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AHHOTanMA

Femodwmss A — HaciencTBeHHOe 3a0osieBaHMe, CBSI3aHHOE C AePUITUTOM
Wit PYHKUMOHAJIBHOV HeOoCTaTOYHOCThIO dakTopa VIII cBepTeIBaHWMSA KpOBM.
TpagunuonHass  3aMmecTuTellbHas Tepamlms IpenapaTamMm — dakropa  VIII
3HAUWTEJIbHO  yJIy4dllllla HPOrHO3 JKM3HM HalVIeHTOB, OAHAKO VMeeT
orpaHuueHus, BKJIIOYas pasBUTHE VHIMOUTOPOB, HEOOXOAMMOCTb YacTbIX
BHYTPVBEHHBIX BBEIEHMI M BBICOKUV PUCK KPOBOTEUEHUV IIPU HEIOCTATOUYHOW
Koppexkunn. IlosiBiieHne nperapaTa 'emsmibpa (aMunmsymad) OTKpbUIO HOBYIO 3Py
B IIpodMIaKTUUeCcKOM JiedeHny TeMopminm A. DMuim3yMab IpesicTasiseT cooom
Oucrienmdnyeckoe MOHOKJIOHaJIbHOE —aHTUTEIO, VIMUTHUpYIollee YHKIINMIO
dakropa VIII, cBsas3bBag akTuBUpOBaHHBle dakTopbl IX m X u TeM caMbIM
BOCCTaHaB/IMBasl KacKajl CBepTBHIBAaHMS. B 0030pe mpefcTaBiieHBI COBpeMeHHBIe
JaHHble O MexaHW3Me eVICTBN, KIMHIYecKon 3 PeKTUBHOCTY, 0e30I1acHOCTI U
IlepcrieKTMBax IpUMeHeHWs sSMuumsyMaba mpu remodpwmm A  Kak C
VHTVIOMTOpaMy, Tak 1 0e3 HuX.

KiroueBrle cj10Ba

reMmopwinss A, sMmuumsymad, I'emsimbpa, dakrop VI, wmHruburops,
npodwiakTrKa KpOBOTeUeHN, MOHOKJIOHAJIbHbIe aHTUTeIIa.

Beenenme

lemodwimss A — 3TO pellecCMBHOe, ClieIUIeHHOe C X-XpOMOCOMOVI
3a0osieBaHMe, XapaKTepusylollleecsi CHVDKEHMEM aKTMBHOCTM KOaryJISLIOHHOIO
dakropa VIII (FVII), gyto mpuBoguT K HapylleHMIO obpas3oBaHms pUOPMHOBOroO
CT'yCTKa ¥ HOBBIIIEHHOV CKJIOHHOCTM K KpOBOTedeHMsAM. PacrpocTpaHeHHOCTb
remopvtmt A cocrasiisier okosio 1 ciryuast Ha 5000 manbumkoB. OCHOBHOM LI€JIBIO
JledeHVs SBJIAeTCsl HpefoTBpallleHVie KPOBOTEUeHUVI W coxpaHeHwne (PYHKIUU
CycTaBOB. 3aMecTuUTeJIbHasl Tepalms npenaparamu ¢axropa VIII ocraérca
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CTaHIApTOM JledyeHMs, HO e€ 3(P@PeKTMBHOCTb OrpaHWYeHa pasBUTVEM
VHTMOUTOPOB — aHTUTEJ], HEeMTPAIM3YIOUIMX aKTMBHOCTb BBOOVMOIO ¢akTopa
VIII, uro Habmomaercs y 25-30% mnarmeHToB ¢ Tsokestoi opMoit 3a00s1eBaHM.

