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BBenenne

[TpomoKUTeTbHOCTh XKM3HU ITIAIIMEHTOB C TeMO(uiIn-
eil gpaMatudecku Bo3pocia ¢ 11 mer B Havajme XX Beka 10
60 ner B 1970—80-¢ ronbl, Koraa B KIMHUYECKYIO ITPAKTUKY
Bouwix Tiperapathbl ¢akTopoB (F) cBepThIBaHUS KPOBU IS
3aMecTuTebHON Tepanuu [1]. B mepuon ¢ 1986 mo 2018 &
CpemHSISI TIPOIOIKUTEIbHOCTD XXU3HU OOJIBHBIX reMO(uInei
ocTajach Ha IIpeXXHEM YPOBHE M HAa HACTOSIIIIMI MOMEHT CO-
crapisieT 63,2 roga, mpuyYeM MaLMEHThI ¢ TSRKeJIoi hopMoit
reMopuIMM KUBYT 3HAYMMO MeHbIe — 53,4 roma IpOTUB
71,5 roga y malMeHTOB CO CpeaHel 1 IeTKoM hopMamMu 3a00-
JneBaHud [2]. Pa3pbIB B NIpOAOKUTEILHOCTH KU3HUA MEXKIY
MaleHTaMH C TSDKeJToi (hopMOI 1 JISTKOM/cpemHel (hopMoii
3aboneBaHus cocrapisieT 6ojyee 20 jeT. Takum o6pa3om 10
CHX ITOP OCTAeTCSI OTKPBITHIM BOIIPOC TEPATIMU TSKEI0o hop-
MBI TeMO(WIINH.

[lepBoHaUaIbHO IIENIBIO TPOMIIAKTUYECKOTO JICUCHUS
remoriuu A spisuioch noagepxanue FVIII B kpoBu Ha
ypoBHe 1 % u Bblllie, YTOOBI KJIIMHUYECKAsT KAPTUHA COOTBET-
CTBOBaJIa He TSDKEJION, a cpemgHeit ¢opMe 3aboseBanus [3].
B 2012 1. OBIIO yCTaHOBJIEHO, YTO MOIJEPKaHE AKTHUBHO-
ctu FVIII Ha ypoBHe 1—5 % HemoCTaTOYHO U BHICOKUIA PUCK

o BbIcokuiA pyck remapTpo3oB I Llenb Tepanun —

OTCYTCTBME KPOBOTEYEHMIA

Yuncno kpoBoTeHEHUI
B CyCTaBbl B rof,

10 15 20
AxktueHocTb FVIII, %

o

Puc. 1. Bausanue axkmusnocmu FVIII na uacmomy cycmagHwix KposomeueHuii

reMapTpo30B coxpaHsiercs. s mpegoTBpalieHus remMap-
TPO30B U, CICIOBATEIbHO, MPOMUIAKTUKNA TeMOMIINICCKOMN
apTponaTUy HEOOXOANMO MTOCTOSTHHO TTOMIEPXKIUBATh aKTUB-
Hoctb FVIII Beiite 12—15 % (puc. 1) [4, 5]. Takum obpasom,
MBI MOXEM TOBOPUTH O TOM, UTO ITOAIEepKaHNE aKTUBHOCTH
FVIII Boiie 12 % mo3BOMIKUT HOJHOCTBIO PEaIM30BaTh TIOTEH-
uaia mpopUIaKTAIECKON Tepalui U JOCTUYb LI — IT0JI-
HOTO OTCYTCTBHSI KPOBOTCUCHMIA.

IIpenapater FVIII, mocTyrHble B KJIMHUYECKOM Mpak-
tnke B Poccuiickoit Penepanyy B HacToOsIIIIee BpeMsl, UMe-
JOT TIEpUOJ, TTOIYyBbIBeAeHUsT 0Koio 12 4 [6, 7]. Yepes 24 u
nociie BBeAeHust aktuBHocTh FVIII cHmkaercsa no 15 % [8].
Kpome Toro, cyuiectByer ps yxke YCTaHOBJIEHHBIX (Hampu-
Mep, rpymmna kpoBu ABO) m mpenronaraeMbix (pakTopoB,
KOTOpBIE OKa3bIBaIOT 3HAYMTEJIBbHOE BO3ICICTBHEC Ha TIie-
puon nonayBeiBeneHus: sk3oreHHoro FVIII y mamueHToB —
oT 6 1o 25 4 [9]. Jdaxe eciu 3a OCHOBY (hapMaKOKMHETHYE-
CKOTO MOJCIMPOBAHMS B3SIThb YKa3aHHBIN B MHCTPYKIIMSIX
TIepUOI TTOJYBBIBEICHNUSI, PaBHBIN 12 4, 4epe3 CyTKU IOCIIe
BBeneHus npenapara yposeHb FVIII 6yner nagars Hike 12 %
AKTUBHOCTA M B 3TU IEPUOABLI 3HAYMMO BO3PACTaeT PUCK
reMapTPO30B ¥ KPOBOTCUCHUIT IPYTUX JOKAIU3aIui (puc. 2).

OMHUIu3yMad — mepBblii 3aperMCTPUPOBAHHBIA B MHpe
npenapar HeaKTOPHOI Tepamnu reModuimm A

B 2017 r. B Mupe OBLT 3aperucTpUPOBAH U OT00OPEH K MPH-
MEHEHMIO TIePBBIN Mperapar HedaKTOPHON Tepanuu It
JICYCHUST MHTUOUTOPHOU (DOpMBI TeMOPUIUN A 3MHUIINA3Y-
ma6. B 2018 1. mokasanus misg sMuIM3ymaba ObUIM pac-
IIMPEeHbl U ceiiyac ero MOTYT IIOJydaTh KakK IallueHTHI
¢ MHTUONTOPHOM (hopMoii TeMoPuIUM A, TaK U C TSKEJION
dopmMmoii remopunu A 6e3 MHrnoMpyomux anturen [10, 11].
B Hacrosimee BpeMst SMUIIM3yMa0d TakkKe 3aperMCTPUPOBAH
U JOCTYIIeH K MPUMEHEHUIO M0 000MM Mmoka3zaHusiM B Poc-
cuiickoit @enepanum u enie 6osee yeM B 90 cTpaHax Mupa.

dapmakoknHeT4eckuin npocunes npenapara FVIIl co ctaHpaptTHeiM T,
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DOMuIIM3yMad SIBIsIeTcsT OMCIeHM(PUIHBIM MOHOKIIO-
HaJbHBIM aHTUTEJIOM, KOTOPOE CBSI3BIBACTCS C aKTUBU-
poBanueiMu FIX n FX, Takum 00pa3oM OHO BOCHOJIHSIET
dynkuuio Hepocratoiiero FVIII u BocctaHaBiauBaeT reMo-
cTa3 y MaumeHToB ¢ reModmmeir A [12—15]. DMuumzymad
TIPUMEHSIETCS IS TIPOGIIaKTUKA KPOBOTCUCHU U HE WC-
TIOJIB3YeTCS IJIT UX KyIMUpOBaHMA. B ciaydae yXe cBepIIUB-
1Ierocsi KpOBOTEUEHHUSI MallMeHTY HEOOXOAMMO Ha3HayaTb
npemapatsl FVIII vnn myatupytomero neiicteust (ITLLIT).

[lepuoanoayBbIBeIeHUS SMULIM3YMaba COCTaBsIeT ~ 6454
(26,9 mus) [16], 4TO IMO3BOJSIET MOAAEPXKUBATH €r0 MOCTO-
SIHHYIO KOHIICHTpALIMI0O B KPOBM U M30eTaTh KoJieOaHMI
KOHIICHTpAILIMN, KOTOPBIC IIPUCYIINN IIpenapataM F cBepThI-
BaHus KpoBHu (puc. 3). [Ipn KOHIIEHTpaIuM 3MUIIM3yMada
B KpoBu 41—61,6 MKr/mMi oOeCIIeUMBAECTCSI T€eMOCTAaTUYE-
CKUIl TOTeHLMaa, 3KBUBajJeHTHbIM 20,3 % akTUBHOCTU
FVIII [17].

Pe3yabTaThl permcTpanMoHHBIX KIMHHYECKHX HCCJIEI0Ba-
HUii SMHII3yMa0a

Bcero B mporpammy 111 da3bl KIMHUYECKUX UCCIIETOBA-
auit smuin3ymada HAVEN 1—4 opimr BkiTtoueHBI 390 mamm-
CHTOB KaK ¢ MHTMOMTOPHOI, TaK U ¢ HEMHTUOUTOPHOM (hop-
Moii remouun A. Biporpammy ucciaenoBanuit HAVEN1—4
BKJTIOUAJIACHh KaK TeIuaTpUIecKue MalneHTH (1o 12 er),
TaK ¥ TOIPOCTKH 1 B3pocibie (oT 12 mo 77 xet) [18—21].

Hccnenosanne HAVENI, B koTopoe Bonumi 109 nmaiieHToB
C MTHTHONTOPHOI (hopMoit TeMobmmiu A (32 OOTBHBIX MITAIIIIe
18 s1eT), mokasaso, uyTo 63 % 13 HUX He UMEJIM HU OHOTO KPOBO-
TEUCHMS 3a TIeprozI HabomeHmsI. [ogoBast 4acToTa KpOBOTEUC-
HUI cocTaBmwia 3,3 mpy IMPUMEHECHUM SMMIIM3yMaba IIPOTHUB
15,7 npu npopunaktuyeckom npumeHeHuu I, [Tpumene-
HIE SMUII3yMa0a CHIDKAeT TOMOBYIO YaCTOTY KPOBOTCUCHUIMA
Ha 79 % B cpaBHEHUHU C IIPOGUIAKTUYECCKUM IPUMEHEHUEM
TTLLL [19].

UccnenoBanne HAVEN?2 Bxirrouaio 88 marimeHToB meam-
aTpuuecKoil momyssiuu (Bo3pact — 1—15 ner), 72 % koto-
PBIX TIOIYIWIN Tepaluio WHIYKIIMA UMMYHHOM TOJEpaHT-
HOCTH. ¥ 65 OOJBHBIX B Bo3pacte muanmre 12 JeT rogoBas
yacToTa KpoBoteueHuit coctasuia 0,3 (95 % noBepUTeIbHBII
untepsai (AW) 0,17—0,50), u 77 % nauueHTOB HEe UMEJIM HU
OIIHOTO KPOBOTCUCHUSI, TPEOYIOIMIETO MOIKITIOYCHUS TePaIT
(puc. 4). C TpaBmMamu ObL1u cBsi3aHbl 91 % Bcex KpoBOTEUE-
Huit [20].

4 -
3,2

© (1,95,2)
=)= 3 -
os
5 I
oK)
b T

v 2 4
= =
© 9
m Q
o9
g2 14
e~ 02:05) 0 9.2

,2-0, 1
(0,0-0,1) (0.1-0.3) NE
O N T T T T T
KpoBoTeueHus, [emapTpo3bl
Tpebytoume
Bce Tepanun CnoHTaHHble lemapTposbl
KPOBOTEYEHUSI KpOBOTEYEHMS! B CyCTaBbl-MULLEHN

Puc. 4. Yacmoma kposomeuenuii y nayuernmos 6 uccaedosanuu HAVEN2

Taomana 1. Pesyasvmamut uccaedosanuss HAVEN4y nayuenmos ¢ eemogunueii A
cmapue 12 nem, He3a8UCUMO OM HaAU4Us UHUOUMOpa

. Jloas nanueHTos,
Meauana roaoBoi
umeBnmx 0—3
IToka3zarenn YacTOThI KPOBO- e ——
ii n
Teuenuii, 95 %1 5 rox, 95 % U1
Bce kpoBoTeUeHMS 2,1(0,0-5,9) 80 % (65,1-91,2)
KpoBoTeueHust, moTpeboBaBILINe 0(0.0-2.1) 90 % (76.9-97.3)
JieYeHust
CrioHTaHHBIE KPOBOTEUEHUSI, 0(0.0-0,0) 98 % (87.1-99.9)
MOTPeOOBABIINE JICICHHUSI
TemapTpo3bl, moTpeboBaBIIe 0(0.0-1.9) 95 % (83.5-99.4)
JIeyeHusl
TemMapTpo3bl B cycTaBbI-MUILIEHU, 0(0.0-0,0) 98 % (87.1-99.9)

MOTpeOOBABIIME JICUSHUS

B wuccnenosanme HAVEN4 Bxiroyajiuch MalMeHTH
¢ TsoKeJol (popMo¥i 6€3 MHruOUTOpa U ¢ UHTUOUTOPHOMU
dopMmoii remopuuu A, B TOM YHUCJIe JETCKOTO Bo3pacTta
(3/41). MennaHa TomoBO# YaCTOTH TeMapTPO30B B IIEJIOM
1 B cycTaBbl-MuIIeHn coctaBuiaa 0 m 95—98 % manmeHToB
numenu or 0 mo 3 reMapTpo30B B TeueHue roxa (tadma. 1)
[21].

Pesynbrathl KIMHUYECKUX WCCIEIOBAHUNM TTO3BOJIWINA
BKJIIOYMTh SMULIM3YMa0 B 3apyoexkHbIe [22, 23] 1 poccuiickue
PEKOMEHIALINY TI0 JICYCHMUIO ITaIlMeHTOB C TeModmimeir A
[24]. B mocnenHeii pemakuuy pekoMeHpauuii BcemupHoit
denepauy reMoWIMKA OTMEUYEHO, YTO JJIST MALIMEHTOB C TSI -
Xemnoi popmoii reMopuanu A 6e3 MHTMOUPYIOIIUX aHTUTE
npoduaakTUKa SMUIM3YMAOOM TO3BOJUT TNPEAOTBPATUTH
reMapTpo3, CIIOHTAHHOE W TPOPLIBHOE KPOBOTeUeHUS [22].
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Puc. 3. Qapmarokunemuueckas kpusas smuyuzymada y nayuenmos ¢ eemogpuaueti A no peayavsmamam uccredosanuit HAVEN1—4 [18—21]
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Taomaua 2. [Ipomexcymounvie pezyavmamut uccaedosanus 111 pazvl
aghghekmusrocmu u 6e3onacnocmu smuyusymada STASEY [25]

Jlonis nauMeHToB
IToka3arein 3Havenue .
0€e3 KpoBoTeYeHHil
CpenHsis romoBast 9acToTa
p 0,3 93,3 %
reMapTpo30B
CpenHsisi ronoBasi yacToTa
P . 0,3 91,8 %
CITOHTaHHBIX KPOBOTEYEHHIA
CpenHsisi rogoBasi YacToTa
g ! 0,5 85,6 %
KPOBOTEUCHUI, TPEOYIOIIUX TepaTTiu
Cpeonss 20dosas wacmoma
P 1,3 62,1%

Kpogomevenuil, 6ceco

IIponomkaomuecs: WCC/IETOBAHUSA M JAHHbIE MHPOBOTO
ONBITA KJIMHUYECKOTO MPUMEHEHNUs1 SMUIu3ymata

B uccnenosanun STASEY, B KoTOopoe BOILIM MaUWEHThl U3
Poccum, cpemHsist rofoBast YacToTa BceX KpOBOTEUEHUI COCTaBUIA
1,3, yactota remaptpo3oB — 0,3. Hu onHoro snu3oia remapTposa
B TeyeHue roga He uMen 93,3 % nalmeHToB U HU OJHOTO KPOBO-
TeYeHUsI, KOTOpoe MOoTpeboBasio Obl Teparuu, — 85,6 % OObHBIX
(Tabm. 2) [25].

B pamkax wuccnemoanuss STASEY Obuto mpoBeaeHO
40 onepaTBHBIX BMelIaTeabCTB (31 Maioro oobema u 9 601b-
1oro oobema). YCTaHOBJIEHO, YTO MPU BHIIOJHEHUM MaJlbIX
XUPYPTUUECKUX BMEIIATEIbCTB JOTOTHUTEIBHOTO BBEACHUS
TeMOCTaTUIECKUX TTPeTiapaToB He TTOTPeOOBAIOCH, OTlepallui
00JIb1IIOT0 06beMa MPOBOAWIN C TOTIOJHUTEIbHBIM BBEICHU -
eM LI wiu npenaparos FVIII [26].

B Hacrosiiiiee BpeMsi HAKOTUIEH OITBIT TTPUMEHEHUST dMU-
m3yMaoa y 8200 narmeHToB B 60see yueM 90 ctpaHax mupa [27].

B BenukoOpuTaHuM B paMKax pealbHOW KIMHUYECKOUN
MPaKTUKW TTPOAHATM3UPOBAH OIBIT Teparuu 172 mannueHToB
¢ remodwiueit A, 81 U3 KOTOpbIX ObLT MepeBeneH Ha npodu-
JIAKTUKY 3MuUlM3ymaboM. B 3 ciryyasix OmTHOBpeMEHHO C Ha-

3HAYCHUEM SMUIIM3yMaba MPOBOMMIIACH TepaIis WHIYKIIAN
MMMYHHOI1 ToJlepaHTHOCTH. He MMe H1 0THOTO KpOBOTEUe-
Hust 89 % MaLIMEHTOB, CPEAHSSI FOM0BAs YaCTOTa FeMapTPO30B
cocraBmia 0 [28].

[IpenoTBpalieHre TeMapTPO30B SIBIISICTCS TTPUOPUTETHOMN
3amadeit Teparmu reModmi. B rTocienHel pemakimm peKo-
MeHmanmit BcemmpHoi denepanmy reMo@mImm mpeaoTBpa-
IIEHNE TeMapTPO30B M TMOBPEKICHUST CYCTABOB TaK K¢ CTOUT
Ha 1-M MecTe cpeau 1ejeit M IIPUOPUTETOB JICUCHUS TeMOoDu-
ymn [22]. doctiskenne mean 0 KpOBOTCUSHUI B TOMI IIOMOTaeT
TIPeAOTBPaTUTh TTOBPEXKICHNE CycTaBa, Pa3BUTHE TeMO(DUIIN-
YecKoit apTporatun [29] U, KaK ceICTBHE, MHBATUIN3ALINIO
naruenTa. [To qanHeIM otdeTa LleHTpanbHOTO HAyIHO-HCCIICe-
JOBATEJIbCKOTO MHCTUTYTA OPTaHM3aLNU 1 MH(GOPMATH3ALINT
3npaBooxpaHeHust Munsapasa Poccuu, exerogHo 150—180
MalMeHToOB ¢ TeModwmineil TpusHaioTcss wHBanmmamu [30],
¥ apTPOIaTHs BHOCHUT B 3TO JOCTATOYHO 3HAUYMMBII BKJIALI.

Kax 1moKa3pIBaloT perucTpaliiOHHBIC MCCIICIOBAHIS 1 MAPO-
BOIA OITBIT IIPUMEHEHNSI, SMULIM3yMa0 00ecTieuBacT HaICXKHYIO
3AIIATY OT KPOBOTCUCHMUI, 3HAYNMO CHITKAECT 9aCTOTy TeMap-
TPO30B ¥ MOXXET TTIOMOYb ONTUMU3HPOBATH TEPAITIIO MAIIICHTOB
C TSLKeJIoM hopMoit reMouan A ¢ MTHTUOUTOPOM MM Oe3.

Poccuiickuii onbIT IPpUMEHEHNS] SMUIM3YyMada

B Hacrosimee BpeMst 55 poccHICKUX TTALIMEHTOB B pas-
HBIX perMOHAX CTPaHBI ITOIYIAIOT SMUAIIN3YMa0 KaK B paMKax
KIIMHWYICCKUX UCCICIOBaHUI, TaK U B paMKax peaTbHOMN KITH -
HUYECKO MpakTUKKW. OCHOBHYIO MX YaCTh COCTABIISIOT ICTH
¢ MTHTUOUTOPHOI hopmoii reMopuanu A — 34 u3 55 60JIbHBIX.

