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BBEAEHWUE

Mpuobpeternas remodounusa A (MFA) — 310 peaxkun reModUnnyecku auaTes y
NnauueHToB, Y KOTOPbIX B JIMUHOM WM CEMEWHOM aHaMHe3e He OblNo KPOBOTEUYEHUHM.
IunarHoctuka atoro 3aboneBaHus YacTo 3anasfbiBaeT U3-3a HE3HAHUA ero BpayaMmM, uTo
NPUBOAMT K BbICOKOW CMEPTHOCTH.

NMPEACTABJIEHUE KIMHAYECKHUX CZTYHAEB

B pa3Hoe Bpems ObiiM rocnutanmMavpoBaHbl 2 nauueHTa (12-n1eTHas oeBouka-noapocToK
No NoBoJly HOBOOOpPAa30BaHUS B MPaBOM BEPXHEW YacTH >XMBOTA W 18-1eTHUMM My>KuMHa no
nosoay 6011 B NpaBoW BepxHeW yactu »xusoTa). MpeaonepaloHHbIiM gMarHo3 B 0b6omx
cyyasix - BPOXKAeHHas Kucta xonegoxa. Y oboux Obiio NpoaosiKUTENIbHOE YKesyaoUHO-
KULLIEYHOE KpoBOTeueHue (remaTemMesnc U mesieHa) Co CHWxXeHueM remornobuna (Hb) mo
54 r/n v 60 r/n cooTBeTCTBEHHO NOC/e NPOBEAEHHOro B 0OOMX C/lyyasx aHacToMo3a
no Py. Utobbl onpenenutb TOUHOE MECTO KpOBOTeUeHUs Obina nposegeHa LU poBas
cybTpakunoHHas aHruorpadpus (LLCA) - B cnyvae ¢ AeBouKkoW oHa nokasana usbbiTOK
KOHTpacTa B MaJioh BETBU CODCTBEHHOMW MEUEHOYHOW apTepPUH, B Clydae C MY>KUMHOM -
6e3 ocobeHHocTen. [acTpockonusa B oboux cnyyasx bbiia 6e3 ocobeHHocTen. C
reMOCTaTUYECKOM LIe/IblO BbINOJIHSAIUCb MHOXECTBEHHbIE ONepaLyu, HO KaXkAblM pa3 odar
aKTUBHOIO KPOBOTEYEHUs He obHapy>kuBascs.

HakoHel, B 060ux cnydasx Obina Ha3HayeHa KOHCY/ibTauus remarosiora U Um 6bin
noctassieH guarHos «[A». K coxkaneHulo, JeBoyka He cMorna BbKWTb U3-3a CUJIbHOMO
KPOBOTEUYEHUS U UH(PEKLUHU, B TO BPEMS KaK MOJIOAON MY>KUMHA BbKUA Mocsie
Hagnexatlero neyenus MNIA.



BbIBO/bl

OceepomneHHocTb o MIA, cBA3aHHON C XUPYPrUUECKUM BMeLLATENIbCTBOM
(surgery-associated acquired hemophilia A, SAHA), moxeT cnocob6cTBoBaTh
ObICTPOM AMArHOCTHKE U CMACEHUIO XU3HHU, NOCKOJIbKY YPOBEHb CMEPTHOCTH MpPH
SAHA BbiCOK M3-3a HegoCTaTKka 3HaHWMW MW NO3[HEro pacno3HaBaHUs 6onesHu.

KpoBoTeueHue Bcerga npoMcXoAuT B MeCTax XMpPYpru4eckoro BMellaTenbCcTBa, a B
HEeKOTOpPbIX C/lyyasix OHO MO>XeT BO3HMKHYTb Cpa3y B Te4eHHe HEeCKOJIbKUX 4acoB
nocne onepauyuu. KpoBoreueHue MoXKeT ObITb TAXKENIbIM UK ONACHBIM ANA
)KU3HHU, U OHO NpeAacTaBnseT coboit ocobylo npobaeMy AN AUArHOCTUKHU U
NnevyeHUs NaLUeHTOB, KOTOPbie TO/IbKO YTO NOABEPrIUCb XUPYPrU4eCKOM
npoueaype.

Crpateruu neueHus SAHA BknioyaioT BO306HOBNEHHEe reMocTasa n1bo c
nomoublo pekombuHaHtHoro ceuHoro FVIII (rpFVIIl), nn6o npenapartos
wyHTUpylowero aeicteusa (MLUJMA), a Tak)ke MMMYHOCYNpPECCUBHYIO Tepanuio
(UCT) ana nopaBneHus npoayKuuu uHrnoéutopa FVIIL.



