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Leas ucciieoBaHus: MPECTABICHUE KINHUYECKOTO CIIydas ManueHTa ¢ TSHKeJIou popMoi re-
MO(UINN 00PAaTUBIIETOCS Ha KOHCYJIBTAIMIO C SKBUHO-BAPYCHOM J1ehopMariueii.

Marepuanabl u MmeToasbl: nauueHt Moparum. 14 net. Poguncs u xun B Kazaxcrane. Kano6s! Ha
0011, c1ab0CTh, OBICTPYIO YTOMIISIEMOCTH B MIPABOM HOTE, OOJIM B MOSCHUYHO-KPECTIIOBOM OTHEIIE
mo3BoHOYHHUKA. [[prexanu c 1enpto onepaTuBHOTO JiedeHus1. O0cae0BaH C TOMOIIBIO CIEIYIONNX
METOJIOB: kKoarymorpamma, JHMI, MPT.

Pe3yabTaThl: 13 aHaMHE3a )KU3HU: Ha 2 JICHb KU3HU — IJIAHOBasl BaKIIMHALIMS [TPOTUB TeraTuTa
B. Brina oTMeueHa crekaromas remaromMa oT Oeqpa J10 JIOABDKKU M CBUCAIOIIEE TIOJI0KECHHIE PABO
Horu. [IpenBapurenbHbIid quarno3 — MoHomnapes. M3 anamMHe3a 3a0oneBaHus: B 3 MecsIla OCTaBICH
Iuaruo3 remouinns A, Ha3HaueHa Tepanus. KoppekTupoBka Tepanuu u3-3a 9acThIX TeMapTPO30B —
TIOCIIeIHAN penuanB 7 MecsameB Hazan. OCMOTp: IPH BHEITHEM OCMOTPE MpaBasi KOHEYHOCTh YMEHb-
nieHa B pasMepax. [lpu xonp0e npaBasi Hora CTaBUTCSI HA HOCOK. Pediekchl axMIIOBBIX CYyXOKHIUN
D<S. Jlehopmanus npaBoii cTomnbl. YKOpoueHHE MPaBoil HUKHEH KOHEYHOCTHU C THIIOTPO(QHEN MBIIILI.
Kommencaropuslit ckonno3. B koarynorpamme 6e3 BBeZeHUS (aKTOpa CBEPTHIBAHIS — MOBBIIIEHHOE
AUTB no 4,0 mpu HOpMagbHOM TpoMOnHOBOM Bpemenwu; paxtop VIII — 0,2%. ITo manaeim DHMI —
MPU3HAKH YaCTUYHOTO aKCOHAJIBHOIO MOPAXEHNI 00X BETBEH CEaMITHOTO HepBa (OTMEYaeTCs
OoJibliiee MopaxxeHue ManooepioBol BeTBr). OKOHUYATEIbHBIN AUarHo3: DKBUHO-BapycHas aedop-
Malus 38 CYET aKCOHAJIBHOTO MOPAXKEHHsI BETBEH CEAAIMIHOTO HEPBa.

BpIiBoABI: 0COOEHHOCTBIO IAHHOTO KIMHUYECKOTO CiIydas MalyeHTa ¢ Tsokelol (hopmoit remo-
(bunum sABISETCS OCIOKHEHUE B BHJIE TIOPAKEHHS CENaMIHOTO HepBa. HeoOxoanMo npoBeneHne
aJIcKBaTHOW Tepanuy B BUJIe BBEICHUS QaKkTopa cBepThIBaHUS. [IposiBIeHHE TeMOpparnyeckoro
CHUHJIpOMA B BUJE OOIMIMPHBIX FeMaToOM U reMapTpo30B TpeOyeT He3aMeTUTEIbHOTO UCKIIOUCHUS
KOaryJonatuil Ay npeJoTBpalleHusl BO3MOXKHOU Moclenyromnei nupanuausauuu [2, 3]. JononHu-
TeIbHOE HAOII0eHUE MTO3BOINII0 M30eXKaTh ONMEepaTUBHOTO BMENIATENbCTBA U HA3HAYUTH PEaOuTH-
TaIuIo.
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2. Astermark J, Petrini P, Tengborn L, et al. Primary prophylaxis in severe haemophilia should be
started at an early age but can be individualized. Br J Haematol 1999;105:1109-13.
3. De Moerloose P, ®.ischer K, Lambert T et al. Recommendations for assessment, monitoring and
follow-up of patients with haemophilia. Haemophilia 2012; 18: 319-25.
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AKTYaJIbHOCTb MCCJIeI0BAHUS: TeMO(UINS OCTACTCS COLMATIBHO 3HAYNMBIM 3a00JICBaHUEM.
Pannsis nuarHocTuka 1mo3BojsieT U30exXarh pa3BUTUS OCIOKHEHUH U yIyUIIUTh Ka4eCTBO KU3HU
manuenTa [1].

Lenu uccaenoBanusi: IPOJIEMOHCTPUPOBATH CBOCBPEMEHHYIO TUATHOCTHKY 3a00ICBaHUSI.

Marepuanabl u Metoabl: B kituHuky CII6I'TIMY (30.01.2019) noctynun manpuuk 10 et pis
MpOBEAEHUs OMOIICUM MOYKU.B Xo1e moaAroToBku K onepauuu Oblaa MpoOBEACHA Koaryjiorpamma,
B KOTOPO# OBLIH OICHEHBI TTOKa3aTenu (B pe3ynbrarax). M3 anaMHe3a u3BeCTHO, UYTO peOEHOK OT
0JIM3KOPOICTBEHHOIO Opaka. B ceMbe paHee He ObLia BbIIBJICHA TeMO(UIIHS.

