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Resume. It is known that patients with severe hemophilia A, a hereditary bleeding disorder caused
by a deficiency of coagulation factor VIII, often experience uncontrolled bleeding, which occurs
despite the administration of prophylactic replacement therapy with coagulation factors. Such
conditions are characteristic of the inhibitor form of hemophilia A [1,2]. An inhibitor is a polyclonal
high-affinity 1gG antibody that specifically neutralizes the procoagulant activity of coagulation
factors, making bleeding management difficult. The emergence of inhibitors is associated with a
worsening prognosis: a higher incidence of bleeding, accelerated development of arthropathy, and a
decrease in quality of life. In more severe cases, this could lead to the death of children [3,6]. In order
to prevent the above-mentioned conditions, improve the quality of life of patients and prevent
complications of the disease, the Scientific and Practical Medical Center for Pediatric Hematology,
Oncology and Immunology used the "Hemlibra” (emicizumab) in 15 children with hereditary
bleeding disorder caused by the inhibitory form of coagulation factor VIII deficiency.

Key words: emicizumab, hemophilia A, coagulation factor VIII, coagulation factor VIII inhibitor,
one-step clotting method, chromogenic method.

NBPAT'MMOBA Canypa 3axugoBHa
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BOTHUPOB Mup3oxua MaHCyp:KOH yI/H

INAJUBEKOBA Oxkcana bopucosHna

APUIIOBA Ha3zokat baxogupoBHa

EPUMBETOBA Unaupa OpandaeBHa

HayuyHo-npakTruecknii MEAUIMHCKUM HEHTP JETCKOW reéMaTOJIOr MU,
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OHKOJIOTMXM U UMMYHOJIOTHA

PE3YJIBTATBI IPUMEHEHUS ITIPEITAPATA OSMULIN3YMAB Y HTAIIMEHTOB C
TEMO®WUJIMEN A - MUJIOTHOE MOHOIIEHTPOBOE UCCJIEJOBAHUE

AHHoTanms: V3BecTHO, 4TO y MALMEHTOB C TsKenoi (popMoil remopmnnn A — HacaeICTBEHHBIM
HapyllIeHUEeM CBEPThIBAEMOCTH KpoBH, 00ycnoBieHHbIM neguuutoM VIII pakropa cBepThiBaeMocTi
KPOBH, 4aCTO HAOIIOAAI0TCS HEKOHTPOJIMPYEMbIE KPOBOTEUEHHUS, KOTOPbIE HaOII0al0TCs HECMOTPS
Ha Ha3HaueHHE TaKUM MalMeHTaM MNPOo(UIAKTUYECKONH 3aMECTUTENbHOM Tepanuu (pakTopamu
CBEpPThIBaHUS KpPOBH. Takue COCTOSTHUSI XapaKTEePHbI U1l HHIMOUTOpHOH hopmbl remodunnu A [1,2].
Wuruburop - mnoiukiIoHadbHOE BbicokoapduuHoe IgG-anTuTeno, koropoe crneuupuyecku
HEHTpaln3yeT MpPOKOAryJISHTHYIO AaKTHBHOCTh (DAKTOPOB CBEpPTHIBAHUS KpPOBH, Jejas Mpolecce
yIpaBJIeHUs] KPOBOTEUCHHUEM 3aTPYAHUTENbHBIM. [10siBIeHNEe HHTHOUTOPOB CBS3aHO C YXY/IIEHUEM
IpOrHo3a: 0oyiee BHICOKAs YaCTOTa KPOBOTCUEHUM, YCKOPEHUE Pa3BUTHS apTPONATUU U CHIDKEHHE
Ka4ecTBa JKM3HU. B Oosee TsDKENbIX Cilydasix 9TO MOTJIO MpHUBECTH K cMepTH neredt [3,6]. C uenbro
NpoQWIAKTUKN BBIIIEYKa3aHHBIX COCTOSIHMM, YJIyYIIEHHs KadecTBa JKU3HM MAIMEHTOB MU
NPEJOTBPAILEHUs] OCIOXHEHUI 3aboneBaHuss B HaydyHO-IPaKTHYECKOM MEIMIIMHCKOM IIEHTpE
JETCKOM T'eMaToJIOTUH, OHKOJIOTMH M HUMMYHOJOIMM ObUI NpuUMeHeH mnpemnapar «I emiuOpay»
(aMunu3ymabd) y 15 mereil ¢ HacineICTBEHHON KPOBOTOUMBOCTHIO, 0OYCIOBIEHHONH MHTHOUTOPHON
¢dopmoit nepuruta hakropa ceepThiBaHus KpoBH VIII.