B manHOM CITEUBBITIYCKE KYpHajla KOJUIEKTHB aBTOPOB
TIPENICTABIIACT BallleMy BHIMAHUIO OITBIT IIPUMEHEHMSI TIEPBOTO
3aperucTpupoBaHHoro B Poccuiickoit Pdemepanmy mpemnapara
HedaKkTopHOM Tepanuu reMouinu A sMuliu3dymada y ietei.
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BBenenue

B 30 % cnyuaeB TsiKes0it (opMbl reMobuaInu A 3ame-
CTUTENIbHASL Tepamusi OCJIOXHsEeTCs (GOPMMPOBAHUEM WMH-
rubupytomux anturen Kk gakropy (F) VIII, yto mpusoaut
K ee Hea((PEeKTUBHOCTU B AanbHeliem [1]. Pexxum nHaykK-
LMY UMMYHHOI TojiepanTHocTu (MUT), Boweamnii B Kiu-
HUYECKYIO0 TPakTUuKy ¢ 1994 1., mo3BoJIsIeT 3TMMUHUPOBATH
WHTUOUPYIOIINE aHTUTEIa U TMPOIOKUTb 3aMECTUTENIbHYIO
Tepanuio. Ho npumepHo B onHoit Tpetu ciiydaeB MUT moxer
oKkazaTtbes Hea(GeKTUBHOIM [2, 3].

Hamu nipeacraBieH KIMHUYECKUI ciyvail peOeHKa ¢ Ts-
XKeJoil hopmoii reMoUINKU A, BBICOKUM TUTPOM aHTUTE]
k FVIII, neymaunoii monbiTkoit MUT u muHBanuausalueit
B pe3yJbTaTe pa3BUTUSI reMouIndeckoii aptponatuu. [1pu
NpUMEHEHUN 3MULIM3YyMada cOCTOssHUE pebeHKa ApaMaTu-
YeCKHU YIYUILIUIOCh, HE 3aperMCTPUPOBAHO HU OJHOTO CIIOH-
TaHHOTO KPOBOTEYEHUsI, BOCCTAHOBMJIACH MTOJIBUXKHOCTD, 0€3
OCJIOXKHEHMI MPOBEACHO XUPYPIUIECKOE BMEIIATEIbCTBO.

Onmcanue KIMHUYECKOTO CIydast

Pebenox M., 2008 2.p., énepsvie nonas nod Habawodenue
8 6o3pacme 9 mecaues, Koeda pooumenu 0OpamuaU HUMAHUE HA
00pazosanue eemamom npu NOA3AHUYU U NONbIMKAX 6CIABAMb HA
HOXICKU.

U3 anamuesa uzeecmno, umo dedywika pebeHka no mame-
PUHCKOU AUHUU cmpadan uHeubumopHoil gpopmoii eemopuauu A.

Ilo pe3yavmamam obcnredosanus yposenv FVIII cocmasun
0,3 %. Ilo kaunuueckum, GHAMHECMUHECKUM U 1AO0PAMOPHbIM
OJaHHbIM Obla YyCcmaHo8aeH O0uazHo3: eemouaus A, msacenas

dopma.

Takmuxka aeuenus

Hasznauena nepsuunas npogpusakmuxa npenapamom niaz-
mamuteckoeo FVIII 6 doze 250 ME/ke 6 nedeato ¢ nosviuieHuem
do3vl no mepe pocma. Ha gpone mepanuu coxpamnsinsocs do 10— 12
KposomeueHuil 6 200, 8 MOM HUCAE 2eMAPMPO3bL.

B nosiope 2013 e. pazeuncs eemapmpos 16020 KOAEHHOO0 CY-
Ccmaea ¢ GblpadNCeHHbIM 00Ae8bIM CUHOPOMOM, HA3HAYEHA 3aMe-
CMUmMenbHas Mepanist, KOMopas He OKa3and 2emMoCmamuiecKo-
20 agpexma. Ha ocrnosanuu waunu4eckux OAHHbIX 3aN0003PEHO
pazeumue uneubumopHoix anmumen Kk FVIII. B ceasu ¢ omcym-
cmeuem peazeHmog 6 1abopamopuu onpedeeHue ypogHs aHmumenn
npouzsedero moavko 6 dexabpe 2014 e., on cocmaesun 122 BE/ma.
Yemanoenen duaenos: eemogpunus A, masicenas gpopma c 8blcoKum
MUMPOM UHSUOUMOPHbIX GHMUMEN.

Bsauneape 2014 2. peberok cochumanu3uposan ¢ 2emapmpo3om
186020 KONEHHO20 CYCMABA C GbIPANCCHHbIM 001e6biM CUHOPO-
Mom 6e3 omeema HA NPOBOOUMYIO 3AMECMUMENbHYI0 MEPAnUIo.
Ilposeden Kypc ummynocynpeccuenoil mepanuu (Memuanpeo-

Huzonon 30 me/ke kypcom 7 Oneil, yurxaopocpamud 200 me/m?
Kypcom 2 OHA) C GbIPANCEHHBIM KAUHUYECKUM dpexmom,
eemapmpo3s Kynuposat, sgpgpexmusnocmo FVIII eéoccmanoéne-
Ha. Hasznavena wynmupyrowas mepanus aHmMuuHeUOUMOPHbIM
Koaeyasanmuoim Komnaekcom (AUKK) no mpebosanuro é ces-
3U ¢ He0OCMAMOYHbIM KOAUMECME8OM npenapama 0as npogu-
Aakmuueckoeo pexcuma. Ha cone mepanuu nepuoduuecku
PA3BUBANUCH PEUUOUBDI 2eMAPMPO3A 166020 KOAEHHO20 CYCMABA

(puc. 1).

Puc. 1. lemapmpos na gone npumenenus AUKK (coenacue pooumeneii u nayu-
eHma Ha NYOAUKAYUIO CHUMKO8 NOAYHeHO)

B cenmsabpe 2014 . noemopHas eochnumaau3ayus no nosooy
2emMapmpo3a 16020 KOAEHHO20 CYCMABA C GbiPANCEHHbIM 00/e-
8bIM CUHOPOMOM U OcpaHuueruem dsuixcenus. Hasnauena npo-
urakmuueckas WyHmMupylowas mepanusi nNPenapamom nma-
Koe anbgha ¢ yMepeHHbIM NOAOHCUMENbHBIM IPDEeKmOoM.

B mae 2015 e. nauama mepanus UHUT npenapamamu FVIIT
8 dosuposke 3000 ME 2 paza 6 cymku +anmakoe arvgha no mpe-
oosanur. Panee nauwamo UH'T ne npedcmaensnoco 803MoNCHbIM
66Uy omcymemeus npenapamos. B cesasu ¢ 3ampyoHeHHbIM Ge-
HO3HbIM 0OCMYNOM YCHAHOBAEH NOOKOJCHbII 6EHO3HbLI NOpPM,
8 Mecme YCMAHOBKU KOMOPO2O 6 meyeHue Mecaya pa3eundco
UHpeKyUs MAKUX MKAHel, Ymo nompedo8ano e2o yoaieHus Ha
hone mepanuu s3nmaro2om asvgha.

B meuenue nepevix 7mec HHU'T npusena k cHuxicenuio mumpa
uneubupyrouux anmumen 0o 40,8 BE/ma u yayuwenuro KauHu-
uecK020 coOCMosHUsL pebeHKa, HO 3amem OHO CIAN0 NPOPeccUus-
HO YXyouLamocs, 0mme4anoch KaxK KAuHu4ecKoe, max u 1aoopa-
MopHOe npoepeccuposanue 3a004e6anUst, MUMp UHSUOUDYIOUUX
anmumen evipoc 0o 400,0 BE/ma. Coxpansauce peyuougs. ee-
Mapmpo308, 08axiCObL NPOBOOUAUCH KYPCbL UMMYHOCYNPECCUBHOIL
mepanuu ¢ 66e0eHUeM 8blCOKUX 003 6HYMPUBCHHbIX UMMYHO2A0~
0YAUHO8 C KPAMKOBDEeMeHHbIM IPPeKmoM.

B mapme 2018 . pebenky npogedena Xumuueckas CUHOBIK-
MOMUSL RPAB0O20 201EHOCHONHOZ0 U 1€68020 KOAEHHO20 CYCMABOE.
Ommeuancs GulpadiceHHulil NOA0NCUMEeNbHbL Ipdhexm 6 sude
npeKpauieHuss KpogomeueHuli 6 OaHHble CYCMABbl 6 MmeyeHue
eoaa.
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Ilocae 15 mec UHUT bbina npusnana nesghgexmusHoll u HazHa-
uena wynmupyroujas mepanusi AUKK 6 doze 1500 EJl uepes Oenw,
Umo NpUBeno K CHUICEHUIO Yacmombl KposomeueHuii ¢ 6 6 mecsy,
do 6 6 200.

B 2018 e. doza AUKK yseauuena do 3000 EJ uepes dens
6 cea3u ¢ pocmom pebenka. Iloanoeo eemocmamuueckoeo 3¢-
thexma docmuusb ne yoanocw: 3a 2018 e. y nayuenma cay4uiocs
12 kposomeuenuii, kposomeueHuil 8 CUHOBIKMOMUPOBAHHbBIE CY-
cmaebvl 3a SMom nepuood He OMMe4eHo.

B gespane 2019 e. pebenok eocnumanuzupogan 8 cesnsu
¢ pazgumuem KeaouoHozo pyoua Had Kamepoil delicmeyroueco
nopma u ungexyuu msekux mxauell. Ilpu ycmanoske H08020
NOOKO0JICHO20 NOPpMA HAYAA0CH KPOGOmeUeHue ¢ opmMUuposanu-
emM OOWUPHOLL 2eMamoMbl 8 MseKue MKAHU 2pYOHOU KAemKU.
Hasnauena mepanus AUKK 6 dosze 8000 ENl/cym 6 meuerue
4 oueit u 3amem 4000 EJl/cym ewe 6 meuenue 10 oueii. Kposo-
meuenue KynupogaHo.

B mae 2019 e. pebenok eochumanu3upyemcsi ¢ 8blpaiceHHoll
601610 6 2pYOHOLL KaemKe caesa, Gedbpunvroil auxopaokoi. Ilpu
00cnedosanuu 06HApYydICeH eeMoppasuMecKuil naegpum, npo-
6e0eHbl aHMUOAKMepUanbhas U 2eMOCmamu4eckas mepanus
AHUKK 6 doze 4000 EJl 2 paza 6 cymku 6 meuenue 10 oueil.

Cnycms mecau, 6 urone 2019 e., peberok chosa eocnuma-
AUBUPYEMCSL C 2eMapmpo30M Npago2o A0KMego2o U 1e6020 20-
AEHOCMONHO20 CYCMABO8, JHCAN00AMU HA GbIPAdICEHHDbL 00e-
60l CUHOPOM, 02PAHUMUBAIOWUL O08UJICEHUEe U 3HAYUMENbHO
CHUMCaOwull Kawecmeo ycuznu nayuenma. Haznauena ecemo-
cmamuueckas mepanusi 8 obseme 56 000 EJl AUKK. Oonako
coxpanstomces. 001e3HeHHOCMb U Y8eaudeHue pamepos Ne602o
20/1eHOCIMONHO20 CYCMasa, Habawdaemcsi KOHMpPaKmypa npa-
6020 N0KMeEB02O CYCMABA C BbIPANCCHHBIM 02PAHUYEHUEM 08U-
acenusi do 8O° npu ceubanuu u 130° npu paseubanuu. Bo epems
mekyueil 20CRUMANU3aYUY pazeuiacy UHQeKyUus Msaekux mea-
Hell @ obaacmu NOOK0JICHO20 NOPMA, YMO CHO8A NOMpPe608ano
eocnumanusayuu pebenka. Ilpogedena anmubaxmepuaibHas
mepanusi, Had NOPMOM CPOPMUPOBANCS KeAOUOHbLI pybel.

Cnycms 12 oueil, 6 urone 2019 2., pebenok nogmopno 2ochu-
Manu3upyemcst ¢ INU3000M 2emMapmposa 1e6020 N0KMe020 Cy-
cmaea, Ha Kynuposauue Komopozo nompebosanoce 40 000 El
AHUKK.

B utone 2019 e. pebenok eocnumanusuposan c eemap-
MpO30M 16020 KOAEHHORO CYCMABA, HCAA00aMU HA CUNb-
Hble 00au, oepanuveHue deudcenus. Hecmomps na unme-
CUBHYIO  2eMOCMAMUYECKYI0  Mepanulo  MaKcumanbHbMu
dosamu AUKK, eemapmpo3 He yodanoce Kynuposamos 00 HO-
sa6ps 2019 e. Pebenok He moe onupamocs Ha A€8yH0 HOZY, XO-
Oumo, ¢ U Obll BbIHYICOCH Nepedsueamvcs 8 UHBANUOHOL
Koasicke. boneoil cunHOpom pe3Ko CHUMNCAN KA4ecmeo Hcu3-
nu. Ilpu penmeenonoeuueckom 06caedoganuu  00HApYICEH
2emapmpo3 000Ux KoAeHHbIX CYCmagos, 0oaviue creda (puc. 2).
Ilpu ocmompe ommeuaemcs ampogpus mMoiuiy 201eHU u beopa
c1e6a, KOHMPAKmMypa 18020 K0AeHH020 CYCMAa8a ¢ 02PaHUYeHU -
em deudcenust 6 cycmase 0o 90° npu ceubanuu u 140° npu paz-
eubanuu.
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Puc. 2. Maenumno-pe3onancras momoepagpus 16020 K0AeHHO20 CYCmMasa

B cenmsbpe 2019 e. nocae yoanenuss mosounsix 3y008 paz-
suUBaemcs: Kpogomeuenue, OCAONCHUBULEECS MANCENOU NOCH -
eemoppazuyeckoil anemueil (eemoenodoun — 48 e/n). Pebenka
IKCMPEHHO 20CRUMANUZUPYIOM, NPOBOOS MACCUBHYIO 2eMO-
cmamuueckyro mepanuto (AUKK, mpanexcamosas kucioma,
anmakoe anvha), MpaHcHy3uu OMMbIMbIX IPUMPOUUNOE.
Kposomeuenue kynuposano.

B césa3u ¢ Hapacmarowum yxyouleHuem cocmosHusi NayueHt -
ma, 8bIpadceHHol anemuell Ha (hoHe KposomeueHuil, N08Mopsi-
FOWUMUCS 2eMapmpo3amu, NOCMOSHHbIM 00AE8LIM CUHOPOMOM
U usasuduzayueli nNPoBOOUMAs 2eMOCMAMUHEcKds mepans
npusHana Heaghgexmusroil. B dexabpe 2019 e. pebenok nepege-
deH Ha HehaKMOPHYI0 Mepanuro SMUUUIYMAOOM.

Peberox nonyuun naepyszounyro 003y 3 me/xe/ned nooKoicHo
6 meueHue nepeuix 4 Hedeab mepanuu u 3amem 0bin nepeseder Ha
noddepucusarowuiil pexcum 1,5 me/ke/Hed nookoxscHo.

3a 9 mec Habawderus Ha Gone npoPuIaKmu1ecKol mepanuu
IMUUUBYMAOOM He 3apecucmpupo8ano Hu 0OH020 CHOHMAHHO20
KposomeueHust, 0e3 0CA0MNCHEHULL NPOULAA CMEHA 2 MONOUHBIX 3Y008.

B anpene 2020 e. nposedeno xupypeuueckoe ydanenue noo-
KO0JCHO20 hopma, UHpUAbMpPpama MseKux mkanell U ceuuje-
6020 xoda. Ilepuonepayuonto 6 yeasx eemocmasa HA3HAYEHA
mpanekcamosas Kucaoma 6 doze 1500 me/cym. Ha 3-u cym-
KU nocie emeuamenscmea 6 noOMblULeHHOl obaacmu cnpasa
obpaszosanace eemamoma okoao 3 cm 6 duamempe. Hasnauen
anmakoe arvpa 6 doze 4,8 me Kaxcovie 12 4 ¢ vipajiceHHbIM
noaoycumenvHuiM pgekmom, oasumenvHocmoro 7 OHeil 00
NOAH020 3aXCUBACHUSA U paspeulenus eemamomsl. Tepanus smu-
Yu3ymabom npodondicena 8 npedcHem pecume.

Y pebenka noanocmoeio Kynuposaics 001e60l CUHOPOM
U CMano 603MOJNCHbIM NposedeHue AeHeOHOU PUKYAbMYPbL.
B pezyasmame ydanocs docmuus pazeubanus KoieHHoeo cycma-
6a do 160°. B nacmosuee épems pebeHoK X00um camocmosi-
MeAbHO, He HYHCOaemcsl 8 UHBAAUOHOI KoAsCKe.
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Oo0cyxnenne

Benenune maumeHTOB ¢ TsKesoi popmoii remoduanm A
3a9acTylO0 BBI3BIBAaCT 3aTpymHeHHsI. Kak mokaswIBacT IIpofe-
MOHCTPHUPOBAaHHBIN HaMH CJIydaii, BO3MOXHOCTH (haKTOPHOM
TepaIiy OTPaHUYCHEI, 0COOCHHO Y OOIBHBIX C THTHOUTOPHOM
dopmoii remoprmn. MakTopHas Tepanus TAKUX MMaleHTOB
ABIIIETCST MaTo3((EKTUBHOM, YTO BeJET K MOBTOPSIONINMCS
KPOBOTEUYEHUSIM, PA3BUTHIO TSKEJION apTporaTUX M MHBAJI-
Iu3ainn. B mpencTaBieHHOM HaMU KIIMHIYECKOM ClTydae, He-
CMOTPSI Ha MAaCCHBHYIO (DaKTOPHYIO TePaITIo, OBIIO IIOPaXKeHO
OOJIBIITMHCTBO KPYITHBIX CYCTaBOB C Pa3BUTHEM KOHTPAKTYp,
OrpaHUYeHUEM TTOABMIKHOCTU U TTOCTOSTHHBIM OOJIEBBIM CHH-
JIPOMOM, BO3HUKAJIM JKN3HEYTPOKAIOIINE KPOBOTCUCHMS, pe-
OeHOK OOJBIIIYIO YacTh TOa IIPOBOAIUI B OONbHUIIE. TeueHre
3a00JIeBaHNS TIPUBEJIO K TSOKEJIOM MHBAIMIN3AIA U HEBO3-
MOXHOCTH XOJUTh CAMOCTOSITEJIbHO B Bo3pacTte 11 JieT.

Cxema KAuHU4ecKo02o0 cayuas

 lemapTpo3 nesoro
KONeHHOro cycraBsa
6e3 oTBeTa Ha Tepanuio

* UHrubupyrowme
aHTuTena 122 BE

* Ds: remodpunus A,
Tsbkenas dopma
C BbICOKMM TUTPOM
WHIMOWTOPHBIX aHTUTeN

- NT
* UHdeKumnsa MArkux TkaHemn
NMOAKOXHOro nopra
* 6 KpOoBOTEUYEHUN
B MecsiLl

[IpuMmeHeHne >MUIIM3YMaba ITO3BOJMIO ITOJTHOCTHIO
OCTaHOBHUTH CIIOHTAaHHBIC KPOBOTEUCHMs. Y pebcHKa 0¢3
OCJIOXXHEHMH MPOoIia CMeHa 2 MOJIOUHEIX 3y00B. CaM ITa-
OUEHT OTMEYaeT OTCYTCTBHE OOJICBOTO CHMHIpPOMA, KOTO-
PBIIf TOCTOSTHHO OECITOKOMJI €0 paHee, OH He HYXKHaeTCs
B MHBAJIMTHOM Kpeciie, MOXET MOcCelIaTh 3aHsATUs JIedeo-
HOI (hu3Kynbrypoii. CHIKeHne OpeMeHN 00JIe3HU TT03BO-
N0 PeOCHKY BEPHYTHCS B IIKOJY M COUAIBHO amaIlTH-
poBaThCsI.

