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Koppekuna HegocTaTOYHOCTU KapHUTUHA
y AeTeu C HacnepcTBeHHbIMU 3ab6oneBaHUAMMU

obmeHa BellecTB
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Mockosckusi HM neamnatpum v AETCKOM Xmpyprum MutmcTepcTBa 3ApaBooxXpaHerms PP

MNpeacraeneH aHanua cO6CTBEHHBIX AAHHBIX ¥ CBEASHUM NUTEpaTypbl 0 (POPMax U NPUHMHAX HEeJOCTAaTOYHOCTU KapHUTUHA y
JeTeil. BoifABNeH HU3KWA yposeHb 0BLLEero KapHMTMHa B KpoBK ¥ 16 NaUMeHTOB C HaCneACTBEHHOW naTonorven obMeHa se-
LLeCTB, B TOM 4MCNE BrepBbie YCTaHOBNEHa He0CTAaTOHHOCTL KAapHUTUHA Y AeTel ¢ CUHApPOMOM Map@aHa ¥ ay TOWMMYHHbIM
NOMU3HAOKPUHHBIM CUHOPOMOM | TUNa. NpogeMoHCTpuposaHa 3hdeKTUBHOCTE NCNONBb30BaHWA JnbKapa AR KopPeKuuy ae-

mumTa KapHUTMHa y feTen.

Kmoyessle crioa: KaPHUTUH, MATOXOHAPUANLHBIE 60/IE3HA, OPraHnyeckue aumpemmu, cuHapom Mapdara,
ay TOUMMYHHBI NOMU3HROKPUHHBLIA cuHapom | Tuna

Correction of carnitine insufficiency in children
with hereditary metabolic diseases

E.A.Nikolaeva, A.N.Semyachkina, E.S.Vozdvizhenskaya, M.N.Kharabadze, P.V.Novikov
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The authors analyse herein their own findings and literature-denived data concerning the forms and causes of carnitine insuffi-
clency In children. They turned out to have revealed a low level of total carnitine in blood in 16 patients with hereditary meta-
bolic pathology, including newly onset carritine insufficiency if children with the Marfan syndrome and type 1 autormmune poly-
endocrine syndrome, having shown high efficiency of using Elcar for correction of carnitine deficiency in children.
Key words: carmitine, mitochondrial diseases, organic acidemias, Marfan syndrome,

type 1 autoimmune polyendocrine syndrome

K apHUTMH — BUONOrMYEeCcKU aKTUBHOE BUTAMUHOMOJOOHOE
BeWecTBO — Obini o6HapyXeH B OpraHu3me 4enoseka B
Ha4ane XX Beka. MeTtabonuyeckas ponb kapHuTuHa 6buia [oc-
TaTo4HO MOsHO paclmdpoBaHa Nuiiib B Te4eHWe nocneaHux ge-
cAaTunetTuid. OCHOBHbIMU ero (OyHKUMAMU ABNAIOTCA y4acTue B
sHepreTUyeckom obmMeHe, CBA3bIBAHME W BbiBENEHWEe U3 opra-
HW3Ma TOKCUYHbIX NPOU3BOAHbIX OPraHUYECKUX KUCNOT.
Baxnasi posb kapHuTMHa B GMO3HEpreTM4ecKkux npoueccax
3aK4aeTea B TOM, H4TO OH NPUHUMAET HEMoCcpeacTBEeHHOE yya-
cTve B Katabonuame nunupos. KapHUTUH3aBUCUMBIE (DepMEH-
Thl — AUUNKAPHUTMH-KaPHUTUHTPAHCNIOKa3a, KapHUTUHNANbMU-
TounTparcdepaset | v Il — o6ecneunsatoT nepeHoc ANMHHOLENo-
YeYHbIX XUPHBIX KUCNOT B BUAE CNOXHbIX 3(ONPOoB (aumiKapHu-
TUHOB) U3 LMTONNAa3Mbl Hepe3 HapyXHylo ¥ BHYTPEHHIOK MWUTO-
XOHOPUANbHYH MeM6paHy B MaTPUKC MUTOXOHAPWUHA (1, 2]. BHyT-
PV MUTOXOHOPUIA XUPHbIE KUCAOTb! NOABEPraloTCA  -OKUCNEHUIO
¢ o6pasoBaHneM aueTuin-KoA, KOTOpbIA CnyXut cybcTtpaTom
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Ans umkna TpukapboHoebix kucnoT Kpebca v nocnegyloulero
cuHTe3a ATO B opraHuame. Hapsagy ¢ 3TUM OKUCNEHNE XUPHbIX
KWUCNOT — MaeHbIM Ny Tb KETOreHe3a, a KETOHOBbIe Tena ABMAIT-
€A JOMONHUTENBHLIM IHEPreTUHECKUM WUCTOYHWKOM ANS nepu-
hepuyeckmx TKaHew M rofNoBHOMO MO3ra.