KarwueBble cioBa: smunnzymad, remodunust A, dakrop cBépreiBanus kpou VIII, mHrudutop
¢axTopa cBépThiBaHus KpoBH VIII, oqHOCTaqMITHBIN KIIOTTUHTOBBIN METO/I, XPOMOT'€HHbIM METO/I.
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SHADIBEKOVA Oksana Borisovna
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Bolalar gematologiyasi, onkologiyasi va immunologiyasi
ilmiy-amaliy tibbiyot Markazi

GEMOFILIYA A BILAN OG'RIGAN BEMORLARDA EMIZUMABNI QO'LLASH
NATIJALARI - SINOVLI YAKKA MARKAZLI TADQIQOT

Xulosa: Ma'lumki, VIl koagulatsiya omili yetishmovchiligidan kelib chigadigan irsiy qon ketishi
buzilishi bo'lgan og'ir gemofiliya A bilan og'rigan bemorlarda ko'pincha nazoratsiz qon ketishi
kuzatiladi, bu esa koagulatsiya omillari bilan profilaktik almashtirish terapiyasi qo'llanilishiga
garamay sodir bo'ladi. Bunday holatlar gemofiliya A ning ingibitor shakliga xosdir [1,2]. Ingibitor -
bu koagulatsiya omillarining prokoagulyant faolligini maxsus ravishda neytrallashtiradigan, qon
ketishini  boshqarishni  giyinlashtiradigan poliklonal yuqori affinlikli 1gG antitelosidir.
Ingibitorlarning paydo bo'lishi prognozning yomonlashishi bilan bog'lig: qon ketishining yuqori
chastotasi, artropatiyaning tez rivojlanishi va hayot sifatining pasayishi. Og'irroq holatlarda bu bolalar
o'limiga olib kelishi mumkin [3,6]. Yugorida aytib o'tilgan holatlarning oldini olish, bemorlarning
hayot sifatini yaxshilash va asoratlarning oldini olish uchun Bolalar gematologiyasi, onkologiyasi va
immunologiyasi ilmiy-amaliy tibbiyot markazi V111 omil ingibitorlari yetishmovchiligidan kelib
chigadigan irsiy gon ketishi buzilishi bo'lgan 15 ta bolaga Hemlibra (emicizumab) ni buyurdi.

Kalit so'zlar: emizizumab, gemofiliya A, VIII omil, VIII omil ingibitori, bir bosgichli ivish usuli,
xromogen usul.

BBenenue. I'emodunuss A — HaciencTtBeHHOe X-CIEIUIGHHOE TreMopparuueckoe 3aboseBaHue,
obycnoBienHoe nedpurutom (akropa ceepreiBanus VIII (FVIID) [1]. FVIII npencrasnser coOoi

