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MmecTpe 10 84,6 MM pT. cT. B IIl TpuMecTpe 1 ocTaa0Ch Ha HEM3MEHHOM yPOBHE Yepe3
1 rog mocae pomoB. B I'pPMC cpennee 3HadeHue nHeBHOro A/l yBEAWYHAOCH C
72,8 MM pT. cT. B | TpuMecTpe no 79,8 MM PT. CT. 4epes3 rof Iocae ponos (t = -6,3;
p < 0,001), wero He O6bir0 oTMeueHO B I'pK, rme nueBHble 3HaveHus CA/ u A/l He
PAa3AUYaAUCh U OCTABAaAUCH HA CTAOHMABLHOM ypPOBHE.

JrarHocTuKa MOBBIIIEHHOTO ypoBHA A/l Ha paHHUX cpokax (B I Tpumectpe) y
KeHIMUH ¢ KoMrnoHeHTaMUu MC u KoHTpoab ypoBHS A/l ¢ momoipio CMA/L momoraet
nomoOpaTh ameKBATHYIO THIIOTEH3HUBHYIO TE€PAaIlHI0, OLIEHUTH ee 3PPEeKTUBHOCTb U
n30exkaTh OCAOKHEHUU TedeHUs OepeMEeHHOCTH, POJAOB U HeOAATONPUATHBIX MEPHU-
HaTaABHBIX HCXOM0OB, a TaK¥Ke II03BOAUT YAYUIIINTE OTAAA€HHBIH ITPOrHO3 [3].

AHUTEPATYPA

1. MetaboandecKHil CHHAPOM K TPoMOOMHANS B aKyllepcTBe H rmHekoAsoruu / A. [I. Makauapuda [u ap.|. M. :
MUA, 2006. 480 c.

2. Casenvesa, H. OcobeHHOCTH TedeHHsI OepEMEHHOCTH, HUCXOAbl POJIOB A MaTePH U IIAOAA IIPH MeTaboAude-
ckoM cuHapome / 1. CaBeareBa, C. Bapunuos // Bpau. 2009. Ne 8. C. 18-19.

3. Au, O. A. Pe3yabTaThl CyTOYHOTO MOHHUTOPHPOBAHUSA apTEPHAABHOIO AABAEHHS Yy JKEHIIHMH C MeTaboande-
cKUM cuHApoMoM Bo II Tpumectpe 6epemerHoctH / O. A. Au // Aeueb. geao. M., 2011. Ne 4. C. 78-84.

YK 616-005.1-08:616.151.514
IIOKASATEAH BTOPHYHOI'O TEMOCTASA ITPH TEMO®HAHHA

Paxumosea C. C.
Hay4HBIH PyKOBOAHTEAB: K.M.H., noueHT C. A. Xodyneea

YupexzeHHe 0Opa3oBaHHS
«'oMeABCKHH rocyZapCTBEeHHBIH MEAHIHHCKHH YHHBEPCHTET»
r. F'omeas, Pecnybauka Beaapycs