BnuvaHve kapHMTMHA HA XMPOBOW OGMEH OCYuleCTBNAETCA
TAKXe ero y4actvem B LUMTONNAsMaTMHECKOM CUHTE3€ XXUPHbIX
KUCNOT nyTem o6paTHOro nepeHoca Heo6XxoavMbIX ANA 3TOrO
aUeTUNBHLIX FPYNN MUTOXOHOPWASLHOIO aueTun-KoA vepes mu-
TOXOHApWarnbHylo Mem6paHy B umtonnasmy [3].

3Hayenre OnA opraHn3ma KapHWTUH3ABUCUMbIX NPOLIECCOB
TPAHCMNOPTa U OKUCIEHUA XUPHBIX KUCNOT CTAHOBUTCR O4eBua-
HbIM B YCNOBUAX BbICOKOrO pacxofoBaHvA SHEPreTu4eckux pe-
CypcoB, TpebyloLLunx NOBbILLEHHOrO KaTta6onamMa, To eCTb npu
WUHTEPKYPPEHTHbBIX 3a60NEBaHUAX, YCUITEHHBIX (PUBNHECKUX UK
3MOLMOHANBHbLIX Harpyskax, a TaKxe NpyM HegocTaTovHOM nnuTa-
Huu. [Nocne ucToLLeHWs 3anacos yriiesofoB NMNVObl CTaHOBAT-
CA FMaBHbIM UCTOHHUKOM cuHTE3a ATD B opraHuame [2, 4].

MoMUMO NEPEUNCNEHHOTO, KAPHUTUH PErynupyeT OTHOLLEHWE
auunn-KoA/cBoboaHbii KoA B MuToxoHapusx. MNyTem CBA3bIBAHUA
aUMnNbLHOrO pagukana oH BoicBoGoxaaeT KOA v Tem cambiM ak-
TUBMPYET MHTEHCMBHOCTD SHEPreTUyeckoro Metaéonuama [5, 6].

Crepyowan BaxHas (PyHKUMA KapHMTMHA 3aKJIH04aeTCA B
€ro cnocobHocTU 06pa3oBblBaTb COEAUHEHUS C PAa3NIUYHBIMU
OpraHUYecKUMU KUCRIOTaMK, SBMAIOLWMMNCH NMPOMEXYTOYHBIMM
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NPogyKTamMu OKUCIMTENbHbIX npoueccos. [laHHble BellecTsa,
KOTOpble HaKannMBatTCa B MUTOXOHOPUAX, LMTONNasMe KIeTok
W B CbIBOPOTKE KPOBU, OKa3bIBalOT MEMOPaHOTOKCUYECKOE AE-
CTBME U MHIMOMPYIOT aKTMBHOCTL paga hepmeHToB. BoiBegeHue
3TUX TOKCUYHbIX OPraHUY4eCcKUX COedMHEHWIA U3 opraHM3ma npo-
MCXOOUT Yepes NOYKK B BUAe aumMnkapHUTUHOB [7].