313



BUOMELULIHA BA AMATIMET KVPHATIA | VPHAN GUOMELILIHbI 1 TPAKTUKW | JOURNAL OF BIOMEDICINE AND PRACTICE

KPYIHBIA O€JOK CBEPTHIBAIOLICH CHUCTEMBbI KPOBH, LUPKYJIUPYIOIUN B KOMIUIEKCE € (aKTOpOM
Bunneopanna (VWF) [2].  Onpenenenue aktuBHoctu FVIII kpaiiHe BakHO A MOCTAHOBKH
JIMarHo3a, Tak Kak CTENeHb TSHKECTH 3a00JIeBaHUS YCTaHABIMBACTCS HAa OCHOBAHMU AaKTUBHOCTH
FVIII y mnamuenta [3]. B 3aBHCHMOCTH OT TSDKECTH 3a00JEBaHUS MAIMEHT MOJIy4aeT
COOTBETCTBYIOIIYIO TEpamuio, Ui OLEHKH J(PQPEKTUBHOCTH KOTOPOM Takke Heo0X0oauM
na0opaToOpHbIi KOHTPOJIb. OCHOBHBIMU METOAMKAMH, MTO3BOJISIOMIMMU ONpeAeianTs ypoBeHsb FVIIL,
SBJITFOTCSI OTHOCTAMUITHBIN KIOTTHHTOBBINM (OKM) 1 xpomorennsiii (XM) metonsl. OKM sBasieTcst
Moau(UKaIMe aKTUBUPOBAHHOI'O YacTUYHOrO TpoMmOoruiacTuHoBoro Bpemenn (AYUYTB) c
no6asnenneM cyOctpaTHoi aedunuTHOM 1uaszmel no FVIIL. Paznuunbie pearentsl Tecta AUTB
o0JIaZlaloT pa3HOM YyBCTBUTENBHOCTBIO M cneruduuHocThio 1o ompeaenenuto FVIIL [4]. o
HACTOSILEr0 BpEMEHH HeT cucTeMbl cranaaptuzauuu tecta AUTB, npubopHas u pearenTHas 6a3bl
TeCTa HE MO3BOJIAIOT clenarh 3T0. [loaToMy pekoMeHAyeTcsl NOJIb30BAaThCS PEAKTUBAMHU OJIHOTO
MIPOU3BOIUTEIIS B COOTBETCTBHH C UCIIOIb3yeMbIM 000pyaoBaHueM [5]. XM He TpeOyeT neuiuTHOM
IUIa3MBbl 1711 IPOBEACHMS aHAIU3a, OH OCHOBAH Ha I'€Hepaluu akTuBHpoBaHHOro FX, konmuuecTBo
KOTOPOT'0 MPONOPIMOHAIBHO KOJIMYECTBY uccieayemoro (akropa [6]. XpomorenHslii Metoq XM
OIpeJIeNIeHUs] aKTUBHOCTU (PAKTOPOB (IBYXATANHbBIN) MoXkeT u3MepsaTs aktuBHocTh FVIIL, FIX [7].
[TosiBnenune sMuu3ymMada Mpou3Besio HACTOAILYIO PEBOIIOMIO B JICUCHUHU TSKETION reMopmiiny A,
ocoOeHHO MHruOuTOpHO ¢opmbl [61]. Ho B TO e BpeMs MOCTaBUIO HOBBIE 33/auM Iepen
nabopaTopuei — BCTall BONPOC O HEOOXO0IMMOCTH KOHTPOJIS AMHUIIM3yMa0a y onpeaeseHHbIX TPy
NAIMEeHTOB U BBIOOpA 1abopaTopHbIX TecToB [8]. PyTunHbIe TecThl, Takue kak AUTB, akTuBHOCTH
FVIII u tutrp unrubutopa FVIII, oxazanuce HeMH(OPMATHUBHBIMHU JUISI KOHTPOJIA 3a STHUMH
NalMeHTaMU M3-32 OCOOCHHOCTH ACUCTBHS SMUIM3yMada, KOTOPHI HE HYXJAeTCsl B FeHepaluu
TpomOuHa g cBs3eiBaHusa ¢ FIX u FX. Dto mpuBogutr kx ykxopouenuto Bpemenu AYUYTB u
3HauUUTeNbHOMY 3aBblllieHUI0 akTUBHOCTU FVIII, usmepennoit OKM [9]. Ha ceronnsmnuii neHp
€IMHCTBEHHass  METOAMKA,  IO3BOJIAIONIAsl  OLIGHUTh  KOHIEHTpalMI0O  SMHIM3ymaba —
MoaudunmpoBanusiiit OKM, oTkanuOpoBaHHbI ¢ ToMoIIbio dmui3ymada [10]. Jlannas Mmeroauka
MIO3BOJISIET OLEHUTb, HAXOAUTCS JIM KOHLEHTpalus IpenapaTra B KpOBU NAlMEHTa B Ipeaenax
aMana3zoHa KImHuueckon apdexkruBroctr smuruzymada (30-70 mxr/mon) [11]. IIpu Heo6xoaumocTH
oueHku codctBeHHOM aktuBHOCTH FVIII M TuTpa MHrHOMTOpa HEOOXOAMMO HCHOIB30BaTh XM ¢
ObIYbMMHU KOMIIOHEHTAMH, KOTOPbIE HEUYBCTBUTENbHBI K 3(pdekTy smurmzymada [12].