AKTYAJIbHOCTb

MFA — kpavHe peaKoe HapylleHWe CBEPTbIBAEMOCTH KPOBH, C YacToTon okoso 1,48
C/yyaeB Ha MWJIJIMOH B roj, xapaktepusytouleecs cHuxeHnem FVIII 3a cuet BbipaboTKH
aytoaHtuten (AT) npotus FVIII [1, 3]. 3t AT paspywatoT 1 HeWTpanusytoT
remocTtaTuyeckyto cyHkuumto FVII, uto npusoaut k MIMA y naumMeHToB, HE MMEBLUMX paHee
JINYHOTO MJIM CEMeWHOro aHamHesa KposoTeueHun [4, 6]. KposoTeuenue npu MI'A
OblBaeT KOXHO-C/IM3UCTbIM, BHYTPHMbILLIEUYHbIM, NOCAEPOLOBbIM MU NOC/E0NEePALUOHHbIM
[7, 8]. Bbicokui noteHuman cmeptHocTh oT MIA obycnosneH ocTpbiMU K
PELUAMBUPYIOLLUMHK 3MM30[4aMHU KPOBOTEUEHUS, UTO TpebyeT ObICTPON AMArHOCTHKH,
npeKkpallleH1ss KPOBOTEUEHUA M NOAaB/eHUs npuobpeTeHHbix uHrnbutopos FVIII [9].

OAHaKO B 6OI'IbI.I.II4HCTBe c/ny4yaeB Bpayu He 3HAKOMbI C MrA wnu pacno3HaloT ee
C ono3gaHuWemMm, B TO BpeéMA KaK 'y 60)1b|.IJHHCTBa nauyueHToB Ha6l'IIO.anOTCH
MNOCTOAHHbI€ KPOBOTE€YE€HUSA, KaK CMNTOHTaHHbIE, TAK U nocnpasmamqecxue/
nocrnpouenypHbie, UTO NPUBOAMUT K JieTaJibHOMY UCXOAY U3-3a KPOBOTEYEHHUA
[10, 11].

NrA mo>xetr BO3HMKaTbh BHe3anHO B NocsneonepauyMoHHOM nepuopae, 4TO
ybeauTenbHoO CBMAETENbCTBYET O TOM, UTO onepauus nocnyxxuna tpurrepom MMrA.
IlmarHo3 yacTto noaTBep>XAaeTca yANIMHEHUEM aKTUBUPOBAHHOIO YaCTUYHOrO
TpoMmbonnactuHosoro BpemeHu (AYTB) u HU3kuM ypoeHem aktusHocTtu FVIII ¢
npuU3Hakamu npucyrcTeua uHrubutopa FVIII [12, 13].

B HacToswemM uccnenoBaHMu Mbl NpoBesii 0630p MTepaTtypbl U UCCiefoBanu 2 ciaydas
SAHA, oauH y 12-neTHel oeBOUYKMU-NOAPOCTKA U Apyror y monoaoro 18-netHero
MY>KumnHbl. Y 060MX OblNO CNOHTAHHOE HEOCTAHAB/IMBAEMOE YKEJYA0UYHO-KULLEYHOE
KpOBOTeUeHUe Nocsie onepauuu no NoBoAy KUCTbl xonefoxa. bbin BbicTaBneH guarHos
nocneonepaunoHHon MIA (SAHA) Ha ocHosaHuu nokasatenen AUTB, aktusHocTh FVIII
U ypoBHs uHrubutopa FVIII.



CNYUAH 1

12-netHssa pesouka BecoM 33 Kr Obina rocnuTanuMavpoBaHa B 6onbHULY obuiero
npodpuns KyHbmuHa 3 nekabpsa u3-3a nepuoanyeckux 6osier B BepxHeW npaBoM yacTw
»kusota. lNpu dusnkanbHoMm obcrepgoBaHuu ObIIO 0OHapyKeHO 0bpa3oBaHUe B BEPXHEM
NPaBoOM YaCTH >KUBOTA C BONE3HEHHOCTbIO, HO Be3 KaKUx-IMbO NPU3HAKOB >KENITYXH.
Y3U u KT nokasanu KucTy obLuero »enuHoro npotoka pasmepom 12,6x9,1x15cm. Urtaxk,
AMarHo3 npv NOCTYNEHUW: BPOXKAEHHasA KMCTa xosiepoxa. [lpenonepauuoHHbld aHanus
KPOBW MoKasan csierka nosbiweHHble yposHu AJIT, ACT u 6unupybuHa,
npoTtpombuHosoe Bpems (MB) 11,7 cekynn (Hopma 10-15 cekyHa), MmexxayHapogHoe
HopMmanusosaHHoe oTHoweHne (MHO) 1,02 cekyHp (Hopma 0,8-1,5 cekyna) u AUTB 45
cekyHp, (Hopma 24-48 cekyHp). B aHamHese remoduiMmn U KposoTeyeHUH He Bbino.

7 nekabps nocne peseKkuur KUCTbl OBLLEro >KEeYHOro NPOTOKAa M XXENYHOro ny3bipa Obi
YCMELHO BbINOJIHEH aHACTOMO3 MEYEHOYHOro NMPOTOKa C Tollen Kuwkon no Py 6es
nepenueaHua Kpoeu. [ocne onepaunun BBOAMAM LedaNOCNOPHH, HHIMOUTOP NPOTOHHOW
noMmnbl U BHyTpuBeHHoe nutaHue, dyHkumsa KKT BocctaHasnmBanach, a »XUAKYIO MULLY
pa3pelunnn Ha 3 nocneonepaunoHHbid aeHb (MOM).

