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Cnyuyai neuyeHus aMuunsymabom
Tskenon coopmbl remochunum A
bes uHruburtopa
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B cTaTbe npeacTaBneH KIMHUYECKNiA Cryyaii Tepanum npenapaTtom aMuumsyMab peberka B BospacTe [0
1 ropa c Taxenon chopMoii remocomnnum A 6e3 Hrnbutopa. CoenaH BbiBo, UTO Tepanusi SMMUM3yMaboMm —
OTO elle OAMH Lar Ha NyTh K NOJIHOMY KOHTPOSIO Haf reMopparmyeCkMM CUMHOPOMOM npu TANEN0N
remodpunumn A, ocobeHHo y aeTeir. Poautenu nauveHTa fanu cornacue Ha Ucnonb3oBaHue nHpopMaumm,
B TOM uncne dootorpadomin pebeHka, B Hay4HbIX UCCMENOBaHUAX U MyBnvkaumsx.
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Treatment of severe hemophilia A without an inhibitor
with emicizumab: a case report

N.N. Andreyeva?, D.N. Korolyova?, E.N. Bogatyryova!, A.A. Sergeyeval, N.I. Penkina?

IRepublican Children’s Clinical Hospital of the Ministry of Health of the Udmurt Republic, Izhevsk
2Izhevsk State Medical Academy of the Ministry of Healthcare of the Russian Federation, Izhevsk

In this article, we report data on the clinical use of emicizumab in a child under 1 year of age with severe hemophilia A without an
inhibitor. It was concluded that treatment with emicizumab would be another step toward achieving full control of hemorrhagic
syndrome in patients with hemophilia A, especially in children. The patient's parents gave their consent to the use of their child's
data, including photographs, for research purposes and in publications.
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eMobunns — 3TO pepKoe, CLEMNNEHHOe C X-Xpo-

MOCOMOW BPOMKAEHHOE HapyLUeHWe Na3MeHHOoro

remMocTasa, BO3HMKalOLWee B pesynbraTe gedwm-
uMTa unu oTcyTcTus chakTopa ceepTbiBaHus kposw VIII
(FVIII) — reMocpunus A unu coakTopa CBEPTLIBAHNS KPOBH
IX (FIX) — remodpunus B. MpumepHo y 70% nauneHTos
MMeeTCA MOSOKMUTENbHBIA CEeMeNHbI aHaMHes no 3abo-
nesaHuio. MpuunHon remodomnun ABAAIDTCA MyTauun
reHa, koampyiowero FVIII (Xq28), unwu rexa, koamnpyio-
wero FIX (Xq27). B 30-35% cny4aes BO3MOHbI Criopa-
OMYeckre MyTaumun Bes Hanmnumsi CeMeiHOro aHaMHe3a
3abonesanus [1, 2].

B 3aBucumocTn o1 yposHsa akTmueHocTM FVIII unn FIX
BbIAENSAIOT 3 CTeNeHN TAKECTU reModUnun: nerkyio —
aKTUBHOCTb (hakTopa bonee 5%, cpegHeTsxenyw —
aKTMBHOCTb dhakTopa oT 1 0o 5% u TsKenylo — akTuB-
HocTb doakTopa MeHee 1%.

Okono 60% Bcex AMarHOCTUPOBAHHbLIX Clyyaes
reMounnM COCTaBRSIOT TSKENble W CPeAHETAKeNble
chopmbl 3abonesaHus, ANt KOTOPbIX XapaKTepHbl CMOH-
TaHHble reMopparuyeckue anu3oms! (MpenMyLLeCTBEHHO
remMapTpo3bl U FreMaToMbl MAMKUX TKaHen pasfnyHbIX
nokanusauuit) [1, 2]. [nsa Taskenoi ¢hopMbl reModmnnm
XapaKTepHO MOSIBIIEHNE FreMOpparMyeckoro cMHLpPoMa
Ha NepBOM oMY KU3HW — YKe NpU POXKAeHWUN Y pebeHka
MoryT bbiTb KedpanoreMaTtoMmbl, KPOBOTEUYEHNUS MOCTe
B3ATMA aHaNM30B KPOBM, BaKUMHALMUW, B fanbHEWLLEM
no Mepe pa3BuTua pebeHka, pacLuMpeHus ero asura-
TeNbHON aKTUBHOCTW — 0bpa3oBaHMe NocTTpaBMaTuye-
CKUX FeMaToM MSArKUX TKaHew, NOSIBNEHWNE KPOBOTEYEHUI
13 CNIU3NCTbLIX, FEMapTPO30B.

