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NMPUMEHEHVE SMWLUN3YMABA Y PEBEHKA
C UIHTMBUTOPHOWN ®OPMOW FEEMO®UNINN A

FeMounvs — 3aboneBaHuie, 06yCNoBNeHHOE HACTeACTBEHHbIM AedMUMTOM Nia3MeHHbIX hakTopos cBepTbiBaHus VI (FVIII)
(remodunus A) nnm IX (FIX) (remodunus B) 1 xapaktepusyioLieecsi KPOBOTOYMBOCTbIO FTeMaTOMHOIO TUMa.

OCHOBHbIe TepaneBTUHeCKMEe MePONPUSATIS Y BONbHbIX reMOMUMEN HanpaBeHbl Ha 3aMeLLeHme AedUUUTHOrO dakTopa, Kak
B MEPUOA, reMopparm4ecknx NposBAeHnn, Tak 1 ¢ NpornakTM4eckon Lenblo. Bcneacrsume 4acTbix TpaHChy3nn npenapaTos
KpoBW NpumMepHo y 30 % OonbHbIX remodunnent A pa3BuBatoTcs aHTuTena k daktopy VIII. AHTUTENa GROKMpPYIOT Npokoary-
NISHTHYIO aKTUBHOCTb BBOAMMBIX hakTopoB VIII 1 IX, 1 3TO MOXeT CTaTb MPUYNHON He3(PdEKTUBHOCTL reMoCTaTUHeCckomn
Tepanuu B 0ObIYHO NPUHATBIX 0ObEMaX.

B okTsbpe 2018 rofa Ha Tepputoprn PO 3aperncTprpoBaH HOBbIV leKapCTBEHHbIN NpenapaTt dMULM3YMabd, KOTOpbIA Npes-
cTaBnseT cobor bncneumnduIHble ryMaHN3MPOBaHHbIE MOHOKIIOHaMbHbIE aHTUTENa Ha OCHOBE MMMYyHOrNobynHa G4, KoTo-
pble CBA3bIBAIOT aKTMBMPOBaHHbIN dakTop IX ¢ dakTopoM X And BOCMOMHEHWNS PYHKLMW OTCYTCTBYIOLLErO akTUBMPOBAHHOMO
dakTopa VI, koTopbIn Heobxoanm Ans 3 heKTUBHOro reMocTasa. B ctatbe NprBoAnTLCS NepBbii B Ky3bacce cyyan npum-
MeHeHUs dMmn3n3ymaba y pedeHka ¢ MHMIMOUTOPHOM hopMoit reModunmm A.
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THE USE OF EMICIZUMAB IN A CHILD WITH HEMOPHILIA A INHIBITORY FOREMA

Hemophilia is a disease caused by hereditary deficiency of plasma coagulation factors VIII (FVIII) (hemophilia A) or IX (FIX)
(hemophilia B) and characterized by hematomic bleeding.

The main therapeutic measures in patients with hemophilia are aimed at replacing the deficient factor both during hemorrhagic
manifestations and for preventive purposes. Due to frequent transfusions of blood products, approximately 30 % of patients
with hemophilia A develop antibodies to factor VIII. Antibodies block the procoagulant activity of the injected factors VIl and
IX, and this may cause the ineffectiveness of hemostatic therapy in the usually accepted volumes.

In October 2018, a new drug Emicizumab was registered in the territory of the Russian Federation, which is a bispecific
humanized monoclonal antibodies based on immunoglobulin G4, which bind activated factor IX with factor X to replenish the
function of the missing activated factor VIII. The article presents the first case in Kuzbass of using Emizizumab in a child with
an inhibitory form of hemophilia A.
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I‘eMocI)I/IJH/ISI — 3a6oJsieBaHie, 06yCJIOBIEHHOE HACTEI-
CTBEHHBIM JIe(PUITUTOM TLITA3MEHHBIX (PAKTOPOB CBEP-
toiBarust VIII (FVIID) (remodunus A) wiu IX (FIX)
(remodumus B) u xapakTepusyolieecss KpOBOTOUUBO-
ctpio Temaromuoro tuma [1, 2]. Ilepemaercsa mo
X-CIIETJIEHHOMY  PElleCCUBHOMY TIYTH HacCJIeOBAHUA.
[TpumepHo y 70 % TAIMEHTOB MMEETCS MOJOKUTEND-
HBI ceMelHbIil aHaMue3 1o 3a6oneBanuio. [IpwanHoit
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reMOUINN  SIBJSIOTCS MYTAIUU TeHa, KOJAUPYIOIIe
FVIII (Xq28), nmm rena, xogupyomero FIX (Xq27).
B 30-35 % cirydaeB BO3MOSKHBI CIIOPAJNYECKIe MyTa-
nmnn 6e3 HAJIUYHMS CeMeHOro aHaMHe3a 3a60JIeBaHIS
[3].