OHporeHHoe o6pa3oBaHue KapHUTUHa OCYLLIeCTBSIETCA B OC-
HOBHOM KJleTKaMW Ne4eHu U Noyek nyTem TpaHcdopMaumum nu-
3UHa; AOHATOPOM METUSIbHBIX PYMM CRyXWUT MeTUoHuH [8]. Uc-
TOYHUKOM aMWUHOKWUCIIOT Cy>aT 6eflk1 NULEeBLIX NPOAYyKTOB, a
TakKe COBCTBEHHbIE NPOTEUHbI MbileHHON TKaHW. OgHako aH-
OOreHHbIR cMHTe3 obecneyumBaeT CyTOUHYIO MOTPE6HOCTL B Kap-
HUTUHE NWLLb NPUGNU3UTENBHO Ha 25%. OCTanbHoe KoNU4ecTBO
LOMKHO MOCTyNaTb € MULLIEHA XUBOTHOMO MPOUCXOXOEHUA: M-
COM, PbIBON, NTULLEN U MOMIOYHBLIMU MPOAYKTaMU; rpyaHoe Mono-
KO TaKXe CoAepXUT KapHUTUH. MoacunTaHo, 4to NOTpebHOCTL B
KapHUTUHE y B3pochbix cocTasnaeT oT 200 go 500 mr/cyT, npw
3TOM 06blyHOE MeHK ob6ecrnevnBaeT MNOCTYMNNIEHUE OKOJo
100-300 mr/cyT [9].

B opraHuame YenoBeKa OCHOBHOE KOJIMHECTBO KapHUTUHA CO-
AEepXUTCH B MbilLax 1 cepaue, 4To 06YCIOBNEHO BLICOKOW aK-
TUBHOCTBIO NUNUAHOrO oBMeHa B faHHbIX TKaHax. B ceasu ¢
3TUM MABHbIMU OpraHaMU-«MULLEHAMU» MPW HEQOCTATOYHOCTH
KAapHUTUHA CyXaT CKeNeTHble MbIlWLbl U MUOKapd, BO BTOPYIO
ouyepenb CTpadalT KNEeTKM FONOBHOIO MO3ra, neYveHb U MOYKM.
OcHoBHble NpU3HaKkK geduumMTa KapHUTUHA: 6bicTpas yToMnse-
MOCTb, CHUXeHHasi paBboTOCNOCOBHOCTL, MbleyHas cnabocTb,
TMNOTOHUA U TUNOTPOUA, oTCTaBaHue hOU3NYECKOrO U NCUXO-
MOTOPHOIO pasBUTUSA, CHUXKEHWE LLIKONTBHOW YCNeBaeMOCTH, COH-
NIMBOCTb UMW pasfpaXuTenbHOCTh, HapyweHne dhyHKUMKN cepa-
La 1 ne4veHun, Yactble UHEKUUOHHBIE 3a60NneBaHUs — ABNSAIOTCS
creCcTBMEM Pa3BMBAKLLMXCA HAPYLIEHUA SHEPreTM4ecKoro 06-
MeHa M MeTabonM3ama MMNMEOB U CBSI3aHHbIX C HUMWU pac-
CTPOWCTB Apyrux BUAoB obMeHa BELLECTB.

BblgensoT nepBUYHbI MU BTOPUHHBIA AeULMT KapHUTUMHA
[7, 10]. MepBu4HbIN pedUUUT, O6YCNOBJEHHbIM AeteKTOM
TpaHcnopTa KapHUTUHA B KNETKU U TKaHW, ABNAETCSA reHeTnye-
CKUM [eTepMUHUPOBaHHbIM 3aboneBaHWeM C ayTOCOMHO-pe-
LecCuBHbIM TUNOM HacnegoBanus [2, 11]. CuctemHas dopma
XapaKTepusyeTcsl Pe3KOWU MbILLEYHOW CNaboCTbi0 U TMMOTOHNEMN,
TAXENOW KapguomMuonatuen, X1poBOW OUCTpodunen NeveHn 1
no4ek. Mpu MeiweyHon chopme y 6onbHbIX HabngaeTca Muona-
TUSi C HAKOMJIEHWEM NMUMMAOB.