B HacTosilee BpeMs ons feten ¢ Taxkenon hopmon
remocpunuu A cTana focTynHa Tepanus sMuumnsymabom,
YTO CYLLECTBEHHO YNyYLLAET UX KAaYECTBO KU3HM 3a CUET
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MyyLlero KOHTPONsA OCHOBHOrO 3abonesaHusa u bonee
ynobHoro nytv BBefeHua npenapata [3, 4], uto npown-
MIOCTPUPOBAHO Ha MpUMeEpe KIMHUMYECKOro crnyvas.
PoanTenu nauveHTa panu cornacue Ha UCNonb3oBaHue
nHdbopMaLmn, B ToM uucne dotorpacumin pebeHka, B
Hay4HbIX UCCMEOoBaHMAX U Nybnnkaumsx.

KITMHWYECKUU CITYYAN

MaumnenT M., 2021 ropa poxkaeHus, poauncs oT
nepsol BepeMeHHOCTU, NPOTEKaBLUEN Ha (HOHE N30CEH-
cnbunuzauun no cucteme ABO, TpombouuToneHum
Nerkon cTeneHn b6e3 reMopparnMyeckoro CUMHAPOMA,
POAOB MPKW NEpPefHEM BUAE 3aTbIIOYHOI0 NpeasieskaHus,
B cpok 37 Hepl. Bec npu poskaeHun 3140 r, pocT 50 cM,
oueHka no wkane Anrap 8-9 6annos. HacnencTtseH-
HOCTb: y BabyLUKM MO NUHUM OTLA OTMEYaeTCs MoBbI-
LUEHHas CUHAYKOBOCTb, YCTAHOBIIEHHOIO AMAarHosa
«reMounus>» y poaCcTBEHHUKOB HeT.

Ha 5-e cyTku Manbumk nepesefeH B OTAENEHUE
MaToNorMM HOBOPOXAEHHbIX, FAE JIEUUNICS C ANarHO30M:
nepenoM npaBov TeMeHHOW KocTu. KedhanorematoMma.
Anemus | cTenenu. HeoHatanbHas runepbunmpybu-
Hemus. [poBefeHO feyeHne mpenapaTtamMu BMKaco/l,
OVILMHOH.

B BospacTe 6 MecdAueB (mocne BaKuMHaLUW
MEeHTaKCUM + npeeeHap) MaMa 3aMeTura ynnoTHeHue B
MecTe UHbeKUuKn. B 3TOT ke nepuopn oTMeueHo obpaso-
BaHMe reMaTOMbl Ha NPaBOM Mrleye MarnbyvKa OT NIAMOK
piOK3aka, B KOTOPOM nepeHocunu peberka. Mo nosogy
reMaToMbl NPaBOro Myieya MasibyuK rocnuTanusnpoBaH
B OTOENeHWe remMaTonioruu, rae nocne 3abopa Kposu
13 nasbLeB 0TMeYaniocb OTCPOYEHHOE KPOBOTEYEHME B
TeyeHue CyTOK. [1pu nccnefoBaHMn CUCTEMbI FeMOoCTa3a
0BHapyXeHO yAfIMHEeHWe BPEMEeHW CBEepTbiBaHWA Mo
Biopkepy bonee 10 MuH, B KoarynorpamMe — yanumHeHue
aKTMBMPOBAHHOIO YaCTUYHOIrO TPOMDBOMIACTMHOBOIO
BpeMeHu oo 58,6 c. Mpu panbHelwem obcnegoBaHmm
BbISABMEHO CHUsKeHUe aktuBHocTH FVIII — MeHee 1%, bbin
BbICTaBMEH AMarHo3: reModunumsa A TAXeNon CTenexu.