Mexann3m gevicTBus mpemnapata ['emmnbpa (ammisyma0)

OMmuimszymab  (Hemlibra®) mpepcrasisier  cobomr  Omcnenmdrdeckoe
MOHOKJIOHaJIbHOE aHTUTeJI0, CBA3bIBalollee aKTuBMpoBaHHbIe dpakTopsl IX (FIXa) 1
X (FX), BoccozmaBas dpyHKIMio orcyTcrsytomiero dgpakropa VIlla. Takmum oOpaszom,
smunmsyMad 3amerraer posinb FVIIa B aktmBaumm dpaxtopa X, obecrieumsast
BOCCTAHOBJIEHMe KacKaja CBepTblBaHWMS KpoBU. llperapaT BBOOUTCA HOOKOXXHO,
YTO CYIIeCTBEHHO VIIPOLIAaeT Tepamuio II0 CpaBHEHUIO C BHYTPUBEHHBIMU
madys3uavmu FVIIL Tlepuon mosyseiBemeHMs: sMuimsymMada cOCTaBIIsieT OKOJIO 28
JTHeVI, YTO I103BOJIseT IIPUMEHSTH ero 1 pa3 B HezlesIio Wil pexe.

Kimanueckast appeKTrBHOCTD

DddexkTnBHOCT, 3MMULIM3yMada MHOATBEPXIeHa cepuerl MeXIyHapOIHbIX
KmmHmdyeckmnx  mccoiregoBanmmm  HAVEN  1-4, BxIouaBoImMx  IIallMeHTOB  C
reModInen A Kak ¢ MHIMOUTOpaMy, Tak 11 0e3 HuIX.

B ncciienosanum HAVEN 1 y nanyenTos ¢ narnburopamu FVIII npuMenenne
SMUIM3yMada CHM3WIO YacTOTy KpoBoTeueHnt Ha 87 % 10 CpaBHEHWUIO C TPYIIIION
6e3 mpodMIaKTHKML.

HAVEN 3 mnokasajio aHaJIOTMYHOe CHVDKeHMe 4YacTOThI KPOBOTE€UeHW Y
naneHToB 0Oe3 wmHrMOuropos, a HAVEN 4 mnoxprsepmmwio 3ddeKTMBHOCTD
IperiapaTa IIpy BBe[IeHMV OVH pa3 B UeThIpe HeJlesiy, oOecrieunBasi CTaOVUIbHBIN
reMOCTaTVYeCKNil KOHTPOJIb U BBICOKUI YPOBEHb IIPUBEPKEHHOCTV TepaIivm.

Kpome TOro, ormeuasoch 3HauMTeSIbHOe YIIy4llleHMe KauecTBa JKM3HW,
CHIDKeHMe 00JIeBOro CHMHIOpOMa W MOBbIIIeHre (U3NYeCKo aKTMBHOCTU
alIeHTOB.

ITocnenyromme vccienosanus, nposenéHubsle B 2023-2025 rr., noarsepmmm
HOJITOCPOUHYIO 3P PEKTVBHOCTh SMUIIM3YMaba.

ITo manHBIM MHOTOIleHTpoBOro perucrpa (Young et al, Haemophilia, 2024),
cpenHsia TropoBas 4YacToTa KposoTeueHuit (ABR) y mammeHTOB, ITOJIydYaromiyx
smMumsymMad Oosee 3 jster, cHmswiack 1o 0,5-0,8 somsomos B rom, 4TO
CBUIETEIILCTBYET O CTaOWITLHOVI U [UTUTEIbHO HpocpvmaKqueCKoﬁ 3allmTe.

B peasrpHOM xymmHMUeckon npakTuke (Mahlangu et al., Blood Advances, 2025)
HaOJIfo1a/Ioch  yMeHbIIIeHMe BHYTPUCYCTaBHBIX KpoBoTeueHuin Ha 90 % wu
COKpallleHre IIOTpeOHOCTI B «IIpellapaTax cClaceHWUs» Ooslee yeM B 4 pasa IO
CpaBHEHWIO C IIpeblyIer 3aMecTuTesIbHO Tepanven FVIIL