Mpu4KHEI BTOPpMYHOro geduuuTa KapHuTUHa 6onee MHOroo6-
pa3Hbl M BCTpevalwTea ropasno vaule. BTopuuHasa HegocTaToH-
HOCTb XapakTepHa ansi 60NbLWON rpynnbl HACNEACTBEHHbIX 3a-
6oneBaHWit o6MeHa BeLeCTB, B TOM HYUCIe Afif OpraHuyeckux
auuaeMun, 6onesHen TpaHCNOpPTa U OKUCNEHNS XUPHbIX KACMOT.
MpyM 9TUX COCTOAHUSIX HU3KUIA YPOBEHb KapHUTUHA B KPOBU W
TKaHsX, rnaBHbIM o6pa3omM, 06yCnoBNeH akTUBHbIM BbIBEAEHU-
€M C MOYOWM KOHbKraToB KapHUTUHA C TOKCUYHBIMU OpraHu4e-
CKMMM KMcnoTamu. [1nsa MutoxoHapuansHbix 6onesHen (CMHOpO-
Ma KepHca—Celipa, nporpeccupytoLien optansmonnerum n ap.)
CBOWCTBEH YMepeHHbIA AeULMNT KapHUTUHA — NOBbILLEHHAs No-
TPEBHOCTE B HEM CBA3aHa C TSXENbIMU PAcCTPOACTBaAMMU JfeK-
TPOHHOrO TpaHCcnopTa U okuciuTensHoro doccopunmposaHus
(12, 13].

Hn3koe copgepxaHue KapHUTUHA B TKaHSX y AeTEN C CUHAPO-
MoM PeTTa, no-BmgnmomMy, 06yCnoeneHo HapylleHuem npouec-

coB BUOSHEPreTUKKU, HTO MPOSIBASETCA MOBbLILEHHLIM YPOBHEM
nakTtarta v nupyBaTa B KpOBM, aKTUBALMEWN NEPEKUCHOro OKWUC-
nenusa nunugos [14, 15]. Mpu cnHopome Pene, maHndecTupyto-
Lem Ha hoHe BUPYCHOW MHDEKLMK, U Y BONbHBIX C anunenTuye-
CKMMM CUHOpOMaMK Ha dhoHe neHeHns rnpernaparamu Banenpoe-
BOW KUCNOTbI HEAOCTATOHHOCTb KAPHUTUHA, BEPOSITHO, BbI3BaHA
paccTpOMCTBOM MeTaboIM3Ma XUPHBIX KUCIOT, BbICOKOW No4veY-
HOW 3KCKpEeLUen HaKannmBaLLMXca aunnkapHUTUHOB [16]. Pes-
KO BbIP@XEHHbIN OehMUunT KapHUTUHA XapakTepeH O MHOMUX
cbopm 3aboneBaHUi cepaua: rMnepTpoUIecKkon, aunaTaumoH-
HOW, TMCTUOUUTAPHOMW, AnabeTUYeckon Kapguommonatum, hub-
poanacTosa 3HAoKapaa v ap., HTO CBA3AHO C BHICOKOW 32BUCH-
MOCTBI0 MUOKAapAWasibHbIX JHEPreTUHeCKUX NpoueccoB OT JU-
nugHoro metaéonuama [9].

HeTn paHHero Bospacta 0CO6eHHO YyBCTBUTENbHbI K HEOOC-
TaTOYHOCTU KAPHUTMHA. DHOOrEHHblE 3anackl y HUX 6bICTPO UC-
TOLLAKOTCA NPU pas3findHbIX CTPECCOBBLIX CUTYaumusax (MHDEKUU-
OHHble 3aboneBaHus, Xenyao4HO-KULLeYHbIe pacCTPOICTBA, Ha-
pyLleHUs BCKapMnmMBaHus). BUOCUHTE3 KapHUTMHA pesko orpa-
HWYEH B CBA3WN C HEOOMbLLIOW MbILLEYHOW MacCoi, a nocTynne-
HWe C 06bIMHBIMM MULLEBBLIMU NPOOYKTAMM HE CMOCOBHO nogaep-
XaTb [OCTATO4HbIN YPOBEHbL B KPOBU U TKaHAX. HefloHOWeHHbIe
v eTU C Manon Macco 0COB6EHHO 3aBUCAT OT JOMONMHUTENBHO-
ro nony4eHns kapHutunHa [17].