[MosBneHMe HehaKTOPHON Tepalny SIBISICTCST HOBBIM
3HAYMMBIM 3TAIIOM B JicueHNU reModmimu A. B HacTosee
BpeMsI HEIbI0 MPOPMIAKTUICCKON Tepaluy IIpW JaHHOM
3a00JICBAHUM SIBJISICTCSI OTCYTCTBHME CITOHTAaHHBIX KPOBO-
TeueHUI. BHempeHne sMuim3yMada B ITUPOKYIO TTPAKTH-
Ky Bpadya-TeMaToJoTa MOXKET ITOMOYb B JOCTUKCHUM 3TOU
eI, a TaKske CHU3UTh PUCK MHBATUIN3AIlNU pPeOCHKA.

¢ HasHayeH amunumsymab

¢ 0 CIOHTaHHbIX
KPOBOTEYEHUN

« CaMocTosiTeNbHO XOAMUT

* YoaneHbl 2 MOMIOYHbIX
3y6a 6e3 ocrnoXxHeHun

* YaaneH NnoAKOXHbIN

nopT ¢ remaTomoMn 3 cMm

* 12 KpoBOTEYEHUI
B rog

* 10036l AVIKK

* XumMunyeckas

CUHOBIKTOMMUS

2 cycTtaBoB

* YposeHb FVIII 0,3 %
* Ds: remocpunus A,
Tskenasa popma
* 10-12 kpoBOTEYEHUI B rog,

* flHBapb: rocnuTanusauyus,
remMapTpo3 fnieBoro
KOJNeHHOro cycTaBa

» Heckonbko annsogos
remapTposa 6e3
obpalleHus ko Bpady

¢ CeHTAOpL: rocnuTanusauus,
remMapTpo3 fieBoro
KOMeHHoro cytaBsa

* NNT HeadbdekTMBHA,
HasHavyeH AUKK

* 6 KpoBOTEYEHUN B rog

* 2 peunanBa remapTpo3oB

* 2 anu3ofa MHMEKUMN MArKUX TKaHen
B 061acTn NOAKOXHOro nopTa

* Mpu ycTraHOBKe NnopTa oOLWIMpPHas
remaToma MArkKMX TKaHewn

* FleMopparuyeckumn nnespuTt

* lemapTpo3 NpaBoro JIOKTeBOro
cycTaBa, KOHTpaKTypa

* lemapTpo3 nesoro
royieHOCTOMNHOro cycTaBa

* lemapTpo3 NeBOro JIOKTEBOro cycraBsa

* lemapTpo3 neBoro KONEeHHOro cycrasa.
He kynupyetcs 4 mec.
KoHTpakTypa, aTpocdus mbiwuL,

* MauneHT B UHBanNMAHOM Kpecrne

» KpoBoTeueHue npu yananeHum 3y60s,
remorno6uH — 48 r/n,
3KCTPEeHHas rocnuTanusauus
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KnuHuyecKuil cnyvail: ucnonb3osalue amuyudymaba
y pebenka ¢ unrubumopnoil opmoil remohunuu A

B.T. JlemuxoB, B.b. Ckooun
DI'bOY BO «Psazauckuii eocydapcmeeHnmblil meouyuHckuil yHueepcumem umeru axademuxa M. I1. Ilasroéa» Munzopasa Poccuu;
Poccus, 390026, Pazanw, ya. Boicokosonvmuas, 9

BBenenue

CoBpeMeHHbIe METOABI Tepanuy reMouInu Harpasie-
Hbl Ha IOJHOE HUCKJIIOYEHUE TreMOopparuyeckux 3MU30[0B.
HMcnonb3oBaHue miaa3MaTMYeCKUX KOHLEHTpaTOB (hakTopa
(F) VIII unu pexom6bunantHoro FVIII B mpodunaktnyeckom
pexXrMe MO3BOJIIeT TOCTUYb NaHHOTO pe3yjbraTta Uiu Mpu-
OMM3UTHCS K Hemy [1].

TsokenbIM  HexXeJlaTeIbHBIM ~ SIBJIGHUEM, OCJIOXKHSIOIIUM
tepanuio FVIII, aBnsietcs nosiBieHrue MHIMOMPYIOIIUX aHTH-
Tea K HeMy. Hanuuue mHrubutopa aenaet HeaeKTUBHBIM
nanbHelee ucnonb3oBaHue FVIII B cranmapTHBIX go3ax aist
JIeYeHHsI ¥ MpoUIaKTUKN KPOBOTEUEHUI, OoJiee TOro, MOXeT
MPUBOIUTHL K POCTY TUTpa MHruoutopa. [IpumeHeHue aHTuU-
UHTUMOMTOPHOTrO KoaryasiHTHoro komruiekca (AUMKK) u aktu-
BupoBaHHoro FVII y manueHTOB ¢ MHTMOUTOPOM MO3BOJISIET
KYIMpOBaTh TeMOpparuyeckue IMposiBIeHUsT 3a00JeBaHMsl,
OnHaKo 3(MGEKTUBHOCTh UCIONIb30BaHUSI IITYHTUPYIOIINUX
npenapaToB 3HAUUTENbHO HMXe, yeM 3 dekTuBHOCT, FVIII
y MauyeHToB 0e3 uHruoutopa. MHAyKIMs UMMyHHOI ToJie-
pantHoct (MUT) momkHa MpoBOOUTHLCS Y BCEX MAlLlMEHTOB
MPY HAJIMYUU TaKO BO3MOXKHOCTH, OIHAKO OHA COIpsDKEeHa
C TPYAHOCTSIMU MHOTOKPAaTHOTO BHYTPUBEHHOTO BBEIEHUSI (10
730 pa3 B rom). B OonblIMHCTBE cllydaeB Takasi jjeueOHas Tak-
THKa TpeOyeT YCTAHOBKMU CUCTEMbI LIEHTPAJIbHOIO BEHO3HOTO
JIOCTYTIa, KOTOPBI Y MAaLMEHTOB ¢ TeMOpUIneil HEpeaKo ac-
COLIMMPYETCS CO 3HAYUTEIbHBIM KOJUYECTBOM OCJIOKHEHUI,
TaKMX KaK KpoBOTeueHUs U mHpuuupoBaHue. Kpome Toro,
UUT sdpdextuBHa npubausutesbHo B 70 % ciydaes. Ilo-
SIBJICHME B KJIMHUYECKOU TpaKTUKe SMULIM3yMabda, KOTOPHIi
nmutupyet aeiictBue FVIII, caenano Bo3MOXKHOM yCIELIHYIO
MpodUJaKTUKy TeMopparuii y mauueHTOB ¢ MHTMOUTOPHOM
¢opMoii reMoUIUM TTPU HEBO3MOXKHOCTHU UJTH Hed((PEKTUBHO-
ctu UUT. CornacHo nutepaTypHbIM JaHHBIM, WCITOJIb30BaHUE
SMMIIM3YyMada y TMalUeHTOB ¢ MTHTMOMTOPOM 3HAYUTEbHO OoJiee
3¢ PEeKTUBHO, YeM npoduiaaktrka ¢ momoibio AMKK [2].

Onucanne KIMHUYECKOTO CJIydast

Iayuenm 4., peberox om 5-it bepemeHHoCMU, NpomMeKasuiei
0e3 0CN0JICHeHUIl, 8MOPbIX CPOUHBIX HOPMAAbHBIX po0os. Pannee
pazeumue 0Oe3 ocobennocmeil. CeMeliHblil aHAMHE3 OMAOULCH:
Y poOHo20 Opama 0a0u no AuHuu mamepu — cemoqpuaus A, ms-
Jcenas gopma.

B 6o3pacme noaymopa mecsauee ommeuanoco OAUMeNbHOe
KpogomeueHue U3 naabla nocie 38mus aHaiuza kposu. Hs
aHamMHe3a U38eCHHO, YMO NOCAe BHYMPUMbIUEUHOU UHBEKUUU
8 POOUAbHOM doMe 00pA308aAACh OONBUAS 2eMAMOMA HA 200U~
ye. Ilayuenm 611 Hanpaener K epauy-eemamonoey. B anasuzax
Kpo8u: akmueuposaHHoe 4acmuyHoe mpomooniacmuHosoe ape-
ma — 142 ¢, akmuenocms FVIII — 0,13 %. Yemanoenen dua-
2H03: eemouaus A, maxcenaasn gpopma. Habaodarucy obutuphoie
HanpsiceHHvle NOOKOJICHble 2eMAmMOMbl, MEeICMbIUEHHAS 2eMa-
moma s1200u4HOIl 00aacmu.

B 6o3pacme 1 200a u 1 mecaya nayuenmy 0b.10 HA4AMO
seedenue naazmernoco konuenmpama FVIII ¢ npoguraxmuue-
ckom pexcume (40 ME/ke 1 pa3 6 nedenro). B césa3u ¢ nepebosamu
obecneveHuss npenapamam 3a HeCKOAbKO Mecsaues CMeHUAUCH
3 mopeosbix HaUMeH08aHus npenapama. B eospacme noaymopa
snem, 6 aHeape 2017 e., 8bisg6aeH 8blCOKOpeasupyouiuil uHeuou-
mop FVIII (18,8 BE).

Ilocne evisg6nenus uneubumopa 6eedeHue KOHUeHmMpama
FVIII npexpaweno u nauamo neuenue AUKK 6 doze 100 Ell/ke

no mpebosanuio. Om npoguaiaxkmuueckoii mepanuu pooumenu
OMKA3aAUCL 8 C8A3U C NAOXUM 8eHO3HbIM docmynom. Ha gone
JAeyeHuss Haba0arucy nOBMopbsle 2eMapmpo3sl NPasoeo A0Kme-
8020 cycmasa, cpopmuposancs cycmas-muuiens. ns Kynupo-
8aHuUs 0oaell U 80CCMAHOBAEHUS NOOBUICHOCMU CYyCcmasa Nna-
yuenmy mpeboganocy do 10 eeedenuii AUKK 6 doze 100 Ell/ke
maccol meaa. Kpome smoeo, Hadar00arucy mejicmolideyHovle 2e-
Mamombl 1e60L U NPAGoLl 1200, 180l UKPOHOICHOL MblUUbL,
HanpsiceHHbvle NOOKOJICHbLe 2eMAMOMbl.

Ha gpone ssedenus AUKK 6 pexcume no mpebosaruio pazeu-
eanocw 0o 11 kposomeuenuii 6 200, 6 mom uucae 5 eemapmpo306
npagozo 10Kmesoeo cycmasd.

C odexabps 2018 e. nauamo npoguraxmuueckoe egedeHue
AHUKK no 100 EJll/xe 3 paza é Hedearo ¢ 0ONOAHUMENbHBIM 86e-
deHuem npu Kpo8omeueHuUsX.

Ha ¢one npopuraxmuuecrxoeo eésedenus AUKK nabaroda-
AUCH NOBMOPHbIE 2eMaAPMPO3bl NOKMEBbIX CYCMABO8, MEHCMbl -
we4Hble 2eMamomol 180l U NPAagoil UKPOHOICHOU MbllUlbl,
HanpsiuceHHvle NOOKOJCHble 2eMamombl 8 Mecmax yYuuboas.
Bceeo 3a 1,5 eco0a npopuraxmuueckoii mepanuu npou3ouio
6 eemapmpo306 (5 eemapmpo308 npasgoeo 10KmMeeoeo Cycmasa
(cycmas-muuiens), 1 eemapmpos 1e6020 10Kmeso2o cycma-
6a).

Todosas wacmoma kposomeuenuii Ha ghone eéedenus AUKK
6 npogunrakmuueckom pexcume 100 EJll/ke 3 paza 6 nedento co-
cmasuna 8 pas.

B noemopHbix aHanu3ax coXpansnoch npUcymcmeue Hu3Ko-
peaeupyroueeo uneubumopa FVIII.

Hecmomps na nosmopHbie eemapmpo3bl Npasoeo A0KMmMeeoeo
cycmasa, 6aa200aps c80espeMeHHOll MACCUBHOLU eeMocmamuye-
ckoit mepanuu AUKK evipajcenHvix npusHakos eemoguauve-
CKOIl apmponamuu no OQHHbIM UHCIMPYMEHMAAbHbIX 00¢1e008a-
HULl He 0OHAPYJICEeHO (PUCYHOK).

B cea3u ¢ Hedocmamounoii 3¢hpexkmusHocmvio npoguaak-
muueckoeo 8sedenus AHUKK, peyudusupyrowumu eemapmpo-
3aMU  Npaeoeo JN0KMeBo2o Cycmasd, 4acmolMu mMpasmamil,
CBA3AHHBLIMU C 2UNEPAKMUBHOCINbIO PeOeHKa, OMCYmMcmaeuem
B03MOJICHOCIU NOAHOUEHHO20 AeHeHUs Npu eemapmpo3ax (no
KpamHocmu 68e0eHus U NpoooaNCUMeNbHOCMU), OMCYMCMEU-
em 6o3moxucHocmu nposedenuss MUT uz-3a naoxoeo nepuge-
PUHECK020 8eHO3H020 OOCMYNA U BbICOKO20 PUCKA, CEA3AHHOO0
C YCMAaHOBKOl Nopm-cucmembl, NPUHAMO peuleHue 0 nepegooe
nayueHma Ha ne4eHue SMUUU3YMabom.
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C uroas 2020 2. nposodumcest neuenue npenamamom 3Mu-
yuzymaob 6 doze 1,5 me/ke 1 paz é Hedearo nocae egederust Ha-
2py30uHoil do3bl. Jlewenue neperocum xopouio. 3a epems HadA10-
denus ¢ uroasn 2020 e. no Hacmosiuee 8pems eemMoppau1ecKux
sa6aenUll y pebeHKa He Haba0aemcs, HeCMOMPsl HA COXPAHSIIO-
wyrocsi eunepakmugHocme. HedcenramenvHoix si61eHuUil, C653aH-
HbIX ¢ 88e0eHUeM IMUYU3YMaAda He OmMeueHo.

Oo0cyxneHne

Haur nepBblii OMBIT UCMOAB30BAaHUSI dMULIM3yMada Mpu
WHTUOUTOPHOI (hopMe reModuInU A MOKa3bIBAET BHICOKYIO
3(bGEKTUBHOCTD MO CPABHEHUIO ¢ MPUMEHEHUEM MpenapaTa
LIYHTUPYIOIETO JEMCTBUS MO TPeOOBAHUIO U B PEXUME TTPO-
dumakTruku. OTMEYarTcs MPOCTOTa BBEAECHUS W XOpollas
MepeHOCUMOCTh IIpenapara.

PeHmeeHoepaMMd npaeoco 10Kmeesoco cycmaesa

Cxema KAUHU1eCcK020 cayuas

* MNpodunakTnyeckas 3amecTuTenbHas Tepanus
* BoisiBneH nHrnéutop 18,8 BE

* AVIKK no TpeboBaHuto

* 10 KpoBOTEYEHUN B rog

* 3 HUx 5 remapTpo3oB

» CdhopmMupoBarncs cyctaB-MuULLEHb

» HazHauyeH amuunszymad

* 0 KpOBOTEYEHUN

* HexxenaTenbHbIX SIBMEHUIM
He Habntogaetcs

* [epBble anM304bl KPOBOTEYEHUN
OTMEYanuch C POXAeHWS
* YpoeeHb FVIII 0,13 %

* AVIKK B npodmnaktuyeckom pexumme
* 8 KpoBOTEYEHUI B rog
* 3 Hnx 6 remapTpo3oB

* Ds: remocdounusa A, Tsbkenas doopma
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NMpumeHenue aMuyusymada y pebeHka ¢ passumuem uHrubupyrowux anmumen
nocne 3 nem npohunakmuyeckoil 3amecmumenbHoll mepanuu

T.A. Koasicuna
T'bY3 «Obnracmuas demckas 60AbHUUA»;
Poccus, 693006, Caxanunckas obaacmo, FOxcno-Caxanunck, ya. Jlenuna, 31

BBenenue

IemMopunusa sBasgeTcd He TONBKO MEIMLIMHCKOM, HO
M colLlMaJibHOM TIpobneMoii. JleTu, crpaparoiiye remModu-
JINE, YYBCTBYIOT ce0sl «OOMXXEHHBIMU CYALOOI», TaK KakK
IIOCTOSIHHO OTPaHMYMBAIOT Ce0sl: [T0Ka JIPYrre UrpaloT B aK-
TUBHBIC UTPHI, 3aHUMAIOTCS CTIOPTOM, PEOCHOK C reMOD TN -
el yKe B JETCKOM BO3pacTe OCO3HAeT, YTO aKTUBHBIN 00pa3
JKM3HU I HETO OMaceH. DTO MOXKET IMPUBOAUTH K OIpee-
JICHHBIM SMOIIMOHAJIbHBIM MOCJIEACTBUSIM, BKJIIOUasl AeTpec-
CHUBHBIC CUMIITOMBI. bobHBIe TeModuneit 001ee 3aMKHYThI
M Yallle MoJBepraioTcs OyJIJTMHTY, YeM OOHOKJIaCCHUKH [1, 2].
ITocTostHHBIE 3aIIpeThl Ha XKeJaeMyI0 aKTUBHOCTb HE CITOCO0-
CTBYIOT COLIMAJIbHOM afanTaiyy TaKuxX JeTeil. Y MoapoCTKOB
¢ reMoMINell KOMIIEHCATOPHO TOBBIIIACTCSI CKIOHHOCTh
K OYHTY ¥ pMCKOBaHHOMY TTOBeeHUIo 3, 4].

Heob6xonmMocTh MOCTOSHHBIX BHYTPUBEHHBIX BIMBaHUIMA
TakKe OKa3blBaeT BIMSHHUE Ha KayecTBO XU3HM peOeHKa
¢ reMouIMeil. YcTaHOBKA LIEHTPAJbHBIX BEHO3HBIX CHUCTEM
He 00JIerJyaeT XX13Hb MallMEHTOB U UX POIUTENIei, TaK KakK, He-
CMOTPSI Ha TT0JIb3Y YCTPOIMCTB, ITOBBIIIIACTCS TPEBOXKHOCTD U3-3a
HEe3HaHWUS TOTO, KaK MX MCIOJIb30BaTh U prUcKa MHMeKIuIi [5].

Hamu mpeacraBieH KIMHUYECKUIA Cy4dail TpUMEHEHUS
SMUIIM3yMaba y peOeHKa C MEepPBbIM 3MM300M TeMapTpo3a
B 4 Tofa, HECMOTPSI Ha IOJHOLEHHYIO TTPO(PUIaKTUYECKYIO
Teparuio.