MocTremopparunyeckas aHemus | ctenenn. C 3amectu-
TENbHON Lenblo BBOAMICA pekoMbuHaHTHbIM FVIII no
250 ME B TeueHune 2 gHen.

B Tabrmue npepctaBneHbl pesynbTaTbl reMocTasu-
OJI0MMYECKMX UCCNenoBaHni nauneHTa I1. B AnHamuke.

C BospacTta 9 MecsiLeB y pebeHka vallle Havyanm
BO3HWMKaTb FEMaTOMbl W3-3a PaCLUMPEHWS ABUraTENbHON
aKTBHOCTU. Tak, B 9,5 Mecsila oTMeyeHO obpa3oBaHue
remaToMbl B obnactv nba pasmepamun 3 x 2,5 cM nocne
NafeHns Manbumka ¢ KpoBaTu. [Insi UCKITIOYEHNA KPOBO-
M3NWUSHWUA B LEHTPanbHYI0 HEPBHYIO CMCTEMY BbINON-
HEHa MarHWTHO-pe30HaHCHas ToMorpadus rofIoBHOro
MO3ra — MaToioruv He BbISIBIIEHO, BBOAWIICA PEKOM-
BuHanTHbI FVIII (okTOKOr anbda) B TeueHue 2 OHeil.
OnHaKO BO3HWKIW CMOKHOCTW C BEHO3HbIM AOCTYMOM,
015 BBEAEeHWA npenaparta notpeboBanucb HEOAHO-
KpaTHble BEHEMYHKLMW [axe MeJULMHCKUX CecTep
reMaToNiorMyeckoro U peaHMMaLMoHHOro OTAeNIeHUH,
TOJIbKO MOC/Ie JayM KPaTKOBPEMEHHOr0 MacOYHOro
HapK03a yaanocb NPOBECTU BHYTPUBEHHYIO UHpy3ui0. C
10 MecAueB peKOMeHApOBaHO npodwunakTuye-
CKoe BBefeHue pekoMbBuHaHTHoro FVIII (okTokora
anbdpa) no 500 ME 1 pa3 B Hegeno, HO pedko ynasa-
nocb BBeCTM npenapaT C NepBON NOMbITKA W3-3a
M0Xoro BeHo3Horo goctyna. PebeHok oyeHb Hera-
TUBHO pearupoBan Ha MeAULMHCKUN MepcoHan,
Ha HeobxomgMMOCTb BBefEeHWUs MpenapaTta, YTo elle
Bonblwe ycyrybnsano CNosKHOCTb MOMCKa BEHO3HOMO
pocTyna.

YunTbiBas OTCYTCTBME BEHO3HOMO AOCTYNa Yy naum-
eHTa, Hanuuue TsAxenon dopmbl remodomnmmn A, c
BospacTa 1 rona (c sHBapa 2022 r.) HauaTo npodm-
NaKTUYyeckoe NeyeHne Hed)aKTOPHbIM NpenapaToM Ans
MOAKOXHOIO NPUMeHeHusa aMuumnsymabom. Tepanwuio
OaHHbIM npenapaToM pebeHOK NMepeHOCUT XOpOoLUO,
annepruyecknx U Opyrux HeskenaTtesibHbIX peakuuii He
BbISIBIIEHO. [TOAKOXHOE BBEAEHWE MEPEHOCUT CMOKOHee,
YMeHbLUMIAaCb NaHWKka Mpu BMAEe MeLULMHCKOro nepco-
Hana. PoguTenu Hayanu obyyaTbCsl TEXHWKE BBEAEHUA
npenapaTa. Bce uneHbl cembu cTtanu Bonee Crnokowi-

