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Y10 Takoe MHruburtop?

NMMMyHHas ciuctema 3alimuiaeT OpraHM3M 4YesioBeka OT OMacHbIX OakTepui u BUPYCOB.
HopmanbHOM peakumem MMMYHHOW CUCTEMbI SIBASETCA BbipaboOTKa aHTUTEsN, KOTOopble
HEeNTPaNU3yT Yy>XXepogHble opraHnsmbl. OgHako MHOrga MMMYHHasi cMcTeMa 4yenoBeka
pearnpyeT Ha KOHLeHTpaTbl (hakTopa cBepTbiBaHUs KpoBu VIl (FVIII), BBogrMblie nauneHTam
c remocunmen A, Kak Ha onacHble, NHOPOOHbIE BeLLeCcTBa.

Ecnu Takoe cny4yaeTcs, To B KpoBU BblpabaTtbiBatoTcs UHIMGUTOPBI (aHTUTENA) A/1s 60pbLObI
C MHOPOAHbIM 6enikoM — hakTopoM cBEpPTbiBaeMocTu Kposwu VIII. DTo nuwaeT KOHUEeHTPaThbI
FVIII BO3MOXXHOCTM cNpaBUTbLCS € NPoba1eMONr KPOBOTEYEHUS.

MNosiBneHne nHrnonTopakgakTopamcBepTbiBAHUSAKPOBN CHNTAETCATAXKESTbIM OC/TIOXKHEHVEM,
CBSI3aHHbIM C JleyeHnem remopunmnm A,

KakoBbl (hakTopbl
pucka obpasoBaHus
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MHrMburtopa? ‘“
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CeMeMHbIMN aHaMHe3 Hanundums {
MHrMbmnTopa

Hyneson Tun mytaummu B reHe F8

Tsxxkenasa popma remopunmum A

Mo3oHWK BO3pacT Havana Tepanuu

Pexxum Tepanuun

Tun npumeHsemoro koHueHTpaTta FVIII, yactota cMeHbl KOHLUEHTPAaTOB
NHTeHCcMBHOCTb Tepanun, Hanpumep, Npu XMpypruyecknx BMeLlaTesibCTBax

YeM onacHo nosiBnieHne nHruburopa?

MNosiBneHne MHrMbuTopa, B OCHOBHOM, NPOSABSETCAS OTCYTCTBUEM KJIMHMYECKOro OTBeTa
Ha CTaHOAPTHYIO Tepanuto KoHUeHTpaTtamu FVIII nunv nosiBNeHMeM KpoBOTeYEeHUM Jaxe Ha
doHe npodunakTnyeckom tepanun’.

OcTaHaBNMBaTb KPOBOTEYEHUS Y MALMEHTOB C MHIMOMUTOpaMKU TpyaHee, YeM Yy OObIYHbIX
nauMeHToB c remodunmen A, NO3TOMY PUCK TSDKEJIbIX OCJIOXKHEHUM 1 Jaxe cMmepTu oT
KPOBOTEYEHUS Y NALMEHTOB C UHTMOUTOPaMK BbiLle'.

Bo MHOro pas Bo3pacrtaeT pUCK KpOBOTEYEHMUI B CycTaBbl (CamMbili pacnpoOCTPaHEHHbIN
BUL KPOBOTEYEHUS Mpu remogununm). BHYTPUCYCTaBHblE KPOBOTEYEHUS, B CJlyyae

HeCBOEBpPEMEHHOIO nnn AOJINTeJIbHOIo KynnpoBaHUWA, MnOoBbIWAKT BEPOATHOCTb
He06paT|/|M0rO nopa>xeHmnsa cyctraBoB U MHBaJTMAU3aLNN.
3’% 9 ®akrop o UHrubutop cdaktopa
S e g cBepTbiBaHUSA
kposu Vi kpoBswu VII|

3anoao3puTb NosiBJIieHMEe NHIMbUTopa CTOUT, eC/K:

Q KpoBoTeueHue nocsie BBeaeHNA 006bIYHOM 0,03bl KOHLUEeHTPaTOBFVIIIHe ocTaHaBnnBaeTcq