Ho na 7 MO/, nauneHTKy BbipBasio GO/bLWWM KOJIMUECTBOM >KUAKOCTH KOGEMHOrO LBeTa
My Hee pasBunacb MeneHa. [1ns oCcTaHOBKU KPOBOTEUYEHUS €W BBEJIU Yepe3 >KenyLoUHbIH
30HA NefsHON CONIEBOW PacTBOP C HOpPaApeHasIMHOM, a Tak)Ke OblIM Ha3HaueHbl
reMocratMyeckue npenapartbl U MHTMOUTOPbI KUCNOTHOCTH. Ho KpoBoTeueHue He
ocTtaHasnueanocb, Hb cHusuncs no 54 r/n, HecmoTps Ha mMaccuBHylo TpaHcdysuio. Ha
10 MO/ nna yTouHeHUs MecTa KpoBoTeueHus Obina BbinosHeHa ractpockonua u LICA.
[acTpockonus nokasana HajMuue KPOBWU WU CITYCTKOB KPOBW B AWCTa/lbHOM OTAeNe
TOHKOW KMLLKHW, HO $I3Bbl UJIW KPOBOTEUEHWS B XKENYLKE WU LBEHAALATUNEPCTHOM KULUKe
He obHapy>eHo. Mpu LCA BbisiBNieHO nepeTekaHWe KOHTPACTHOrO BeLLECTBa B Masyto
BETBb COOCTBEHHOMW MEUYEHOUHOW apTEpPHH.



Takum obpasom, npeanosaraeMbiM MECTOM KPOBOTEUEHMUS Obll renaTuKo-eroHasbHbIN
aHaCTOMO3, M B 3TOT e AeHb Obiia npou3BeeHa NOBTOPHasA NanapoToMUa AJis
OCTaHOBKHM KpoBOTeueHus. Bo Bpems onepauuu B netsie Tollen KULWKK Obiiu
oBHapy>KeHbl CryCTKU KPOBW, NMOC/ie yAaNeHUsi CryCTKOB Oblio npocayuBaH1e, HO
Ny/IbCUPYIOLLLETO KPOBOTEUYEHUS U3 renaTuKO-TOLLEKULLIEYHOrO aHacToMo3a He Oblsio, B
CBA3U C uyeM ObiM nepefenaHbl Kak NMeYeHOUHO-TOLLEKHULLEYHbIW, TaK W TOLLLEKHLLIEUHO-
KMLIEYHbIM aHACTOMO3bl.

B nepsbie 3 gHsA nocne NoBTOpHOM onepauuu NPU3HAKOB KPOBOTEUEHUS He Oblsio.
OpHako Ha 4 MO/, y Hee BO3HUK/IO HEMPEOAO/IMMOE KPOBOTEUEHUE U3 pa3pe3a
OPIOLLHOM NOJIOCTH, U B TO >Ke BpeMs y Hee nogHsnacb temneparypa 39,5°C. Obuwee
COCTOSIHWE YXYALIWNOCb, XMBOT B3ay/cs, Ha Y3WU - Obl1 MacCUBHbIM CEPO3HbIN
NEPUTOHEYM, a NPU AUArHOCTUUECKOM abaoMuHoLEeHTe3e - Obina obHapy>keHa
KPOBSIHUCTas YKUAKOCTb, B CBSAI3W C YEM [J1 OCTAHOBKW BHYTPHUOPIOLIHOrO KPOBOTEUEHUS
6bl1a npoussedeHa 3 nanapoTomus.

Mpu onepaunn obHapy>KeHO pacxo’KieHWe LIBOB paHbl U OplolwHas nosiocTb Hbina
3anoJiHeHa 3/I0BOHHbIMU CTYCTKaMW KPOBW, HO aKTMBHOIO ouyara KPOBOTEUYEHUS He
obHapy>keHo. bpiolHyo NonocTb ApeHUpoBanu ApeHakHoW Tpybkon nocne
TLWATE/NIbHOIO MPOMbIBaHUA OPIOLLIHOW NOJIOCTU TeM/bIM (OU3UOJSIOrMUECKMM PacTBOPOM.
Bbino asakyupoeaHo okosno 2000 Ma KpoBU U CrYCTKOB KPOBH, HO U Ha 3TOT pa3 ouar
aKTUBHOIO KPOBOTEUEHUS He Dbl BbIsIBNEH.

70 3acTaBM/IO HAC 3anof03PWUTb aHOMAaJIMIO CBEPTbIBAHUS KPOBH, U Mbl 0BpaTUIUCh K
remartonory. lNogpobHoe uccneposarue Koarynsumu nokasano AYTB 78,1 cekyHga,
aktusHocTb FVIIl 5% (Hopma 70-150%), aktusHocTb FIX 67% (Hopma 70-120%),
nostomy 6bin1 BbictasieH avarHo3 SAHA. UHdysuun FVIII u nepenvsanHue kposu Gbiiu
npoBeneHbl HemepgsieHHo, HO Hukakux MW n UCT tepanuun He npoBoaunock. K
COXXaJIEHUIO, Y NALMUEHTKU YCUJIUSIOCb KPOBOTEUEHHUE U YXYALWIKIACb KOaryasauuoHHas



cdbynkumsa: AYTB 150,9 cekyna, aktueHocTtb FVIII 3%. B utore nauveHTka ymepna ot
CUNbHOro KpoBoTeueHus U uHdekuun Ha 5 MO/ 4 onepaumn. OHa MHOro nepeHecna,
BKJtloyas 4 onepauuu MU MHOrOUYMC/IEHHbIE reMoTpaHcdy3uun, B obuien cnoxHocty 12000
M/1 KPOBM.