Tabnuua
Pe3yanaTbl reMoCcTa3nosiornyeckmnx MCCﬂeD,OBaHMVI nauneHTa M. s ONHaMUKe
Table
The results of coagulation tests carried out in patient P. over time
nTn WHruburop
NB, AYTB, ®ubpuHoreH, ’ TpombouuTbl,
Rara B N foo R, KEMILC R, P l0/n
PT, aPTT, Fibrinogen, % % FVII % Platelets,
S o/L ’ inhibitor, BU 10°/L
08.06.2021 11,9 58,6 1,4 103,2 390
09.06.2021 12,6 60,0 2,1 98,7 <1 53 292
25.06.2021 (HMWL ArOW um. Omutpus Porayesa) 07 0
(D. Rogachev NMRCPHOI) '
01.10.2021 12,8 45,0 2,7 102,6 280
14.12.2021 13,0 51,7 3,1 105,4 332
23.12.2021 (HMWL ArOW um. Omutpus Porauesa) 0 0
(D. Rogachev NMRCPHOI)
21.01.2022 13,5 64,0 2,3 101,8

lMpumeyanue. MB — npoTpombuHosoe spems; AYTB — akTnBMpoBaHHoe YacTnyHoe TpombonnacTuHosoe Bpems; [TV — npoTpomMbuHoBbIN MHAEKC.
Note. PT — prothrombin time; aPTT — activated partial thromboplastin time; Pl — prothrombin index.
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KIIWHUYECKWUE HABNNIOAEHUA

HbIMK, yLLe MNOCTOSHHbIN CTPax BO3HUMKHOBEHUA KPOBO-
TEUEHWS Y Marbllla 0T MasiefLLen TPaBMbil.

PoavTtenu nosonbHbI NpodmnakTnyeckon Tepanven
npenapaToM 3MuLM3yMab Ans NOAKOMHOIro BBEAEHMS,
0CTariCcsi B MPOLUSIOM MOCTOSIHHBIN CTPECC MOMCKa BEHO3-
Horo poctyna ansa Beefenus FVII. 3HaunTensHo ynyu-
LUMIIOCh KaYEeCTBO KU3HWU He TONbKO pebeHka, HO 1 BCen
CeMbM.

Ye uepes 1 Mec 0T Hayana HethaKTOpHOW Tepanuu
y NauMeHToB OTMeYaeTCa NPakTUYECKM NOSHoe Mcues-
HOBEHME MPOSBEHUA reMopparnyeckoro CMHAPOMa,
a CMoHTaHHas KpoBoToumBOCTb oTcyTcTBYyeT B 100%
cnyyaes. Bce uneHbl ceMbu cyacTnuBbl — poauTenu
nprobpenu yBepeHHOCTb M CMIOKOWCTBME 3@ CBOMX LETEN,
a TakXe He3aBWCMMOCTb OT NOCTOSHHBIX MEANLMHCKUX
BMELLATeNbCTB, NPUHOCALLIMX Kak don3nyeckyto 601b, Tak
¥ NMCUXONOMMYECKYIO TPaBMYy MarneHbKUM NauneHTaMm.

3AKITIOYEHUE

Tepanua aMuumaymMaboM — 3TO eLle OAWH Liar Ha
MyTW K MOSTHOMY KOHTPOMIO Haj remMopparvyeckuM
CMHOPOMOM Mpu Takenon remodunum A, ocobeHHo y
neten.

MCTOYHMUK ®PUHAHCUPOBAHUSA
He ykasaH.

KOH®JIUKT UHTEPECOB
ABTOpbI CTaTb! NOATBEPANIIM OTCYTCTBUE KOHAPIIMKTA MHTEPECOB, O KO-
TOPOM HeobxoanMo coobLLMT.

