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NMpumenenue amuyusymaba ana npohunakmuyecKoil mepanuu y nayueHma
¢ aHathunakmuyeckol peakyueil Ha nepsoe BeefieHue KoHuenmpama tpakmopa Viil
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BBenenue

Tsaxenass HeMHTMOUTOpPHAsT W WHTUOUTOpHAsA (OPMBbI
reMouauu A — 3To 3a0ojieBaHuE, MPU KOTOPOM pedeHOK
BBIHYK/IEH pa3BUBATbCS B YCIOBUSX TMOCTOSIHHBIX IBUTa-
TeJbHBIX OrpaHuWyeHuit. Tepamnusi 3a00jeBaHUs COMpsIKEHa
C BBICOKOM 4YaCTOTON MHBA3UBHbBIX MAHUITYJISLIUA.

B XMAO — IOrpe B HacTosiiiee BpeMsi HaOII0Jal0TCs
73 GOABHBIX, 4 U3 KOTOPBIX CTpagal0OT MHTMOUTOPHON (op-
Moii (2 B3pocabiX, 2 nmereit), TseKenast popma reMouanu
ycraHoBiieHa y 43 nanuenToB (30 B3pocabix, 13 neteit).

Hamu mnpencraBieH KIMHUYECKUH ciydail pebOeHKa
B BO3pacTe 5 JeT ¢ UHTMOUTOPHOI (hopmoii reMopuianm A,
reMo(uIMYecKoit apTpornaTueii JIeBOTo JOKTEBOro CycTaBa,
HEeyIauyHOM TOINBITKON MHIYKIIMA UMMYHHOW TOJIEpaHTHO-
ctu (MWUT) usz-3a aHapuaakTUUECKON peakLMU Ha Tperna-
pat daktopa (F) VIII «Ha urne» u ann3oaoM Tpom003a LieH-
TpaJbHOTO BEHO3HOTO KaTeTepa.

Onucanne KJIMHUYECKOTO Caydast

Ilepesovie npuznaxu koazysonamuu y pebenxa H., 2015 e.p.,
00HapyJIceHbl 8 803pacme NOAYMOPA Mecsiues, koedd Ha oHe
ocmpoll  KUWeuHOU UH@eKyuu HNOS8UAUCH NPOICUAKU KDPOBU
6 kane. Ilo pe3yabmamam Koazyn0epammol 0OHAPYICEHO YOAUHe-
HUe aKmuupo8aHHo20 4acmMu4HO20 MpoMOONAACMUH08020 8pe-
meHu 0o 85,7 ¢ u peskoe cuudcerue yposus FVIII do 1 %. bviia
nauwama mepanus npenapamom FVIII (Iemogpua® M) 30 ME/ke
no mpebosanuto (6 OHU 8eHONYHKYUU 045 3a00pa AHAAU308, NPU
NOSGACHUU 2eMAMOM MASKUX MKAHell).

B 2017 2. npu naanogom obcaedosanuu 06Hapyicer uHeuOU-
mop k FVIII, pasnuiii 1,25 BE.

C 2018 e. 3abonesanue npoepeccuposano, Ha4aia Nnos6-
AIMbCA AKMUBHAS CUMIMOMAMUKA 8 8ude Nepuodu4ecKux ee-
Mapmpo308 KPYnHbuiX cyCmasos: 000ux 20AeHOCMONHbIX, 16020
KOAEHHOR20 U 1e6020 N0KMEeB020 cycmagos (pucynok). Ipu no-
emopHoMm onpedenenuu uneubumopa k FVIII ommeueno 3nauu-
menbHOe Hapacmanue ypoeHs nocaednezo do 10,0 BE.

Yuumuieas kaunuueckyo Kapmury u Haiuue uHeubumopa,
DpebeHOK Obla NPOKOHCYAbMUPOBAH 8 (hedepanrbHOM MeOUUUHCKOM
yeumpe. Iloayyena pexomenoauus o Heobxo0umocmu nposede-
Hus UUT: konuenmpam FVIII 2500 ME 2 pa3a é dens, snmakoe
anvgha 2,4 me 2 pasza 8 denv exnceOHeHO U AHMUUHRUOUMOPHDBLI
Koaeyasumuolii komnaexc (AUKK) 1000 EJl 2 paza é dens no
mpebosaHur npu kposomeueruu. Beudy sampydunennoeo eenos-
H020 00CMYNa peKoMeH008aHO YCMAHO8UMb YeHMPANbHbIIL 6e-
Ho3ublil kamemep (LIBK).