B zaBucumoctn ot aktusnoctn FVIII u FIX, Boije-
JIFIOT CTEMEHN TSKECTH TeMO(PUINU: TIPHU  TSKeJOi
dopme aktuBHOCTH (hakTOpa cocraBiser Menee 1 %,
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opu cpeaHeTsukenoil — 1-5 %, mpu jerkoit — GoJee
5 %. st tsorenoit hopMbl TeMOGIINE XapaKTEPHO
MOSBJIEHNE TEMOPPArMYecKoro CHHApPOMa Ha IMEpPBOM
ro/ly >KM3HHU, € Havaja aKTHBHOTO Iepuoja y peGeHka
(reMaToMbl MATKUX TKaHeil, HOCTTpaBMATHYECKUE KPO-
BOTEUYEHUS] U3 CJAUBUCTBIX, TeMapTpo3bl). Topaskaiorest
B OCHOBHOM KPYTIHBIE CYCTaBbI: KOJEHHBIE, TOJEHOCTOII-
HbIE, JIOKTEBBIE W Ta300e/IpeHHbIE.

OcHOBHbBIE TepaleBTHYecKne Meponpusitis y 6oJib-
HBIX TeModUINell HampaBJeHBI Ha 3aMeleHne edu-
IUTHOTO (paKTOpa, KaKk B TEPHOJ TeMOPPATrMUeCcKUX
TPOSABJICHMUI, TaK U ¢ MTPOPUIAKTHYECKOIT TTesbio. 1lean
MPOMIIAKTIIECKOTO JeYeHNs — TIPeAYIPEaNTh Pa3Bu-
THE TeMO(PUINIECKOI apTPONATHN U APYTUX TSKEIDBIX
KpoBoTeyeHuil. IlammentaM ¢ JIerKOil CTENEeHbIO TsXKe-
ctn Heo6XoauMo BBejienue KoHneHnrparos FVIIL 1o
Tpe6OBaHWIO. Y TAIMEHTOB CO CPEAHeH M TSKeIOoi
CTENEHDIO TSKECTH HeoOXOANMO TPOodhHIaKTHIECKOe
JiedeHne B BHUJIE PETYJSPHBIX WHBEKINI KOHI[EHTPATOB
¢axropos VIII man IX 2-3 pasa B Hegemo [4-6].

Bceneacrue gacToIx TpaHcdysuil mpenapaToB KpOBI
npumepro y 30 % GoabHBIX TeModueit A pasBmBa-
iotcst anTtutesa K gakropy VIII. AHTuTena GIOKUPYIOT
MPOKOATYIAHTHYI0 aKTHBHOCTb BBOJWMBIX (PAKTOPOB
VIII n IX, n aT0 MO’KeT cTaTh MPUUYMHON HeapdeKTHB-
HOCTH TeMOCTATHYECKOH Tepanmuy B OOBIYHO MPHUHATDHIX
oObeMax. Turp mHrHOUTOPOB u3Mepsior B bBerecia-
eqnannax (BE). Oxna BE npeacraBasier KOJMYeCTBO
uHTHOUTOPa, KOTOpoe nHaktusupyer 50 % OmHOW enu-
nuiel gaxtopa VIII, BBemeHHOTO B TecT-cUCTEMY, de-
pe3 2 u makyO6armn npu temnepatype 37°C. IlanmenTos
¢ Hu3KUM TUTPOM uHruéutopa (Menee 5-10 BE) MoskHO
JIEYUTD TMOBBIIEHHBIMU /1o3aMu akTopa. Y GOJbHBIX
¢ BbicokuM TuTpoM unruburopa (Goaee 10 BE) remo-
cratmdecknii a9 @PeKkT MoKeT OBbITh JOCTUTHYT JIHIIh
TP BBEJICHUN TIPETApaToB IIYHTHPYIONIETO efCTBHUA,
a IMEHHO PEKOMOMHAHTHOTO aKTHBHPOBAHHOTO (DaKTO-
pa VIla unu akTUBUPOBAHHOIO KOHIEHTPATa IIPOTPOM-
6uHoBoro xomiexca [7, 8].