ORCID
Andreyeva N.N. ORCID: https://orcid.org/0000-0002-1707-2639
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[paBuna odhopMneHus ctateu

1. Ctatbs fo/Ha ObITb MPenCTaBeHa B 3NEKTPOHHOM Buge (B
OTLeNbHbIX dhaiinax: TEKCT CTaTbu CO CMIMCKOM NTUTepaTypbl, Tabmmuibl,
rpachvKu, PUCYHKM, MOAMMCH K PUCYHKaM, pesioMe).

Bce cTpaHuLibl NPOHYMepoBaHbI.

LLpudot - Times New Roman, 14 nyHkros, 1,5 nHtepsana.

2. Ha 1-# cTpaHuue: Ha3BaHWe cTaTby, MHULMAIbI U dhaMunum
BCEX aBTOPOB, MOJIHOE Ha3BaHWE YUPEXOEHUN, B KOTOPbIX BbIMOS-
HeHa paboTa, 1X NOMHbIA afpec C MHAEKCOM.

B KoHLUe cTaTbu: KOHTaKTHble TenedoHbl, pabounii agpec c
yKasaH1eM uHAeKca, dakc, anpec 3MeKTPOHHON MoYTbl U dhamMunus,
“M$, OTYECTBO, 3aHNMaeMas AOSKHOCTb, yUYeHas CTeneHb, yYeHoe
3BaHWe aBTOPOB.

3. 0bbeM cTaTel: opurmHanbHas — He bonee 12 cTp.; onvcaHue
HabnofeHuiA, 3aMeTKN 13 NpaKkTUKK — He Bonee 5 cTp.; 063op nuTe-
paTypbl - fo 20 cTp.

K cTaTbe [OMKHO BbiTb NPUIIOKEHO PE3lOME Ha PYCCKOM 1
aHIIMINCKOM fA3blKax: Ha3BaHMe CTaTbu, (DaMUIMM U MHULManamu
aBTOPOB, Ha3BaHWe YUYpeAEHUI, CofiepsKaHve paboTbl; AnNs opurn-
HamnbHbIX CTaTel — CTPYKTYpUpOBaHHOE pesioMe (BBedeHWe, MaTe-
puanbl U MeTofbl, pesynbTaThl U T.4.). O6bem pestome — ao 1500
3HaKOB C Npobenamu; KoNMYecTBo knoyeBbIx cros — Ao 10.

4. inniocTpaTvBHbIA MaTepuan:

® choTorpacun [OMKHbI BbiTb KOHTPACTHLIMU; PUCYHKMU,
rpacdmkn 1 AMarpamMMbl - YETKUMM;

® choTorpachum NpescTaBnARTCA B OPUrMHANe UMW 3MeK-
TpoHHOM Buae B chopmate TIFF, JPG, CMYK c paspelueHnem He
meHee 300 dpi (Touek Ha gwoiim);

@ rpaduku, cxeMbl U pUCYHKK - B chopmaTe EPS. Adobe
Illustrator 7.0-10.0.

@ Bce pUCYHKM [OMKHbI BbITb MPOHYMEPOBaHbI 1 CHabsKeHbl
MOAPVCYHOYHbIMW MOAMUCAMU Ha OTAENbHOM NUCTE, hparMeHThl
pucyHka obo3HavaloTCsA CTPOYHbIMU ByKBaMmM pycckoro andhasuTa.
Bce cokpalleHns n ob6o3HayeHns, MCNONb30BaHHbIE Ha PUCYHKE,
LOJKHbI BbITb paclUMdppoBaHbl B MOAPUCYHOYHON NMOAMNUCH;

@ BCe TabnyLibl NPOHYMEPOBaHbI, UMeTb Ha3BaHWe; BCe COKpa-
LLileHust paclumMdpoBaHbl B MPUMeYaHum K Tabnuue;

@ CCbINKM Ha TabnuLbl, PUCYHKM U AP. UNIOCTPATUBHbIE MaTe-
puanbl NPUBOAATCA NO TEKCTY CTaTbU B KPYIIibIX CKoDKax.