B urone 2019 e. yemanosaen [[BK muna PiCC-line cnpasa.
Jls Kynuposanus eemamomvl nompe608aiocy esedeHue snma-
Koea anvgha do 4 paz 6 cymku 6 meuenue 4 ouneii. Ilpu cmapme
HHUT 6 ycrosusx cmayuonapa Ha nepgoe gedeHue KOHUEH-
mpama FVIII (Okmanam®) «na uene» paszeunacy ocmpas and-
Gunaxmuueckas peaxyus. OKa3ana IKCMPeHHAs. NOMOUb, OM

CnonmanHoe KpogousnusaHue y nayuenma c eemoguaueir A

danvreiiueeo npogedenus UHUT 6vino peureno 8o30epiucamocs,
HO, yHumbleas 603pacm pebeHKa u Haiuvue chopmMuposaHHbixX
cycmasog-muuleneil, nayueHm nepesedeH Ha 3MMaKoe atvgha
2,4 me 2 paza 6 0eHv 6 npourakmuueckKom pexicume.

Baseycme 2019 2. ha ¢hone nposodumoii npoguraxmuueckoii
mepanuu pebeHoK e0CNUMANU3UPYemcs ¢ OCMpPbIM 2emMapmpo30M
A1e6020 10Kmegoeo cycmasa. Yepesz 2 Ons mepanuu napacmana
caabocmo, paszeuacs cyoghebpuiumem, pgoma nocae Kaicoozo
66edeHusi npenapamog uepes LIBK, 3amem napyuienue ommoxa
no IIBK. Bakmepuanvhbiit noceé kposu cmepunen. Ilpu oocae-
dosanuu obHapyiceH nepeeubd Kamemepa noo NO6s3KOl, QYHK-
yus kamemepa 60CCMAHOBACHA, HABHAYEHA AHMUOAKMEPUANb-
Has U 0e3UHMOK CUKAUUOHHAS Mepanus.

Ha ¢hone mepanuu snmaxoeom arvgha hosmopho pasgusa-
emcesi eeMapmpo3 1€6020 A0Kmegoeo cycmaesa. Yepes 7 oueii cHo-
6a obHapyxcena HecocmosmenvHocms L[BK. Ilpu dynaexchom
CKAHUPOBAHUU COCY008 8EPXHUX KOHEUHOCMell 8bla6AeHbl NPU-
3HAKU MPOMO03a NPOKCUMANLHORO CeeMeHma Npasoli niae4esoil
BEHbL C NPUBHAKAMU YACTMUMHOU PeKAHAAU3AuUul, Garomupyio-
weeo mpomoba npasoil NOOMbIULeHHOU U OUCIAABHO20 CeeMeHma
npasoil nOOKAYUUHOL 8eHbl. luaeHocmuposan kamemep-acco-
YUUpoBamvlil mpomoo3 npasoil nieyesoll eersl. Ilpu o6ciredosa-
HUU 0aHHbIX 3a Mpomboguauro He noayuero, uneubumop k FVIII
pasen 4 BE. IIBK ydanen, nposedena anmuaepeeaHmuas u am-
mumpombomu4eckas mepanus ¢ pazpeuleHuem mpomoosa.

B c6a3u ¢ npoepeccuposanuem 3a601e6aHuUst, NOCMOSHHBIMU
peuudusamu eemapmpo308 6 CyCmasvl-MuuleHu Ha QoHe 8bico-
K0OO03HOU NpouaaKkmu4ecKoll mepanuu npenapamami. uiyH-
mupyrowjeeo deiicmeus (I111]), neso3zmoxncHocmovio npogede-
Hus UHUT uz-3a anagurakmuueckoil peakyuu Ha npenapamol
FVIII, nayuenm 6 cenmsabpe 2019 e. no6mopHo KoHCyAbmMUpPO-
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8aH 6 hedepanbHOM MeOUUUHCKOM yeHmpe, 20e N0 HCUZHEHHbIM
NOKA3aHUAM PeKoMeH008aHa NpopuAaKmu4eckas mepanus
npenapamom amuyusymao.

O0Hako 6 853U CO CAOACHOCHBIO 0DecneveHls nPenapamom,
navuuenm npodoaycan noayuams mepanuio I,

C gespans 2020 e. pebenok omkaszvieaemcss Xo0ums u3-3a
8bIPAICEHHO20 601€6020 CUHOPOMA HA YOHE NOCMOSHHbIX pelju-
0uB08 eemMapmpo306 U HapyuleHus YYHKUUU 1e6020 N0KMEB020
U KOeHH020 CYCMAago8.