Onucanne KJIMHAYECKOTO Caydast

Ilayuenm JI., 2016 e.p., eénepgvie nonas nod HabawoeHue
6 6o3pacme 7 mecsyes, K020a npu noOnvImKe 6Cmasams Ha HOMNc-
Ku pebeHok ynan Ha seoduyvl. Yepez Heckoavko uacos cman
02PAHUMUBAMND OBUNCEHUS HO20T, NPU NPUKOCHOBEHUU K MeCHy
yuwuba — naakaa. Iloseuncs eudumolii omek 5200Ulybl, 10KANb-
Hasa eunepmepmus. Pooumeau obpamuaucs k epauy-neduampy
no mecmy cumenbcmea, 2de Hpu 00cAe008AHUU HA YAbM-
PA3BYKOBOM UCCACO08AHUU BbISBACHA MENCMbIUEUHAS 2eMAMO-
Ma, 6 ananuse Kpogu CHUdICeHUe ypoeHsl 2emo2no6una do 92 z/a.
Hanpasaen na kKoHcyabmauuio K 8pauy-eemamonoey.

Ilpu ocmompe eemamonoeom no nepedneli NO8EPXHOCMU 20e-
Hell 0OHAPYICeHbl MeAKUE MEHCMbIULCUHbIe 2eMATNOMbL, Yeacar-
W5t MEIHCMBIULEYHAS 2eMAOMA NPABoll 200uuHol ooaacmu. [1o
dannbiM Koazynoepammol: yposerns VIII ¢pakmopa (F) ceepmoi-
eanus kposu — 1 %, F Buanebpanoa — 143 %, FIX — 93 %, ak-
MuUUpoBanHoe yacmuurHoe mpombonaiacmurogoe gpems — 95 c,
ubpunoeen — 3,5 ¢/a, npompomobun no Keuxy — 98 %, Meoc-
dyHapooHoe HopmanuzoeanHoe omuoweHue — 1,03, anmu-
mpomoun 11— 117 %, npomeun C — 71 %, D-0umep — 1497 ne/ma.

Ha ocroeanuu kaunuueckux u 1a60pamopHsvix OaHHbIX Obla
ycmanoeneH ouaeHo3: eemogpuaus A, maxcesas gopma. Hazna-
Yena npoPUAAKMUUecKas 3amMecumenbHas mepanus naa3meH-
Hoim npenapamom FVIII

B utone 2019 e. npu nnanoeom o6caedoganuu 6visi8AeH UHU-
oumop 6 mumpe 2 bBE, mepanus 3amenena Ha 0KmMoKoe arogha no
35 Ell/ke 3 paza 6 Hedearo, UHBEKYUU NPOBOOUALUCH 8 YCAOBUSX
npoyedypHo2o KabuHema 6 cés3u ¢ 3ampyoHeHUusmMuU Y pooume-
Aell npu npogedeHuU HYMpPUBEHHbIX UHBeKUUl. Jleuenue nepe-
HOCUA YOOBAEMBOPUMENbHO.

B dexabpe 2019 e. pebenok eochumanu3uposan ¢ mexicmol-
UWEeHHOL 2eMAMOMOU 20108KU UKPOHOICHOU Mbluiybl. Haznavena
mepanus okmokozom anvgha 6 doze 100 ME/ke/cym uepes OeHo.
Temamoma ¢ peepeccueli.

B sneape 2020 e. 6 6o3pacme 3,5 eoda Ha gpone nocmosHHOI
npogunakmuueckoi mepanuu 3apeucmpuposan nepevlii Inu-
300 eemapmposa. Pebenok eocnumanuszupyemcs c scarobamu Ha
8bIPAdCEHHYI0 004b U O2paHUYeHUe 8UMNCeHUs 8 001ACMU NPABO-
20 KoneHHo20 cycmasa. Cman0apmuas eeMocmamu4eckas me-
panus He okazaia ghgekma, eemapmpo3 y0anocs Kynuposams
66edeHUeM AHMUUSUOUMOPHORO KOACYAIHMHO20 KOMHACKCA
(AUKK) 6 doze 1000 E/l/cym 6 meuenue 2,5 ous. lemapmpo3
KYnupoeaH.

B gespane 2020 2. peberok 8HO8b 20CnUMANU3Upyemcs ¢ 00-
UWUPHOLL 2eMamoMOll @ MKAHU NPABO20 BePXHE20 8eKd, MHOMCe-
CIMBEHHBIMU MedcMbluleuHbIMU eemamomamu. Tlo pezyrsmamam
2eMOSPAMMbL  Onpedensemcss nocmeemMoppacuteckas avemus
(3pumpoyumot — 3,5 x 10"%/n, eemoenobun — 92 e/n). Haznauen
AHUKK 6 doze 2000 E/l/cym.

B cea3u ¢ mem, umo Ha ghone noaHoyenHol npoghusakmuue-
CKOIl 3amecmumensHoil mepanuu 3a 3 mec 803HUKAO 3 KPOBO-
meueHuUs., BKAKUAs 2eMapmpo3, KOMopble He KYNUpo8aalch 66e-
denuem npenapamos FVIII u nompebosasu ééederus 6bicoKux
doz AUKK, 6bi10 3an00o3peno yseauueHue mumpa uHeUuOUpyo-
wux anmumen k FVIII. [Ipu o6caedosanuu obHapyicer Kpaiihe
ebicokuil mump uneubumopa, paguwiii 1475 BE.

Jlas pewenus eonpoca o OanvHeliulell mepanuu nayuenm
npokoncyavmuposarn 6 OI'BY «HMHUI] J1IOHU um. Jmumpus
Poeauesa» Munzdpasa Poccuu, 20e 66udy 6vicokoil uacmomol
KPOBOMeHeHUll, CAYHUBULe20Cs 2eMapmpo3a 6 eozpacme 4 aem
u HeapexmusHocmu mekyujeii mepanuu y 604bH020 ¢ UHeU-
obumopHolil eemogunueil A 66110 peKOMeHA08AHO CMEHUMb ee HA
HepaKxmopuy npoPUAAKMUKY IMULUZYMAOOM.

C mas 2020 e. pebenky HazHa4eHa Mepanus SMUYU3YMadbom
6 doze 1,5 me/ke 6 Hedento nocae Haepy3ouHoil 0o3vl. [Ipenapam
3aKynAeH 3a cuem pecuoHaNbHO20 Or0icema.

3a 6 mec HabawOeHus He 3apecucmpuposanHo Hu 00HO20
Kposomeuenus. Ilepenocumocmos npenapama xopowias, He-
JcenamenvHuix a6aeHull He ommeueHo. Yepes 3 mec mepanuu
IMUUUZYMAOOM NOBMOPHO OnpedeseH mump uHeubumopa,
oH cru3uacs 0o ypoeusa 920 BE. Podumeau ommeuarom opa-
Mamuyeckoe yayHuleHue 6cee0 pUmma ux JCU3HU, KOMOpblil
PpaHbvlue 0bla 8bICMPOEH OKPY2 NOCIMOSAHHBIX NOCeUeHUll 601b-
HUYbL 0151 HYMPUBCHHBIX UHBEK YU
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Oo0cyxnenne

Hpe,Z[CTaBIIeHHbIM KIIMHWUYCCKMM CJIydacM Mbl XOTHUM
IPOACMOHCTPUPOBATDb HEC TOJIbLKO MECANIIMHCKYIO, HO 1 COLIN -
AJIbHYIO Y IICUXOJIOTUYCCKYIO CTOPOHY 00JIe3HM.

I/ICTOpI/IH JAHHOTO p€6€HKa ITIOKa3bIBACT ApaMaTUICCKOC
YXyAIICHUE €Iro COCTOAHUA, CXKEMECAYHBIC TOCITMTATIN3alINN,
IIOCTOAHHBIC BHYTPMBCHHBIC NHBCKIINUN, oosieBOI CHUHIAPOM,
COHDOBO)K,Z[aIOH.IHfI InmanueHra ¢ MOMEHTa, KOorga OH TOJbKO
IIOIIBITAJICA BCTaTb M HayaTb XOAWTb, HECMOTPA Ha ITOJHO-
HICHHYIO HpOCbI/UIaKTI/I‘IeCKYIO TEpaImunilo.

Ho B ncropmnn 0O0JIE3HU HE OTpa3uTb >KM3Hb CEMbU B 1IC-
JIOM, KOTOpas ObL1a ITOCTPOCHA Ha MOCTOAHHBIX ITIOCCIICHUAX

Cxema KAuHU1ecK020 cayuas

MEIUIIMHCKUX YIPEXKICHNI, TaK KaK MaTh CAMOCTOSITCIIBHO
HE MOTJIa IOCTaBUTh BHYTPUBEHHYIO MHBEKIINIO 1 BEIHYXKIC-
Ha ObIIa 3 pa3a B HEICIIIO IIpre3XaTh ¢ peOCHKOM B OOJIbHM -
my. CIIOXXHO OLICHUTH TICUXOJIOTMYECKOE COCTOSTHIE MaTepH,
KOTOpas IIOHNUMAET, YTO SIBJIIETCSI HOCUTEJIEM TeHa reMopu-
JINW ¥ BUOUT CTpagaHMsI CBOETO peOeHKa.

Teparmst sMAIIM3yMaO0OM AMaMETPaTbHO M3MCHIUIA KaK
KWM3Hb peOeHKa, TaK M Bceil ero ceMbH. [lallMeHT MOTydIn
BO3MOKHOCTh COIIMAIN3AIINI, aKTUBHBIX UTP, U3 €TO XKU3HU
WCYE3/IM TIOCTOSTHHBIC U3MAaTHIBAIOIIIe BHYTPUBEHHBIC MHB-
eKIINH.

* Mpo6GnemMbl ¢ BEHO3HbIM [OCTYNOM
* MiHbekuuu B ycnoBusix ctaumMoHapa
» MHOXeCTBeHHbIe KPOBOTEUYEHUsI

(oro)

» lemaToma npu nageHun

* YpoBeHb FVIII 1 %

* Ds: remounusa A, Tsxkenas coopma
« Mpodunaktnyeckasa tepanus FVIII

(rom0)

¢ MepBbIA 3NN304 reMapTpo3a,
cTaHAapTHaA Tepanusa HeadcpekTUBHA
* Tpu rocnutanusauum 3a 3 mec
c oTcyTcTBUEM 3hdheKkTa OT NpexHen Tepanum
» O6HapyxeH uHruoutop FVIII 1475 BE
* HazHayeH amuumnsymad
* 0 aNn300B KPOBOTEYEHUN
¢ \ameHeHne XN3HN BCEN CEMbM
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Onbim NnpuMexeHus amuyusymaba y nayuenma
C NOBMOPHBLIM HapacMaHUeM mumpa uHrubupyrowux anmumen
nocne UHAYKUUU UMMYHHO{ MONEpaHMHOCMU C YaCMUYHbIM OMBEMOM

B.B. Jleoenes, T.B. AcekpeToBa
T'BY3 «Jlemckas kpaesas kaunuyeckas 6oavHuya» Munucmepemea 30pasooxpanenus Kpacrnodapckoeo kpas;
Poccus, 350007, Kpacrodap, na. I[lobeost, 1

BBenenue

[MosBaeHMe HeWTpaIU3YIOIIMX ajlsloaHTUTeN Kiacca IgG
K ak3oreHHoMY dakrtopy (F) VIII sBasieTcss caMbIM TSKETbIM
OCJIOXHEHMeM Tepanuu remodwiuu A. B aTom ciiyyae B Ka-
YeCcTBE Tepanuiu 1-ii JTMHUU PEKOMEHIYEeTCSl TPOBEACHUE UH-
IyKIMu UMMyHHOU TonepanTHoctu (MUT) [1]. DroT Tepa-
MEeBTUYECKUIA TTOIXON yerelleH y 51—79 % manumeHToB [2—5].
Ho Hexkortopsie GosibHBIE TseKeao nepeHocsat MUT wiu He
OTBEYAIOT Ha Teparuio, U 3TO HauboJjee CIOXHbIe clydyau
B Halleil MpakTUKE.

Hamu mnpencraBieH KIMHWYECKUI Ciaydail mManyeHTa
C TsDKesoi hopMoli reModuInuu A U YaCTUYHBIM OTBETOM Ha
tepanuio MUT, Kortopasi mo3Bojuia CTaOUIM3UPOBATh CO-
CTOsIHME peOeHKa B TeUeHUe 5 MecC, MOCJIe Yero TUTP UHTUOM -
pytowux aHtutea K FVIII BHOBB yBennuuics.

Onucanne KIMHHYECKOTO CJIydast

Ilayuenm, 2016 2.p., duaecnos: eemogpuaus A, msicenras gpop-
Ma bvLn yemaHnoeaeH 6 ozpacme 3 OHell, Koeda nocae podcoeHus
Y Manvuuka cghopmuposanace Keganoeemamoma.

IIpu coope cemeiinoeo anamuesa ycmaHno8aeHo, 4mo dedyul-
Ka no MamepuHcKou aunuu 0via 601eH eemogpuaueil, ymep @ 603-
pacme 41 200a om KpogousAUsHUsL 8 UEHMPANbHYIO HEPEHYIO CU-
cmemy, mama u npadadywKa s8As0mcs HOCUMeAbHUYAMU 2eHA
eemoghunuu A. C yuemom omseoujeHHo20 HacaedcmeeHH020 ana-
MHe3a nayuenm 0Ovin 0obcaedosan Ha ypoeenv FVIII, komoputil
cocmasun 0,1 %.

Mo 9 mecsuyes 6 cés3u ¢ HU3KOIL 08UAMENbHOU AKMUBHOCMbIO
u omcymemaeuem KpogomeueHuil pebeHoK Haxooucs é gase Ha-
6.1100eHuUs U neveHUs He NoAy4ai.

B 6o3pacme 9 mecsues, koeda pebernok Hauas aKkmueHo noa-
3amMb U 6CMABAMb HA HONCKU, OblA 3A(IUKCUPOBAHHDLI Nepablil
eemapmpo3 npasoeo KoaewHoeo cycmaea. Hasznauena mepa-
nus no mpebo8anuio NPenapamom mypoKkmokoe anbga 6 dose
25 ME/ke. Yepes 3 ned om nepeoco anuzooa eemapmposa y na-
YUeHma paseusaemcs 2emMapmpo3 1e6020 20AeHOCMONHO20 Cy-
cmasa, u pebeHOK HA4UHAem NoAyHamv NPOPUAAKMUYECKYIO
mepanur npenapamom mypokmokoe asvgpa 6 dose 25 ME/ke
deaxcowl 6 Hedearo. Ilpu eeedenuu npenapama umeaucp mex-
HUueckue CA0JNCHOCMU Nnepuhepuueckoeo 6eH03H020 00Cmy-
na: Kaxcoas NOnbIMKA CONPOBONCOANACH HEOOHOKPAMMHbIMU
NYHKUUSAMU nepugepuueckux 6eH 6 pazauuHoll N0KAAUZAUUU.
Pazsusanucy nocmunsexyuontsie eemamomol, ymo mpedoeano
noemopHoeo 6eedenus npenapama. Henpepoieno peyudusupo-
8anu 3nu300bl Kposomeuenuil. bviro npunsamo pewenue ygeau-
yums 003y npenapama FVIII do 35 ME/xe déaxcovt 6 Hedenio.

Coxpanenue 5nu30008 KposomeueHuss Nocae NOGbLUEHUS
dosvt npenapama FVIII, pazeumue nocmunseKylioHHbIX eema-
MOM NO380AUAO 3aN0003PUMb PA3GUMUE UHSUOUPYIOUUX AHMU-
mean. Yepesz 2 mec om nepsoeo anu300a KposomeueHus Ui nocie

11-20 ous esedenus FVIII nposedeno obcredosanue Ha akmue-
Hocmb uneudbumopa k FVIII, yposenv komopoeo cocmaesun 30 bE.

IIpoghunakmuueckas mepanus npenapamom MmMypoKmoKoe
anvha npekpawena u HA3HAYeH AHMUUHUOUMOPHDbIL Kodaey-
aaumublil komnaeke (AUKK) 6 doze 50 Ell/ke 6 pexucume no
mpebo6aHuro.

B urone 2017 e. podumenu c pebenkom obpamuauce K epa-
Yyy-eemMamonoey ¢ Hcarobamu Ha OOUWUPHYIO NOCHMPABMAMU-
Yeckyo eemamomy Aeoii sieoduuroll oobnacmu. Haznavena me-
panus AUKK 100 E/l/ke/cym kadxcovie 12 u 6 meuenue 5 OHeil
amoyramopHo, eeMamoma c pezpeccuell.

B aseycme 2017 e. pebenok eochumanuzupogan ¢ 00UUPHOLL
NOCMMPABMAMUYECKOU 2eMAMOMOI RPOMEICHOCIU C NEPEeX00OM
Ha MOUWIOHKY, NOA0BOI YACH U BEPXHION BHYMPEHHION NOGepX-
HOCmb bedpa 6 ces3U ¢ pasmepamu 2eMamombl U 8blPANCEHHbIM
bonesbim cunopomom. IIposodurace maccugHnas eemocmamuye-
ckas mepanus: AUKK u snmarxoe anrvgpa 6 maxcumanvhvix 00-
3UPOBKAX, MPAHEKCAMO8Asi KUCAOMA, 2A0KOKOPMUKOCHePOU-
dot, anmubaxmepuanvhas mepanus. b evinucan ¢ peepeccueil
2eMamombl.

Hecmomps na wacmoie 3nu3006t kposomeueruil, npoghuiax -
muyeckas mepanus NO-NPedcHemy Obiia HeBO3MOJNCHA 8 653U
¢ 3ampyOHeHHbIM 8EHO3HBIM OOCHYNOM, NPOOOANCEHA MePanusi
AUKK no mpebosanuro.

Ilpumenenue smuyuzymada usmeHuN0 He MOALKO HCU3Hb Pe-
benka, HO U Hcu3Hb cemol euearom. Jnsa nposedenus UHUT 6 ok-
msabpe 2017 e. 66110 pewieHo YCMAHOBUMb NOAHOCMbIO UMNAAH-
MUPOBAHHYIO UEHMPANbHYIO 6eHO3HYI0 nopm-cucmemy. Ha mom
Momenm yposeHb uneubumopa cocmaeénsin 9,9 BE.

B nosope 2017 e. nauama UUT npenapamom mypokmoxoe
anvgpa 6 doze 125 ME/ke/cym 6 2 eéedenus. [lpu pazsumuu kpo-
someuenuil no mpebosanuro npumensaucy AUKK, snmaroe anvgha.

B mapme 2018 . na ghone ocmpoii pecnupamopnoil 6upychoil
UHGbekyuu u pedpurbHOl memnepamypbl nocae 88e0eHUs my-
POKMOK02a anb@a pasguacs CUHKONAAbHYLI NPUCIY N, KOMOPbLil
PA3PEUUNcs CamMOCMOSMENbHO. 3ano003peHo pazeumue mpom-
003a, nposedeHo YabmpazeyKoeoe ucciedoganue cepoya, ume-
HeHull He gviseaeHo. Yepesz 2 Onsa nocae nepsoeo snuzoda nayu-
eHm 6HOBb 20CHUMANU3UPOBAH C NOBMOPHbIM CUHKONAAbHBIM
NPUCMYNOM, BOZHUKUUM NPU 66e0eHUU MYPOKMOKo2a anbgha.
Yemanoenen ouaenos: aebum noodkarouuuHoll eeHvl cnpasa,
nposedena aHmubAKmMepuarbHas mepanusi, COCMOsHUE Ccma-
ouauzuposanoce, MUT 6vina npodoadcena, 0o3a mypokmokoea
anvpa chuncerna do 100 ME/ke/cym, 3amem do 75 u 50 ME/xe.