B oxta6pe 2018 roga mHa teppuropun PD 3apern-
CTPUPOBAH HOBBIH  JIEKAPCTBEHHBIN  Ipemapar
IMmurm3yMald, KOTOPbIil mpeacTaBsier co6oil Gucnenu-
(rraHbBIe TYMaHN3WPOBAHHBIE MOHOKJIOHAJIbHBIC AaHTHTE-
Jla Ha ocHOBe mMMyHorno0yanHa G4, KoTopble CBSA3BI-
BAIOT aKTUBNPOBaHHLIN (akTop IX ¢ dakropom X mia
BOCITOJTHEHUS (PYHKITNH OTCYTCTBYIOMIETO aKTHBUPOBAH-
noro ¢akropa VIII, neo6xoanmoro st ahpexTuBHOTrO
reMocTasa. IMHAIN3yMal He IMeeT CTPYKTYPHOTO CXOJI-
CTBa WJIM TOMOJIOTHYHBIX TOCJE0BaTebHOCTEH ¢ (hak-
topoMm VIII u, cooTBeTCTBEHHO, He UHAYLUPYeET U He
ycmanBaeT o6pasoBaHme MPsAMbIX HHrHOnTOpoB FVIII.
[Tepuos MoOTyBBIBEIEHIST COCTABISIET OKOJIO 26,9 mHeit,
41O 0GecrnednBaeT CTaOUJIbHYIO KOHIIEHTPAIMIO Iperia-
para B kposu [9, 10].

B 2018 rogy OmMurmsymab 3aperucTpupoBaH B Ka-
YecTBe CPeICTBA PYTHHHON MPOMUIAKTHKY /LIS TPE0T-
BpAIIEHNST WM CHIDKEHHS YacTOTBI KPOBOTEUEHUH Y
ManuenToB ¢ reModunneit A ¢ uHTEOGUTOPaMu K (ak-
topy VIII, a B mekabpe 2019 toma — ans jedenus
MAIMERTOB ¢ TsKeaol gopmoit remopuamm A 6e3 wH-
ru6utopos K dakropy VIII.
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IIpeacraBien kKanHUYecKUi ciaydail NpUMeHeHMs
IOmurm3ymaba y pebenka ¢ remodusmeil A TSKEOi
crenenu Tskectu, unruéuropras ¢gopma (aHamHectu-
yeckuit Tutp g0 160 BE), ocnoxuennas remoduinde-
CKOIl apTpomarneil JIeBOrO KOJEHHOTO CyCTaBa.

B cratpe mpuBoauTcsa mepsbiit B Kysbacce coaydait
TIpUMeHEHNs DMUImI3yMaba y pe6eHKa ¢ HHTHONTOPHO
dopmoit remopu A.

Manuent O., 2009 roga posxxaenns. [Ipn poskaernn
y MaJbuMKa OTMevaTach HApsLDKEeHHAsS TeMaToMa JIeBO-
ro 6ejipa, KPOBOUBJIMSIHUE B CKJIEPY, reMaToMa Ha/[KJIIO-
yyHOi o6sactu. Ilpn oGcseoBanny JOKyMEHTHPOBA-
Ha remoduaust A, tspresas popma (akrusnocts ¢. VIII
0%). Tlocse BBIIUCKU U3 POAJAOMA B TEUEHHE MeCsila
TMOJyYal 3aMeCTHTEJbHYI0 TEpannio IIa3MaTHYecKIM
kontieaTparom ¢.VIII 200 ME/cyt 3 pasa B Hemeso.
Ha 3amecTuTes bHOIN Tepanmnu B peskuMe TPOPUIAKTHKI
mrasMarudeckuM Koutentparom ¢.VIIT 500 ME/cyT
1-2 pasa B Hegesio ¢ 9-mecssanoro Bo3pacta. C Bo3pac-
tTa 1 roma pennmaMBHUpYIOMNE TeMapTPO3bI JOKTEBBIX,
KOJIeHHBIX CycTaBoB. B Bospacre 1,5 jeT BHepsble
BBIABJICH BBICOKOpearupyonmii narnéutop x ¢.VIII
14 BE. B 2 roma 9 MmecsieB ypoBeHb WHTHOWTOpPA K
¢.VIII cocraBun 93,4 BE.