CNIYYAH 2

12 okTA6psa 18-neTHUM My>kuMHa Becom 54 Kr Obli rocnUTanM3uMpoBaH B TPETbIO
60onbHuLy CaHba ¢ 60/bI0 B BEPXHEW MPaBOM YacTU XKMBOTa U JIMXOPAKOM.
YnbtpacoHorpadmsa u KT nokasanu 60/bluyto KUCTY OBOLLErO >KeMYHOro npoToKa ¢
BOBJIEUEHWEM JIEBOTO W NPABOro NEUYEHOUYHbIX YKEJIUHbIX NPOTOKOB. B aHanuse kposwu
cBepTbiBalowan dpyHkumMs HopmanbHass, AUTB 45 cekyHp, He3HauMTENbHO MOBbILIEHDI
cbepmeHTbl neueHu U GUnUpybuH. KposoTteueHui 1 remodouanuu B aHamHe3se He Obisio.

KoHcepBaTBHOE fleueHUe BKJIHOUANIO CMAa3MOJIMTUKH, aHTUOUOTUKU W >KEeUYeroHHble

npenaparbl, HO OHO OblI0 HE3MEKTUBHBIM, U CUMMNTOMbI CTa/IM HapacTaTb C BbICOKOM
o v 9

Temnepatypoi 39°C u konuuectsom nerkouutos 20x10° r/n.

Tak, 24 okTabpsa Obina BbINOJSIHEHA PE3EKLMSA KUCTbl XOIEA0XaA U YKEIUHOrO Ny3blps C
nocneaylowum HanoxeHuem Y-aHactomosa no Py. Onepauus npowia XopoLo u
3aKoHuunacb B 12 yacoB Houu 6e3 nepenvBaHUs KPoBU. TeM He MeHee, B 4 yaca yTpa B
1 MO/ 13 >kenyaouyHoro 3oHAa Bbilw/ia XXMAKOCTb, MOXOXKas Ha Kode, a 3aTem
nocnefoBanv reMmaremesuc U remaroxeaus. KposoreueHne HEBO3MOXKHO 6biio
OCTaHOBWUTb KOHCepBaTWUBHbIM sedeHueM, a Hb cHusmnca go 60 r/n, HecmoTpsa Ha
6bicTpoe nepenusaHue Kposu. AUTB 6bin 47 cekyHa.

Takum obpa3som, 6bi10 3anono3peHo kposoTeueHue W Ha 2 MO/ B 13:00 6bina
BbINOJIHEHA 3KCTpPeHHas nanapotomus. Kposu B BplolLHONM NoNocTH He obHapy»KeHOo, HO
neTns TOWEeW KUWKK Oblia 3anosiHeHa cryctkamu Kposu. [ocne yaaneHus cryctkos
KPOBW B €IOHO-TOLLEKHMLLEYHOM aHacToMO3€e ODOHapy’>KeHO npocayuMBaHue, KOTopoe



KOHTPOJIMPOBANIOCh HaNoXKeHWeM LWBOB. KpoBoTeueHue octaHoBunocb Ha 2 10/ 2
onepawm1u, HO Ha C/eayIOWNUN AeHb >KeNYA0UHbIM 30HA U T-0BpasHbIi 30H[, BHYTPH
MNEeYEHOUYHOrO >KEJIYHOIrO NPOTOKa APEHUPOBAJIM KPOBSHUCTYIO >kuakocTb. Ha 8 MO/,
BTOPOW OnepaLun BO3HWUK/IO KPOBOTEUEHHE U3 JPEHAXKHOW TPYOKW BPIOLIHOW NOJOCTH,
Nno3ToMy OblIM BbINOJIHEHbI 3KCTPeHHas ractpockonus W LUICA, HO HM OIHO M3 HUX He
[laN0 3aMeTHbIX Pe3yNbTaToB.

B atoT ke neHb Obiia npou3seneHa TpeTba lanapoToMUs, ObiNo 0BHapYXXeHOo, UTO neTns
TOLLEN KMLUKK paclliMpeHa 3a CYET MaCCHBHbIX CTYCTKOB KPOBW BHYTPW HEe, YTO NPHUBENO
K pa3pblBY €OHO-TOLLEKULLIEUHOrO aHacToMo3a. bbuin nepegenaHbl Kak neyeHoOUHO-
TOLLEKMLLEYHbIN, TaK WU TOLLLEKHLLEYHO-KULLIEUYHbIW aHAaCTOMO3bl.