PerpocriektmBHable mcciegoBadus B CIIA u Esporme (2024-2025) moxasasnm,

qTo IIepexoll Ha 3MT/H_[T/I3YM8.6 COIIPOBOXIAJICS 3HAYUTEJIbBHBIM  YIIYUIIIEHVEM

39



U SA g AMERICAN JOURNAL OF EDUCATION AND LEARNING
: ISSN: 2996-5128 (online) | ResearchBib (IF) = 10.91 IMPACT FACTOR

coammA Volume-3]| Issue-10| 2025 Published: |30-11-2025|

dyHKIMM CyCcTaBOB, yMeHbIIIeHVEeM XPOHWYECKNX reMapTpO30B ¥ CHIDKeHVeM
VHBaJIMAM3aUWN. Y [eTell U IOAPOCTKOB IIpMMeHeHNe 3MUI3yMada I03BOJIVIIO
JOCTVYb IIPAKTUYEeCKM IIOJTHOTO KOHTPOJISI Haj, KPOBOTEUEHVISIMM, COXpPaHSS
BBICOKUII ypOBeHb (U3NMUECKON aKTMBHOCTM W CHIDKasg IICHIXOJIOTMUYECKYIO
Harpy3KY, CBSI3aHHYIO C YaCTBIMV BHYTPVIBEHHBIMIU MHQPY3VISIMIL.

Otnenpable mccienosanng (Hanabusa et al, 2025) mpomeMoncTpuposaiv
3P PeKTMBHOCTD sMUIM3yMaba He TOJIBKO IIPW TsDKEIOM, HO VI IIPU YMEePeHHOU 1
nérkont popmax remopwymm A. Y TakmMx HallMeHTOB OTMEYeHO IIOCTOBEpHOe
CHIDKEHVE YMcjla CIOHTAaHHBIX KPOBOTEUEHWMVI ¥ IIOBBIIIEHMe OOIero ypoBH:
KOaryJISILVIOHHOV aKTYBHOCTL.

VHTepec TpeACTaB/ISAIOT ¥ JaHHBIE O IIPMMEHeHMM >3MuIusyMaba Iipm
npuobperénHon remodpmwmmn A (AHA). B psage nyOmmkarmm 2024-2025 rr.
coo0IIIaeTcs 0 yCIenTHOM KOHTpOJIe KPOBOTEUEHUT ¥ COKpaIlleH JINTeIbHOCTI
TOCIIMTAIV3ALN TPV BKJIIOUEHWMM SMUIM3yMaba B CXeMy Tepammi BMecTe C
VIMMYHOCYIIpeccHerl.

Taxmm obOpaszom, pe3ynbTaTbl KaK KIMHWYECKMX WCCIEIOBAHUY, TaK WU
HaOJIIOIEHNTI B peasIbHOV IIPAKTMKe IIOATBEPXKHAIOT BBICOKYIO 3(PeKTMBHOCTD
sMunV3yMaba HpuM pasIMaHbIX QopMax remodpwmm A, yCTOMYMBOCTH €rO
npodwIakTideckoro 3ddekra BO BpeMeHN ¥ BbIpakeHHOe IIOJIOXUTEIIbHOe
BJIVISTHVIE Ha KauecTBO XXIM3HY IallIeHTOB.

BesomnacHOCTh 1 ITepeHOCIMOCTh

OMuIMsyMab mmeeT OsaronpusTHbI Hpodwib OeszomacHocTn. Hambosiee
YJacTBIMM ITOOOUHBIMY 3 eKTaMM SBJISTIOTCS JIETKIEe PeaKIM B MeCTe VHBEKIIN,
rojjopHag Oonp w  apTrpasrun. Cepbe3Hble  OCIOXKHEHMUs, TakKue Kak
TpoMOOTHYecKIe MUKpOaHIoNaTy, HabJIronaoTcs KpaiHe pefKo ¥ CBsi3aHBI B
OCHOBHOM C OJJHOBPEMEeHHBIM IIPVMeHeHVIeM aKTUBMPOBAHHBIX IIPOTPOMOVIHOBBIX
komiulekcos (aPCC). [TpenapaT He BBI3bIBaeT 0Opa3oBaHS MHIMIOMTOPOB 11 MOXET
IIPVIMEHSATBCS Y NAlVIeHTOB ¢ PaHee BbIABIeHHbIMY aHTHUTenaMmu K FVIILL

