POJIb PAPMAKOKMHETHYECKOT'O HCCJEJTOBAHUS B PASPABOTKE
WHJIUBHUIYAJTBHOM ITIPOT'PAMMBI BTOPUYHOM MEJJUIIMHCKON
NMPO®UTTAKTUKH KPOBOTEUEHHM Y B3POCJIBIX TAIIMEHTOB C TEMO®UJIHEN A

C.B. lyooBckas, E.H. Ka6aeBa, E.A. Ky3pmuu, H.A. AHTUIIEHKO

I'Y «Munckuii HIIL] xupypeuu, mpancnaanmono2uu u cemamonocuuy, 2. Munck, benapycs,
YO «Benopycckuii eocydapcmeennulii meduyunckutl ynusepcumempy, 2. Munck, berapycw

T'emogumms A — 3TO HacIeACTBEHHAS KoaryJaonarus, Xxapakrepusytomasics nepumurom VIII dhakropa cep-
TBIBAHMS KPOBH, KOTOPAst IIPOSBISIETCS] FeMOPParuiyecKuM CHHIPOMOM reMaTroMHoro turma [HacnencTBeHHbIN ae-
¢unut gaxropa VIII (D66)», 2023]. IIpumepro 30% ciyyaes 3a00neBaHus 00yCIIOBICHBI CIOHTAHHBIMH MY TallH-
smu reHa F8, nokanuzosannoro B X-xpomocome [Thompson AR., 2003]. CortacHo nanHbIM Peructpa nanueHToB
¢ koarynomnaruaMu B Pecriy6nuke benapycs no coctostHuio Ha okTs10ps 2025 roma Bcero 3apeructpuponano 410
TIAI[IEHTOB B3POCIIOTO U IETCKOTO BO3pacTa, 52.7% 13 HUX — MAIlMEeHTHI ¢ TsDKeNIoi ¢popmoii 3abonesanus. [Iposs-
JICHUSI TEMOPPArndecKoro CHHAPOMa MPENMYIIECTBEHHO MpeAcTaBiaeHsl remaprposamu (70-90%) u kpoBonzus-
HUsMH B MsiTkHe TKaHu (20-40%) [Miesbach W, 2021]. OcHOBHBEIMHE ITOIX0JaMH JICUCHHUS TeMOGMITAN A SBIISIOTCS
MIPOBEJICHUE 3aMECTUTENILHOM Tepanuy KoHueHTpaToM Qakropa cBeprbiBanus kposu VIII (nanee — KOCK VIII),
ucronbp3oBaHre HedakTopHbIX areHToB (Omuimsymad) [WFH Guidelines for the Management of Hemophilia,
3rd edition, 2020]. B PecnyoOnuke Benapych 11t KynupoBaHusi TPOSIBICHUH TeMOPParn4eckoro CUHApoMa Kak
B peXuMe MPO(PUIAKTHKH, TaK U Mo TpeboBaHMIO mpenmymiecTBeHHO ucnoib3ytorcss KOCK VIII. Beemupnas
¢denepanns remopmmmu (WFH) ycranapniBaeT mpopuiIakTHKy B KaueCTBE HOBOTO MUPOBOTO CTaHIAPTA JICUCHHUS
JUISL BCEX TAIIEHTOB C TsDKeNoi hopmoii remodmimud4. MHOTOYHMCIEHHBIE CTAaThH M CUCTEMAaTHYECKHE 0030phI B
PubMed/PMC (National Institutes of Health) moarBep»xnarot, yro npoduiIaKTHKa reMopparuueckoro CHHIpoMa
py TeMOGMINH A TIOBBIIIAET Ka4e€CTBO YKHU3HU ITAI[IEHTOB MPEUMYIIECTBEHHO 33 CUET CHH)KEHHUS 4aCTOThI KPO-
BOTEUEHHH, yMEHBIIEHUS] HHTEHCUBHOCTH XPOHUYECKOH OOJIH M ITOpakEHHsI ONOPHO-/IBUTATENIFHOTO anmapara, a
TaKke HeOOXOJMMOCTH MTPOBEJECHHUS OPTOIIEANIECKUX OTEPAIIHHi.