Cpasy nocne 3 onepauuu 6bi1a npoBegeHa MybTUAUCUMUIIIMHAPHASA KOHCY/bTaLMs, Ha
KoTopou 6binu nposepeHbl AHTB, aktusHocTb FVIII, FIX v uHrubutops: FVIII.
Pesynbratbl nokasanu AYTB 105,1 cekynn, aktusHoctb FVIII 11,2%, aktueHocTb FIX
119,2%, yposeHb TuTpa uHrubutopa FVIII coctasun 16 BE/mn, noatomy 6bin caenaH
BbIBOJ, YTO NMPUUYUHOM TpypHonpeogonumoro kposotedeHus ssnsetca SAHA. C 5 no 26
HOA0pPA B NneuebHbIM NPOTOKON BXOAM/IU: reMOCTaTUUECKUE CPEeACTBa: KOHLEHTPATbI
aKTMBUpOBaHHoOro npotpombuHosoro komnnekca (AKIMK) 2100 ME B cyTkw,
csexkesamoporkeHHas nnasma (C3I) u kpuonpeuunutat nnasmbl kposu (Bcero 13000 ep.
mn), FVIII 2000~6000 ME B peHb; apaaukaums uHrubutopa: BBUI 2,5 r~5 r B cyTkm,
mMeTunnpeaHusonoH 80 mMr B cyTku B TeueHue 7 gHew, nnasmacpepes 4 pasa; obuiee
nepesiMBaHWe KOHLUEHTpUpoBaHHbIX 3puTpourToB 10600 mn B TeueHue aToro nepuopaa.

Ho kpoBoTeueHne no-npexkHemy Hesib3s 6b110 3PdPEeKTUBHO KOHTPOIMPOBATb.
emoTOpakc, amMnuema, atesiekTas, abgomMmuHanbHas UHAEKLMUSA, KULIEUHbIA CBULL, U
HapyLlleHWe (pyHKLMKU NeYeHU BO3HUKaNU nocnegosatenbHo. Pe3synbtatbl MccnepoBaHus
(PYHKLMKU CBEPTbIBAHUS KPOBU B 3TWU [HW nNpuBeaeHbl B Tabnuue 1.



26 Hos6psa FVIII 3amennnu Ha rFVlla, Hauae ¢ po3bl 2~16 MKr B cyTku B TeueHue 10
aHel. KpoBoTeueHue npekpaTuaocb cpaldy nocne npumeHenusa rFVlla, Ho gns
HOpMaJiM3auuu OYHKLUKU CBEPTbIBAHUA KPOBM noTpebosasiocb bonblue BpemeHu. 12
nekabpa AYTB 6bino 76 cekyHn, aktusHoctb FVIII 16,8%, a 19 nexkabps AUTB
coctasuno 40,1 cekyHna, aktusHocTb FVIII 95,5%. MauneHT 6Gbin BbinMcaH M3 GOMbHMLPI
uepe3 2 Mecsua, HO, K COXaJIeEHUIO, OH YMep OT HegoedaHus 3 roaa cnycrs.

TABJIULUA 1. KOATYNIALUOHHBIK NPODUNIb KTUHUYECKOIO
NALUUEHTA U3 CNIYUAA 2 (AUHAMUKA C 5 MO 26 HOABPA)

Hara MHO AYTB (cekyHpab!) FVII (%) FXI (%)

6 HOsOps 1.07 11.5 1.2 119.2
7 HOs6pA 1.01 741 2.7 118.2
8 Hoabpsa 1.07 82.2 5.9 11.6
9 Hos6ps 1.21 74.8 6.5 95.4
10 Hos6ps 1.12 85.7 6.7 113.7
11 Hos6psA 1.1 95.7 3.8 118.1
12 HOs16p# 1.2 84.4 4 17

13 Hos6ps 1.1 68.6 16.1 114.8
14 Hos6pA 1.01 62.9 13.5 11.6
15 Hos6ps 1.06 69.4 15.3 100.7
17 Hos6ps 1.1 80.6 16.6 114.8
19 Hos6pA 1.29 63.1 35.2 60.3
21 HOs6ps 1.09 84.7 13.4 112.2
22 Hosbpsa 1.09 82.6 21.3 116

23 Hosb6ps NA NA 3.2 72.9
24 Honbps NA NA 5 53.5
25 Hos6ps NA NA 4.9 53

26 HOs6ps 1.18 150 5.8 48.3




OBCYXAEHUE

TouyHbIH MexaHU3M Bo3HUKHOBeHUA SAHA u3-3a uHayuupoBaHHbix AT k FVIII Bo
BpeMs OonepauLuil ele YeTKO He onpepeneH. ITO MOXKeT ObiTb CBA3aHO C TPABMOM
M NOBpeXXAeHUWeM TKaHeH, UMMYHHOU AUcCperynsilMeun, ConpoBoXKAaloOLWEHN
XHUpypruueckoe BMelUaTesbCTBO, WK, BO3MOXXHO, C peakKLUeH Ha aHeCTeTUKH UNH
ApYyrue nekapcrsa.

SAHA npepactaBnsier co6oi HeaMarHoCTUPOBaHHOE TAXKENI0e HapylleHHe
CBepPTbiIBA€MOCTH KPOBU C BbICOKOW CMEPTHOCTbIO. ITO MOXKET NMPOU3OUTHU B
TeyeHHe HeCKOJIbKMX YaCOB WU AHEWU NocC/sie XUpYpruyeckom onepauuu, Nno3TOMy
ero 4acTto ynycKkaioT M3 BUAY MU HEeNnpaBUIbHO AUATHOCTUPYIOT KaK HapylueHHe
TeXHHUKH, YTO NMPUBOAUT K HEHY>XHOMY XUPYPrM4e€CKOMY BMeluaTesibCTBY.
OcBeOMNIEHHOCTb U ObiCTpass AMArHOCTUKA OCOOEHHO BaXKHbl AN NPABUJIbLHOIO
neyeHus.