B urone 2018 e. npu yoanenuu uenwvt I'voepa uz mecma cmo-
SAHUSL NOABUAUCH eHOUIHble 8bldenenus. Tlayuenm 6 3KcmpeHHoMm
nopsioke 20CHUMANU3UPOBAH C UHQDUUUPOBAHUEM NOPM-CU-
cmembl. [Ipogedeno onepamusHoe emeuamensbcmeo, NOPmM-cu-
cmema 6vina yoanrena. UMHUT Ovina npodondicena, Hecmomps HA
CAOJCHOCMU NepughepuHecK020 6eH03H020 0CMYNa.
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B aseycme 2018 e. npednpunsma nonsimka nOCMAHOBKU
UeHmpanbHo20 6eHo3Ho20 kamemepa. Yepes 28 dueil npousouino
eeo camoyodaneHue.

B nosiope 2018 e. nposedena noémopHas NOCMAHOBKA
HOAHOCMbIO  UMWAGHMUPOBAHHOU  UeHMPANbHOU  8€HO3HOI
nopm-cucmemoi.

B dexabpe 2018 e. HUT okonuena, obuias npodosxcumens-
Hocmb mepanuu cocmasuaa 13 mec. Yposernv uneuoumopa k FVIII
cocmasun 0 BE, Ho uepe3 24 1 nocae 6éedenust akmusrocms FVIIT
cuuxcanacs 00 0 %. Omeem na UUT ouenen kak wacmuuHbiii.

Ilocne ommenvr UUT 6vin HazsHauen okmokoe anrvgha 6 npo-
Gunrakmuueckom pexcume 6 doze 50 ME/xe uepes denv, AUKK
UAU Snmaxoe arvgha — no mpebosanuro. IppexmusHocmos me-
panuu y0oeaemeopumenvHas, COCmosiHue pebenKa cmaouisHoe,
ommeuanuch eQUHUYHble CHOHMAHHbIE INU300bl KPOBOMEHeHUI.

C mas 2019 e. mama 604bH020 ommeuaem Hapacmauue 4a-
CcmMombl 3nU30008 CHOHMAHHBIX KPOGOMEUeHUll (eeMamombl, 2e-
mapmpo3wt). Ilpu obcredosanuu Ho8b 0OHAPYICEH UHRUOUMOD
K FVIII, pasnuiii 1 BE.

B cé53u ¢ Hapacmarowum yxyouenuem cocmostus pebenka,
peuuou8amu 2emapmpo3o6 u 2emamom, navueum c aueaps 2020e.
nepeseden Ha HeAKMOPHYIO MePAnU IMULUUIYMAOOM.

Ilocae 66edenus Haepy3ouHoil 003b. 6 meveHUe Nepevix
4 Hedeav mepanuu pebeHoK Obin nepesedeH Ha NOO0ePICUBAID-
wui pexcum smuyusymadba 6 dosze 1,5 me/ke/ned nodkoxucHo.
C nepevix OHell HeghakmOpHOU mepanuu nayueHm noayuaem
UHBEKUUU 8 DOMAUHUX YCAOBUSIX.

Ha ¢one npogpuraxmuueckoii mepanuu 3muyu3ymadbom He
3ape2ucmpupo8ano Hu 00H020 CHOHMAHHO020 KPOGOMeYeHUs 3a
9 mec Habaro0eHus.

B aseycme 2020 e. nposedeno xupypeuueckoe yoaneHue
HOAHOCMbI) — UMHAGHMUPOBAHHOU — UEHMPAAbHOU — BEHO3HOIL

Cxema KAuHU"ecK020 cayuas

» lemapTpo3 KONeHHOro cycraBa
» lemapTpo3 roneHocTonHoro cycraBa
* MNpodunakTnyeckasn Tepanusi
» OBHapyxeH nHrnoutop k FVIII,
pasHbIn 30 BE, yepes 11 gHewn Tepanun

» FlemaToMa NpoMexXHOCTH, rocnuTanu3auus
* YcTaHoBneHa nopT-cuctema
* Ctapt AT (TypokTokor anbda)

nopm-cucmemot. Xupypeuueckoe emeuiamenscmeo 0vlio npoge-
deno Ha caedyowuil 0eHb nocie o4epedHoil NAAHOB0U UHBEKUUU
amuyusymada. JonosHumenvHol eemocmamu4eckKoll mepanuu
He nompebosanoce. Teuenue nocaeonepauuoHHo2o nepuoda 6e3
OCAOJCHEHUIL, NPU3HAKO08 KposomeueHus He Obiro. Ilayuenm
6 meuenue 10 Oweli Habawdancs 6 cmauuonape, 3amem Obin
svinucan. Tepanus amuyuzymadbom npoooasCceHa 8 NpedcHeM
pexcume. YoaneHue weoe no mecmy JHcumenscmea maxice npo-
w0 6e3 0CA0NCHEHULL.

O0cyxnenne

ITepBoie 50—100 mHel BBemeHMS IIperapaToB 3aMECTH-
TeJIbHOU (haKTOPHOI Teparuu SIBISIOTCS CaMbIMU OTTACHBIMU
C TOUKU 3peHUsT pa3BUTUSI MHTUOUpYIolux aHtutea Kk FVIII.
B 3TOoT nepuoa HeoOXOAMMO TIHIATEJIBHO OTCIEKMBATh CO-
CTOsSIHUE TMauueHTa, 3(hGEKTUBHOCTh FTeMOCTaTUYECKOM Te-
panuu, YUcJIo CIIOHTAHHBIX KpoBOTeueHuli. B mpencraBieH-
HOM HaMM CJlydae UHTMOUPYIOIINE aHTUTEeIa OOHAPYXEHBI
Ha 11-i1 genp BBeneHus npernaparta FVIIIL. I[Momweitka UUT
He MpuBea K ycrexy 1 uepe3 5 Mec Iocje ee MpeKpaiieHust
BHOBb BbIpoC ypoBeHb MHruouropa k FVIII u yyactunuce
CMOHTaHHbIE KpoBoTeueHMs. Kpome Toro, Tepamnusi pedGeH-
Ka OCJIOXHSUIACh BbIpaXK€HHbIMU TTPOOJIeMaMi C BEHO3HbIM
JIOCTYIIOM, KOTOpPbI€ HAYaJIUCh C TEPBBIX MECSIIEB TepaIuu.
DMUAIIM3yMa0 MMO3BOJIMII PEIIUTh KaK IIPo0JIeMy ITOTHOLICH-
HO# IpoGMIAKTUKH (3a 9 Mec HAOIIONCHNS He OBIIIO CITOH-
TaHHBIX KPOBOTCUCHMIT), TaK M TIPOOIEMYy BEHO3HOTO IOCTY-
na. Beicokast appekTuBHOCTb SMULIM3YMaba Mmo3BoJinia 6e3
JIOTOJIHUTEJIbHOM TeMOCTaTUYEeCKON MOMAEPKKU IPOBECTU
ylajJieHUe TOJHOCTbIO HWMILIAHTUPOBAHHOU LIEHTpaabHOM
BEHO3HOM MOPT-CUCTEMBI U OOOWTHCH 0€3 OCIOXKHEHUM
B MOCJIEOIEePALlMOHHOM TIePUOJIE.

* [emaToma AsrogM4HoOM obnacTu, rocnuTanusauust

* PeunavBbl KpOBOTEYEHUI, FEMapTPO30B
* [MoBTOpPHOE NOSIBNEHUE UHIMOUTOPA

k FVIII, paBHoro 1BE
{2020)

2019

;2017‘ @
o\

» Kedpanorematoma npu poxgeHuu.
YposeHb FVIII 0,1 %
* Ds: remocounus A, Tspkenasa doopma

* CUHKONAnNbHbIXA NPUCTYN NPU BBeAEHUU
TypoOKTOKora anbca Ha hoHe ocTpon
pecnupaTopHOW BUPYCHOM MHdEKLMN

* [NoBTOpPHBLIA CUMHKOMNANbHbLIA NPUCTYN
npv BBeAEHUUN TYPOKTOKOra anbda

* UHdmuympoBaHMe NopT-CUCTEMBI, €€ yaaneHue

» YcTaHOBKa LieHTPanbHOro BEHO3HOrO KaTeTepa, HeyAa4yHo

 YcTaHoBneHa nopr-cucrema

* T npekpalleHa, YaCTU4YHbIN OTBET

_/

* HasHayeH amuumnsymad

* 0 KpoBOTEUEHUN B rof

» YaaneHa noprt-cuctema,
6e3 ocnoXXHeHun
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Poccuiickuii xypuana JETCKOM TEMATOJIOTUY u OHKOJIOTUU

Onbim npuMeneHud amuyusymaba y pebenka ¢ maxenoi popmoil
UHrubumopHoi remocunuu A u 3ampyAHeHHbIM BEHO3HbIM A0CMYNOM

B.1O. Iletpos, B.B. Baosun, 1.H. JIaBpeHTheBa
T'bY3 «Moposzosckas demckas 20podckas KauHuveckas 6oavHuya lenapmamernma 30pasooxparerus 20pooa Mockeéwvr» ;
Poccus, 119049, Mockea, 4-1i Jlobpvinunckuii nep., 1/9

BBenenue

Jlo HegaBHETo BpeMeHU Teparusi reMo(uInu A IpoBOIM-
JIach TOJILKO IMMyTeM BHYTPUBEHHbIX UH(DY3uii. [1pu onpenene-
HUM UHTUOUTOPHBIX aHTUTEN K pakTopy (F) VIII u HazHaye-
HUIO Tepanuy MHAYKIMU UMMyHHOIT TonepaHTHocTh (MUT)
yacToTa BHYTPUBEHHBIX BBeIEHUII 3HAYMMO Bo3pacTaeT. B To
K€ BpeMsl, 1o JaHHbIM oTyeTa LleHTpabHOTro Hay4yHO-HcClie-
JIOBaTEIbCKOI0 MHCTUTYTa OpraHu3alvu UM WHbOopMaTh3a-
LMK 30paBooxpaHeHust MuH3apaBa Poccuu, noist 60JbHBIX
C 3aTpyOHEHHBIM BEHO3HBIM JOCTYyNoM coctasisieT 12,9 %
BCeX MalLIMEHTOB C TsDKeJIoi remodunueii A [1], yTo sBaseT-
¢Sl BTOPOI 110 3HAYMMOCTH MPUUMHOM OTKa3a OT Mpoduiak-
TUYECKOU Tepanmuy U 3HaYUMO OTPaHUYMBAET BO3MOXHOCTU
JiedyeHus [2].

Hamu mpeacraBieH KIMHUYECKUI Cydail MpUMEHEHUS
aMUIIM3yMaba y naluueHTa ¢ UHIMOUTOPHOI (hOpMOil reMo-
¢unun A 1 HEeBO3MOXHOCTBIO MpoBeaeHus Ttepanuu UUT
B CBSI3U C 3aTPYAHEHHBIM BEHO3HBIM JOCTYTIOM.

Onucanne KJIMHAYECKOTO CITy4ast

Iauyuenm K., 2016 2.p., eénepsvie nonas nod nabawoenue
6 6ospacme 7 mecsauyes, Kozda pebeHOK cman OecnoKoliHbiM,
podumenu 00OpaMuAU GHUMAHUE HA 0ZPAHUYEHUE OBUNCCHUs.
ae6otl Hoeu. [leped noseaenuem xncanob nayuenm ynain ¢ 6bico-
mot 40 cm. Pooumenu obpamuaucy 3a HeOMAOICHOU NOMOULBIO
6 mpasmamonoeuueckuit nynkm. Ilpu penmeenonoeuueckom 00-
c1e008aHUU UBMEHEHULl 8 CYCMABax He 00HapyiceHo. B meuenue
CYMOK nociae 00paujeHusi Hapacman Omex 1€6020 K0AeHHO20 CY-
cmasa, 0gudiceHuss 6 cycmaege Obial 02PaHu4eHbl, pe3Ko 6oae3-
HenHbl. Podumenu camocmosmenvho o6pamuiuce 3a HOMOUbIO
8 Mopo306ckyro 0emcKyr 20po0CKYI0 KAUHUYECKYH O0AbHULY.

U3 anamunesa uzgecmuo, umo npu poxicoeHuU ommeuanrdaco
Keghanroeemamoma. Jeaxcovl npu e3snmuu Kpoeu u3 natvud
KposomeueHue npodoaxcaiocs ¢ meuerue cymok. C eo3pacma
5 mecsyes, Koeda pebeHoOK cman akmueHo NOA3AMs U NbLMAMbCs
6CMAMb HA HOJNCKU, POOUMENU OMMeHanu NoseAeHUe 2eMAamom
Ha mene. Hacaedcmeennviii anammes e omseoujen.

Ilpu obcnedosanuu pedenxa obnapyxcen yposens FVIII,
pasnwiii 0,5 %.

Ha ocnosanuu kaunuueckux, aHamHecmu4eckux u 1abopa-
MOPHBIX OAHHBIX NAUUEHMY YCMAHO08AeH 0UaeHo3: eemModuaus A,
msaxcenras opma. Yuumoleas yice ceeputusuIuiics nepeblii snu-
300 eemapmposa, pebeHKy 0bi10 peKoMeHO08aHO npogedenue 3a-
mecmumenvroi mepanuu kKouyeumpamom FVIII no 50 ME/ke
Kasicovle 2 OHA 8 NPOPUAAKIMUHECKOM pedcuMe.

B aseycme 2017 e. 6 6o3pacme 1 eoda npu nianogom 00-
cnedosanuu y pebeHka enepevle evisieae uneubumop k FVIII,
pasnblii 3,4 BE/ma. B céa3u ¢ amum mepanuro KOHUEHmMpamom
FVIII pewero ommenums u Ha3HaA4umob npenapamol WyHmupy-

toweeo deticmeus (ITILL]): aumuuneubumopHbvlil KoacyasHmMHblll
xomnaexc (AUKK) 6 npogurakmuuecikom pexcume u 3nmaxoe
anvgha 6 pedcume no mpeboeanuio.

Ha gone mepanuu ¢ 2018 no 2019 2. ommeuanuce mHoxice-
cmeeHHble INU300bl KPOBOMEHeHULL: eeMamombl MAKUX MKA-
Hell KOHeyHoCmel U MyA08Uwa, KpoBOMeYeHUs U3 CAUZUCIbIX,
HeCKOoAbKO 3NU30008 2eMapmpo308, noyeuHoe KpogomeueHue.
Peuudusupyrowue cemapmpo3vl npusesu K HopMUpPOBaAHUO
CYyCmago8-muuleHeil: neeblli 201eHOCMONHbL, AeBblll KOAeH-
HblLil cycmassl. B cpednem pebenok neperocun do 30 3nu30006
KpogometeHuil 8 200, 045 KYNUPOBAHUS KOMOPbIX NPUMEHSACS
AHUKK 6 doze 50 EJl/ke na 1 eéeedenue 2 pasa 6 OeHb 6 meueHue
5—7 Oueil Ha snu300 KposomeueHus, ¢ MUHUMAAbHBIM PeK-
mom. B cesa3u c amum 6 urone 2019 2. npunsmo peuterue nepege-
cmu pebeHKa Ha Mepanuro npenapamom dnmaxoe aibgha 6 0ose
100— 120 mxe/ke na 1 6eedenue 6 npoghurakmu1eckom pexscume
1-2 pasa 6 denv. Hecmomps na nposodumyro mepanuro, y pe-
OeHKa npo0oadcaiucy CHOHmMaHHvie Kpogomeyenus. M3-3a exce-
OHEeBHbIX BHYMPUBEHHBIX UHGPY3UL B03HUKAU NPOOAEMbI C BEHO3-
HbIM QOCYNOM, YMO 02paHu4u8ano nposedenue mepanuu MUT.

B cea3u ¢ neagpgpexmusrnocmoio I u HeeozmoncHocmoio
nposedenuss MUT ecaedcmeue 3ampyoHenHo20 6eHO3H020 00-
cmyna, npuHAmo peuleHue nepesecmu pedeHKka Ha Hepakmop-
HYH npo@uUAAKMUYECKYH0 Mepanuro dSMuyuzymadom. B cenms-
ope 2019 e. pebenky nauama mepanus 6 cmaHoapmuoil 003e
6 pexcume 1,5 me/xe 1 paz é Hedenro noOK0ICHO nocae nposede-
HUS Ha2PY3KU.

3a 14 mec mepanuu s3muyuzymMabom He 3apecucmpuposaHo
HU 00H020 CHOHMAHHO20 KposomeueHus. Kpome moeo, Ha ¢hone
mpasm (ywub 16a u npasoeo 204eHOCMONHO20 CYCMAasa) eema-
momul He QopMUPOBAAUCH, OONOAHUMENbHAS 2eMOCMAMUYECKAs
mepanus He nompedo8aIachy.

B okmsabpe 2019 e. pebenok obpamunci ¢ Mopo3oeckyro
0emcKy0 20po0CKYI0 KAUHUYECKYH OOAbHUUY C HCanr00amu Ha
0016 6 1e60ll pyKe nocie nadeHus ¢ ynopom Ha pyky. B cessu
¢ nodo3penuem Ha nepeaom pyKu 0OHOKPAMHO 86e0eH SNMAK02
anvgha 6 doze 90 mke/ke. Ha penmeenoepamme kocmeii ne6oi
6epxHell KOHeYHOCMU KOCMHO-MPASMAMU4ecKux UsmeHeHUil He
eviseaero. llpu ocmompe 8pavom-mpasmamono2om yCmaHo8aeH
duaeHo3: nocmmpasmamu4ecKuil no08bvleUX Ne60ll NY4eB0il Ko-
cmu, npogedero enpasaerue nodevleuxa. bonesoil cunopom Ky-
nuUpoeaw, eemamoma He 06paz08anacy, ONOAHUMENbHOO 8gede-
HUS 2eMOCMAamMuU4ecKux npenapamos He nompeb08anoch.

B Hacmosuwee epems pebeHoK npodoadcaem noay4ame npe-
napam smMuyu3ymMad 8 00bIYHOM NPOPUAAKMUYECKOM pedcuMe.
B nepuoo c okmsobpa 2019 e. no cenmsabpy 2020 e. 3nu30006
KposomeueHusi y 00AbH020 He 3apeeucmpuposaro. Pooumenu
U nayueHm omMme4arom 3HA4UMeNbHOe NOB8bllleHUe Ka4ecmeda
JCUBHU HA HeghakmopHoll mepanuu cemopuauu A.
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Oo0cyxnenne

3aTpyIHCHHBIM BEHO3HBIM TOCTYIT SIBJIICTCS OOHUM U3
OCJIOXKHCHMI Tepanny, ¢ KOTOPBIM IIPUXOINUTCS CTAIKUBATh-
Cs1 Bpauy-reMaroJiory npu Jie4eHU MaluueHTOB ¢ reMOpUIN-
eif A. Hamr ompIT TToKa3bIBaeT, YTO YCTAHOBKA ITOTKOKHOTO
BEHO3HOTO TIOPTa MMEET BBICOKWI PUCK WH(EKIIMOHHBIX
OCJIOXKHEHMI, 9YTO TpeOyeT IePeyCTAaHOBKM CUCTEMBI, TOTTOJ-
HUTEIbHBIX MHBA3WBHBIX BMEIIATEIbCTB, UYTO ITPOBOIUPYET
IOTTOTHUTENIBHBIC 33006 KPOBOTCUCHU 1, TaKUM 0Opa-
30M, PUCKHU OT YCTAHOBKM ITOIKOXXHOTO BEHO3HOTO ITOPTa 3a-
YacTyIo BBIIIE, YeM I10JIb3a ISl peOeHKa. MUpOBEIe JaHHEIC
TaKKe ITOKa3bIBAIOT 00Jice BHICOKHMIT PUCK MH(MDEKIIMOHHBIX
OCJIOXKHCHHUI y TIeAMAaTPUUICCKUX TAIIMEHTOB C CHCTEeMaMK
IEeHTPaJIbHOTO BEHO3HOTO AoCTyma [3—5].

