy 6bINo OaHO B HECKOSIbKUX HE3aBUCUMbIX 3apyOexXHbIX Uccne-
[OBaHUSX, BKIlOYaBLUMX B 0OLLel crnoxHocTn 350 vyenosek. Oc-
HOBHbIE pe3ynbTaThl 3TUX UCCNEefoBaHNN 0606LLEHbI B TabnMLeE.
Kak cBmpeTenbCcTBYOT NPeAcTaBeHHble AaHHbIe, HAanbOonNbLUNIA
3apheKT 6bIN NOYHEH NPU JOCTATOYHO ONIUTENBHOM (HE MeHee
1 mec) npueme L-kapHUTMHA B [o3e OKomno 3 r/cyT [63-75].

B T0 e Bpemsi B HEKOTOpbIX paboTax He 6bIfI0 MOKa3aHO BIK-
AHMe L-KapHUTUHA Ha yBenuyeHne paboTocnocobHOCTH, 06pa3o-
BaHWe nakTara v NoBbILLEHME NapumanbHOro HanpsXXeHs KUCno-
popa. OpgHako B 9TMX paboTax L-kapHUTWH Ha3Havancs nunéo
0OY4YeHb KOPOTKMMM Kypcamm (OQHOKPATHO Unu B TedeHne 5—7 cyT),
60 B HEBBLICOKMX fo3ax — 1-2 r/cyT.

CxopHble AaHHble 06 yny4LueHun rnsmnyeckor paboTocnocod-
HocTu no Tecty PWC170, NOBbILLEHWN NEPEHOCUMOCTM Harpy30K,
a TakxXe yMeHbLUeHUX HyBCTBa yCTasloCTh B Xo4e TPeHUPOBOK Ha
hoHe npuema L-kapHuTrHa B fo3e 50—100 Mr/kr Macchbl Tena B cy-
TKM B TedeHne 1 mec 6bi10 npoaemMoHcTpmpoBaHo C.A.VIBSHCKMM
(2007) [76]. B nccnegoBaHum NpUHANK y4acTue BbICOKOKBaNndu-
LMpOoBaHHble toHble atneTbl B Bo3pacte 10-13 net — 21 manbumk
M3 IOHOLLECKON COHOpHOM KomaHabl Moppoun no cyTtéony u
20 [eBoYeK, 3aHMMAIOLLMXCA XYOOXECTBEHHOM TMMHACTUKOM B

KapHUTOH
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* ABNAETCHS UCTOYHNKOM L-Kale/ITl/IHa, KOTOprl7I pekoMeHOOBaH:
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pecny6nmkaHckon OKOCLL. Ha coHe npuema L-kapHutuHa y BCEX
CMOPTCMEHOB OTMEYEHO YMEHbLUEHWE 3neKTpokapanorpadguye-
CKMX 1 BUOXMMNYECKNX NMPU3HAKOB MMOKapaMoancTpodum crpec-
COBOro 1 M3NYECKOro NepeHanpsXkeHns, a Takxe 3aunkcnmpoa-
HO BOCCTaHOB/EHVE Pa3MePOB NIEBOMO XXEmyAo4Ka 1 ero cokpaTu-
TEJIbHOM CMOCOBHOCTU, YTO OCOHEHHO BaXKHO Y AeTEN. ITU pesyrb-
TaTbl XOPOLUO COMMAacyroTCs C AaHHbIMU 3apyOexHbIX PaHOOMU3N-
POBaHHbIX MCCMEOOBaHWA O BOCCTAHOBMEHWN (DYHKLMW NEBOrO
XKenyao4dKka y B3POCHbIX NaUMEHTOB C ULLEMUYECKMM MOPaXXeHNEM
Muokapga Ha doHe npvema L-kapHuTuHa [77, 78].

3aBepLuasn 0630p NpeAcTaBieHHbIX B MTepaType 1 CO6CTBEH-
HbIX JaHHbIX 06 UTOrax 1 nepcnekTnBax NPUMeHeHus L-kapHuTu-
Ha B neguaTpuu, crnepyeT ckasdaTb, YTO OH ABMSETCA B HACTOsLLEee
BPEMS OOHUM M3 HEMHOIMX MpenapaTos MeTabonmM4eckoro psaa,
He TOMNbKO pa3peLLEHHbIX, HO U PEKOMEHOOBAHHBIX K KIIMHUYECKO-
My MpUMEHeHUo 3a pybexoMm [75]. be3 comHeHus, 3TOT akT —
NPU3HaHNE YHVKANbHOW PO KApHUTMHA B 06ECNEe4eHUN XN3He-
[eATeIbHOCTU 1 ero «He3aMeHNMOCTU» A OTAENbHbIX FPynn na-
umerToB. OgHako peanbHO, CMEKTP NoKasdaHWn K MpUMEHEeHWIo
L-kKapHUTUHA B KITMHWUYECKOW MPaKTVMKe HAMHOrO LUMpe, NMOCKOSb-
Ky AedvumUT SHepronpoayKLmmM BCeacTBME BTOPUHHON KapHUTU-
HOBOW HEOCTaTOYHOCTU MMEET MECTO MpU CaMbIX pasHoobpas-
HbIX COCTOSIHMSIX (OCOGEHHO MPW MOBbILLEHHBLIX (PU3NYECKMX W
SMOLIMOHAsbHbIX Harpy3kax, CUHAPOME XPOHUYECKOW YCTanocTu,
B Mepuope BOCCTaHOBMEHWA MOCNEe MepeHeceHHbIX 3abonesa-
HWIA), YTO OVKTYET HEOOXOAMMOCTb KOPPEKLMM HaPYLLEHHbIX Me-
TaboNMYeCKMX NPOLIECCOB C UCMONb30BaHUEM L-KapHUTUHA.
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