Heab uccaenoBaHMA: U3YyYUTh KIMHUYECKYIO 3((EKTUBHOCTh M JIaOOPATOPHBIH MOHHTOPUHT
npenapara sMui3ymad («I'emanOpay) y mareHToB ¢ ”HrHOUTOpHOU (hopMoii remodummu A.
Martepuan 1 MeTOAbI HCCICI0BAHUS.

15 GonbHBIX ¢ UHTUOUTOPHOM (hopMoii remopmun A.

[Ipemapat smunnzymad (“I'emmmbpa”) B V30ekucrane Obu1 0100peH K mpuMmeHenuo B 2025 roxmy.
[Ipemapat I'emmubpa (amunu3ymad - 60 mr, 105 mr, 105 mr) — HedakTOpHBIN JeKapCTBEHHBIH
Ipenapar, IpUMEHSIEMbIN JUIsl TPEJOTBPALICHUs] WIM YMEHBIIEHUS! KPOBOTEUEHHS y MALUEHTOB C
remopmineii A (HacleICTBEHHOE HapyIICHHWE CBEPTHIBAEMOCTH KpPOBH, BBI3BAHHOE JE(HHUIIMTOM
ecTecTBeHHOTro (akTopa cBepThiBanus). ['emnuOpa (dmunmzymad - 60 mr, 105 mr, 105 mr) Obuia
Ha3zHaueHa 15 manueHTaM MepBOHAYAIbHO B YAAPHOM /103€ 3 MI/KT YeThIpe pa3a B HEAENIO, 3aTEM B
MOJIEP’KUBAIOLIEH 103€ 6 MI/KI' O/IUH pa3 B MECHLL.

VYpoBeHb (hakTopa ONpenessicss OHOCTAAUHHBIM KIOTTUHTOBBIM METOJIOM - OJIHO3TAIHbIN aHAIIN3
aktuBHOCTH FVIII (OKM) ocnoBan Ha Tecte AUTB. B nopme Bpems cBepthiBanus B Tecte AUTB
coctaBysieT oT 20 1o 40 ¢, 3aBUCUT OT HCHOJIb3yeMbIX HAaOOpPOB pEareHTOB U YAJIMHSAETCS HpU
CHIDKEHUHM aKTUBHOCTH (akTopoB BHyTpeHHero mytu wmenee 30% [12]. Meroponorus
OJTHOCTAIMIHOT0 aHaJIM3a OCHOBaHA Ha CMEUIMBAaHUH IJIa3Mbl MMALIMEHTA C IU1a3MOH, 1e(pUIIUTHOH 1o
uccieayemMomy (akropy, ¢ MOCIEIYIOUIUM ONpEeAeIeHUEM BPEMEHU CBEPTHIBAHUS CMECH U
anmnpoKCUMAIUH MTOJIyY€HHOT'O BPEMEHH CBEPTHIBAHUS Ha KATMOPOBOUHYIO KPUBYIO.