VY peTel, cTpapalolmx pacCTPOMCTBAMU MUTAHWS, PaxXUTOM,
pPasfnnMYHbIMU FaCTPOMHTECTUHASIBHBIMUA 3a60neBaHUAMK (B TOM
ynucrne Lenuakuen, MyKoBMCUMOO30M U Ap.) U GONEesHAMU MOYex,
OTMEYAaETCA HapyLLEHWE YCBOEHUS KAPHUTUHA U ero NnoTeps Yepes
XeNyAo4HO-KULLIEYHBIM TPaKT U MoYedHble KaHanbibl. HepgocTta-
TOYHOCTb KapHUTMHA OTMEYEHAa Yy HEKOTOPbIX KaTeropui nauueH-
TOB, MOAYHAIOLLMX CNIEUMArIM3MpPOBaHHYIO UMETOTEPANWIO, OrpaHu-
YABAIOLLYIO NpUEM OEfIKOBbIX NPOAYKTOB, OCOBEHHO >XMBOTHOIO
NPOUCXOXOeHWA (HanpuMep, Y 60MbHbIX ¢ (DEHUNKETOHYPUEN), a
TaKXe y nuu, NpuaepXXu1BaloLmnxca BeretapnaHckom guetsl [18].

MauneHTbl U MeTofibl

B oTgene HacnegCTBeHHbIX U BPOXAEHHLIX 3a6GoneBaHuin
Mockosckoro HAW neguatpum 1 getckoit xupyprum M3 PO 6bino
obcneposaHo 16 peten, cTpafaloLLmMx pasnmyHsiMi oopMamm Ha-
CNeACTBEHHOW NaTosiorMn: B TOM YMCINE MUTOXOHOPUAsbHbIMU
cuHgpomamun KepHca—Ceipa (3 pebeHka) n bapra (1), Hapywie-
HWEM OKWCIIEHWS XUPHBIX KUCIOT (4), N30BanepvaHoBOM aumpe-
Muen (1), cuigpomom MapdbaHa (4) M ayTOMMMYHHbIM MONMAHAO-
KPWHHBbIM cuHgpomom | Tuna (3). BospacT 6onbHbix konebanca ot
3 0o 14 ner.

Komnnekc obcnenoeaHus geTel BKOYaNA aHanus reHeano-
rMYecKUX AaHHbIX, KIIMHUYeckMe U nadopaTopHble METOfbl, B
TOM uucre onpeferieHne ypoBHA OBLLEro KapHUTMHA B KpOBM
IH3UMATUYECKUM METOAOM (C UCMONb30BaHWeM Habopos dmp-
Mbl Roche, Tepmanuna), cogepXaHuss MONOYHOW M MUPOBMHO-
rpagHoiA KUCNOT B KPOBU, MOYEYHOW IKCKPELMU OpraHUYecKux
KWCNOT MeTOOOM ras3oBoW xpomartorpaduuM — xpomaTtomacc-
crnekTpoMeTpumn ([oCynapCTBEHHbIA aHTUOOMUHIOBLIA LIeHTP).
HOunarHos y 60onbHbix ¢ cMHOpoMoM KepHca—-CeWpa u ayToum-
MYHHBIM NOMMUIHAOKPUHHLIM CUHAPOMOM | TMna 6bin noaTeep-
XOEH BbIABNEHUEM Jdeneuun mutoxoHapuaneHon OHK un apep-
HOW rEeHHOW MyTauum B nokyce 21g22.3 cooTBeTCcTBEHHO (Meau-
KO-reHeTU4ecKui HayuHbii LeHTp PAMH).
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Pe3yneTaThl UCCREAOBAHUA U UX 06CYyXXaeHME