Cxema KAUHU"eCcK020 cayuas

* BoisiBneH nHruéurtop K FVIII,
paBHbIV 3,4 BE/Mn
* Mpodmnaktuka AVKK,

IlosiBneHue BBICOKO3((PEKTUBHOIO IIperiapata C IIOJI-
KOXXHBIM PEXXMMOM BBEJEHUS MO3BOJISIET MPOIOJIKUTh TEpa-
nuio pedeHka ¢ reMopuiInein 6e3 T0MOTHUTEIbHBIX PUCKOB,
CBSI3aHHBIX C UTHBa3MBHBIMU METOIMKAMMU.

Kpome Toro, mpeactaBieHHbI KIMHWYECKUM clydait
JIEMOHCTPUPYET BBICOKYIO 3(D(MEKTMBHOCTh 3MUIM3yMada
y pebeHKa ¢ TsoKesoi (popMoit TeMoGUIny A I THTHOMPYIO-
My antutedaMu K FVIIL. DMutm3ymat mo3BoII IpenoT-
BpaTUTh CTIOHTaHHbIE KpoBOoTeueHus. He 3apeructpupoBaHo
HU OIHOTO 3IMHM30[a reMapTpo3a. DMUIM3YMad 00eCcTemia
JIOCTaTOYHBINA reMocTa3 [Jis TOTO, YTOObI Ha (POHE JIETKMX
TpaBM HE BO3HUKAJIO KPOBOTECUECHMUIA.

* 3aTpyaHEeHHbI BEHO3HbIN JOCTYN

* UUT npoBecTn HEBO3MOXHO

» HazHauyeH amuumnsymad

» BbiTOBbIE TPaBMbI 6€3 remaToM
 MoaBbIBUX NEBO Ny4eBOW KOCTH,

7 Mecsaues anTakor anbda no Tpe6osaHmnio OfHOKpaTHOe BBeAeHMe anTakora anbga
2016 2017 2019 {2020)

* YpoeeHb FVIII 0,5 %
* Ds: remoounuga A, Tskenas dopma
* MepBbIf 3nn3op remapTpo3a nocne TpaBMbl

* lo 30 KpoBOTEYEHUI B roa
* dopMupoBaHUe CycTaBOB-MULLEHEN:
JNeBbIV rofieHOCTONMHbIN, NEeBbIN KONEHHbIN

» 0 KPOBOTEYEHWUI B rof,
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NMpumenenue amuyusymaba ana npohunakmuyecKoil mepanuu y nayueHma
¢ aHathunakmuyeckol peakyueil Ha nepsoe BeefieHue KoHuenmpama tpakmopa Viil

E.E. 3unnna, O.B. Cnmyak
BY XMAO — FOepuvr «Husicnesapmosckas okpyjcHas KauHu4eckas 0emckas 00AbHUua»;
Poccus, 628609, Xaumoi-Mancuiickuii asmonomubiit okpye — FOepa, Tiomenckas obaacmo, Hudicnesapmosck, ya. Ceséepnas, 30

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

—\J

+ ®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

1l KTUHUUecKoil npakmuxu

CrennanbHblii Beiyck. Temogunus A: 6vi306v1 peanvho

—
=}



il KTUHUUecKoil npakmuxu

CrenyanbHblil BbITycK. Temodunus A: évi306vt peanvho

[\®)
o

Poccuiickuii xypuana JETCKOM TEMATOJIOTUY u OHKOJIOTUU

CnomxHocmu BeeHuda nayuenima ¢ remogunueil A u anajpunakmuyeckumu
peakyuamu Ha npenapambl hakmopa VIIl u npenapambl WyHmMupyouiero peiicmaus

T.A. Aunpeena, 1. A. Jlappuuenko, O.A. KpanieHUHHUKOBA
Topodckoii uenmp no aeveruio 60avHbix 2emopuaueii CII6 I'BY3 «lopoockas noaukaunuka Ne 37»;
Poccus, 191186, Cankm-Ilemep6ype, ya. lopoxosas, 6a

BBenenue

B Hacrosiiee BpeMst 3aMecTUTeIbHasl Teparusl mpernapa-
tamu (akropon (F) VIII u IX B TeueHne Bceit XKU3HU SIBJISI-
€TCsSI OCHOBHBIM TepareBTUYECKUM MOIXOAOM MPU JICYCHU N
remopunuu A u B coorBeTcTBeHHO. OTMEUEHO, UTO aHa(pu-
JIaKTUYeCcKue peakuuu Ha KoHueHTpatbl FIX y manueHToB
¢ remoduaueil B vame accoumupoBaHbl ¢ pa3BUTHEM WH-
rubupylomux antTutena [1]. AHapunakTuueckue peakuuyd Ha
npenapatsl FVIII y nmauueHToB ¢ remodunneii A SBIsIIOTCS
peoKUM U MeHee M3YYeHHBIM siBJIeHHWeM. B ucciemoBaHUM
S.A.L. Montalvéo et al. ykazano, 4ro 3 (0,9 %) u3 322 na-
LIMEHTOB ¢ remModuineil A pa3BUIu aljiepruuyeckue peak-
uuu npu npumeHeHuu npenaparoB FVIII [2]. B nurepaty-
pe BCTpedvaroTcsl MyOoJMKalMM O cllydasix aHauaakCUuu Mmpu
MPUMEHEHUM KaK KPUOIPELIUMIIUTaTa, TaK U IJIa3MaTUIECKIX
n pekomMOuHaHTHBIX TiperapatoB FVIII [3—6]. Mexanusm
aJUIepruyecKux peakiinii moka HesiceH, HO IPOBEIeHNEe CTaH-
IApTHOM TEpariMu, B TOM YUCJIE U UHAYKIUA UMMYHHOM TO-
JIEPaHTHOCTH, CTAHOBUTCS MPOOJIeMaTUYHBIM [7].

Hamu mnpencraBieH KIMHUYECKUIA Ciaydail mManyeHTa
2010 r.p. ¢ TKenoit ”HTMOUTOPHOM (popMoii remodunu A,
OCJIOXKHEHHOIN TeMO(UINUYECKO apTporaTueil KOJeHHBIX,
TOJIEHOCTOITHBIX U JIOKTEBBIX CYCTaBOB M aHADUIAKTUIYECKU -
MU peakumsimu Ha nipernapatbl FVIII, snTakor aabga u aHTu-
MHTMOUTOPHBINM KoaryassunmoHHbIN KoMmrieke (AMKK).

Onucanne KIMHHYECKOTO CJIydast

Ilepsoe cemoppacuueckoe nposeaenue y nayueHma Habaw0-
danocv 6 2010 e. 6 6o3pacme 2 dueil (6 poddome, Ko2da nocae
nposedeHUs GHYMPUMbBIUEHHOU UHBEKYUU chopMuposaracs oo-
WUPHAS 2eMamoMa MAeKUX MKaHell 8 001acmu 1e601l 5200U4HOl
moiwypt). Tlayuenm oObin eocnumanu3uposan 8 UeHmpanbHyH
DPailoHHY0 00AbHUYY, 20e 8 meyeHue Hedeau eeMamoma camo-
CMOAMenbHO KYNnupo8andacs.

Cnycms 2 mec, 6 dekabpe 2010 e., noemopHas eocnumanusa-
YUs 8 C83U ¢ KposomeueHuem nocie npouedypul 63mus Kposu
u3 naavya, Komopoe npodoadicanocy  meuerue 2 4. Kpome moeo,
npu ocMompe 8bl181eHA 2eMAMOMA MbLAbHOU NOBEPXHOCMU /e~
6oil cmonwt. Obuuil ananu3z Kposu 6e3 uzmeHeHuil (2emoeroou —
124 2/n, spumpovuumer — 4,2 x 1072, mpomboyumosr — 554 x 10,
aetioyumot — 8,8 x 10°), yposenv FVIII cocmasun menee 1 %.
Ilo pezyabmamam KauHUKO-1a60pAMOPHBIX OAHHBIX YCMAHOB-
nen duaenos: eemouausn A, maxceras gopma. Ilposodunrace
mepanus okmokozom anvha (Koeeneiim® ®@C) 500 ME/cym
6 meuenue 3 oneil. Cocmosinue pebenka cmaduAu3Uposanocs,
BbINUCAH C YAYHULCHUEM.

B meuenue 2011 e. cocmosnue pebenka ocmaganocs om-
HOCUMENbHO CMAOUAbHBIM, HAOAHOAAUCH 2eMAMOMbL KOJICHbIX
NOKp0608, 08axNCObl 20CNUMANU3UPOBAACS NO N0B0DY KPOBO-
meueHus u3 pazpwvlea y3oeuxu eepxueil yovl. B cés3u ¢ Heboab-
Woil 4acmomoil KpogomeueHulli U KpatiHe NAOXUM BEHO3HbIM

docmynom npoguiaKkmu4eckas mepanusi He HA3HAYAAACD,
3amecmumenvHas mepanus NposoouAacb no mpe6o8aHuIo
oKmokoeoMm anvgpa 8 doze 500 ME/cym.

C 2012 2. cocmosiHue pebenka npoepeccusHo yxyouiaemcs,
yacmoma kpogomeuenuil ygeauyuaacs 0o 10 snu30008 é 200.
B nepuoo ¢ gespana no urav 2012 e. mpuxicosl eocnumanu-
3upyemecst o nogoody NOCMMpPABMAMUUECK020 KPOBOMeEUeHUs
A3bIKA, OOWUPHOU 2eMamombvl Npasoil CMonbvl U OOUUPHBIX
MENCMbLULEHHBIX 2eMAMOM 1e801L 201eHU U Ne6020 naeua. Tepanust
nposodunacs 0Kmokoeom anrvga é aeuebroii dose 1000 ME/cym.
Jloza npenapama 6vina yseauvena 68udy moeo, 4mo npesic-
HAA 003a 0Ka3bleana HedoCMamouHblil KAUHUYeCKUil 3¢gexm
npu Kynupoeanuu Maccuenvix kpoeomeuenui. B urone 2012 e.
COCMOSIHUE OCAOICHUAOCH NOCM2eMOPPALUHECKOll aHemuell nee-
Kot cmeneHu: eemoenobun — 105 e/a, peppumun — 2,00 ne/mn
(Hopma — 16— 160 ne/mn).

C yuemom yeeauueHus: 4acmomol 3NU30008 KPOBOMEUEHUL
nayuenm Ovin nepeseder Ha NPOYUAAKMUHECKYIO MEPanuio 0K -
mokoeom anvgha é dose 500 ME/cym 2 paza 6 nedearo.

Hapacmanue 20006011 yacmomot Kkpogomeueruil u Heapgex -
MUBHOCMb CIMAHOAPMHOU 2eMOCMAMUYECKOl mepanuu no360-
AUAU 3an0003pUums pazeumue uneuodupyrouwux anmumen k FVIII,
u 6 aumeape 2013 e. eviaeaen uneudbumop x FVIII ¢ mumpe
15 BE. Ilayuenm nepeseden na mepanuio no mpedo8aHuio
anmakoeom anrvgpa 6 doze 90— 120 mke/ke 6 3asucumocmu om
msxcecmu U A0KAAU3AUUU KPOBOMEHEHUSI.

B meuenue 2013 2. eo3pacmaem KoAUHECMB0 20CHUMA-
auzayuit — 0o 9: 2 Obiau C6A3aHbI ¢ NOCMMPAGMAMUYECKU -
MU eemamomamu, 2 3NU300a 2emMapmpo3a Npagoeo KoAeH-
Hoeo cycmasa u 1 5nu3z00 eemapmpo308 000UX KOAEHHbIX
cycmaesos, 1 5nu300 eemapmpo3za npagoeo 20AeHOCHONHOZO
cycmasa, 3 20cnUmMaiu3auuu 8 Cés3u ¢ YyCMaHo8Kol nepuge-
PUMECKU UMNAAHMUPYEMO20 UEHMPAAbHO20 8CHO3H020 Kame-
mepa (L[BK) “Groshong 3F” u eo3nuxkwumu 0ca0dcHeHUIMU
npu eeo sxcnayamayuu. Jleaxcovt npogodusacey 3amena Kame-
mepa, u 6 cenmsaope 2013 e. IIBK 6vi1 yoanen. Boiseaena nocm-
2emMoppazu4ecKas aHemusi maxiceaoil cmenenu (eemoznooun —
92 2/n) u Hapacmanue mumpa uneubupyrouux aumumen k FVIIT
do 28 BE. Jlns kynuposanus Kkposome4eHUil NPUMeHsACS INMa-
Koe anvgha 6 doze 90— 120 mke/ke 0o 4 unsexyuil 6 Ccymxu.

Cnedyem noduepknyms, 4mo nepewlil dnuU300 eemapmpo3a
KOAeHHO20 cycmasa 0bin 3ape2ucmpuposan 8 eospacme 3 nem.

B meuenue 2014 o. ommeuaemcs OdanvHelluee npoepec-
cuposaHue 3abonesanus: 0o 2—3 3nuU30008 CHOHMAHHbIX
KpoBomeueHuil 6 Heoenlo, GKAIYAS 2eMapmpo3bl KOAEHHbIX
U 20A1€HOCMONHBIX CYCMABO8, MHONCECEECHHbIE NOCMMPABMA -
muyeckue eemamomovl 0ayce NPU He3HAYUMENbHbIX OblMOEbIX
mpaemax. B ceéa3u ¢ medocmamouHoil KauHu4eckou s¢hgper-
MUBHOCMbIO NPEnapama 3MmaKoe aibgha nayueHm nepeseder
na mepanurwo AUKK 6 peucume npoguraxkmuxu — 1500 EJ
3—4 pasa 6 nedenio.



Poccuiickuii xypruan JETCKOM TEMATOJIOTUY u OHKOJIOTUU

B Hosope 2014 2. npu nposedenuu mepanuu AUKK no no-
6800y NOCMMPABMAMUUECKOU 3A0PIOWUHHOL 2eMamoMbl pa3-
sunace anapurakmuueckasn peakyus. Ilpu nonsimke 3amensl
mepanuu Ha npenapam s3xkmakoe asvgha (HoeoCreéen®), pasz-
sugaemcs N08mMopHas anagurakmuueckas peakyus. Tepanus
OMMeHeHa, OKA3AHA HeOMA0CHAS NOMOUWb, AeueHue npodo-
JCEHO npenapamom mpauexcamosgas kucioma. Tak kax an-
makoe arvgpa u AUKK npumensmo He npedcmaensnoce 03-
MOJICHBIM 8BUDY AHADUAAKMUHECKOU DeaKyuu 8 aHamHese,
Obln HA3HAYeH PeKOMOUHAHMHbBLIL npenapam 3-20 NOKOAeHUS
(Adseium®) ¢ doze 100 ME na ke maccor mena 6 cymku, 00Ha-
KO KAUHU4ecKas sghghpeKxmusHocms OAHHOU mepanuu 0Ka3anacs
Hedocmamo4Hol.

B nepuod ¢ 2015 no 2019 e. ommeueno nHapacmanue Koau-
yecmea eocnumanusauuit — om 7 paz 6 2016 2. do 9 ¢ 2018 e.,
a makoce yGeAUMUAACh NPOOOAACUMENbHOCMb NPeObl@aHUs
6 cmayuornape ¢ 10 do 68 dneil. OcHO8HOU NPUHUHOL 20CNU-
manuzayuu (0o 90 % cayuaes) 6viau peyudugupyioujue cnoH-
MaHHble 2eMapmpo3sl KOAEHHbIX, 201eHOCMONHbIX U N0KMme-
8bIX CYCMABOB, 4 MAKICE NOCMMPABMAMUYECKUL 2eMAPMPO3
npaeoeo Ay4e3ansicmHo20 CyCmaga, 2eMamypusi U Maccughoe
KpogomeueHue u3z AyHKU 3y0a npu Qu3uoi02utecKkom npope-
sviganuu 3y008. Tump uneubumopa x FVIII koaebancs om
5 0o 40 BE. Ilpu nposedenuu mecma 0e2paHyAsiyuu My4HbIX
KAeMOK Bbl6AeH NOA0ICUMENbHBLI Pe3YAbMam Ha éce npena-
pamuvi 3amecmumenvroii mepanuu (KoaeuaVII®, HogoCreen®,
Deiiva®, Adseiim®) om carabonosoxicumensbHo20 00 pe3Ko no-
A0ocumenvrno2o. B cesazu ¢ mem, umo na AUKK ommeuanacw
CAA00N0A0ACUMENbHAS PEAKYUsS 0eeDAHYAAUUU MYYHbIX Kae-
MoK, 8 danbHellulemM mepanus 8 IKCMPEHHbIX CAYHAX NPOBO-
dunace 6 pexcume no mpebosaruio AUKK 6 doze 100 ENl/ke
2 paza 6 cymku Ha (poHe npemeduxkayuu npPeoOHU3010HOM.
Temogpuauveckas apmponamus KpynHwlx cycmasog 0ocmue-
Aa MANCEN0lU CMeneHU ¢ NOCMOAHHbLIM 001e8biM CUHOPOMOM
u oepanuveHuem obsema dsudxcenuil 6 cycmasax. Ilpu ocmo-
mpe ommeueHo YKopoueHue Ae80ll HUJCHel KOHeUHOCMU Ha
0,5 cm.

B c653u ¢ msaxcenoil eemoguauueckoll apmponamueil, oc-
A0CHAIOWEU COCMOsIHUE pebeHKa, HenpepbleHbIMU PeyuousU -
DPYIOWUMU 2eMapmpo3amil, 4acmuiMu dnU300amMu nOCmMmpag-
Mamuueckux KposomeveHull, accoyuupo8aHHbIX C BblCOKOIL
aKmMueHOCMbl0 NAYUeHma U He803MONCHOCIbIO NPOBOOUMb
adeKeammuylo mepanurd U3-3a aHAQUAGKMUYECKUX DeaKuyull
Ha @ce npenapamol WLYHMUPYIOUE20 MeXAHU3MA Oellcmeus
(IIII]]), omcymcmeuem 6eHO3HO20 O00CMYNA U HEBO3MOJUC-
Hocmblo  nosemopHoil  ycmanosku L[BK  (unguyuposanue
u mpomouposarue npu npedviOywux HONbIMKAX), 8 HOsOpe
2019 e. 6oabHOIll nepeseden Ha HeaAKMOPHYH NpoduUAaKmMU-
uecKy mepanuro npenapamom smuyuzymad. Ha momenm na-
uanra mepanuu smuyuzymadbom yposerv ureubumopa k FVIII
cocmasasin 10 BE.

Ilocae 66edenus Haepy3ouHoil 003bL 6 meyveHUe NepPevix
4 Hedenw pebenok nepeseden Ha pedcum esedenus 1,5 me/ke 1 pas

6 Hedento nodkoxcro. Ilpu nepeom eedenuu smuyusymadba om-
Meuanacs moveuHas sunepemus 8 mecme yKoaa, Komopas Kynu-
P08ANACH CAMOCMOSMENbHO.

B dexabpe 2019 . npogedero ydarenue 2 nudxcHux 3y608 no-
cAe NAaHO0B80U UHBeKUUU Imuyuzymada. JonoanumenvHoll eemo-
cmamuueckoll mepanuu He nompeb08anoCs, KpogomeueHue He
Pa3eunoCh.

B utone 2020 e. peberok ynan ¢ evicomout ceoe2o pocma. Bos-
HUKAU NOBEPXHOCMHbIE IKXUMO3bL, KOMOPble PACCOCAAUCH CAMO-
CMosimenbHo, OONOAHUMENLHOU 2eMOCMAMU4ecKoll mepanuu He
nompeb08anocey.