Pe3yabTaTsl: peOeHKY MOCTaBWIM JUATHO3 reMO(UINs A JIETKOW CTEeNeHN Ha OCHOBaHUU Y-
Henust AIITB (no 45,6s) 1 cHUXKEHHS aKTUBHOCTH (akTopa cBEpThiBaHus KpoBH 8 (30,8%). OH ObL1
HaIpaBiIeH B rTeMOQWIbHBINA HEHTP IS AaJIbHEHIIEro HabIoieHHUS.

BeiBoabl: nerkue Gopmel reMopUINN OCTAIOTCS YaCTO HE JUArHOCTHPOBAHBI, IIOCKOJIBKY IIPO-
TEKaroT 0e3 BBIPAKCHHBIX KIMHUYECKHUX MPOSIBICHUI reMopparnueckoro cuaapoma. Heobxoamma
TECHas CBSI3b J1abOpaTOPHOI ciy:KObI U Bpada-Kyparopa. CBoeBpeMeHHas! JUarHOCTHUKA MTO3BOJISIET
OKa3aTh KBAIM(UIMPOBAHHYIO MEIULUHCKYIO TIOMOIIb, HE IOMYCKask Pa3BUTHUS OCIIOKHEHUH.
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OUEHKA 2PPEKTUBHOCTU CTUMYJIATOPOB AIMNMETUTA
MNP TPAHCNNAHTAUNU TEMOTMNO3TUYECKUX
CTBOJIOBbIX KNIETOK Y B3POC/IbIX N AETEWN

Kyxk U.H.
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Cankr-lletepOyprckuii TOCyTapCTBEHHBIN MTEIHATPUICCKUNA MEIUITMHCKUH YHUBEPCUTET

AKTYyaJIbHOCTh MCCJAEA0BAHUSA: NMPOBEJCHNE IUTOCTATUUECKON Tepanuu 1 TpaHCIJIaHTaluU
reMonod3TH4YecKux cTBoJoBBIX KieToK (TT'CK) mpu nedeHnn nanueHToB ¢ reMaToIorHuecKuMH 3a-
00JIeBaHUSIMH CONPSDKEHO C Pa3BUTUEM CHHAPOMA XKEIYA0YHO-KUIIEYHOH TOKCUUYHOCTH, YTO MOKET
MIPUBECTHU K KaXeKCuu — (pakTopy, CHIKaromemy 3dpHeKTHBHOCTS Tepamuu [ 1, 2, 3].

Hean ucciaegoBanus: OLCHUTH YaCTOTY OCIIO)KHEHHH M KIMHUYECKYIO 3QPEKTUBHOCTH CyIIle-
cTByIOIUX cTUMyATopoB annetuta npu TI'CK u conmyTcTByromeit eif XumuoTepanu.

Matrepuaast u Mmetoasl: B HUM 1OI'uT um. P.M. I'opbadueBoii B IpOCIEKTUBHOM UCCIIEJOBAHUN
99 mauneHTOB ¢ OHKOIeMAaTOJIOIMUECKUMHU 3a001eBaHUAMU. B kauecTBe NpoQUIaKTUKU WU JICUEHUS
0eIKOBO-9HEPTeTHUECKON HEJOCTATOYHOCTH MPOBOAMUTCS TEPANHs CTUMYJISTOPAMH aIlleTHTa: Me-
recTposia areTaToM, JIEBOKAPHUTHHOM M TIIIOKOKOPTHUKOCTEPOUIaAMHU.

Pe3yabTaThl: IpUMEHEHHE CTUMYJISTOPOB alleTUTa COMPOBOKAATOCH YBEINUYEHHEM allleTUTa
y 64,6% manueHToB: MPH MCIOJIB30BaHUU MerecTposa anerara B 79,3% ciyqaes; 63,6% ciydaeB—
I'KC; 22,2% cnydaeB — neBokapauTHHA. [IpnbaBka Macchl Tejda — OCHOBHAS LENIb TPUMEHEHHS
CTUMYJISITOPOB alNeTuTa — B TpyNIe nanueHTos, nonyyaomux ['KC, ormedanaces pexe mo cpas-
HEHMIO C UCIOJIb30BaHUEM MerecTpoJa anerara. OClIoXKHEHUs, CBI3aHHbIE C U3MEHEHHEM MeTalo-
JAU3Ma HYTPUEHTOB, ObUIH B 45,4% cnydaeB npumenenusi ['KC: n30bITouHBIN KaTabonu3M Oernka,
CTepOMI-UHIYLHPOBAaHHBIN caxapHblii quadet. B rpynme merectpona anerara y | manueHTa otMeueH
OpoHXOCIa3M B paMKax MHIVBUIYaJIbHON HEIIEPEHOCUMOCTH KOMIIOHEHTOB IIpenapara, y 1 nanu-
eHTa — TPoMO03 TIIyOOKHUX BeH, 0€3 yCTaHOBIICHHUSI TOYHOU CBSI3U C UCTIOIH30BAHUEM CTUMYIISITOPA
anmeTruTa. Y MauMeHTOB, IPUHUMABLINX JEBOKapHUTHH, HaOMonancs | ciuyyaid ajqnepruueckoi
CBIIH.

BbiBOABI: MpUMEHEHHE METECTPOJIA aleTaTa, B TOM YHCJe y MalMeHTOB Miaame 18 jet, B CHu-
KEHHOMU J103€ sBJIsIeTCs] 0e301acHbIM U 3()(PEKTUBHBIM METOJOM KOPPEKIMY aHOPEKCHUHU Y TAKEJIOH
koropThs! nanueHTos nociue TI'CK.
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