Beeodenue

Femocuanu — rpymma KoaryaonaTuii, o0yCAOBA€HHBIX T€HETHYECKH IeTepPMHU-
HUPOBAHHBIM Ae(PUIIUTOM IIAA3MEHHBIX (PAaKTOpPOB cBepThIBaHUs KpoBu VIII, IX —
BasKHEHITUX 3BEHBEB B CHCTeMe remocrasa. KaaccuduimpyoT reMoUAHU IO 1e-
GUIUTY aHTUTEMO(PUABHBIX TAOOyAMHOB (AIT): remocuansa A mpencTaBaseT coboit
nedpunut pakropa VIII (FVIII); remoduanusa B (6oae3ns Kpuctmaca) — medpuut dak-
Topa IX (FIX). O4yeHp penKoO BHIABAGETCS KOHKOMHUTHPOBAHHAs TeMO(UAUS: OTHO-
BpeMmenHblit nedpunut FVIII u FIX, gacTo compoBoxkmaronyiica HapyleHUeM IIBETO-
BOro 3peHHd. PacmpocTpaHEeHHOCTb FeMO(MHUAHHN B OOABIIIMHCTBE CTPaH COCTABASIET
15-20 na 100 TBIC. Myk4MH HAHU 1:10000 HOBOPOXKIEHHBIX MaAb4YHKOB. CoraacHo
OIIeHKEe, OCHOBAHHOM Ha €XKEroJHOM TAO0aABHOM OITpoce, IpoBoauMMOM BcemupHOH
Peneparmeit 'emoduanu, yucao aroneit ¢ remoduanuei B MUPE COCTABASET IIPUOAU-
suteAabHO 400 ThIC. YeAoBeK. [Ipu 3ToM cooTHomIeHMe reModuanHu A K remodpuanu B
cocraBageT 4:1. B Pecnybauke Beaapych pacnpocTpaHeHHOCTb I'eMO(HAHU A CO-
craBAageT — 12-16 caydaeB Ha 100 ThIC. My>KCKOTI0O HaceAeHHs U remoduaud B 1,2-
1,6 Ha 100 TBIC. My2KCKOT'O HaceAeHHd [1].

FeHn, komupyronmi ypoBeHB (pakrTopa VIII, HaxomuTcsad Ha OAHHHOM IiAede X-
XPOMOCOMEBI B AOKyce q28. I'eH, Konupylonmi ypoBeHb dakropa [X, HaxoguTcs Tak-
Ke Ha JAMHHOM Ilaede X-XPOMOCOMBI B AOKyce 27. [loaToMy XapakTep HacAemoBa-
HHuA reModuanr A U B peliecCUBHBIN, CHETAeHHBIH ¢ X-XpoMocoMo#. B HacTodiee
BpeMd YCTaHOBAEHO, YTO N€HETHYECKUMHU nepeKTaMH, IIPUBOASIINMU K TeMOMHANH,
ABAFIOTCS TOYEYHbIe MyTallUH, B pe3yAbTaTe KOTOpbIX B reHe (paktopa VIII mam IX
IIPOUCXOOUT U3MEHEHHEe aMHUHOKHCAOTHOI'O cOcTaBa OeAka, YTO IIPUBOIUT K CUHTE3Y
HETIOAHOIIEHHOTO MpoTerHa. HacAeACTBEHHBIN (CeMEeMHBIH) xapakTep TI'eMO(OUANU
ormeyaetca y 70-90 % mnarmuenToB. B 30-10 % cay4yaeB reMoHAUs SIBASIETCS CIIO-
paandeckol, Bo3HUKAWIIEH B pe3yAbTaTe peasu3allud CKPBITOTO IeT€PO3UTOTHOTO
HOCHUTEABCTBA UAU B pe3yAbTaTe CIIOHTAHHBIX MeHETUYECKUX MyTallui.
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Femocrameii 60A€I0T TOABKO MyzK4YHHBI. KoHAyKTOpamMu (repematyukamu) 3ab60-
A€BaHUS SBASIOTCS KEHITWHBI. 2KEHINMHBI — HOCHUTEABHHIIbI I'eHa reMOo(UAUN He
HMEIOT KAMHHYECKHUX IIPOSBAE€HUH, HO MOTYT POAUTH OOABHBIX ChbIHOBel. CBHIHOBBS
SKEHIIMH-HOCUTEABHHUIT uMeloT 50 % pHUCK poaAuTbCs 00ABHBIMH remoduamveit, a mo-
yepu — 50 % PHUCK OBITH HOCUTEALHHUITAMHU NeHa reMOMUAUH.

Femodmansa ocraeTcsd OQHOM M3 BasKHBIX MEAHMKO-COIIMAABHBIX IIPOOAEM COBpe-
MeHHOH reMaToAoruu. OCOGEHHOCTH KAMHUYECKOI'O0 TeYeHHS MAaHHOTO 3aboaeBaHUS
3HAQYUTEABHO CHHXKAIOT Ka4eCTBO KM3HU MAIlUEHTOB M IIPHUBOAAT K CTOHKOH yTpare
TPYAOCIIOCOOHOCTH.

