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I'emodumnus — 310 3a001€BaHNE CUCTEMBI CBEPTHIBAHUS KPOBH, XapaKTepU3YIOIeecs] IPEeUMYILECTBEHHO,
BPOXKJICHHBIM JIe(UIIUTOM OTHOTO M3 IUIa3MEHHBIX (DaKTOPOB CBEPTHIBAHUS KPOBH, UYTO MPHUBOIUT K Pa3BUTHIO
reMopparuueckux U KJIMHUYECKUX MpOsBIeHU 3a0oneBanus. YacToTa pacnpocTpaHeHHOCTH TeMOGHInU A co-
craBisieM 1:10000 HoBopokaeHHBIX. COIIaCHO PErHCTPY MAIlMeHTOB ¢ reModmiueii A B Pecriyonuke benapych
Ha OKTs10ph 2025 roxa: Bcero maruentoB — 410, ¢ Tsoxenoit hopmoit remoduanu A — 216 yenosek. B Hacrostiee
BpeMsl B Halllell cTpaHe J0Jisl KOHIEHTpara Iia3MeHHOro ¢gakropa cBeprhiBanusi kpoBu VIII co cranmapTHBIBIM
NIEpHOJIOM TOJyBbIBeieHHs1 cocTosBiseT 100 % 1o naHHBIM €XerogHoro onpoca MexayHapoaHoU denepanuu
remodunuu (WHF 3a 2024 ron) [https://wth.org/research-and-data-collection/annual-global-survey/].

Ha 6aze I'Y «MHITLXTul» npoBoauTCsSl OTKPHITOE MHOTOLIGHTPOBOE HECPABHUTEILHOE HEKOHTPOIHUPY-
€MO€ IPOCIEKTUBHOE HEMHTEPBEHIIMOHHOE KIMHUYECKOEe HCCIIeJOBaHNE, Pa3padOTaHHOE JUIsl OLIEHKH MTPOQHIIS
0€3011acCHOCTH TIpernapara CHMOKTOKOT anb(a B pealbHON KIMHUYECKON MPAaKTHKE.

Kpurepun BKIIOUSHUS MTAIIUEHTOB:

1. Panee sieuennble manueHTsl ¢ TsoKenoi remopunuei A (FVII:C<1%), TpeOyromue BTOpUIHON Menu-
LUHCKOHM NMPOQUIAKTUKH C TIEPUOAOM IKCIIO3NINH He MeHee 50 mHel;

2. Pemenue nevamero Bpada HazHauuTh npenapar HYBUK;

3. Ilognucannas Gpopma NMCEMEHHOTO HH(GOPMHUPOBAHHOTO COTTIACHSL.

Kpurepun nckioueHus:

1. Yyactue B Ipyrux HHTEPBEHIIMOHHBIX / HEHHTEPBEHIIMOHHBIX KJIMHUUECKIX UCCICIOBAHNIX Ha JaHHBIA
MOMEHT WJIM B T€UCHHE 4 MPEIbIIyIINX HEeNlelb;

2. AxtuBHOCTH nHrHONTOpOB FVIIL, m3mepernas B mra3mMe KpoBu MeTonoM betesna B mogudukamnum Heii-
merena > 0,6 equnauniel beresmna [EB] murt.

Pesynerare! Hccneno0BaHus TTO3BOMAT IOy YHTh KOMITUIEKCHBIE JAHHBIE O IIPUMEHEHNH PEKOMOMHAHTHOTO (hak-
Topa VIII (cumoKTOKOT ab(a) y MarfeHToB C TSHKEI0H reMominei A, 9To CTaHeT OCHOBOM ISl ONITHMH3AIIHHN TIPO-
TOKOJIOB JICUCHUS] ¥ MHIMBHU Ty IN3all1 TEPAEBTUIECKUX MTOXO0B Ha OCHOBE (papMaKOKMHETHUECKHIX ITapaMeTPOB.

Ha oktsa6ps 2025 roga npuHAIO ydacTHe B UccienoBanun 4 manueHta. Mennana Bospacta 28,5 ser (21-
48). 1 manmeHT BBHIOBUT M3 UCCIIEIOBAHUS CITYCTSI 5 MECSIIEB OT MOMEHTA BCTYIUICHHUS B HCCIIEIOBAHUE, B CBSI3H C
pa3BUTHEM HEXeJaTeJIbHOTO ABJIeHU (AByKpaTHOe mobimeHue AJl) mo cobcTBeHHOMY *elaHuio. Bee mannen-
bl nonyuanu rFVIII B pexxume npodunakruyeckoro BBeeHUs. bblT IpoaHaIM3UpOBaH MEPUOJ MOTYBBIBECHUS
rFVIII, yacToTa KpOBOTEUCHHU B pa3HBIX peXKUMaX JICUCHNUS, a TakKe Hajaunuue naruouropa k VIII dhakropy cép-
TBIBAHMSI KPOBH B IIEPUOZE HAOIIOICHUS.

VY naupmenra 101 Obu1 paccunTan pexxum jgo3uposanus 27,6 ME/kr pa3 B 72 vaca. [lepuon nonyBbiBeze-
nust npernapara T (1/2) 11,5 waca. Kpurnueckoe 3nauenue FVIII 2% Oyner nocturnyro uepes 71 gac. 3a nepu-
oj1 HaOmroeHus (5 Mec.) COIaCHO JHEBHUKY KPOBOTCUCHHUI BO3HUKIIO 5 KPOBOTCUCHHIN: M3 HUX 3 CIIOHTAHHBIX
KPOBOTEYEHUS U 2 IOCTTPaBMaTHYECKUX KpoBoTeyeHni. OueHka 3peKTHBHOCTH KyIHPOBaHUS KPOBOTEYEHUS
MAIIMEHTOM OTMEUEHO Kak «xopoiias». IHruOnTopoB rnocie Ha3HaYeHUs Ipernapara CHMOKTOKOT alib(a BBISIBICHO
He Ob110. 3aMKCUPOBAaHO 2 HEXKENATEIbHBIX SBJICHUS: TIOBBIIICHHS apTEepHAIbHOTO AAaBICHHS CPEIHEH CTEIeHU
TSKECTHU, KOTOPOE KYyNIUPOBAHO CAMOCTOSITENbHO. [IpHunHHAsA CBSA3b OLIEHEHA KaK BEPOSTHAS.

