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BBepenue. [HoMHO-BOCNanuTeNbHbIe 3ab01eBaHUSA OMOCPELYHOT rMMNEepPKoarynaLMOHHbIE HapyLLEHUs B CUCTEME
remMocTasa, KoTopble B MPUCYTCTBUM LOMOJHMTESbHBIX (AKTOPOB MOrYT peann3oBaTbcs B TPOMDO0OIMbonMyeckue
0C/0XHeHMs. PacnpocTpaHeHHOCTb MX B 0buiei peTckoi nonynsaumm coctasnset 0,07-0,14 cnyvaes Ha 10 000,
npotms — 1,6 Ha 1000 B3pocnioro HaceneHus B rof.

Lenb uccnepoBanus. OueHUTb COCTOSHME KOAryNALMOHHOMO 3BEHa reMocTasa y AeTel C THOMHbIM anneHam-
KynsipHbIM neputoHuToM (TAMT) B paHHWI nocsieonepaLmoHHbI Nepuog.

Martepuanbl u metogbl. 06cnenoBaHo 40 petent c TAlN, monyyaBLUMX NleYeHWe B XMPYPrUYECKOM OTLESIEHUM
OLKb r. Knposa, B Bo3pacte 7-14 net (Me = 9 neT), u3 Hux 22 (55%) manbumnka u 18 (45%) nesouek. Pacnpo-
CTPaHEHHbI THOMHbIA NepUTOHMT AnarHocTupoBaH y 13 (32,5%), MecTHble dopMbl — Yy 27 (67,5%). Jlanaponu-
YecKas anneHAIKTOMMA C CaHaumeli BpIOLLHOM NonocTy BbinonHeHa B 45% cnyyaes. [pynny KoHTponsa coctaBunm
3popoBble get 7-14 net (n = 50). OuennBanucb nokasatenm remorpammbl: aktuBHOCTb ACT, AJIT, KoHUeHTpa-
uus bunupybuHa, MoyeBMHbI, KpeaTuHuHa, CPb, obuwiero benka coiBopoTku. CocTosHMe KOArynsLMOHHOMO 3BeHa
reMocTasa WCCNefoBanM B paHHMI NocneonepaumonHbin nepuof (Me = 12 YacoB), C NOMOLLBK CKPUHUHTOBbIX
TectoB Koarynorpammbl: A4YTB, 1B, MHO, TB, konndyectBo ¢umbpuHoreHa v nokanbHbix TectoB (yposeHb FVIII:C,
vWF:Ag, VWF:RCo XaremaH-3aBucumblii pubpuronus (BA) ¢ onpepenenneM POMK). Cratuctuueckyto obpabotky
Mosy4YeHHbIX Pe3yNbTaToB NPOBOAWIM C NMOMOLLBK Nporpammbl Statistica 7,0. Pasnnuma cuntanm gocToBepHbIMM
npu p < 0,05.

Pesynbtathl. [lpy aHanu3e AaHHbIX reMorpaMMbl U BMOXMMMYECKOro uccneaoBaHua Kposu y peten c A€
YCTaHOBJIEHO HanMuue BbIPAXEHHOM0 MHTOKCMKALMOHHO-BocnanuTensHoro cunapoMa (MBC). OTMeyeHo 3Hauu-
MOE YBEeJSIMYeHMEe KONMYEeCTBa JIEMKOLMTOB, MANOYKOAAEPHBIX U CcerMeHTosAepHbIX HenTpodunos, CO3 n JIUN,
KOTOPbIA COOTBETCTBOBAN CPEHEN U TAXENON CTeneHW TAXEeCTH nauueHtos — 5,73; 3,6—74 (Me; Q,-Q,). [lo-
CTOBEPHbIX W3MEHEHWUN MOKa3aTtenei BUoxumMmun KpoBM He 0BOHApYXKEHO, HU OAMH M3 MOKa3aTesnel He BbIXOLWN
3a peepeHTHble 3Ha4eHMs. YCTaHoBeHO 3HauMMoe noBbiweHust CPb, 3HaueHWe MeayaHbl KOTOpOro NpeBbillasno
noKasaTenn HopManbHbIX 3HadeHnn (0,01-5 mr/n) B 32 pasa — 163,8; 132,8-224,9 mr/n (Me; Q,-Q,). Y neTeit
¢ l'All ycTaHoBNEHbI TMNEpKOAryNALMOHHbIE HapYLLEHWS, BbISBNEHO CTAaTUCTUYECKW AOCTOBEPHOE YBESIMYEHUE KOH-
LeHTpaumn ¢ubpuHoreHa, POMK, FVIII:C, daktopa ¢oH BunnebpaHaa u ero aktmBHocTu. Kpome Toro, y Bcex
BoMbHbIX UCCeLyeMOol rpynnbl YCTaHOBAEHO YrHeTeHUe UOPUHONUTUYECKOW aKTMBHOCTU nna3Mbl — DA bonee
60 MuH (HopMa — 4-10 muH). [locToBEpHBIX M3MEHEHUN NoKasaTtesien CKpuHuHroBbIX TectoB (AYTB, B, MHO,
TB) BbISIBNEHO He bbiNO.

3aknioueHue.

1. [HOWMHBIM anneHAMKYNAPHLIN NEPUTOHUT CONPOBOXAAeTCs BblpaxeHHbIM VIBC B coyetaHum ¢ runepkoary-
NALUMOHHBIMU HapYLLIEHWUAIMU CUCTEMbI TEMOCTa3a, HO CKPUHUHIOBLIE TeCTbl Koarynorpammel (AYTB, M1B, MHO, TB)
Yy [aHHOW KaTeropum NauyMeHToB OKa3anucb MasnoMHGOPMaTUBHBLIMUA U HE NMO3BONSIOT OLEHUTb UCTUHHYK KapTUHY
COCTOSIHMSA KOarynsiuMOHHOrO 3BEHa remMocTasa.

2. BbisiBneHHble ¢ noMoubto nokanbHbIx TectoB (FVIII:C, vWF:Ag, vVWF:RCo, ®A, POMK) HapyLweHns B paHHWI
nocieonepaLyoHHbIA NepUoL, HOCAT MPOTPOMOOTUYECKUI XapaKTep M 00YCNOBAMBAKOT COCTOSIHWE MOBbILLEHHOW
TPOMBOTUYECKOW FOTOBHOCTU, KOTOPOE MPY HaNM4MKU JONOTHUTENbHBIX PaKTOPOB MOXKET peann3oBaTbca B TpoM603.

3. YcTaHoBNEHHOEe COCTOsiHME TPOMBOTMYECKOM FOTOBHOCTH Y A€TEN C AeCTPYKTMBHBIMK (hOPMaMM anneHauumTa
B PaHHUI NOCNEONepaLMOHHbIA Nepuog, ABNSETCA 0CHOBAHMEM ANA AOMNOHUTENbHBLIX UCCeA0BaHMMN.
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