O6wenpuHATbIM anroputM auarHoctuku SAHA Bkniouaer: usmepeHue
cBepTbiBalower PyHkuuHU, akTuBHocTU FVIII u Tect Bbetecaa ana oueHkHU ypoBHS
uHru6utopa FVIIl. UsonupoBaHHoe nponoHruposaHHoe AUYTB y kpoBoTouauyero,
paHee 340pPOBOro U He MOJyYyaBlUEro aHTUKOArynAsHTbl NaLuMeHTa, CTPOro
ykasbiBaeT Ha SAHA.



[ea cnyyas SAHA, o KoTopbix coobuwanocb B 3TOM UCCiefoBaHUK, Oblu
noaTeepxxaeHbl yepes aHanusbl AYTB, aktusHocTb FVII, aktueHocTb FIX, nHrnburtop
FVIII u oTcyTcTBME ceEMeWHOro v npeabifyLLero JIMYHOro aHaMHe3a KPOBOTEUYEHHH.

MoMnMo 3TUX 2 3aperncTPUPOBaHHbIX Caydyaes, B Tabivue 2 npoaHanM3upoBaHbl 23
apyrux cnydas SAHA c 1978 no 2020 ron. Hactoawmue pgaHHbie U
3aperMcTpupoBaHHbie c/ly4au nokasbiBaloT, YyTo SAHA mMo)xeT BO3HUMKHYTb Kak
nocne MajnoM, TaKk U nocne obWHpPHOI onepauunu, Takol Kak onepauusa Mooca u
naHKpeaTtoayoAeHa/llbHas pe3eKLUA COOTBETCTBEHHO.

U3 25 cnyuaes (Bkntouas 2 cnyyas Tekyllero uccnenosanus) B 12 6biamM nposepeHbl
onepauun Ha YKKT, u3z Hux 9 — Ha renatonaHkpeatobunuapHon cucteme. Takum
ob6pa3om, eCTb BEpOATHOCTb TOrO, UTO HEKOTOpPble XUPYpruueckue npoueaypbsl,
Takue Kak onepauuu Ha XXKT, ocobeHHO onepauuu Ha
renatonaHkpeatobunMapHou cucteme, MOryT HeCTH 6onee BbICOKMM PUCK
o6pasoBaHua uHrué6mtopos FVIII.

MepguaHa Bo3pacTa nauueHToB coctasuna 65 net (guanason 25-86 net), meamana
BPEMEHU OT onepauuu 1o KposoTedeHns — 2 aHa (auanasoH ot 0 go 8 aHen), megmaHa
aktueHoct FVIII — menee 3% (aonanason 1-15%), a cpeaHui TUTP MHrMBUTOpPA Ha
MOMEHT MOCTaHOBKM guarHosa coctaenan 9 BE/mn (guanason 2-117 BE/mn).

N3 25 nauneHTOB 5 ymMepsiM OT KPOBOTEUEHUS UJIM OCNIOXKHEHUH, CBA3AHHBIX C
KpoBoTeueHHeM, a 16 nauueHTam Obina BbINOJSHEHA OfHA WM HECKOJIbKO MOBTOPHbIX
onepauuM C Lesblo remoctasa Wau 3sakyauuu rematom. OgHako B npoaHasiM3upoBaHHbIX
cnyuyasx rnosiHas pemuccus uHrubutopa 6bina gocturiyta B 20 w3 25 cnyuaes c
meguaHoi 83,5 aHew (guanason 15-230 gHei), a B 1 cnyyae mHrubutop 6,5 BE/™Mn
coxpaHs/ica gaxke yepe3 8 net nocse onepauum.