Pesynbtath! nposegeHHoro o6enenosanusi NO3BOAUAN BbISIBUTb
y OeTel KOMMNNEKC KIMHUYECKUX U NaGopaTopHbIX NPU3HAKOB, KO-
TOpble MOMK 6biTb 06YCNOBIEHbI UMEIOLLIENCST KAPHUTUHOBOWU He-
[OCTAaTOHHOCTLIO. B KNMHUYecKom cTaTtyce y BCcex naumneHTos obpa-
wana BHMMaHue HU3Kas TONepaHTHOCTL K (M3NUECKOM Harpyske,
MblLLIeHHasa cnadocTb U FUMNOTOHUA. Y 60NbLUIMHCTBA 60MbHLIX OTMEe-
YanuCb CHUXEHWE YMCTBEHHOW paBoTocnoco6HOCTH, FonoBHas
60fib, HApYLLIEHNE BHUMAHUA M NaMATH, NopaxeHue cepaua (B TomM
HUCNEe KapaMoMMonaTusl), KOOPQMHATOPHbIE U 3HOOKPUHHbLIE pac-
CcTpoucTBa. Y NOJIOBUHBI NALUMEHTOB ObINO BbIABNEHO OTCTaBaHue
h13NYECKOro pa3BuTUsl, NOBTOPHbLIE NMPUCTYMbl TOWHOTbI ¥ PBOTDI,
HapyLueHue 3peHus (B TOM HUCITE MUIMEHTHBIA peTUHUT). Y oTaesb-
HbIX 60MbHLIX HABNIOOANOCh YBENUYEHWE pa3MepoB 1 HapylueHve
hYHKLUUM NeYeHun, TYroyxocTb. MoBbIEeHHbIR ypOBEHL Nakrarta B
Kposu (2,1—4,4 Mmonb/n, Hopma 1,0-1,7 MMonb/N) 6bin yCTaHOBNEH
y BCeX AeTen.

YpoBeHb KapHUTUHA B KPOBUW OKa3ancs HU3KUM y BCex obcne-
[oBaHHbIX 6onbHbIX. Kak npepacrtasnexHo B tabnuue, copgepxa-
HWe obLyero KapHUTUHA B KpoBM Y aeTen cocTtasnano ot 1,6 no
41,1 mkMonb/n, 8 cpepgHeM — 15,8 + 3,6 Mkmornb/n. [na KoHTpo-
nsa 6bina UCNONb30BaHa CbiIBOPOTKA KpoBw 10 feTei, Npoxoams-
wnx obcrnefoBaHve B KMMHUKE U HE MMEBLUMX KIMHWYECKUX
NPU3HAKOB HEJOCTATOYHOCTU KAPHUTUHA. Y HUX YPOBEHb KapHU-
TUHa konebanca oT 41 po 148 mMkmons/n n B cpepgHeM 6b1n pa-
BeH 72,8 + 11,7 mxmonb/n.

Taknm o6pasoM, y Bcex 16 naymeHTos ¢ HaceaCTBEHHOW naro-
noruen cogepxxaHune obLLEero KapHUTUHA B KpOBU ObINO HU3KUM, XO-
TA CTeneHb AethuLMTa oKasanacb pasnmyHow. Tak, y 1 w3 3 60nb-
HbiX C MUTOXOHAPUaSbHBIM cuHApoMoM KepHca—Celpa ypoBeHb
KapHUTUHA B KPOBU Obl1 NLLIb HEMHOTO HAXE MPaHNLbl HOPMbI, a Y
Opyroro pebeHka ¢ TeM xe 3ab60oneBaHMeM CopepXKaHue KapHUTU-
Ha 6bINI0 PE3KO CHIKEHO (CM. Tabnuuy).

[ns koppekuwn gedmumra KapHUTMHA Y HabMioAABLUMXCS 601b-
HbIX Gbifl UCMONB30BaH OTeYeCcTBeHHbI Npenapar 3nbkap (000
«MNK-GAPMA», Poccns), npeapctasnsioumin cobot 20% BOOHbINA
pacTBop L-KapHUTUHA A1 NepoparibHOro NPUMEHEHUA N COAepXa-
wuiA 200 Mr gewcTBytoLiero BewtecTsa B 1 M. 3nbkap npovsBo-
OWUTCA U3 MPUPOQHOFO L-KapHUTMHA. N3BECTHO, YTO B TKaHAX Yesno-
BEKa NpuCYTCTRYET TONLKO L-cTepeonaomep, u UMEHHO OH Buono-
rmdecku achdekTnaeH. Jo3b! npenapata coctasnanm 20-30 Mmr Ha
1 kr maccol Tena 8 cyTku. OpgHako pebeHKy ¢ M3oBanepuaHoBon
aungemuen 6bina HasHadeHa 6onee Bbicokas ao3a — 50 Mr/kr.
Y BCeX 601bHbIX NbKap 6bin NPUMEHEH B LOMONHEHNE K OCHOBHO-
My fleyenunio, n nuub npu 6onesnn Mapdana AaHHbLI Npenapar
6bl1 UCMONL30BaH B Ka4eCTBE MOHOTEpAanuu.