Ilens

N3y4uThk XapakTep MU CTENeHb U3MEHEHHH IToKasaTeA€ll BTOPHYHOTO reMocTrasa
Ipu reMoOUANH.

Mamepuan u memoost ucci1edoeaHust

HN3y4ueHbl MeQUIIMHCKHE KapThl 21 MmalpeHTa ¢ HaCAeACTBEHHBIMH KOATryAOIIaTH-
amu, HaxoauBHinxcd Ha aedeHuu B [Y3 «PHIILD» r. F'omeas ¢ 2006-2021 rr. Koary-
ASITUOHHOE 3BEHO I'eMOCTa3a OLIEHHBAAOCH II0 CAEAYIOIIMM IIOKa3aTeAdIM: IIPOTPOM-
OMHOBOMY HMHIEKCY, aKTHBHPOBAHHOMY YaCTHYHOMY TPOMOOIIAACTHHOBOMY BpPEMEHH!
(AYTB), yposHio VIII 1 IX dakTopoB. Tak:ke OlleHMBaAM arperaluio TPOMOOIIHUTOB,
METOIOM HCCA€OOBaHHUA AarperanyvoHHBIX CBONCTB TPOMOOIIMTOB C HHAYKTOPAMH:
Ald, anpeHasnH U KoarareH. CTaTUCTUYECKYI0 00paboTKy pPe3yAbTaTOB HCCAEI0Ba-
HUS IIPOBO/MAA C TIOMOIIBIO ITporpaMmel «Statistica 10.0» u «Excel».

Pe3ynomameul uccnedoeaHnust u ux obcyrcoerue

3a aHaam3upyeMblil nepuon HabarogeHUsS ObIAO 00caeqoBaHO 18 MaAbYUKOB C
remocprann A 1 3 Maabunka ¢ remoduanu B. Bo3pacT mpu nmocraHoBKe guarHosa Ba-
peHpoBaa oT 1 Mecdaiia 10 18 aet. CpeqHUil BO3pacT Ha MOMEHT IIOCTAHOBKH AHArHO3a
Jasg 60ABHBIX C remocdpuameit A cocraBua — 3 roaa, Oas OOABHBIX C remoduanei B —
1 rox. IIpu aToMm 90 % TszreAbIX popM 3aboAeBaHUSA OBIAO YCTAHOBAEHO 0 ABYXAETHE-
ro Bo3pacra. ¥ 15 (71,4 %) ueroBEK HUMEIOTCS NaHHbIE O HACAEICTBEHHOM (paKkTOope, a
y 6 (28,6 %) merett ceMeliHas OTATOIIIEHHOCTh OTCYTCTBYET, UTO I'OBOPHUT, O CLIOPAIU-
4eCcKoi reMo(pHANH, KOTopas 00ycaoBAeHA de Novo ITaTOAOTHYECKOM MyTallueil reHa.

CrernieHb TAXKECTU TedeHUS 3a00A€BaHUSA OIPEEATIAU II0 YPOBHIO Ae(PUITUTHOTO
dakTOpa B COOTBETCTBHH C MEXKAYHAPOIHON KAacCHU(PHUKAIIUEH 00OAe3HEH: TaxKesoe
TedeHrue — ypoBeHb . VIII < 1 %, cpenueii crerteEn Tsxkectd — ¢. VIII ot 1 mo 5 %,
aAerkoe TedyeHue — . VIII > 5 %. [To maHHBIM CTATHCTHKH, B HUCCAEQYEMOM IpyIIIe
MIaIMEeHTOB, OKOAO 75 % CTpazmaloT TAXKEABIMU M CPeIHETSIKEABIMH bopMaMHU Tede-
HUS TeMO(MUANY, KOTOPbIE ITPUBOAAT K paHHEH MHBAAUIHOCTH, B pe3yAbTaTe Iopa-
JKEHUS OTIOPHO-IABUTATEABHOTO amrmapara. Taxkeaoe TedeHHe HabaogaeTcd y 5S8% ne-
Tel c remoduaneit A u 46 % nmerel ¢ remouarein B.