V¥ nanumenra 102 Obu1 paccunTal pexxum po3upoBanust 33,3 ME/kr pa3 B 72 vaca. [lepnox momyBbiBene-
nust nipeniapara T (1/2) 7 wacos. Kpurnueckoe 3nauenne FVIII 2% Oyner nocturayro depes 53 yaca. 3a nepuon
HaOmonenns (14 Mec.) conlacHO THEBHHMKY KPOBOTEYEHHH BO3ZHHMKIIO 3 KPOBOTEUCHHMS: M3 HHMX 2 CIIOHTAHHBIX
KpOBOTEeUYEeHHUs U | MOCTTpaBMaTHYeCKNX KpoBoTeueHni. OueHka 3pQeKTHBHOCTH KyIHpOBaHUS KPOBOTCUECHUS
MAIIMEHTOM OTMEUYCHO KaK «OTINYHas». IHrMOUTOpOB rocie Ha3HaueHHMsI IIpenapara CHMOKTOKOT alib(ha BhISBIIC-
HO He Ob110. HexenarenbHbIX SIBICHUH HA Mpenapar B TSUSHUH XKU3HU 0TMedeHo He Ob10. [Tlanment nponomkaer
y4acTHE B HCCIIEOBAHNH.

VY marnmenTa 103 011 paccunTal pexxum gozupoBanus 17,8 ME/kr pa3 B 72 waca. [leprnon momyBeIBeIeHHS
npenapara T (1/2) 25 gacos. Kpurnaeckoe 3nagenue FVIII 2% Oyner nocturayro uepes 118 gacos. 3a mepuon
Habmronenns (12 mec.) cormacHO JHEBHUKY KPOBOTEUEHHUH BO3ZHHUKIIO 13 KpOBOTEUEHMIA: M3 HUX 2 CIIOHTAHHBIX
KpoBoTedueHUs U 11 mocTTpaBMaTiHuecKux KpoBoTeueHHH. OneHka 3 PEeKTHBHOCTH KyITUPOBAaHU KPOBOTCUECHUS



TMaIIMEHTOM OTMEUEHO Kak «xopoiias. IHruONTopoB rnocie Ha3Ha4eHUs Ipernapara CHMOKTOKOT alib(a BBISIBICHO
He O6but0. HexenaTenbHbIX SBICHHI Ha IIpenapar B TEUCHUH JKU3HH OTMeueHO He Oblto. [lanmeHTt mpomomkaer
ydJacTue B MccieioBanu. [Imanupyercs mepecMoTp pexxnma J03UpOBaHMS.

VY nanwmenra 103 6bu1 paccunTan pexxum gozupoBanus 19,05 ME/kr pa3 B 48 yacos. [lepuon nmonyBbiBese-
nust npernapara T (1/2) 13,25 gacos. Kputnueckoe 3nauenne FVIII 2% Oyaer nocturayto depes 62 gaca. 3a rme-
puon HaOmoneHus (5 Mec.) KpOBOTEUSHHH 3a(MKCHPOBaHO He ObLT0. IHrMONTOPOB MOCIIe Ha3HAYeHH IIpenapara
CHUMOKTOKOT am)(ba BBISIBJICHO He ObLT0. HekenaTeabHBIX SIBICHUI Ha npenapar B TCUCHUHN XU3HU OTMCUYCHO HC
6b110. [TareHT NpoaOmKaeT yyacTHe B HCCIICIOBAHHH.

Habnronenue 3a manueHTaMu pOAODKAETCS.

PexxuM BTOpHYHO# POQUIAKTHKH ABISETCS OCHOBOW COBPEMEHHOM Tepanuu reMopminu A. Perymsaproe
MIPOQHIAKTHYECKOE BBEICHHUE CHMOKTOKOT anb(da oOecrieurBaeT MpeoTBpalieHue CIIOHTAaHHBIX TeMopparnye-
CKHUX DITU3040B, 3alIUTY HCJICBBIX CYCTAaBOB OT IMPOTPECCUPOBAHUA apTPOINIATUN U 3HAYUTCIILHOC YITYUIICHUC Ka-
YecTBa XKHU3HU MAIMEHTOB [0 CPAaBHEHHIO C PEKIMOM TEPAHH «II0 TPEOOBAHHION.

Puck pa3BuTusi ”HTHONTOPOB OAMHAKOB KaK JUIS TUIA3MEHHBIX, TaK U JJIs1 PEeKOMOWHAHTHBIX KOHLICHTPATOB
¢axropa VIII 4-ro nokonenus. Cmena npenapara KOCO (ria3MeHHOTo Ha peKOMOMHAHTHbII WM HA000pOT) HE
BJIMSICT HA PHCK Pa3BUTHS MHTHONTOPOB Y paHee JICYCHHBIX MAIIMEHTOB. B1Oop nmpenapara g0mkeH OCHOBBIBATHCS
Ha KIIMHUYECKUX 1 (hapMaKOIKOHOMHYECKHX COOOPaKEHHSX.
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