5. EnnHuubl nsmepenunin paotcs 8 CU.

AbbpeBnaTypbl B TEKCTE MOSHOCTbIO paclundpoBaHbl Npu
nepeoM ynotpebnenuu. Vicnonb3oBaHne HeobLLENPUHATBLIX COKpa-

LLEHWA He ponyckaeTcsi. HasBaHMe reHOB MULLETCSH KYpPCUBOM,
Ha3BaHWe BeflkoB - 06bIYHbIM LLPUAITOM.

6. CNnCOK LMTVpYeMoii uTepaTypbl:

@ CMMCOK CCbIMOK B MOPSAKE LMTUPOBAHUSA; BCE UCTOYHUKM
MPOHYMepOoBaHbl, X HyMepaLusa AOMKHa CTPOro COOTBETCTBOBATb
HyMepaLum B TeKCTe CTaTbu;

@ [1/17 Ka¥AO0r0 MCTOYHWMKa HeobXO0AMMO yKasaTb: haMunum u
MHWLMarbl aBTopoB (ecniv aBTOpPoB Bosiee 6, yKasbiBaloT nepabie 6,
pasnee <1 Ap.» B PyCCKOM unn <et al.» — B aHINIICKOM TeKkcTe);

@ MpU CChINIKE Ha CTaTbU W3 XXYPHaNoB YKasblBaloT Ha3BaHWe
CTaTbu; ypHana, rof, ToM, HOMep BbINyCKa, CTPaHMLbI;

@ MpU CCbiNIKe Ha MOHOrpachumn yKasbiBaloT MOSTHOE Ha3BaHWe
KHWIW, MECTO U3[aHWs, Ha3BaHWe U3[aTeNbCTBa, Mof U3NaHUs;

@ pun cCbifike Ha aBTopedpepaThl AUCCEpPTaLMA - MOMHoe
Ha3BaHWe paboTbl, JOKTOPCKAs MM KaHAWMAATCKas, rof U MecTo
U3aaHus;

@ NPy CCbISIKE Ha AaHHble, NOMyYeHHble 13 IHTepHeTa, ykasbl-
BAlOT 3MIEKTPOHHbIN afipec LIMTUPYEMOr0 NCTOYHMKA;

@® BCE CCbIIKM Ha NUTepaTypHble WCTOYHMKM meva-
Ea]»OT apabckummn undpamn B KBappaTHbIX CKobkax: Hanpumep
5]

@ KONIMYEeCTBO LUTUPYEMbIX PaboT: B OPUTrMHamMbHbIX CTaTbAX
»enatenbHo He 6onee 20-25 MCTOYHMKOB, B 0B30pax nuTepaTypsbl
- He bonee 60.

7. MNpencTaBneHne B pefakLyio paHee onybriMkoBaHHbIX cTaTen
He JomnycKaeTcs.

8. Bce cTaTbu, B TOM UMCrie MOArOTOBMEHHbIE acnMpaHTaMm 1
coucKaTenAMM y4YeHON CTENeHn KaHaMAaaTa Hayk Mo pesynbTatam
C0bCTBEHHbIX UCCIEN0BAHUIA, MPUHMMAIOTCA K NeyaTn becnnatHo, B
nopsake obLen ouepeay.

CTaTtby, He COOTBETCTBYIOLLME AaHHbIM TPeboBaHUAM, K
PacCMOTPEHMIO HE MPUHMMAIOTCS.

Bce noctynatoLume cTaTbi peLeHsnpytoTces.

MpucnanHble MaTepranbl 0bpaTHO He BO3BPALLIAIOTCS.

Penakumsa octasnseT 3a coboi npaBo Ha pefaKTMpo-
BaHWe cTaTen, NPeAcTaBneHHbIX K nybnmkaumm.

3neKkTpoHHas nouta: journal@fnke.ru
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