IlepcrieKTMBBI 1 3HaUYeHMe IS KIIMHUYeCKOV IIPaKTUKMI

OMuUIM3yMab CyIIecTBEHHO WM3MeHWI IIOAXOf, K JIeueHMIo reMopwmmn A,
obecrieunBasi JJINTEIbHYIO TPOPIIAKTUKY KPOBOTeUEHMN, YA0OCTBO pUIMeHeHMs
U yJIydllleH/e KOMIUIQ€HTHOCTM. BO3MOXXHOCTD ITOIKOXXHOTO BBelIeHMs VI PeIKOro
J03VIpOBaHMs [ejlaeT IIperapaT OCOOEHHO IIeHHBIM IS [eTell ¥ IO pPOCTKOB.
Buenpenne I'emyimbpa B KIMHMYECKYIO IPaKTUKy II03BOJIgeT 3HA4YUTEILHO
CHVM3WTD YaCTOTy BHYTPUCYCTaBHBIX KPOBOTEUEHNI, YIIYUIINTL (PYHKIIMUV OIIOPHO-
ABUTaTeJIbHOIO  allapaTra W HOPedOTBPaTUTh  pasBUTHE  XPOHWYECKO
reMoINdeckoy apTponatun. JlajbHevIne wccileloBaHMs HallpaB/eHbl Ha
ONTUMM3ALIMIO CXeM [O3MpOBaHMs, OLEeHKy [UINTelIbHOro 3ddekra u
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KOMOVHMpPOBaHHOe IIpUIMEHeHMe C HOBBIMU TepaleBTUYeCKVMM IIOAXOAaMu,
BKJIIOYasl FeHHasl Teparvio.

3aKIroueHye

[Ipenapar I'emymmbpa (3mmi3ymal) mperncTrasisieT coOOV 3HAYMUTEIbHBIN
IIPOPBIB B ITpOPMIIaKTUYECKOM JIeYeHNN reMowinm A, B TOM 4lCiIe y HallyieHTOB
¢ HamuneM WMHIMOUTOpoB K daktopy VIII. B ommrume oT TpamuimoHHOM
3amMecTuTesIbHON Tepamnmm npenaparamu FVII, npumenHenme smuimsymada
oOecrieurBaeT IOCTOSHHYIO ¥ CTaOWIBHYIO 3alllUTy OT KPOBOTEUYEHWI 3a CUéT
NPVHUMIIVAIBHO WMHOIO MeXaHM3Ma [eVICTBUS — uMuTanuy  QPYHKIUU
akTuBUpoBaHHoro dakropa VIII mocpencrsom Oucrenndnyeckoro CBA3bIBaHMS
dakropos IXa m X. Takom momxopn MHO3BOJISIET BOCCTAHOBUTH 3P PeKTUBHOCTH
KacKaja KoaryJsumyn faxe B YCJIOBUAX HPUCYTCTBUS MHIMOUTOPOB, UTO [IejlaeT
SMULM3YMAa0 YHUK&JIBHBIM CPEICTBOM B COBPEMEHHOV I'eMaTOJIOIMYEecKO
IpaKTVIKe.

Boicokast ximHMueckas 3ddexkTuBHOCTE I'emymmbpa monTBepkieHa cepuent
MexayHaponHbix — uccitenosanun  (HAVEN  1-4), mnpomeMOHCTpUpPOBaBLIVIX
JIOCTOBEpHOe CHIDKeHMe YacTOThl KpOBOTeUYeHNV, yMeHbIlleHVe HeoOXOAMMOCT B
VICIIOJIb30BaHWUM IIperapaToB «CIaceHWs» ¥ BbIpakeHHOe yJIydllleHle KadecTBa
KMU3HM HanyeHToB. OTMeuaeTcs He TOJIBKO YMeHBIIIeHVe 4Vcjla CHOHTaHHBIX U
TpaBMaTWYeCKVX KPOBOTEeUeHMI, HO 1 IIpOodMIaKTKa XPOHWYECKNX TeMapTpO30B
1 reMoWINYecKoM apTpomaTuyM — KIIOYeBbIX (aKTOpOB VHBaJIVAN3AIUN
OoJIbHBIX TeMOd IV

[TpenmytriecTBOM sMuUIM3yMaba sBiIsieTcss yAOOCTBO BBeIEHMSI ¥ BBICOKAs
IIPVBEPKeHHOCTh Tepanuy. Bo3MOXHOCTE ITOOKOXXHOIO BBe[leHVs OIVH pa3 B
HeJleJllo, JBe HeldelV WIM JaXe 4eTblpe Hele/y IIOBbIIlaeT KOMIUIAeHTHOCTB,
O0cOOEHHO cpeay pdeTeml W TIOAPOCTKOB, a TakKXe 3HAuYUTeJIbHO CHVDKaeT
IICVIXOJIOTMYECKYIO VI PU3NUECKYIO Harpy3Ky Ha IalieHTOB U IX CeMblL.