KoaryaqaiionrHoe 3BEHO reMocTasa OLIEHUBAAOCH II0 CAEAYIOIINM II0KA3aTEATIM:
OpOoTPOMOMHOBOMY HMHAEKCY (HopMa — 95-105 %), akKTUBHUPOBAHHOMY YaCTHYHOMY
TpoMbOomaacTrHOBOMYy BpeMeHH (AYTB) (Hopma — 21,1-36,5 ¢), yposHio VIII u IX dak-
TopoB (HopMa — 50-200 %).

YpoBenb (pakTopa VIII cocraBua — muHHMaabHO 0 %, makcumasrHO S50 %. Y
66,7 % uMeAucCh IPOSIBAEHUS B BHUIE IeMaToM U KpoBorTedeHuil. Y 27,7 % mnaiueH-
TOB OTME€YEHbI OCAOKHEHHS CO CTOPOHBI OITIOPHO-ABUTATEABHOIO anmnapara.

YpoBeur dakropa IX (dakropa Kpucrmaca) cocraBua muHuMasbHo 0,71 %,
MaKCHUMaAbHO 8 %, y mallueHTOB HAaOAIOMAAUCE ITPOSIBAEHUS B BH/E: IIOJKOXKHOH re-
MaTOMBI B 00AacCTU ADa, KPOBOTEUYEHHSA CO CAM3UCTOM IIOAOCTH pPTa, TEMapTpPO3 IIpa-
BOT'0 TOA€HOCTOITHOTO CycTaBa.

CoraacHO IOAYYE€HHBIM JAaHHBIM, IToKazatTeab AYTB y 95,23 % BrIllle BepxHel rpa-
HHUIIbI HOPMBI, YTO TOBOPUT O BBICOKOM PHUCKE KpoBoTedeHHH. MunuMmasbHo AYTB co-
craBuA 36,2 c, 4TO BXOOUT B mIpeneAbl HOpMBI. MakcumaarkHo — 115,3 c. B cpeguem
AYTB pasen 63,65 c. ¥ 90,47 % BBIIBACHO MOHMXKEHUE MPOTPOMOMHOBOTO MHAEKCA, B
cpenHeM Tokasateab coctaBua 0,88 c. TpomMOuHOBOe BpeMs BBIILIE BEPXHEH TI'PAHHUIIBI
HOpMEBI v 14,28 %, 4TO rOBOPUT 00 YIAMHEHHH BPEMEHH, B T€YEHHE KOTOPOro (POpPMH-
pyerca pubprHoBbIii crycTok. MHO moBbItieH autis y 4,76 %, u cocraBasiet 11,06.
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I rpynny kpoBu umean 52 % nanuenta, Il rpynmny — 28,57 %, 1I u IV rpynmny —
9,52 %. 100 % mu3 uccaegyeMoOM IpPyIIbl UMEAU ITOAOKHUTEABHBIN pe3yc-aKkTop.

[TaToAoruss TPOMOOITUTAPHOTO 3BeHA reMocTasa Obiaa BeIgBaeHA vV 3 (14,2 %) de-
AOBEK U XapaKTepH3oBaAsach HapylIeHHEM arperamuy TpoMOOIIUTOB. YPOBEHb TPOM-
0OIIMTOB y BCEX MAIIMEHTOB ObIA B IIpefieaax HOPMaABHBIX 3HadeHuU. IIpu mccaemo-
BaHUM arperanyoHHOM aKTUBHOCTU KpPOBAHBIX IIAACTHHOK OTMEYEHO CHUIKEHUE
AI®-uHAYyIUPOBaHHOHR arperanuu y 2 (67 %) u3 3 obcaemoBaHHBIX. M3BEeCTHO, 4YTO
arperanus TpoMOomuTOB ITon BausHHEM AP oTpazkaeT CeKpeTOpHbIE IIPOIIECCHl B
TPOMOOIIUTAPHBIX TPAHYAAX U PEAKIIUI0 OCBOOOXKIECHUS COAEPIKAILINXCSI B HUX OHO-
aKTUBHBIX cyOcraHimii. OTCyTCTBHE Ha arperarorpaMMax BTOPHUYHOM arperaruy,
KOT/la BCAEJ 3a II€PBOM BOAHOM BO3HHKAET Je3arperanus, CBUIAETEABCTBYET O HApPY-
IIEHUH pPeaKIIUU OCBOOOXKIEHUSI.