ToMUMO OLIEHKW KINIMHMYECKOTO cTaTyca 6onbHbIX Y 10 aeTei ye-
pes 4 Hep nocne HasHadeHns Onbkapa 66N OCYLLECTBIIEH KOHT-

Tatnuya. YpoBeHb 06WET0 KapHUTMHA B KPOBW Y BONbHBIX C reHe -
YeckM AeTepMUHUPOBaHHOK NaTonoruek obmeHa sewecTs (n = 16)

Hoaonoru4eckas hopua ConlepHamie KapHIATHHA, MKMORB/
Cwtippom Keprca-Ceipa (n = 3) 1,6;32,9; 41,1
Cavppos Bapra 0 = 1) 136

HapytiieHue OKUCNIEHNS XUPHBIX KUCHOT (N = 4)

' 14,5, 15,6; 27,3, 37,4
Haopanepwanteas ayanens {1 = 1} 41

Cwhapom Mapcdava (1 = 4) 24:82;82; 247
ATOMMMHEBI NONASHADKDIEHLI CUHEPOM

1 i (= 3% - 4.1, 5,1: 1864
Kowrpons {n = 10) 41,2-148,9 (728 £ 11,7)
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Mocne neyeHus

Do neuenus

Koutpons (n = 10)

PucyHok. iMHaMnKa YpOBHA O6LLero KapHTMHa B KPOBK Y 60NbHLIX
C reHeTHHYECKW AeTepMUHUPOBaAHHOW NaTonornel obmeHa BeLecTs
Yepe3s 4 Hepq Nocne Havyana npuema Anekapa (7 = 10).

pOfib 32 U3MEHEHWEM YPOBHS KAPHUTMHA B KPOBW (CM. PUCYHOK),
KOTOpbIN MOKa3as OOCTOBEPHOE erc yesenunyexune (B cpegHem B
3 pasa). CpegHee cogepxaHvie 06LLEro KapHUTUHA B ChIBOPOTKE
KPOBU Yy 60MbHBLIX NPEBLICUNO HWXHIOK FpaHnLy HOpPMbi, & Y OT-
OenbHbiX NaumMeHToB NPUGNU3MNOCsL K napameTpam KOHTPOSbHON
rpynnbi.

YBesfim4eHvie yposHs KapHUTUHA B KPOBM COYETANIOCh C yNyYlile-
HMEeM COCTORHUA N CaMOYYBCTBUA AeTEW, CHKEHNEM yTOMIAEMO-
CTW, YMEHBLWEHNEM BbiPaXEHHOCTM MUOMATUYECKOro CUHAPOMA,
yny4LueHUEM MOXOOKM U KOOPAVHALMW ABVKEHWI, NPeKpalLeHrem
NpUCTYNOB MeTaboNUHECKoN aekomMneHcaumm.

PeaynbTathl o6cnegoBaHus geten ¢ 60ne3HaMn cbmMeHa Xup-
HbIX KMUCSIOT, OpraHMyeckon auuaeMmen u MuToxoHapuasbHoM na-
Tonorven, Taknm o6pasom, NOATBEPANIIN UMEIOLLIMECS B NATepaTy-
pe CBeJeHVst 0 HedoCTaTO4YHOCTU KapHUTUHA NpW NepevncneHHbIX
3a6onesBaHnAX.