Pe3yabTaTsl u 00Cy:KIeHUe.

[Tpenapar smunu3ymad (I'emnuOpsl) OblT IpUMEHEH 15 manuMeHTaMm C TSDKENOH W MHTMOMTOpPHOM
dopmoii remodumMM A ¢ TOKEIBIM TE€MOPPArHUECKUM CHHAPOMOM B BHJE TI'e€MapTpO30B,
KPOBOTEUEHHH M3 KeJTyI0YHO-KUIIeYHOro TpakTa. M3mepenue ypoBHs akropa VIII, uaruduropa,
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AYTB B KpoBHM MPOBOAMINCH OJHOCTAIUMHBIM KJIOTTUHTOBBIM MeTojoM (OKM). JlaHHbIE
nabopaTOpHbIe MOKa3aTeNu ONMPEIEIISIIMCh JI0 U MOCIe JICUEHUS SMULIU3YMa0OM.

Ta6m/1ua 1. Pe3yHLTaTLI J'Ia60paTOpHBIX TCCTOB MAaIMCHTOB 40 U IMMOCJIC JICUCHUA 3MI/IHI/I3yMa6OM.

[Tarment Ypose Ypose
bl Hb Hb
Ne daxTop daxTop
VYpoeus | AUTB | aVIII | AUTB | aVIIl | YpoBens
I/IHFI/I6I/IT (0] a0 a0 IIOCJIC IIOCJIC I/IHFI/I6I/IT (0]
Bo3pac pa ao JICUCHU JICUCHHU | JICUCHH | JICUCHU pa nociie
T, JICT Z{I/IaFHO3 JICUCHUA s, CCK A A A JICUCHUA
1 Gemofili
2 ya A 3.3BE 148sek | < 1% |28sek |>150% | 3.3 BE
2 Gemofili < 1-2
3 ya A 4.4 BE 93sek | % 29sek |>150% | 4.4 BE
3 Gemofili
4 ya A 7.2 BE 111 sek | < 1% 27sek | >150% | 7.2 BE
4 Gemofili
4 ya A 3.9BE 51sek |81% |27sek |>150% | 3.9 BE
5 Gemofili
4 ya A 2.3 BE 58sek |6.2% | 25sek | >150% | 2.3 BE
6 Gemofili
5 ya A 1.45 BE 163 sek | < 1% 26 sek | >150% | 1.45 BE
7 Gemofili
7 ya A 1 BE 130 sek | < 1% 31sek |>150% | 1 BE
8 Gemofili
5 ya A 4.4 BE 169 sek | < 1% 30sek |>150% | 4.4 BE
9 Gemofili
6 ya A 0.59 BE 75sek | 2% 25sek |>150% | 0.59 BE
10 Gemofili
9 ya A 0.4 BE 118 sek | < 1% 25sek |>150% | 0.4 BE
Gemofili
11 6 ya A 3.9 BE 80sek 4% 25sek |>150% | 3.9 BE
Gemofili
12 10 ya A 4.2 BE 68sek | <1% | 25sek | >150% | 4.2 BE
Gemofili
13 ya A 2.6 BE 102sek | <1% |27sek |>150% | 2.6 BE
Gemofili
14 ya A 3.9 BE 188sek | <1% |26sek |>150% | 3.9 BE
Gemofili
15 ya A 2.3 BE 91% <1% |35sek |>150% | 2.3 BE

BBumy OTCYTCTBHS BO3MOXKHOCTH TIPOBEICHHS J1a0OpATOPHOTO MOHHTOPHHTA XPOMOTEHHBIM
METOJIOM Bce ucciieqoBanus caeiaansl OKM.