CHUKEeHHEe aJpeHaAWH — HWHAYLIUPOBAHHOM arperanuy OBbIAO OTMEYEHO y 2
(67 %) maimenToB. Peakiing TpoMOOIIMTOB Ha alpeHAaAUH XapaKTepHu30Baaachb OT-
CYTCTBHEM Ha arperarorpaMMax BTOPOH BOAHBI, CBSI3aHHOH C 00pa3oBaHHEM TPOM-
OokcaHa A2 B OCBOOOKIOEHHEM K3 KPOBSHBIX ITAACTHHOK COOCTBEHHBIX arperupyro-
X areHToB. [loAydeHHBIE arperaTorpaMMbl TakKe IIOATBEPKAAIOT HApPYLIEHUS B
CEeKPEeTOPHOH (PYHKIHMH TPOoMOOIIUTOB. IIpm OIleHKe arperamyu ¢ KOAAAQT€HOM MIHC-
dyHKIHS TPOoMOOIIUTOB ObIAa ycTaHOBAEHA ¥V 1 (33 %) marnmenTa.

Buleoowst

[Ipoanaan3upoBaB AaHHbIE MEAUIIMHCKON MOKyMeHTaruu 21 maieHTa C reMo-
duanaMH, MOXKHO CAeAaTh BBIBOJ, YTO AHATrHO3 yCTaHaBAHBaAW B T€UYEHUE IE€PBBIX
TPeX AeT KU3HU, IIpU 3ToM 90 % TaxkeabIx opM 3a00AeBaHUdA OBIAO YCTAHOBAEHO 10
OBYXAETHEro Bo3pacta. [IpeBasnpoBana Taxkeaad popMma remopuany, y (58 %) mereit
c reMocuaneit A u (46 %) c remocpuaueit B.

[Tokazarear AYTB y 95,23 % mamueHTOB ¢ reMmoduanell ObIA BBIIle BepXHEH
TpaHUIIbl HOPMBI IIPU CpefHeM 3HadeHUH 63,065 c, 4YTO TOBOPUT O BBICOKOM PHCKE
KpoBoTedyeHUN. VI3MeHeHUs CO CTOPOHBI APYTHUX MoKa3aTeAed BTOPHUYHOI'O reMocTasa
[ad reMopuAnM He TUIIHYHBI. COCTOsIHHE TPOMOOIIUTapHOT'O 3BeHa reMocTasa B BH/E
HapyIIeHUs arperaiiy TPoOMOOIIMTOB HAOAIOIAAOCH He Ooaee yeM B 15 % caydaes,
YTO MOTAO OBITH OOYCAOBAEHO COIIyTCTBYIOIIEH IIaTOAOTHEH HAM IIPUEMOM AeKap-
CTBEHHBIX IIpernaparoB. [IpuMeyaTeAbHO, YTO OOABIIIMHCTBO ITAIIMEHTOB C TeMO(HUAU-
el UMeAUu MepPBYIO IPYIIY KPOBHU PE3yC-IIOAOKHUTEABHYIO (52 %). Cepbe3HBIM OCAOXK-
HeHueM y 27,7 % pneredl ¢ remoduamedl gBHAACH IIATOAOTHUS CO CTOPOHBI OIIOPHO-
JABUTATEABHOIO amnmnapara, KoTopad IpHuBeAa K paHHEeN MHBaAUAU3AIINH.
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AKTYaABHOCTE MaHHOM HpPOOAEMBI COCTOUT B AHOUPYIOIIECH ITO3HUIUH CEPIEYHO-
COCYIUCTBIX 3a00A€BaHUI 110 CMEPTHOCTH CPEU APYToH HEMH(EKITMOHHOM ITaTOAOTHH [1].
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