B anpene 2020 e. peberok Hauunaem mepanuro 3MUyu3y-
Mmabom 6 doze 3 me/ke 1 paz 6 2 Hed nodkoicHo nocae 8gederust
Haepy3ouHoil 003bl. Ha gore nposodumoii mepanuu 6 cenmsope
2020 e. nocae mpasmol cpopmMuposascs 3KXumo3 6 obaacmu
1€6020 KOAEHHO20 cycmasa 0e3 00pa308aHusi 2eMmamombl/2e-
Mapmpo3a u Hapyuienus @yukyuu cycmasa. Manvuuk ogopm-
asiemcsi @ demcKull cad, edem aKmMuGHbwLil 06pas HCU3HU, COOM-
8emMcmayuwuil 603pacmy.

Oo0cyxmenne
C y4eToM peaKocTH aHa(pMIAKTUYECKMX peakIdil Ha
npenapatbl FVIII y 601bHBIX reModuiineit A Mbl HE OXU-

Cxema KAuHU"ecK020 cayuas

* BoisiBneH nirnéutop k FVIII,
paBHbIn 1,25 BE/mMn

IaIA BCTPETUTh TaKOW KJIWMHWYECKUU CIIydyall B HalllEd He-
OosbllION TomyasUuM nalueHToB. PaszBurtue aHadwuiax-
TUUYECKOU peaklMu Ha IpemnapaTbl F cBepThIBaHUSI KpOBU
KPUTUYECKM OrpaHUYMUBACT BHIOOpP TepameBTUUECKUX
onuuit y 60JbHBIX FreMOpUIne KaK ¢ UHTUMOUPYIOIIUMU
aHTUTeJaMu, Tak U 0e3 Hux. [losBiaeHue sMumuzymada
MO3BOJISIET MPOBOAUTh MPO(PUIAKTUKY COBEPILIEHHO pas-
HBIM MallMeHTaM ¢ remoduimeir A u peuiaTh pa3IddHBbIC
TepareBTUYEeCKUE 3adaunl.

B npoaeMoHCTpUpOBaHHOM KJIMHUYECKOM cCiy4yae, He-
CMOTpsI Ha BBICOKOIO3HYIO MHTCHCHBHYIO MPOQUIaKTIUC-
ckyto tepanuio ITIIJI, y maieHTa nNpoaoKajuch peLluam-
BBl TeMapTPO30B C BHIPasKCHHBIM 0OJIEBBIM CUHAPOMOM, YTO
B KOHEYHOM UTOre MpHUBEJIO K OTKazy pebeHKa B BO3pacTe
5 J1eT OT ABMKEHUS 1 HE MOIJIO HE CKa3aThCsl Ha KaueCTBE ero
xku3Hu. [locne nepeBona Ha dSMULIM3YMA0 OH BEPHYJICS K aK-
TUBHOMI XXU3HU, aIeKBaTHOI ero Bo3pacty. M3 ero exeaHeB-
HOWM XXW3HU ObLIM MCKJIOYEHbl BHYTPUMBEHHBIC WHBEKIIMU,
ocJIOXHeHUs, accounrupoBaHHbie ¢ IIBK, 1 mocTostHHBIE TO-
CIUTaaIu3aluu. A TJlaBHOE — eXeIHeBHas 00Jib, KOTOpasi He
MO3BOJIsIJIa PpEOEHKY XOIUTb.

* YcTaHoBKa nopta Ansa npusegexus AAT

* AHacdbmnakTuyeckasa peakums Ha BBefeHue
OkTaHaTta npu ctapte UAT

» OnTakor anbga B NpounakTUYecKkoM pexmme

* KateTep-accounmpoBaHHbIW TPOMO03

¢ PeunguBbl remapTpo3oB

* [poXxunku KpoBm B Karne
B BO3pacTe nonyropa MecsiLeB
* YpoeeHb FVIII 1 %
* Ds: remocpunusg A, Tsxenas popma
» Tepanusa FVIII no TpeboBaHuto

* Peungmnsupytolume remaptposbl
rONEeHOCTOMHbIX, KONEHHOrO
1 NTOKTEBOro CYCTaBOB
* ChopMmupoBanucb cyctaBbl-MULLEHU
* Murnbwutop k FVIII paseH 10 BE
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+ ®eBparb: oTKa3ancsa xoauTb
n3-3a boneun B cyctaBax
* HapyLieHa gyHKLMSA NOKTEBOro
1 KOFNIEHHOrO CYCTaBOB
* HauaTa Tepanus amuumnsymadom
» BoccTaHoBnEeH ABUraTenbHbIN
PeXum, COOTBETCTBYIOLLMI BO3pacTy
* CeHTAOPb: TPaBMa KoneHa
6e3 remapTposa. MectHasa rematoma
0e3 gononHUTeNbLHOM Tepanumu
* OcbopmnisieTcsa B oeTckuii cag
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