CrangaprHas npodmiaktuka reMmopmmmn A ocHoBaHa Ha BBegeHnn KOCK VIII B 3aBucumocTr ot nme-
fomieiicst Maccsl Tena. OQHaKo HHIMBHUya bHbIC (hapMaKOKMHETHUYECKHE ITapaMeTphl (HarpruMmep, Nepruo Moiy-
BbIBeJICHHS (DaKTOpa W3 OpraHu3Ma, MoKas3aTesb BOCCTaHOBJIEHHUS (recovery in vivo) MOTYT 3HaYHUTENIBHO OT-
JMYaThCsl y pasHbIX JIOAeH, cienoBarenbHo, cranaaptasie 10361 KOCK VIII ve Bcerna adexrusnsr [lorio A.,
2017, E.H. Kabaesa, 2022].

B nmeHp mpenmnonaraeMoro o4epegHOrO BBEACHUS, HO HE paHee 3 AHEH IMOCIHE MOCIEIHEr0 BBEACHUS
K®CK VIII onpenenstor aktuBHOCTE @CK VIII, THTp mErHOuTOpa K HeMy. CrapToBas 103a OIXHOKPATHOTO
6ommocHoro BeeneHnss KOCK VIII cocrasnsier 50 ME/kr maccsl Tena. Bpemst perucrpanuy KoaryasiioHHOTO
orBeTa — onpenenenue akrusHoctd @CK VIII nposoautcs yepe3 30 munyT, 1 yac, 2 yaca, 6 yacos, 12 yacos,
24 yaca, 48 vacos, 72 4aca.

ITo cocrosinuto Ha okTs0pb 2025 rona Ha 6aze I'Y « MHIILL XTul» npoeneno 70 papMakokMHETHIECKUX
uccienoBanuii (manee — ®KN). OCHOBHBIMU TOBOJAMH ISl BHIMIOJIHEHUST TAHHOTO WCCIIEOBaHUS ObUIH MEpH-
OTIEpaIMOHHAsI TTOATOTOBKA K SHAONPOTE3NPOBAHUIO IIEIEBBIX CYCTaBOB M JIPYTHM «OONBIINM XHUPYPTHUECKUM
BMeIIaTeILCTBAM», a Takke Hed(p(heKTHBHOCTH ITPOBOIMMOTO paHee NMPOopHIaKTHIECKOTO JieueHus1. B neHp npen-
M0JIaraéMOro O4epeHOr0 BBECHUS, HO He paHee 3 aHell nocine nocneanero BeeaeHus KOCK VIII onpenenstor
aktuBHOCTh @CK VIII; TTp murnouTopa k GCK VIII

37 nanuenTam ObLT Momo0paH HHAMBUAYaIbHBIN pexuM BBeacHus KOCK VIII, uro mo3Bommio n3bexarsb
PaHHHX OCJIOXKHEHHH IOCICONEPALMOHHOTO TIEPHOJa U MIPOMTH 3Taln peaOMINTALNH B IIOTHOM 00BEME.

31 marenTam ObUT TOKOOpaH HHAMBHTYanbHEIH pexxiM BBeneHus KOCK VIII, aTo mo3BoIuIIo OonTHMHI3N-
posatb ucnonb3oanue KOCK VIII, yirydminTe ka4ecTBO JKU3HU M CHU3UTH FOJOBOE KOIMYECTBO KPOBOTEUEHUII.

BriBogs!:

1. BropuyHast mpoduiIakTHKa TeMOPParndeckuX OCIOKHEHHH SIBJISIETCS OCHOBOM COBPEMEHHOH Teparuu
MAIMEeHTOB ¢ remoduineii A.

2. Vcmonp3oBanue NMepCOHU(HUIIMPOBAHHOTO MOAX0/Aa, OCHOBaHHOTO Ha maHHBIX OKU, memoHcTpupyer
3HAUUTENIbHBIC YTydIIeHI KIMHIYECKIX PE3YIbTaToOB B BUJE YITyUIIECHHUS KadeCTBA KU3HHU U IICHXO0-COINAIEHOMN
ajlanTanyuy ManueHToB ¢ reModuimed A, yMEHbIIEHUs MPOSBICHUH T€MOPPAarndecKoro CHHAPOMA, CHHKEHHS
MHBAJIMIM3aLUH 33 CYET NMPOQHUIAKTUKH aTPONATHH, ITOBBILICHNS PUBEPKEHHOCTH K TEPauy M ONTHMHU3AINN
pacxonia npenapara.
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