OO0CTAaTOYHO ObICTPO

0 CraHpgapTHoe ne4dyeHne KoHueHTpatom FVIII craHOBUTCA BCE MeHee U MeHee

3(pheKTUBHbIM

©® Nosasnnncs/yBeNNYMNOCL KONNYECTBO KPOBOTEUEHMI NPU cOBoAEHNM PeXMMa paHee

npoBoAMON NpPodnNakTN4Yeckon Tepanmm



BapuaHTbl Tepanuu nHrMbutopHomn bopmbl
remopunaum A

JIEYEHME 3N1N3000B KPOBOTEYEHWI MO TPEEOBAHUIO
Q KoHueHTpaTbl FVIII B BbICOKMX f03ax (MpU HU3KOM TUTPE MHIMbutopa)
() AHTUMHIMBUTOPHBIN KOArYNAHTHBIN KoMMnekc (AUKK)

Q dnTakor anbda (akTuBupoBaHHbIN) (rFVIla)

MPODUNAKTUKA PA3BUTUSA KPOBOTEYEHUI
0 AHTUMHIMOUTOPHDLIN KoarynsaHTHbIN komnsiekc (AUKK)
Q dnTakor anbga (akTuBupoBaHHbIN) (rFVIla)
® 3munumsymab

OpHako, faHHble MeTOAbI TEpanuK He YCTPaHAIT UHFMBUTOP, TakMM 06pa3oM, COXpaHAETCS
PUCK TsXKesbIX KPOBOTEYEHUN N APYTNX OCTOXKHEHUN.

YCTPAHEHUE MHTUBUTOPA

NepBon nNUHMEN Tepanun y NAUUEHTOB C WUHrMbutopHom copmon remodunum A

peKkoMeHOOoBaHO MpoBefeHWe MHAYKUUM MMMYHHOW TonepaHTHoctu (UUT) c uenblo
NOSIHOM 3IMMUHALMU NHrMBUTOPA.
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NHaykuma uMMyHHoOW TonepaHTHocTn (UAT)

MeTon WHOYKUMN MMMYHHOW TONEPAHTHOCTM 3aKJ/lO4YaeTCs B pPeryisspHOM BBeOeHWUuU
BbICOKMX 0,03 AeunumtHoro haktopa cBepTbiBAaHUS KPOBU B TEYEHME HECKOJIbKNX MECSLIEB C
nocnenyloLwmm NepexonomM Ha NpodunakTnyeckoe nevyeHne B CTaHAAPTHbIX JO3aX.

Konuyecreso nauueHToB,
Yy KOTOpPbIX UHFMGUTOP
cHu3sunca po <0,6 bE

@ npu >10M cpepHemecauHas uacToTa
KPOBOTEUYEHWU CHM3MNach Bosiee yem
B 10 pa3

NaumeHTOB AOCTUINU
NOJIHOM JIMMUHALUN
MHrMbumtopos

Ona nonydyeHmsa pekomMeHZauuMm U NPoxXoxaeHus Tepanuu metogom WUWUT, nodkanywncra,
obpawantecb B Jie4eOHble LEHTPbl, 00o0bpeHHble MuUHUCTEPCTBOM 3OpPaBOOXPAHEHUS
PO B pamkax npoTtokona HabnwopgatenbHoro wuccnegoBaHms NelTI-01 «3numunHauus
MHrMéuTopa y naumnmeHToB ¢ femodunmen A, npnHumawwmx OktaHaT®, Bunare® nnm HyBuk®
- NOCTMapPKETUHIroBoe HabntogeHue» (rosminzdrav.ru).

NNT moxkeT npoBoanTbcs ¢ ncnosb3oBaHnem ntoboro npenapata FVIII (paktop cBepTbiBaHUs kposu VI,
¢pakTop cBepTbiBaHMS KpoBu VilI+gpakTop BunnebpaHaa, okTokor asibga, MOPOKTOKOI asibgpa, CUMOKTOKOR
anbga (paktTop cBepTbiBaHUS KpoBu VIl yenoBevyecknii peKoMOUHaHTHbIN), 3(pMOPOKTOKOr anbga).



Kak y3HaTb 0 Hann4umMu nHruburopa?

NHrnéutopbl onpepensitotcs nabopaTtopHbIMU METOSAMM MO aHaIM3Yy KPOBM NaLMeHTa.

ONa guarHoCTMKM MHrmbutopa, noxkanymcra, obpartntecb Ha fopsayyto nmHuMio Becepoccmmckoro
obuwectBa remocunum (BOT).
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