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MPUMEHEHUE PYKCOJIMTUHUBA ANA NIEYEHWNA
CTEPOUA-PE®PPAKTEPHOW OCTPOM N XPOHUYECKOM
PEAKLIMM TPAHCNIAHTAT MPOTUB XO3AMHA

Jouyenxo A.A.

Hayunsbie pykoBoautenu: k.M. H., foueHT Moucee U.C., k.M. H. brikoBa T.A.

Kadenpa remaronorun, Tpancdysuonornu u Tpancruianronoruu Ilepserit Cankr-IlerepOyprexuit
rocy1apcTBEHHbIH MeJUIIMHCKUN YHUBepcuTeT uM. akajd. M.I1. TTaBiosa

HUWMU JleTckoit OHKOJIOTHH, TEeMAaTOJIOTHH U TpaHcIIaHToioruu uM. P.M. ['opGaueBoii

AKTYaJIbHOCTH HCCJIEIOBAHUSA: CTEPOUI-pepakTepHas peakiius TPAaHCILUIAHTAT TPOTHUB X035~
nHa (PTIIX) — omHO M3 )XKU3HEYTPOKAOIMHUX OCIOKHEHUN TTOCIIE aJUIOTEHHON TpaHCIUTaHTAIlnH
TEMOIIOATHYECKUX CTBOJOBBIX KJIETOK. CTaHAAPTHI JICUCHHS JAHHOTO OCIOKHEHUS OTCYTCTBYIOT [1].

Iean uccaenoBaHmusi: OICHUTH 3P(OEKTUBHOCTD JICUCHUSI OCTPON U XPOHUUYECKOUN peakIiuu
TPaHCILIAHTAT MPOTUB XO35MHA C IIOMOIIBIO Mpernapara « PykcomuTuanoy.

MarepuaJibl 1 MEeTOABI: B HccienoBanue pouuo 63 nanuenta: 28 ¢ octpoit PTIIX (oPTIIX),
35 ¢ xpounueckoit PTIIX (xpPTIIX). Mennana Bo3pacta nanueHToB 18 et (1-67). TpancrianTa-
IUS OT POJCTBEHHOTO TOHOPA ObLJIa TPOBeIeHAa § MaIMeHTaM, OT TalUIOUCHTUIHOTO — 9 mareHTam,
OT HEPOJACTBEHHOTO JOHOpa 46 MalueHTaM.

Pesyabrarsl: pazsutue octpoid PTIIX 2 crenenu nabmopanocs y 21,4% nauueHTos, 3 cremne-
o1 — 32,1%, 4 ctennenn — y 46,4%. Hanbonee gacteiM ObLT0 IOpaskeHue Koxu 3 craauu (50%),
neuenu 1 craguu (57,1%), kumednnka 1 u 4 craguu (39,3% 139,3% cooTBeTcTBEHHO). XpOHUYECKAs
PTIIX cpenneit u TsKeNOU cTeeHH TskecTd Habmonanack y 20% u 80% manueHToB COOTBETCTBEH-
HO. Y nanueHToB ¢ xpouuueckoit PTIIX nerkoii creneHu TsSKeCTH HAOIIONAI0Ch IPEUMYIIECTBEH-
HO MOpakKeHHE TaCTPOUHTECTHHAIBHOTO TpakTa (45,7%), nerkux (64,8%), cycraBos (68,6%). [Ipu
pazsutuu xpPTIIX cpemneii u TsHKENOH CTETIEHN TSHKECTH Hanboiee 9acTo mopaxanuch koxa (74,3%),
cnu3ucthie (62,8%). IlomubIi oTBEeT Ha Tepanuio coctaBmwiI 60% y B3pocasix U 50% y meTei, ga-
cruuHbli — 30% u 31%, cooTBeTcTBeHHO. O0IIas BBDKMBAEMOCTh MalMEHTOB ¢ ocTpoit PTIIX
coctaBuia 61%, ¢ xpounueckoit — 94%. OCHOBHOI NPUYMHON CMEPTH Y manueHToB ¢ ocTpoit PTIIX
Obutn nHpexknoHHble ocnoxHeHus (n=10). CmepTs oT peunausa O6bu1a y 20% nmauveHToB ¢ XpOHU-
yeckoil PTIIX.

BoIBOABI: pyKCOTUTUHUO siBiisieTCs (D (HEKTUBHBIM METOJIOM JICUCHUS JIJIsl TAI[UCHTOB CO CTEPOMI-
pedpakTepHO#t OCTPOI U XPOHUYESCKOHN peakiell TPaHCIJIAHTAT IPOTHB X035 UHA.
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AKTYyaJIbHOCTDb HCCJIeJOBAHMS: reMO(UInsg — reMopparuyeckoe 3a00jaeBaHue, BOZHUKAIOIINE
BCJIE/ICTBHE TEHETHUECKH 00YCIIOBICHHOTO MM MPHOOPETEHHOTO CHI)KEHHUSI aKTUBHOCTH (haKTopa
VIII unu pakrtopa IX cBepTeiBanus KpoBU. B HacTosimee BpeMs 10 JaHHBIM reHeTHKoB 10 50%
cily4aeB reMO()UIIMU BbI3BaHbI CIIOHTaHHON MyTauuei [1].
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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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. PykoBojactBo mo remaronoruu: B 3 1. T. 3 / [Ton penakiueit A.1. BopoObera. 3-e uzn. M., 2005.
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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