TABJIULUA 2. SAPETUCTPUPOBAHHDIE C/IYHAU SAHA

Bpems
AO0 Hayajla TMTp
Xupypru- KpoBoTeue- Bpemsa po
Cnyuait Bospacr, yeckas HUA uHrpSm'opa FemocTas ::z?ﬂg::;‘": 3NUMHUHALMH Ucxon
O onepauus nocne BE/M’n P2 yHruéutopa WSILLE
onepauumu,
AHU
1 27, XX 3nuanotomus 6 19 FVIlI Llknodocchammg, - CmepTb [14]
2 77, M Xupyprus 4 N/A FVIII, Crepougpl, N/A Pemucens [15]
ceTyaTku KpuonpeuunuTat|umrknocgocchamma
Xoneuucrak- o MNoBTOpHas onepauus,
3 25, X o 1 4 AKMK OENBA®|  BBUI N/A bevcens [16]
4 47. M Pesekuus 4 23 FVIII, CTE%%AH, 40 aveit 2 NOBTOPHble 71
§ KHULLEYHUKA KPUOMPEUWNUTAT|  nnasmacdépes il onepauuu, pemuccus
Xosieuncrak- Crepougpl, [NoBTOpHas onepauus,
J ol TOMMUS ! 2 FVIIl MepKanTonypHH 2 mecsua cMepTb [17]
KoponapHoe FVlla Crepougpl, 6.5 BE/mn
6 B LWYHTUPOBaHWe 7 16 AKMK @Eﬁ5A® uuknodochamu - uepes 8 net (7]
Xupyprus
! 3, M npocTathbl 2 42 - BBUT N/A CmepTb [18]
Ypanenve Creponabl, MNoBTOpHas onepauus,
8 75, M pr 4 10.4 rFVila oaTonpnt, 7 mecsiLes pemccHs [19]
Ynpanenue lNoBTOpHas onepauus,
9 79, XX et 0 61 FVIII Crepouabl, BBUI N/A e [20]
(0]
10 53, M B NOACHMIHOM N/A rFVila Crepougpl 8 Hepenb Pemuccus [21]
orgene
MNepecagka FVIII, [NoBTOpHas onepauus,
L 62, M neyeHu 2 6 nnasmadpepes Cuszatt 2 mecsua pemuccus (22]
Onepauus Crepougpl, [MoBTOpHas onepauus,
12 57, M o oare 7 2 FVIII IO oL 8 Hepesnb Pelicel [23]
MNoBTopHas onepauus,
13 82, M Xupyprus sek 0 N/A rFVila Crepouabl N/A e [24]
Onepauust FVIII, Linknodpocchamupa, .
14 59, M B n%;;ﬁuom 0 8 R T e 15 pHew Pemuccus [25]
aHKpPEeaToetoHO| o MosTopHas onepauus,
15 57, XX AHACTaMOS 2 17 FVIII, rFVlla Crepouapl 100 gHew cMepTh [26]
[aHkpeaToetoHO-| Crepougpl,
16 "M aHacTamo3 5 8 Fvi pUTYyKCHMab 124 pws Pemuccun [27]
Xupyprus lNoBTOpHas onepauus,
17 86, X no Moocy 0 N/A FVIII Crepoungpl N/A T [28]
18 63, M PEG- 6 10 = Crepounapl N/A Pemuccus [29]
ractpocTomust
MNoBTOpHas onepauus,
19 65, M ﬂwnswc aaresuu 1 5.5 rFVlla Crepougpl N/A A [30]
aHKpeaTo- . Crepougpl, -
20 79, M [yOAeHIKTOMMS 3 18.7 AKIMK ®ENBA® uiknodocdhamua 67 nHen Pemuccus [31]
Onepauwus Crepougpl, MoBTOpHas onepauus,
2 55, M Ha cepaue 0 66 FVIII, rFVlla | ik nodbocchamug, 3 mecaua pemuccus [32]
Pe3eKumsa KUCTbI rFVila, BBMT, - MosTopHas onepauus,
22 62K | nenoxa 6 2 |AKNK OEHBA®| Dimcmiss, | 18 aved pewncens 1
LucranbHas . loBTopHas onepauus,
23 84, M TRk TOMAS 2 7 rFVila Crepoungpl 230 gHen e [34]




U3sonupoBaHHoe nponoHruposaHHoe AYTB B Mukc-Ttecte, nokasbiBaloulee
nnoxyio koppekuuio AYTB nocne uHKyb6auuu nnasmbl NaLuMeHTa B TeUeHHe
npumepHo 1—2 yacoB ¢ paBHbIM 00bEeMOM HOpPMaNbHOW NJa3Mbl 340POBbIX
NayueHTOB, He NOJIy4aBLUUX aHTUKOArynsaHTbl, AeMoHcTpupyetr SAHA. OaHako
ANA AUArHOCTUKHU U noarteep>xaeHuss SAHA Heo6xoaumbl akTuBHOCTb FVIII u Tect
Betecna, koTopbiit nokasbiaet Hanuuue FVIll-Heittpanusyowmnx AT [BE/mn] [12,
35]. OcBeaoMneHHOCTb BCeX CMeLUannMcToB, 0CoO6eHHO XUpypros, 06 3ToM
HEOXXUAAHHOM Yrpo>KaloleM XM3HU KPOBOTEHEHUU UMeeT pelualolee 3Ha4YeHue.

NleueHne SAHA TpebyeT ABYCTOPOHHEro NOAX0OAa, BKAIOUAA KOHTPO/b
KPOBOTEUYEHHUSA U yCTpaHeHWe UHrubutopa [8, 9]. Tepanueit 1 nMHUM y nayueHTOB
C aKTUBHbIM KPOBOTEUEHHEM SAB/AIOTCA PEKOMOUHaHTHbIIN cBUHOM hakTop VIII
(rpFVIII) [36] u npenapatbl wyHTHpylowero gevcteua (MLUJ) - akTuBMpoBaHHbIe
KOHUeHTpaTbl npoTpombuHosoro komnnekca (AKMK ®EUBA®) u rFVlla [37, 38].

[NpvHMMas BO BHMMaHHe, 4TO gecMonpeccuH unu KoHueHtpatbl FVIII moxxHo
MCNONb30BaTb TOJIbKO B CAyYasiX UHIMOUTOPOB C HU3KUM TUTpoM. OaHOBpPEMEHHO C
OCTAaHOBKOW KPOBOTEUYEHUS cledyeT HauyaTb Tepanuio KOPTUKOCTEPOUIAMH C
UMMyHoMmoaynsuven gna apagukaunn AT k FVIII u BocctaHoBNeHUS HopManbHOro
remocTasa [39].