3a 10 mec HabarwOeHus HU 00HO2O CHOHMAHHO20 KPOBO-
meyenuss U SnuU300a 2emMapmpo3a He 3apecUucmpupo8aLo.
3a amo epems bvlaa mpasma nanvyes nPagoli KUCMu (Npuwemu
deepvio), KposomeueHue He pPA3GUAOCH, 20CHUMAAU3AUUU
U OONOAHUMENbHOU 2eMOCMAMU4ecKoll mepanuu He Nompe606a-
aocs. Omcymemayem 004€60i CUHOPOM, paHee CONPOBONCOA8-
wuii pebeHKa noCMosHHO. SHAYUMENAbHO YAYHUUAOCH KAYEeCH B0
JHCUBHU, NAYUEeHm, KOMOPbLl OOAbULYIO YACMb JCU3HU NPOBOOUN
Ha 00AbHUYHOU KoliKe U HuKoeda He xodua 6 wikony, ¢ 2020 e.
cman nocewames 00We00paA308aMeNbHYI0 WKOAY U Xyoodice-
CMBEHHYI0 WKOLY PUCOBAHUSL.

O0cyxmenne

PasButne marmoupyrommx anturea K FVIII mpamarmye-
CKHM OCJIOXKHSICT TepaITnio MallMeHTOB ¢ TeMobmeit A u cy-
JKaeT BBIOOpP TepaleBTUUECKMX omnumnii. Hammane anagmrak-
tnyeckux peakuuii Ha T/ y Takux OOJIbHBIX UCKIIOYAET
J00YI0 BO3MOXKHOCTD HajbHeIneit teparmmu. [1peacTaBieH-
HBIIT HAMH CIyJail JEMOHCTPHUPYET CIOKHOCTU BEICHUS TIa-
LUEeHTa ¢ UHIMOUTOpHOI (popMoit remoprinumn A u aHapu-
JIAKTUYEeCKMMU peakuusimu Ha mipertapatbl FVIII u TTLHI/I.
B mpencraBieHHOM HaMU ClIydae BUOHO, KaK IOCTTpaBMa-
TUYECKHE KPOBOTEUCHMS B MSITKME TKaHM, IIPCOOIagaloNIne
B TICPBBIC TOMBI XKM3HM PEOCHKA, IMOCTCIIEHHO CMEHSIOTCS
reMapTpo3aMM, KOTOPhIC CTaJIM OCHOBHOI TIPUYMHOI CTpa-
IaHWU TanueHTa ¢ 4—>5-JeTHero Bo3pacra. st KynmupoBa-
HUSI KPOBOTCUCHMI HAM IPUXOOMIOCH IIPOBOAUTH TePATTIO
B KpalfHUX CTy4asiX TOJIbKO B YCJIOBUSIX CTallMOHApPA, TIPUME-
HsIsSl BBICOKME O3bI Ipernapara okKTokor anbga mwim AUKK
¢ TIpeMeArKaIMei TTPeIHN30JIOHOM, TaK KaK B JIIOOOU MO-
MEHT MOTJa pa3BHUThCS (paTaybHas aHapUIaKTUICCKas pe-
akumst. HeBO3MOXHOCTh TIpOBEICHMST aleKBaTHOM Teparrmu
npuBeja K TOMY, YTO peOCHOK BBIHYXICH OBUI COOIIONATh
pPEeXUM Pe3KO OrpaHMICHHON TTOABIDKHOCTH IIJIST IIPEIOTBPa-
meHus KpoBoteueHni. [1podunakTmaeckasr Teparms B T1aH-
HOM cllyyae Oblla HeBo3MOxXHa. [losiBIeHMe sMHUIIM3ymMada
MO3BOJIMJIO HA3HAYUTH TMOJHOLIEHHYIO MPO(MUIAKTAYECKYIO
Teparmio, KOTopasi ITOJTHOCTBIO TIPEAOTBPATHIa TeMapPTPO3BI
¥ CITOHTaHHBIC KPOBOTCUCHUS O3 YTPO3bI pa3BUTUS aHADM-
JIAKCHU TIpU KaxknoM BBeaeHU. ClieayeT IMMOqYepKHYTh, 4TO
KapIWHAJIBHO M3MEHWIOCH KaueCTBO KM3HM HE TOJIBKO TIa-
IIMEeHTa, HO U ero OJIM3KHUX.
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Cxema KAuHu4ecKo2o cayuas

» OGHapyxeH
nHrnéuTop K FVIII

* 2 rocnuTanusaumm
C 3aNn304amMu KpoBOTEYEHMUI
* MpodunnakTnka HeBO3MOXHa| » 5 remapTpo30B
13-3a NyoXoro

BEHO3HOro AocTyna ycTaHoBku LIBK

* 9 rocnuTanusauumn B rog

° Heyﬂ,a‘-lHaﬂ nonbITKa

* YBenuyeHne npoaoKUTENbHOCTH
rocnutanusauum go 68 gHen

* PeungmBupyrowime remapTposbl
BCeX KPYMNHbIX CyCTaBOB

» Femochmunuyeckan aprponarums,
yKkopoyeHue neBor Horu Ha 0,5 cm

* [MonoxuTenbHbIN TECT AerpaHynauum
TYYHbIX KNETOK Ha Bce npenaparbl
3amecTuUTeNnbHOM Tepanum

;201 5\ 60-20\

* 10 annsogoB
KpOBOTEYeHUI B roq

* 3 rocnuTanuaauum

* HapactaHue
nocTremopparnyeckon
aHemun

* [MoCTMHBEKUMOHHAsA remaToma
B Bo3pacTte 2 AHen

* [emaTtoma nocne
MELMNLMHCKMX NpoLenyp

* lemaTtoma cTonbl

* YposeHb FVIII 21 %

* Ds: remocounusa A,
Tshkenasa dopma

« [lo 3 kpoBOTEYEHUI

B Hegento

* AHacdhunakTuyeckas
peakumsa Ha AUKK

* AHachunakTmnyeckas
peakums Ha anTakor
anbda

<,
* HazHayeH amuumnsymad

* 0 CMNOHTaHHbIX KPOBOTEYEHUW
* YaaneHue 3y6a u 6biTOBbIE
TpaBMbIl 6e3 rocnuTanusayum
W AoNosHUTeNbHOMN Tepanum
* OTcyTCcTBYET 60MEBOM CUHAPOM
» Hayan nocewars wwkony
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Pesonoyuda Cosema akchepmos
no Bonpocy nabopamopHoi AUArHOCMUKU Yy nayueHmos
c remothunued A, nonyyarowux npenapam amuyusymab

27 utons 2020 200a 6 Mockee cocmosics OHAGUH-CO6em 3KCNepnios no 0npocy A1abopamopHoll OUaAZHOCIUKU
npu npUMEHeHUU NPenapama Muuu3ymMad y nayuenmos ¢ cemoguaueti A.

B CoBete 3KkcnepTOB NPUHSIIH yIacTHE:
1. Hanexxna ViBanosna 3o3yinsi (mpeacenareib/MoAepaTop) — O0.M.H., 3asedyioujas omoenrom koaeyronamuii OI'BY «HMHUL] eemamonoeuw»
Mumnzdpaea Poccuu (Mockea);
2. Hanexna MsanoBHa KoHSAIMHA — K.M.H., 6pa4 KAUHUHECKOL AA00PAMOPHOL OUACHOCMUKU 0MOeAeHUs PeAHUMAYUL U UHIMEHCUBHOL mepanuu
DI'BY «HMHUI] 2emamonoeuw> Munzopasa Poccuu (Mockea);
3. TaThsina AHZpeeBHA AHIpeeBa — K.M.H., 3agedytoujas 10poockum yenmpom no aeveruro boavhuix eemogpuaueii CII6 I'bY3 «lopodckas noauxau-
Huka No 37> (Cankm-Ilemepoype);
4. Huna ViBanoBHa KnmmoBa — épau kaunuueckoil aabopamophoi ouaenocmuxu lopoockoeo uenmpa no jaeueHuio 00AbHbIX eemoghunuert
CI16 I'bY3 «lopodckas noaukaunuxa Ne 37> (Cankm-Ilemepoype);
5. Oubra AnekceeBHa KpameHMHHHKOBA — 6pay KAUHUYECKOl 1a00pamopHoi ouaeHocmuky [0po0ck02o yeHmpa no AeeHuro 60AbHbIX 2eMoguuer
CI16 I'bY3 «lopodckas noaurkaunurxa Ne 37 (Cankm-Ilemepoype);
6. Annpeii Hukonaesma MamaeB — od.m.H., 3aeedyowuil aabopamopueit namonoeuu eemocmasa KI'BY3 «Kpaesas kaunuueckas 60abHUua»
(bapnrayn);
7. Tarbsna FOpreBna IomstHCKAsT — K.M.H., 6pau-mpasemamono2-opmoned omoeaa eemopunuu u dpyeux koazysonamuii DI'BY «HMHIL] cemamo-
noeuw» Munzopasa Poccuu (Mockea);
8. Bepa Baanumuposna CamoiilieHKo — epau kauHu4eckoii nabopamoproti duaenocmuku I'bY3 «Mopo3zoeckasa demckas eopodckas KauHu4ecKas
obonvHuya Jlenapmamenma 30pasooxpanerus: eopooa Mockewvrs (Mockea);

9. Anekcanap Baamumuposuu IloneraeB — pykosooumenv epynnol KAUHUYECKO020 2eMOCmA3a omoena OUOQU3UKU U CUCIEMHOU 0uoaoeul,
6pay KAUHUMEeCKOU Aab0pamopHoil OUaeHOCMUKY KAUHUKO-OuaeHocmuyeckoil aabopamopuu PIBY «HMHUL] JITOU um. /Imumpus Poeauesa»

Munzdpaea Poccuu (Mockea);

10. Exarepuna DnayaproBna [llunnep — 3agedyrowas omoesenuem eemamonoeuu I'bY3 MO «Odunyosckas oonacmuas 6oashuya» (Mockea);

11. Twmn Kener — pyxosooumens Hayuonanvroeo uenmpa aevenus eemoguauu u Mncmumyma neuerusi mpom6o306 u eemocmasa kaunuxu lleba,
npogeccop Kagedpst cemamonoeuu meouyurckoeo gaxyssmema um. Caxnepa Tenv-Asueckoeo Yuusepcumema (Teav-Asug, Uspauns).

JlexapcTBeHHBIN MpenapaT SMULUM3YMa0, SIBISIOLIUNACS
MUMETUKOM ¢akTopa cBepThiBaHus kpou VIII (FVIII),
Ob11 3aperucTpupoBaH B Poccuiickoit @enepaunu 15 ok-
160pss 2018 . ais mMpUMEHEHUsT B KayecTBe PYTUHHOU
MpodWIAKTUKY B LEJISX TPEAOTBPAlleHUs] UJIM CHUKEHUS
YacTOTbl KPOBOTEUEHUI y MalMeHTOB ¢ reModuauein A
(nHacnenctBeHHblit pedunur FVIII) ¢ uHruburopamu
k FVIII, a 11 nexa6ps 2019 r. — u 151 mallueHTOB C TSIXKe-
noit popmoit remodpriun A (FVIII < 1 %) 6e3 uHruouro-
pos k FVIII.

OMulM3ymMabd BKJIIOYEH KaK B MEXIYHapoAHble, Tak
U B HallMOHAJbHbIE KJIMHUYECKHUE PEKOMEHAAlLMU 10 Jie-
yeHuto remobwinu A. Ha ocHoBaHUM pellieHUsI KOMUCCUU
MunsnpaBa Poccuu ot 07 Hosi6pst 2019 1., peKoMeH10BaB-
et sSMuLM3ymMab K BKItoUueHU10 B «[lepedeHb IeKapCTBEH -
HBIX TMpernapaToB, IMpelHa3HAYeHHbIX s oOecredyeHUs
Jin1, OONbHBIX FreMO(pUINe, MyKOBUCLIMA030M, TUTTODU-
3apHbIM HaHU3MOM, 0oJie3HbI0 [olle, 310KaueCTBEHHBIMU
HOBOOOPa30BaHUSMU TUMMPOUTHOM, KPOBETBOPHON U POJI-
CTBEHHBIX UM TKaHEl, pacCesIHHBIM CKJIEPO30M, JHIL MO-
cJie TpaHCIUIaHTallMM OpraHoB U (M) TKaHei», ¢ 2021 r.
obecrieyeHue MalMeHTOB AMUIIM3YMaboM OyAeT oCylIecT-
BasiITbCs Mo IIporpamme «14 BbICOKO3aTpaTHBIX HO30J0-
THI».

Omuuuzymao, spiassicb mumetukoMm FVIII, BbimosHs -
€T ero (pyHKIIMI0, OMHAKO HE MMEET C HUM CTPYKTYPHOTO
CXOJICTBA U He TpeOyeT aKTUBALlM TPOMOWHOM JJIs Hayajia
paboTel. COOTBETCTBEHHO, J1a0OpPAaTOPHbIE TECThl, OCHO-
BaHHbIE Ha BpeMeHU o0pa3oBaHUsI PUOPUHOBOTO CryCcTKa,
OJIHUM U3 cJlaraeMbIX KOTOPOTO SIBJSIETCSI BpeMsl aKTUBa-
uuu FVIII, npu ucnonp3oBaHuU SMULIM3yMaba OyAyT MpU-
OJIM>XKeHbl K HOPMaJIbHBIM WJIM Jaxe 3aBbilieHbl. Kak cien-
CTBUE€, aKTUBUPOBAHHOE YAaCTUYHOE TPOMOOIIACTUHOBOE
BpeMst (AYTB) u pe3yabTaThl OCHOBAHHBIX HA HEM aHaJM-
30B — KJIOTTUHTOBbBIE TECThI IJIsI ONpeaeaeHUs] TUTPOB UH-
ruoutopoB K FVIII, ogHosTanHkie, ocHoBaHHbIe HAa AUTB,
onpeneneHue aktusHocTu FVIII — 0yayT uckaxatbcs U ux
He CJeAyeT UCMOIb30BaTh IS OLEHKM reMocTas3a y mauu-
€HTOB, IMOJIyJyaloluX IMULIM3yMa0.

CyuiecTByeT psijJ 1adbopaTOpPHbBIX TECTOB, HAa pe3yJIbTaThl
KOTOPBIX 3MUIIM3yMabd He BIUSIET: XPOMOTEHHBI aHau3
I onpeneiaeHus: TUTpoB uHruoutopoB K FVIII (¢ wuc-
MOJIb30BaHUEM ObIYbUX (HAKTOPOB CBEPTHIBAHUS); TPOM-
OMHOBOE BpeMsl; U3MEpPEHUE MPOTPOMOUHOBOIO BPEMEHU;
MMMYHHbIE aHaJu3bl (Hampumep, UMMYHOMDEPMEHTHBII
aHaau3, TYpOUAUMETPUUYECKUIA METO).

XpomoreHHble aHanu3bl akTuBHOCcTM FVIII Moryt
MPOBOAUTHCS C WCIIOJb30BaHUEM 2 Pa3IMYHBIX HAOOPOB
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peareHTOB: Ha0Op C YEJTOBCYCCKMMU M HAOOp C OBIYBM-
MU KOaryJSIMUOHHBIMU OelkamMu. HaOopsl, B KOTOPBIX
WCIIOIB3YIOTCS UelloBeuecKrue (PaKTOphl CBEPTHIBAaHUS,
YYBCTBUTCIBHBI K AMUIIM3YMa0y, TAKUM 00pa3oM, OIIpe-
nensiemast B aToM ciaydae FVIII-nmpokoaryasiHTHasi akTUB-
HOCTh NMPUOJU3UTEIIFHO COOTBETCTBYET TeMOCTATUIECCKOM
aKTUBHOCTHU, obecrieurBaeMoi amulinzymabom. Habopsl,
B KOTOPBIX UCITOJIB3YIOTCS OBIYbM (PaKTOPHI CBEPTHIBAHUS,
HEYYBCTBUTEIBLHBI K OMHUIIN3YMa0y (He M3MEPSIOT ero ak-
TUBHOCTb) M UX MOXHO MCIIOJIB30BaTh IJII KOHTPOJIS aK-
TUBHOCTHU DHIOTeHHOTO nii BBeneHHoro FVIII.

DOMunu3ymad He MMeeT CTPYKTYpPHOTO CXOICTBA WM
TOMOJIOTUYHBIX TTociemoBateabHocTen ¢ FVIII u coort-
BETCTBEHHO HE MHAYLUPYET U HE YCUINBAaeT 00pa30BaHUC
npsiMbix MHruouTopoB kK FVIII. TlockonbKy sMuULIMA3Y-
Mab cOoXpaHsIeT aKTUBHOCTH B MIPUCYTCTBUU WHTHOMUTOPOB
Kk FVIII, cinegoBatenbHO, Kak yXe ObLIO CKa3aHO BbIIIE,
MIpU WMCIIOJIB30BAHUN KIOTTUHTOBBIX TeCTOB berecma mis
onpeneneHus: GyHKUMOHaAbHOro MHruouposaHuss FVIII
OyIoyT HaAOMIOOAThCS JIOXKHOOTPHUIIATSIbHBIC PE3YJIBTaThI.
st uamepenust tutpa unruourtopa Kk FVIII y mauueHToB,
MoJyJyalolIux 3MULIM3yMad, CJEeAyeT MCIOJb30BaTh TECT
Berecma c¢ wmcmonb3oBaHMEM XPOMOTEHHOTO aHaiM3a Ha
ocHoBe Ob1ubero FVIII, KoTopblil HE YyBCTBUTENIEH K OMU-
1u3ymMaly 1 OyaeT JOCTOBEPHBIM.

CormacHO pe3yapTaTaM IMpoTrpaMMbl KIMHUICCKUX HC-
cienoBanuit HAVEN M MHCTpYKUMU MO TNPUMEHEHMUIO,
peTyISIpHBIE MOHUTOPWHT KOHIICHTPAIlMM SMUIIM3yMada
B KPOBMU IMALIMEHTOB He TpeOyeTcs. OmHaKo ee onpeaeacHIe
HEOOXOIMMO B CJIy4yae MOSBICHMUS KIMHUYECKNUX TIpU3HA-
KOB CHUXeHUSI 3(PPEeKTUBHOCTU dMUIIU3YyMada, 4TO MO-
KeT OBITh OOYCIIOBJICHO Pa3BUTHEM aHTHUTE] K IIperapary,
HEIOCTaTOYHOM TIPHUBEPKEHHOCTHIO IMAllMCHTA JICYCHUIO,
HecoOJI0AeHUEM PEKOMEHAOBAaHHOW 4YacTOThl BBEAECHUS
1 103upoBoK. KoHlleHTpauus aMunu3dymada MoxeT ObITb
oIlpelesicHa C TOMOINBIO CIIEIMAJbHBIM 00pa3oM OTKa-
JIMOPOBAHHOTO OAHOCTAAMNHHOrO METO/Aa C NMPUMEHEHUEM
Kanmbpartopa, Ipon3BoguMoro komianueit R2 Diagnostics
(CHIA), He 3aperucTpupoBaHHOTO B Poccum B HacTosIice
BpeMs. Kpome Toro, mo coobuenuto npodeccopa I. Kener
0 KOHLIEHTpALlMU SMULIM3yMada B KPOBM MOXKHO KOCBEHHO
cynutb o AYTB. M3BecTHO, UTO Ha (hOHE TEpaANMU IMU-
nuzymabom 3HaueHus AUTB npubnnxaoTcsi K HOpMaib-
HBIM, KOTJa KOHILIEHTpalus Ipernapara B IJIa3Me KPOBU
IOCTUTACT 2—5 MKT/MJI (4TO HE SIBISCTCS KOHIICHTpAIUCH,
HEOOXOIMMOI I TepamneBTUUYecKoro 3ddeKkra), a 3aTeM
BBIXOJISIT Ha TJIaTO M HE OIYCKAlOTCS HUXKE HUXKHEN rpa-
HULB HOpMHI (21 ¢). CooTBeTcTBeHHO, ymimHeHe AUTB
TaKXXe MOXET CBUIETEIHLCTBOBATH O HEOOCTATOYHON 3(-
(beKTMBHOCTH MpeIapara.