[Tocne Hayanma mpuMeHeHHs npernapara ['emianOpa y MalMEeHTOB HE HAOMIOJANIOCH CITyYalHBIX
KPOBOTEUYEHHH MM CHHAKOB. [[0TpeOHOCTH MAIIMEeHTOB B (JakTOpE CBEPTHIBAHUS KPOBH 3HAYUTEILHO
cHU3UJach. Y 4-X MAIMEHTOB MOTPEOHOCTh B MPOBEACHUU (PAKTOPHOM Tepamuu COXpaHHUIIACh, HO
cokpatunach Ha 50-75%. 3HAYUTENBHO yIyUIINIOCh KAYECTBO JKU3HH MAIIMEHTOB, OCOOCHHO JeTei
panHero Bo3pacta. dusuyeckas akTUBHOCTbh HE MPUBOMIIA K MOSIBJICHUIO CUHSIKOB U T€MapTPO30B,
COKpaTHJICS PUCK CIIOHTAHHBIX KpOBOTeueHUU. He3HaunTenbHble TPaBMbl HE IPUBOAMUIN K TOJIBKO
00pa30BaHMIO CUHSIKOB y JETEeH U HE YXY/IIanu KauecTBo kxu3Hu (Tabnuma 2.).
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Ta6m/1ua 2. XapaKTep 1 9aCTOTa reMOpparnicCKOro CHHApomMa 10 1 nocCJic JICYCHUA 3MI/II_[I/I3yMa6OM.

ITamu | Jlo neuenus [Tocne neuenus | [lorpeOHOCTh B

€HTBI ¢axtope VIII

1. B cycraBax numenuch reMaToMsl U Her He nyxnaercs
reMapTpo3bl

2. B cycraBax numenuch reMaToMsl U Her. He nyxnaercs
reMapTpO3bl.

3. Ha Tene umenuch ymmosl, remMaToma B Her He nyxnaercs
00J1acTH KOJIEHHOTO CyCTaBa, TeMapTpo3.

4, Ha Tese ObLIIM MHOTOYHCIEHHEIE CUHSKH, Her He nyxnaercs
KPOBOTEUEHUS U3 HOCA U JIECEH, a TAKKE
reMaToOMbl U F€éMapTPO3bl B KOJIEHHOM
CyCTaBe.

5. Ha Tesne ObLIM MHOTOYHCIEHHEIE CHHSKH, KpoBoteuenune | [lorpeOHOCTD
KPOBOTEUEHUS U3 HOCA U JIECEH, a TAKKE B OU€Hb YMEHBIIUIIACh
reMaToMbl U F€éMapTPO3bl B KOJIEHHOM HEOOJIBIIIOM
CyCTaBe. KOJIMYECTBE U3

MOJIOKA

6. Ha Tese ObLIIM MHOTOYHCIEHHEIE CUHSKH, Her He nyxnaercs
KPOBOTEUEHUS U3 HOCA U JIECEH, a TAKKE
reMaToMbl U F€eMapTPO3bl B KOJIEHHOM
CyCTaBe.

7. Ha Tese ObLIM MHOTOYHCIEHHEIE CHHSKH, Her He nyxnaercs
KPOBOTEUEHUS U3 HOCA U JIECEH, a TAKKE
reMaToOMbl U F€éMapTPO3bl B KOJIEHHOM
CyCTaBe.

8. Ha Tese ObLIM MHOTOYHCIEHHEIE CHHSKH, WNuorna moxer | [lorpeOHOCTH
KPOBOTEUEHUS U3 HOCA U JIECEH, a TAKKE HaOJII0IaThCA YMEHBIIUIIACH.
reMaToMbl U FeéMapTPO3bl B KOJIEHHOM HeOO0JIbIIIoE
CyCTaBe. KpPOBOTEUECHUE

U3 JECEH.

9. Ha Tene nMenuch CUHIKH, TeMaTOMBI B WNuorna moxer | [lorpeOHOCTH

00J1acTH CyCTaBOB, TEMapTPO3HI. HaOJII0IaThCA YMEHBIIUIIACH.
HeOO0JIbIIIoE
KpOBOTEUECHUE
U3 JECEH.