[TarmenT 3a04HO KOHCyIbTHpOBaH B mione 2011 r.
crenuanucraMu  M3mailnoBckoil JeTckoil ropoickoi
GOJIbHUIIBI, PEKOMEH/IOBAHO TIPOBE/IEHNEe HHIYKI[IH NM-
mynuoil ronepantioctu (MUT) no «BoHcKoMy npoTo-
komy», Ho UTT He mpoBesieHa B CBSI3UM C HEJOCTATOY-
HpIM o6ecnedenueMm mpernapatom @OCK VIII. Brrta
IpoBe/ieHa CMeHa Tepanmny Ha IMpernapaThl NIyHTHPYIO-
mero aeficreus (ITII/T]), Pe6enok MHOTOKPATHO TOCITH-
trammusupoBaicsa B TAY3 KOKDB. Kimnamdeckn Bcerma
OTMEYAJICST BLICOKUIT KOSKHO-TeMOPPATrMIecKiil CHHIPOM
10 TeMAaTOMHOMY THIY KPOBOTOUMBOCTH, TEMapTPO3BI
KOJICHHBIX, JIOKTEBBIX, TOJICHOCTOITHBIX CYCTaBOB, Me-
JKMBITIEYHbIe TeMaTOMbI. ChOpMIPOBAHBI KOHTPAKTYPBI
KOJICHHBIX, JIOKTEBBIX CYyCTaBOB C HapyIICHUEM TOXO[-
KI, PEe3KUM orpanmuenneM (QyHKINN, peOeHOK Iepe-
JIBUTAETCSI BCer/la Ha KOCThLIsIX (IIPU peluanBax reMap-
TPO30B — Ha KPECJI0-KaTaJKe).

Ha ¢one npoduraxtmueckoit Tepanmu ITI/] mpo-
rpeccupyeT reMouIndeckas apTpomatus, KOHTPOJIb
3a60JieBaHNs KpaifHe CI0KeH. Y YUTBIBAs IPOTPECCHPO-
BaHMe TeMO(MUJIIMIECKON apTPONATHH, PE3NCTEHTHOCTD
k teparmm [THI/], ¢ uong 2021 r. peGeHOK TOTydaer
mpenapat IvurmsymMal u3 pacyera 1,5 Mr/Kr/Hememio
(nocsie BBeAeHus Harpysounoil po3br). B 2022 romy
[IPOJIOJIKEHA Teparust IpernaparoM IMHIU3yMal u3
pacdera 3 Mr/Kr OJuH pa3 B 2 HeJesN.

IToyyen xopomuil KIMHUYECKUH OTBET Ha TepaIuio
mpernapaToM. CHOHTAaHHLIX KPOBOTEYEHWH, TeMapTpo-
30B He HAOJI0/IATI0Ch, B JOTIOJHUTEIBHOI TeMocTaTiye-
CKOIl Tepanuy MaIMeHT He HY’KJaacs, HesKeIaTeTbHbIX
SIBJIEHNN Ha IMuUnu3yMad He OTMEYeHO.

3a 16 MecsineB Tepanun IMUII3YMaGOM He 3aperu-
CTPUPOBAHO HU OJHOTO 3MN30/Ia CIOHTAHHOTO KPOBOT-
edeHtst/ TeMapTpo3a. 3HAUNTETBHO YIYUIIIIOCH Kade-
CTBO ’KM3HU, TOJHOCTBIO KYNMHPOBaH 060JIEBOI CycTaB-
HON CHH/JPOM, MaJbUHK XOJHUT CAMOCTOSITEJNBHO O€3
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IIOMOIITN KOCTbIJIH/TpOCTI/I. Hauvan Bectn 6GoJiee aKTHB-
HbBIN O6p33 JKU3HHU: KaTaeTCd Ha BeJOoCHUuIle/e.