IIpencenarenn/Moaeparop

DKcnepTaMu OBLUTM OOCYKIEHBI TPUBEICHHBIC BBIIIE
JlaHHbIE, TeKyllasl CJIOXMBIIASICI B CTpaHe IpaKTHKa,
OITBIT 3apyO0eXKHBIX KOJUICT, IIpeICcTaBICHHBIN Impodecco-
pom I. Kener u3z Uzpauns, KiMuHUYeCcKue CUTyalluM, TIpU
KOTOPBIX MOTYT IOTPEOOBATHCS T¢ WJIM MHBIC M3MEPECHUS
mapaMeTpOB TeMOCTa3a, BIUSHNC MOJTYIYCHHBIX pe3yiIbTa-
TOB Ha TAKTUKY BEI€HUS MAllUEHTOB ¢ reModunuei A.

YuuTeIBas MEPCIEKTUBBI IMMPOKOTO BHEAPCHUST 3MH-
nu3ymaba ¢ 2021 1., 0cOOEHHOCTH JJa0OpaTOPHBIX IMTOKa3aTe-
Jiell y TMaluMeHTOB, HAXOMSIIUXCS Ha Teparnuyd 3MMULIM3yMa-
00M, a TaKKe HaKOIUICHHBIM KIMHWYECKUI OmmbIT, COBETOM
BKCIEPTOB OBLT paCCMOTPEH BOIIPOC OpTaHW3AILINK J1abopa-
TOPHOM TMAaTHOCTHKU IIPH IIPUMEHEHUHN IIpeliapaTa SMU-
nu3ymMad y 00JbHBIX TeMOoDUImei A.

Cosem 3Kxcnepmog npunsia caedyroujue peuenus:

1. C 2021 r. HeoOXOAUMO BHEAPUTH OTpeleIecHNe
aktuHoctu FVIII, nanuuus u tutpa mnrudburopa FVIII
XPOMOTEHHBIM METOIOM C MCITOJIb30BAaHUEM OBIIBUX KOM-
TIOHCHTOB.

2. IIpoBommth ompenencHue akrupHoctu FVIII, Ha-
nnuust u Tutpa nHruoburopa FVIII xpomoreHHBIM METOIOM
C HCITOJIb30BaHNEM OBIYbMX KOMITOHEHTOB B pe(pepeHCHBIX
JabopaTopusIXx Ha 0a3e TOCYTapCTBEHHBIX MEIMIIMHCKMX
YUpEXKIEHUNA.

3.  OmpenennTh MUHUMAJIBHEINA TIepedeHb JTabopaTo-
puii (C BO3BMOXHOCTBIO MOCTAEAYIOUIET0 PACIUIUPEHUS CITU-
cKa), KOTopble OyayT OCHallleHbl HEOOXOAMMBIM O0OpY-
IOBaHUEM M pearecHTaMH IJIsS IIPOBEACHUSI XPOMOTCHHOTO
aHanu3a aktuBHoctu FVIII, Hannuust u TuTpa MHrUOUTOpA
K FVIII xpoMOreHHbIM METOIOM C MCIIOJIb30BaHUEM ObI-
YpUX KOMIIOHEHTOB; IIPOBECTU OOyUYCHME IIEPCOHAIA.

4. Cpenn KITMHUYCCKUX CUTYaIINiA, IPA KOTOPBIX MO-
KeT TOTpeOOBaThCs IPOBEACHUE BBIIMICYIIOMSIHYTHIX HC-
clIeIOBaHU, BEIICINUTD CICAYIOIINC:

- IpOBeIeHNE XNPYPTUUECKUX BMEIIATCIbCTB;

- KYIUPOBAHNUE CEPhE3HBIX M KM3HEYIPOXKAIOIINX KPO-
BOTCUYCHUI B YCIIOBUSIX CTAIlOHApA;

- B paMKax €XeroJjHoro MOHMTOpPMHIa KoaryjJorpam-
MBI, TIPEANMCAHHOTO ICHCTBYIOIIUMH HAIIMOHAIBHBIMHA
KJIIMHUYECKUMU PEKOMEHAALUMUIMMU MO TUATHOCTUKE U Jie-
YEeHUIO TeMOD UM,

5. Jlns TIOOTBep:KACHUS KOMIUIAGHTOCTH TIalldeHTa
W UCKITIOUCHMS HaJIWYWSI aHTUTE] K SMHUIU3yMaldy IIph
CHIXeHUMN 3(DOEKTUBHOCTU IIpemapara B CpemHecpod-
Hol mepcniekTuBe Tocie 2021 . HeoOXoaAUMO BHEIpPEHUE
XPOMOTEHHOTO METOJa C MCIOJIb30BaHUEM UYEJIOBEUCCKUX
KOMITOHEHTOB 1 MeTOIa M3MEPEHUSI KOHIICHTPAIIMUA MU -
nu3ymMada ¢ UCITOJIb30BaHUEM CIICUATIBHBEIM 00pa3oM OT-
KaIMOpOBaAaHHOTO OTHOCTAIUITHOTO METOMA.

H.W. 3o3ynsa
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4acTOTbl KPOBOTEYEHMUN
® 1119 BCEX BO3PaCTHbIX Fpynn

NOAKO>XHAAA UHBEKLIUSA B PEXKXUME':

¢ 1,5 mr/kr 1 pas BHepenio *3 m

KpaTkas MHCTPYKUMS NO MEANLMHCKOMY MPUMEHEHUIO nekapcTeeHHoro npenapata FEMJIMBPA®. Toprosoe Hanme-
HoBaHue: [emnubpa®. MexayHapoAHOe HenaTeHTOBaHHOe HaumMeHoBaHWe: dmuLm3aymab. JlekapcTeeHHas dopma:
Pacteop ans nopkoxHoro esesenus. MokasaHus K NpUMeHeHMIo: B KauecTse PyTUHHOW NPOGUNAKTVKM ANs NpefoT-
BPALLEHNS UIN CHUKEHUS YACTOTbl KDOBOTEUEHWI Y NAUMEHTOB C: remodunvien A (HacneacTseHHsIn AeduunT daktopa
VIII) ¢ nHrubutopamu paktopa VIII; Taxenoin popmoit remodunuv A (HacneactseHHbin aeduumt daktopa VNI, FVIIN<1%)
6e3 nHrubutopos pakropa VIl I'Ipomaonoxasauvm [MnepuyBCTBUTENBHOCTb K 3MVILlM3yMa6y nnw k nobomy Bcnomora-
TeNbHOMY BELLECTBY B aHaMHe3e. bepeMEeHHOCTb 11 NePUOA rPYAHOTO BCkapmMnBaHms (3¢ dekTuBHOCTL 1 GesonacHocTs
NPUMEHEHNS He M3y4anuck). C 0CTOPOXHOCTLIO: HapyLueHiie gyHKLnM noyek 1 nedenn Tsxenoin crenequ. Cnocob npu-
MeHeHusi 1 fo3bl: Tepanuio cnefyeT HauuHaTh Nof HabNIoAEHUEM BPaYa, MMEIOLLErO OMbIT B Ie4eHnn remodpunnn u/
VIV HapyLIEHWIl CBEPTLIBAEMOCTM kpoBy. JleueHue npenapatamii ¢ LUyHTUPYIOLWM MexaHusMom aeiictsust (bypassing
agents) cnefyeT NpekpaTiT 3a kb 40 Hadana Tepanuy npenapatom femnnbpa®. Mpodunaktiiky dpaktopom Vil mosx-
HO MPOAONIXaTb B TeueHue nepebix / AHer Tepaniv npenapatom femnnbpa®. Peko pexum

Hua: Pekomerayemas Aosa COCTaBNRAeT 3 MI/KM B BUAE NOAKOXHON MHLEKLW OANH Pa3 B HEAENIO B TedeHne nepamx
4-x Heplenk, 3aTemM Npenapat BBOAAT B noaaepxusaiollen gose: 1.5 Mr/kr oauH pas B Hegenio, unu 3 Mr/kr oanH pa3s
B Be Heaenw, au & Mr/kr ofuH pas B YeTeipe Heaenu. Nogaepxusaiolyio o3y clefyeT BbiGUPaTh Ha OCHOBaHUN
NPenoYTEeHNiA Bpaya 1 NauneHTa/Inua, OCyLLECTBASIOIEro YXO, 3a MNalUneHToM, ANs obecneyeHns NpUBEPXEHHOCTI
BbibparHomMy pexumy Tepanui. lMoBouHoe aeicTeue: oderb dacTbie (=10%): ronosHas 6osib, apTpantyis, peakuum B Me-
cTe BBefeHus; yacTble (21% u <10%): Anapes, muanrvs, nupekcus; Hevactble (=0.1% u <1%) TPOMBO3 KaBEPHO3HOrO
CUHyCca, TPOMBOTINYECKas MUKPOAHIMonaTus, Tpom60¢ne6m NOBEPXHOCTHBIX BEH, HEKPO3 koxu. HanBonee cepbeaHbl-
MU HEXENaTeNbHBIMU PEaKLMSAMU, KOTOPbIE HAOIOAANNCH B KIIMHUYECKVX UCCNeoBaHMsX NpenapaTa [emnubpa®, Geiiv
TpomBoTuieckas Mukpoarruonatis (TMA) n TpomBoTYECKE SBAEHUS, B TOM YMC/Ie TPOMBO3 KaBEPHO3HOTO CUHYCa 1
TPOMGOGNEBHT NOBEPXHOCTHBIX BEH C OIHOBPEMEHHbIM HEKPO3OM KOXN. Peakuin B MecTe BBefieHus: B knuHniecknx
viccnefoBaHnax odeHb 4acTo (21%) Habniopanncs peakuny B MeCTe BBEACHNS, KOTOPbIE GbiM HECEPLESHbIMK, Nerkoit
W CpefiHelt CTeneHu TaxecTu, u B 95% cnyyaes paspelnamncs 6e3 neyeHus. Yacto coobujaembimmu cmntomMami Geiin
sputema B mecTe seefienns (11%), Gonb B MecTe BeeaeHus (4%) v 3y B mecte BBeaeHus (3%). Ocobble ykasaHus:
TpomboTnyeckas MUKPOaHIMoNaTus, CBs3aHHas C npuMeHeHnem npenapara [emnnbpa® un akTMBUPOBaHHOTO KOHLEHTPa-
Ta npoTpom6buHoBoro kommnexca (aKlK). B knunuyeckom nceneposaqnu coobianocs o senequsx TMA y naumeHTos, no-
nyyasLumx npodunakTuky npenapatom lfemnnbpa®, npu sBeaeH cpeaHen kymynstsHon fossl aKMK™>100 Ea/kr/24 4
BTeveHve =24 4. 3a naumeHTamm, OHOBPEMEHHO NONyYaloLLVMK NpodunakTvky npenapatom lemnnbpa® v aKrK, cne-
nyeT HabnioaaTs Ha npeamet pasenTiia TMA. Jledalunii Bpay fonxeH HemeanerHo otmeruts aKMK v npepsats Tepanvio
npenapatom emnnbpa® nNpu BO3HUKHOBEHUM KIIMHUYECKMX CUMATOMOB W/Wnu N1abopaTopHbIX NoKasaTtenei, cooTeet-
cteylox TMA, n NpoBecTv NeyeHne B COOTBETCTBIN C KIMHUYECKMMU NoKasaHuamu. [locne nonHoro paspeterns TMA
nevalwmil Bpad 1 NauMEeHT/NINLO, OCYLLECTBASIOLLEE YXOL, 33 NaUMEHTOM, AOSIXHbI OLEHUTL COOTHOLLEHIE MOMb3bl U PUCKa
B0306HOBNEHNS NPodUNaKkTIKK NpenapaTom lemnnbpa® Ha uHaMBMAyansHOM ocHose. B ciyuae ecnv naumenTy, nosyya-
towemy npodunakTiky npenapatom lemnnbpa®, nokasaH Npenapat WyHTUPYIOLLErO AENCTBS, CM. HUXE PEKOMEHAALMN
N0 A03MPOBaHMIO MPenapaTos WyHTUPYIOWEro AencTaus (noapasaen «PekoMeHaaumm no NprMeHeHnio npenapaTos
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LUYHTUPYIOLLEro AMCTBIA Y NALMEHTOB, NOyYaloLwmMx NpodunakTuky npenapatom femnnbpa®s»). Tpom6oambonus, ces-
3aHHasi C npumeHeHem npenapara lemnnbpa® u akTMBUPOBaHHOTO KOHLEHTPATa MPOTPOMBUHOBOrO Komiekca (aKlTK).
B KNMHUYECKOM MCCNEeoBaHNM COOBLIANOCh O Cyuasx PasBUTUs TPOMBOTUHECKX SBNIEHWI Y NALMEHTOB, NOMY4aBLINX
npodunakTuky npenapatom lemnubpa®, npv BBeaeHun cpegren kymynstreHomn po3sl aklMK >100 Eg/kr/24 4 B Teve-
Hue 224 4. Hu 8 ofHOM u3 cy4aes He noTpeboBanock MPOBEAEHNS aHTVKOAryNAHTHOI TePanuy, YTO He XapakTepHo
ANS OBbIYHON TaKTUKM SeYeHU TPOMBOTUYECKIX ABNEHNI. [TPU3HAKM YNYULIEHUS COCTOSHUS MaUMeEHTOB N paspe-
WweHns senenun Habnoganuce nocne otmersl aklMK.3a nauventamy, OAHOBPEMEHHO NONYHAIOLLMMU NPOGUIAKTIKY
npenapatom lfemnubpa® 1 aKrK, cnegyet Habniopats Ha npeamet paaawm TpoMEoaMEOoNUM. Jlevalui Bpay LOKeH
HemeaneHHo ormennts aKIMK 1 npepeats Tepaniio npenapatom femnnbpa® Npu BOSHNKHOBEHMI KIMHWYECKHUX CIM-
NTOMOB, NOJYYEHNI AaHHbIX BU3YaM3VPYIOLLMX UCCNIEAOBaHMM /U NabopaTopHBIX NoKa3aTenell, COOTBETCTBYIOLINX
TpOM6OTVHeCKVIM SBJICHUSM, U NPOBECTY /IEYEHNE B COOTBETCTBUM C KIIMHUYECKUMM MOKa3aH1sMM. Mocne nontoro pas-
peLeHns TPOMBOTNHECKOTO ABNIEHIS NeYalMii BPaY 1 NaUneHT/INLO, OCYLLECTBARIOLLEE YXOF, 38 NAUMEHTOM, AOMXHbI
OLEHWNTL COOTHOLLEHME MOJb3bl U PYCKa BO30OHOBNEHS NpodunakTvkv npenapatom [emnnbpa® Ha MHAMBNAYANLHOMR
ocHose. B cnyuae ecnn nauveHTy, nonysaiotiemMy npogunaktvky npenapatom lemnmubpa®, nokasaH npenapar LyHTpy-
IOWEro [eNCTBUS, CM. NPUBEAEHHBIE HUXE PEKOMEHAALMM MO A03MPOBAHMI0 NPENapaToB LYHTUPYIOWEro AeNCTBUS.
PekomeHgaLmy o MpUMeHEHVIO NPenaparoB WyHTUPYIOLEro AENCTBUS Y NaLUeHTOB, MOJTy4aioLnxX NpOoGUNakTiky npe-
napatom [emnnbpa®: JleveHne npenapaTtamu WyHTMPYIOLLETO AECTBIUA CefyeT OTMEHNTb 3a AeHb 4O Hauana Tepa-
nuu npenapatom lemnnbpa®. Mpenapat femnnbpa® NoebiLaeT CNIOCOBHOCTL KPOBY K CBEPTLIBaHMIO. CneposaTenbHo,
HeobxoavMas f4o3a npenapara WyHTUPYIOLLEro AeiCTBUS MOXET GbiTb HYXe TaKOBOW, MCMONb3yeMOl Npu OTCYTCTBIM
npogunakTukm npenapartom lemnnbpa®. [anTensHoCTs NedeHrs npenaparamii LWyHTPYIOLLEro [eNCTBUS 1 UX [03u-
poBaHve ByayT 3aBMCETb OT JIOKaM3aLNUN 1 OBbeMa KPOBOTEUEHUS], @ TaKXe OT K/IMHNYECKOrO COCTOSHUS NaLyeHTa.
Mpumerenns aKMK cneayet usberats, 3a MCKNIOYEHVEM CIly4aeB, KOrAa Apyrvie BapuaHTbl e4eHus/ansTepHaTusHble
cpe/acTsa HedoCTyNHbI. EC/IM naumenTy, nonydatouemy npodunakTiiky npenapatom lemnnbpa®, nokasaHo nprimeHeHme
aKrK, HayanbHas nosa aKrK He gonxHa npessiwate 50 En/kr. Ecnv kposoTeueH e He yaeTcs 0CTaHoBMUTL C MOMOLLBIO
HavansHoit fosbl akKMK go 50 Eg/kr, cneayet ssectut gononwutensHele Ao3bl aKMK nog pykosoacTsom wnu Habnoge-
HUEM MeNUMHCKOro paboTHuKa, a obulas fo3a aKlMK He gonxHa npessiwats 100 Ea/kr 3a nepesie 24 yaca neyeHns.
Mpu paccmoTpennn Bonpoca o npogonxernu tepanun aKMNK nocne ssegerns makcumansHon possl 100 Eg/kr 8 Te-
yeHve nepsbix 24 4acoB Nevallye Bpauy LOMKHBI TLWATEBHO CONOCTaBMTs puck passutis TMA 1 Tpomboambonnm
1 pUCK KpoBOTeUeHNs. B knHnyecknx nccnenosanmsix He Habioganock cnydaes TMA uav TpOMGOTHYECKNX SIBNEHNI
NPV MCMO/b30BaHUM TOMBKO aKTMBMPOBAHHOMO pekoMbBuHanTHoro Yenoseveckoro dakrtopa VIl (rFVila) y nauvenTos,
nonyuasLwnx npodunakTiky npenapatom femnnbpa®. Cnepyer cobnionats AarHble ykasaHWa No AO3MPOBaHMIO Npe-
napata LyHTVPYIOLLEro AenCTBUS Kak MUHIMYM B TedeHre 6 Mecsilues nocne npekpallenus npogunakTvki npenapa-
Tom lemnnbpa®. MpeTeHsun notpebuteneir Hanpaenste B komnaHuio AO «Pow-Mockea» no agpecy: 107031, Poccus,
r. Mocksa, Tpy6Has nnowagp, a. 2, ten. (495) 229 29 99, pakc (495) 229 79 99 v yepes popmy obpaTHOI CBA3M Ha cant-
Te: www.roche.ru. PeI'VICTpaLIMOHHOe ynocrtosepenue: JIM-005110. NMogpobHas vlmgopmauml COAEPXUTCS B UHCTPYK-
LMW NO MEAULIMHCKOMY NpUMeHeHUto Npenapata lemnnbpa® ot 02.06.2020.
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