O6pawany BHMMaHWe BriepBbie MoNyYeHHbie AaHHBIE O HU3KOM
YPOBHE O6LLIErO KapHUTUHA B KPOBW Y 4 fieTelh C MOHOrE€HHbIM 3a-
6oneBaHMeM COeaNHUTENBHON TKaHM — cuHApoMoM MapdaHa v y
3 60MbHbIX € 8YTOCOMHO-PELIECCUBHBIM aYTOUMMMYHHBLIM NMONU3HAO-
KPWHHBbIM cvHApomMoMm | Tuna. Mccneposanna, NpoBeAeHHbie B Ha-
el KMHUKe, BnepBble NO3BOMMN BbIABUTL MUTOXCHAPWATbHYIO
IUCYHKUMIO, NPOSBASHOLLYIOCS HapyLLEHUEM MNEePEKUCHOO OKKC-
NeHV NUMWEOOB, HECTABMNBHOCTBIO LMTOMEMOpAH, YrHETEHWEM
npoLeccoB GMONOMMYECKOro OKUCTEHUA, Y ASTEN C CUHOPOMOM
MapdaHa. Ha 3Tom ocHoBaHWM 66110 BbICKa3aHO NpeanonoxeHue
O 3HaYeHUW HapYyLLISHWA NPOLIECCOB GUO3HEPTETUKU B NaTOreHese
LaHHol natonormu [19]. Pesynstatbl HACTOALLEro nccnenoBaHns,
CBWAETENBCTBYIOLME O HEAOCTATOYHOCTU KAPHWTUHA MPU CUHAPO-
me MapdaHa, 060CHOBbBIBaOT HEOGXOAMMOCTL BKITIOYEHUA KapHUu-
TUHCOZEPXALLMX NPENapaToB B KOMMNEKC NEYEHNs HONbHbIX.

Pegynbrarei KAMHUYECKOTO 06CneoBaHns AeTein C ayTOMMMYH-
HbIM MONMSHOOKPUHHBIM CUHOPOMOM | TUMA, HANMYME Y HUX Pe3ko
BbIPAXKEHHOW YTOMSAAREMOCTH, MUOMATUYECKMX NPOABIEHNIA, Myb-
TUCHCTEMHBIV XapakTep NOPaXKEHWUA C BOB/IEYEHUEM IHOOKPUHHOM
CUCTEMB!, MOBbLILLIEHHBIN YPOBEHb MOSIOHHOW KUCTIOTb! B KPOBM 3a-
cTasunm nNpoBoauTL andrdpepeHumarnbHbIn AnarHo3 ¢ MATOXOHAPU-
ansHoi naronorne. OgHako y Bcex 3 GOMbHLIX OKOHYATENbHbINA
[OMarHo3 ayTOMMMYHHOO NONM3HAOKPUHHOMO cMHapoMa 6bin AoKa-
3aH 0BHAPYXEHNEM XapaKTEepHOW A HErO MeHHON MyTauuu B No-
Kyce 21g22.3.

Takum 06pasom, NpoBeeHHbIE UCCINEA0BaHNA AOKA3aNW Hamm-
Yyue HedOCTaTOYHOCTM KapHUTUHA Npw psde dopm HacneacTBeH-
HbIX MeTabonu4yecknx 3a6oneBaHni U NPOAEMOHCTPUPOBASIU Bbi-
COKYIO 3(PPEKTUBHOCTL OTEYECTBEHHOrO MeAUKAMEHTO3HOIro
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cpencTea 3nbkap 419 koppekumn aedmumta kapHutuHa. Hecom-
HEHHbIM JOCTOMHCTBOM rpenapara siBNaeTcs npocTtoTa npumMmeHe-
HUA, MPaKTU4eCKoe OTCYTCTBUE MPOTUBONOKA3aHUA U MOBOHHbIX
fencteuin. NMonyyenHble pesynsTaTbl CBUAETENLCTBYIOT, OOHAKO,
4TO NpU 60MLLIMHCTBE (POPM FEHETUHECKU AETePMUHUPOBAHHON
naTonorMm o6mMeHa BeLLecTB NMMKBUAAUNA KaPHUTUHOBOW HeQoCTa-
TOYHOCTU TpebyeT 6onee ONIMTENLHOrO NPUMEHeHNa npenapara v
Ha6NOAEHWA 3a BONLHBLIMK.
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