OBCYXAEHUE

CoryiacHo 1ocJieiHell peflakiui  PeKOMeHAalnii
Beemupuoit depepaunu remoduinu (World Federa-
tion of Hemophilia, WFH), crangapToM JiedeHns s
BCeX IMAIMEHTOB ¢ TsKes0i hopMoiil reModunnm siBJisi-
eTcs peryasipHas saMecTuTenpbHas Teparmus (mpodu-
JIAKTUKA) IIperaparaMu reMocTasa [Jjisi IpeAoTBpaiie-
HUsS KPOBOTEUEHWs, Hadyatass B paHHeM Bospacte (110
3 JieT) st IPEJOTBPAIIEHUS CKEJETHO-MbIIIEYHBIX OC-
JIOKHEHUIT OT TOBTOPSIIOIIUXCST CYCTABHBIX W MBIIIEY-
HBIX KpoBOTeueHWil. Pannee Havaso TPOPUIAKTHKN
TaKKe CHIKAET PHCK U YaCTOTY BCTPEYAEMOCTH BHY-
TPUUYEPEITHBIX KPOBOUSJIMSIHUI, KOTOPbIE Yallle BCETO
caydaloTcs y Jeteil Muajamiero Bozpacta [3]. Peryssp-
Hast TPOMUIAKTHKA C JOCTATOYHBIME J03aMU, HAUYaTast
B paHHEM BO3PACTe, MOJKET CUMTATHCS CTAHAAPTOM JIe-
yeHUsI TeMOMIINU, TOKAa HE CTAHET JOCTYITHBIM aJjib-
TEPHATUBHBIN BUJ[ JOJTOCPOYHON Tepamuu, TaKOW Kak
rerHas repamnus. Juuzoguyeckas («110 TpeGoBaHUIO)
3aMecTuTeNbHass Tepamnusi (haKTopaMu CBEPTHIBAHUS
GoJsibllie He JIOJDKHA PAacCMaTPUBATBHCS KAaK BapHaHT
JIOJITOCPOYHOTO JIEYEHHSI.

C 2022 roga B Ky3s6acce ma mpoduIaKkTHIecKoM
JIEYEHUH TIPErapaToM IMUIn3yMad HaXOISITCS YeThIPe

manuenTa B Bozpacte g0 18 ser. B 2023 r. 3ammanm-
poBana Tepanus IMUIN3YMaGOM ellé BOChMU MaIlIeH-
TOB.

BbiBOJbl

IMuIN3yMad B IAHHOM KJINHUYECKOM CJIydae MoKa-
3al  BBICOKYIO 9(P@dEKTUBHOCTD U 06e30TMaCHOCTbD.
WuayKums nMMyHosornueckoi Tonepanraoctn (MUT)
SBJSAETCST <«30JI0TBIM CTAaHAAPTOM» [T 3JINMHHAIINN
nuruéuropa. OHAKO y HAIIMEHTOB ¢ HEBO3MOKHOCTBIO
ee TIPoBe/IeHIsI, IMUNN3YMal MOKeT OBITh PAIINOHAJD-
HBIM BBIOOPOM [IJIs1 TTAIIUEHTOB ¢ MHTHOUTOPHON (op-
Moit reModuaNN A, M3-3a €T0 BBICOKOH 3 dexTHBHO-
CTH, TIOCTOSTHHOH KOHIIEHTPAIINHU TIperapara B KPOBH,
yao0HoI [y peberka GOPMbI TTOAKOKHOTO BBEIEHNS,
u xkpatnocru Begenust (1 pas B negeno, 1 pas B 2 He-
pemn w1 pas B 4 Hemenm), uTo GE3yCITOBHO MOBBI-
IraeT TPUBEPIKEHHOCTh K TEPAITH MAIlneHTOB, B OTJIH-
4re OT MPUMEHEHNS TIPerapaToB IMIYHTHPYIONETo Jefi-
CTBHS.

HNudopmanus o punancupoannu u KoH(pIHKTE
HHTEPECOB
VccreoBatye He NMeJIO CHOHCOPCKON MTO/IEPIKKN.
ABTOPBI IEKTAPUPYIOT OTCYTCTBHE SIBHBIX W MOTEH-
IUATbHBIX KOHMINKTOB MHTEPECOB, CBSI3aHHBIX C Y-
GamKanmeil HACTOSIIEN CTaThH.
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