IIpodwibr GesormacHOCTM IperapaTa 3acjIyXXMBaeT OTIeIbHOrO BHMMAaHVISL
OMUIIM3YMab XOpOIIO IepeHOCUTCd OOJIBIIMHCTBOM IIallIeHTOB; CepbE3Hble
1obouHble 3eKThl, BKIOUAsi TPOMOOTHMUYecKNMe OCJIOXKHEeHMs, HaOJIIomaloTcs
KpaviHe pefIKO ¥ B OCHOBHOM IIpV HapyIIeHUN TepaleBTUYeCKX PeKOMeHIaI.
OrcyTcTBrie  HeOOXOOVMMOCTV ~ BHYTPMBEHHOIO  [IOCTyIla  CHIDKaeT  PUCK
MH@EKIIVOHHBIX OCJIOKHEHWV, UYTO OCOO@HHO Ba)KHO ITPY JJIUTEJIbHOM JIeYeHWL.

C dapmMaKOSKOHOMIMUECKOV TOYKM 3peHus, IIpuMeHeHMe ->SMUIIM3yMada
CIIOCOOCTBYeT CHVDKEHMIO OOIerl CTOMMOCTM JIeYeHMs, YUWUTBIBas COKpallleHue
4yicila KPOBOTEUEHU, TOCIIUTAIN3alVi, XUPYPIMYecKX BMeIIaTe/IbCTB M 3aTpar

Ha peaOwiInTanyio. DTU AJaHHBIE IIO3BOJIAIOT paccMaTpuBaTh IIperapaT Kak He
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TOJIBKO KJIMHMYECK), HO ¥ 3KOHOMMUYECKM IlejlecooOpasHOe pellleHVe B CHUCTeMe
3 paBOOXpaHeHNs.

B mepcriekTiBe SMmIM3ymMab MOXeT CTaThb OCHOBOV KOMOWHWPOBaHHBIX
TepareBTNYeCcKMX IIOJIXOHO0B, BK/II0Yasl TeHHO-TepalleBTUYecKie CTpaTernin u
IIepCOHaIM3MPOBaHHOe JledeHMe, HallpaBJeHHble Ha IIOJIHOe yCTpaHeHUe
nocsteficteuil reModwivm A. HakoruleHHBbIe [aHHBIE MO3BOJIIIOT TOBOPUTH O
dopMmupoBaHUM HOBOVI TapaAUrMbl BelleHVs HalleHTOB C JaHHBIM 3a0osleBaHeM,
OPVEHTVIPOBAHHO Ha IJINTEJIbHYIO IPOMIIIaKTUKY, MUHUMM3ALNIO OCIIOKHEHUT
11 TIOBBIIIIeHe KaueCcTBa XXV3HL

Takum oOpaszoMm, T'emyimbOpa (amumIM3ymal) sBiisileTcss WMHHOBALIMIOHHBIM,
3¢pdexkTrBHBIM 1 0e30IIacHBIM IIperapaToM, CIIOCOOHBIM paaMKaIbHO M3MEHWUTH
cTaHAapThl Tepanmyu remodpwmmn A. Ero BHelnpeHMe B KIMHMYECKYIO HPaKTUKY
3HaMeHyeT IepexoHd, OT CUMIITOMAaTWM4YecKoro W TPYJOeMKOro JIedeHMs K
OOJITOCPOYHOV,  KOM(OPTHOM ¥  BBICOKOI(d(PEKTMBHOM  IIpOodMIaKTUKe
KPOBOTeUYEeHWV, YTO OTKpbIBaeT HOBble TOPU3OHTBHI B Pa3sBUTUM COBPEeMEHHO

IIePCOHAJIVI3MPOBAHHOV TeMaTOJIOI VL.
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