10. Ha Tene nMenuch CUHIKH, TeMaTOMBI B HWuorpga sTo [ToTpebHOCTH

00J1acTH CyCTaBOB, TeMapTPO3HI. BBI3BIBACT YMEHBIIUIIACH.
KPOBOTOUYHUBOCT
b JECEH.
11. Ha Tene nMennuch CUHIKH, TeMaTOMBI B Her He nyxnmaercs

00JIaCTH CyCTaBOB, F€éMapTPO3bl.
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12. VY Hero ObUIM HOCOBBIE KPOBOTEUCHUS U Her He nyxnaercs
KPOBOTOYMBOCTb JIECEH, a TAK)KE FEMaTOMBI
Y TEMapTPO3bI B KOJIEHHBIX CYCTaBaX.

13. Ha Tene ObLIM MHOTOUYHCIIEHHBIE CUHSIKH, Her He nyxnaercs
KPOBOTEUYEHHS U3 HOCA U JIECEH, a TAKXKE
reMaTOMBbl U TEMapTPO3bl B KOJIEHHOM
CyCTaBe.

14, Ha Tene ObLIM MHOTOUYHCIIEHHBIE CUHSKH, Her He nyxnaercs
KPOBOTEUYEHHS U3 HOCA U JIECEH, a TAKXKe
reMaTOMBbl U T€MapTPO3bl B KOJIEHHOM
CyCTaBe.

15. Ha Tene ObLIM MHOTOUYHCIIEHHBIE CUHSIKH, Her He nyxnaercs
KPOBOTEUYEHHS U3 HOCA U JIECEH, a TAKXKe
reMaTOMBbl U T€EMapTPO3bl B KOJIEHHOM
CyCTaBe.

B pesynbrare npumeHeHus sMuu3ymada Toibko y 4 (26,6%) nanueHToB HaOII0AaINCh
KPOBOTEUEHHSI, HE YTPOXKAIOIINE )KU3HHU, TAKXKe TONBKO 4 (26,6%) MaleHToB MoKa MpHUILIoCh
MPOJOIDKUTH (PAKTOPHYIO TEPAIIHUIO.

3aKIIt04YeHHUE.

Omunu3ymad sBisercs 3QQEeKTUBHBIM HpenapaToM Ui MAIMEHTOB C MHICMOMTOpHON (opmoit
remodpmineit A. Pe3synbraThl npumeHeHus smMui3ymada (I'emnuOpbl) IpuBeno K 3HAYUTEILHOMY
YMEHBUICHUIO YUCIIa KpoBOTeueHH (Ha 73,4%) U yaydIIeHHIO KayecTBa KU3HHU BCIEICTBUE TAKXKe
BO3MOXXHOCTH IIOAKOYKHOTO IpUMEHEHMsI Inpenapara. HecMoTpss Ha [J0OCTaTOYHO BBICOKYIO
spdexTuBHOCTh dMHULIM3yMata (I'eMaumMOpsl) A JiedeHus: TeMopUIny, 3aMeCTUTENIbHAs Tepanus
KOHIIGHTpaTaMu (AKTOpPOB CBEpPTHIBAHUS TIIOKa SBIISETCS Takxke akTyanbHOW. Taxke HaIo
KOHCTaTUPOBaTh, YTO YPOBEHb MHTHOMTOpPA K (pakTopy 10 U IOCIE JIEYSHHUS IMULU3YyMaOOM He
WU3MEHMIICS.

Omnpenenenue cooctBeHHOM akTHBHOCTU FVIII 11 TUTpa MHrHOUTOpA y MAIMEHTOB, HAXOAIIUXCS Ha
Teparuy SMULIKU3YMa00OM, BOBMOXKHO C MOMOIIbI0 XM ¢ OblYbMMH KOMIIOHEHTaMHU. Vcnonb3oBaHue
crangaptTHoro OKM onpenenenus aktuBHocty FVIII B mpucyTcTBUM SMuUIi3ymMada HeA0MyCTUMO.
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