FTEMOCTATUYECKHUE ATEHTDI

AKTUBMPOBaHHbBIN KOHLEHTpaT npotpoMbuHoBsoro komnnekca (AKMK ®ENBAR).
B xope psga vccnepoBaHui Oblia NPOAEMOHCTPUPOBaHa BbiCOKas 3PeKTUBHOCTD
AKMK ®EMBA® (86-100%) y nauuneHtos ¢ MIA. B uactHocTu, B rpynne u3 34
naureHToB npu npumeHernn AKMNK OEMBA B uenom remoctatiueckuit apdekT Obis
nocturHyt B 86% cnyuaes KposoTeueHui. [Tpu 3aToM pexxum posuposaHus Gbin 75
ME/kr kaxkable 8—12 yacos, Ho He 6onee 200 ME/kr/cyt. Mpu Tskenbix
KPOBOTEUEHUSX B cpelHeM 3dpdeKT bbin aocTUrHyT 3a 48 uacos B 76% cnyuaes, ans
OCTaHOBKW KpPOBOTeUeHUs B cpeaHeM notpebosanoch 10 003, a KpoBOTEUEHMs CpeaHeN
TAXKECTH OblIM ocTaHOBEHbI B cpeaHeM 3a 36 uacos y 100% nauueHTOB M
notpeboBanoch B cpeaHeM 6 fo3 npenapata GENBA® [37].

Pekom6uHaHTHbIN pakTop Vila (rFVila).

MpoTtokon neyenus rFVlla coctasnser 90 Mkr/Kr kakgble 2 yaca, NoKa KpoBOTeUeHHe
HE OCTAHOBWTCA, a 3aTeM C/ieflyloT MeHee yacTble [03bl, UToObl M3bexatb peunaunsa [38].
ApdexTusHocTb rVlla coctasnser 100% npu ucnonb3oBaHWKu B KauecTse Tepanuu 1
JIMHKUK K oKoso 75% npu Mcnonb3oBaHUM Ha No3aHUX cTaausax 3abonesanus [41].
Ucnonb3sosanue rVila cesizaHo ¢ TpomboTrueckumu TeHaeHumuamu. CornacHo obsopy, y
7% nauMeHTOB, JIeUEHHbIX LWYHTUPYIOWMMHU areHTamu, Habiogaetcs TpoMOOTHUECKUI
MHUMAEHT, HO COBEPLUEHHO SICHO, UTO B OOJbLUMHCTBE C/ly4aeB ONacHOEe ANS XKU3HU
KpPOBOTEUEHWE NepeBeLIMBaeT ONacHOCTb ocnoxHeHus [42].

Pekom6uHaHTHbIU cBUHOW chakTop VIII (rpFVIIl, 06u3yp). 310 HenasHO
pa3paboTaHHbIM npenapart, KOTOpbIM pekoMmeHaoBaH HauuoHanbHoOW cny»x6o#m
3apaBooxpaHeHus BenukobpuTtaHuu B Kauectse Tepanuu 1 IMHUK Y NaLMEHTOB C
aKTWMBHbIM KpoBoTeueHueM u A, Torga Kak no pa3paboTKK 3TOro npenapara
paccmaTpuBanucb MNMLLUA. OH pencTtByeT Kak KodpakTop ans FIXa, KoTopbiM B coyeTaHuu
C KasbuueMm u chocdonmnuaamu npeobpasyet FX B FXa u, HakoHel, nocne HECKObKUX
aTanoB gocturaet remocTtasa. ObUsyp MMeeT OTHOCHTEJIbHYIO FOMOJIOTHIO C



yenoseueckum FVIII pna poctuxxeHus remocTtasa y nofen, B TO Xe BPeEMA OH MeHee
CKJIOHEH K TpomboobpasosaHuio no cpasHeHuto ¢ rFVila u 6onbwe noaxogut ans
NeyeH1s NauueHTOB C CepAEeYHO-COCYAUCTbIMK 3abonieBaHnaMU. PUCK ero nepekpecTHOM
PEaKTUBHOCTH MOC/E BBEAEHHWS MaLMEeHTy Tak)e cpaBHUTeNbHO MeHblue (5-10%).
CraHpapTHas HadanbHasa go3a ans nedeHus coctasnset 200 EJ/kr, HO naumeHTOB
TaK>Ke JIeYUSIM HU3KUMK HadanbHbiMK go3amu 50-100 EL/kr [40].

HNlecmonpeccuH.

MHorpa 3nvM3o4bl KPOBOTEUEHUSI HE3HAUWTE IbHbBI NMPHU 0OpPa3oBaHWKM UHIMOUTOPOB C
HU3KUM TuTpoMm (<3 BE/Mn), B 3TOM KOHTEKCTe MOXKeT BbiTb None3eH AeCMONPECcCHH B
nose 0,3 mMkr/kr BHyTprBeHHO. Ho B BO/NbLIMHCTBE CNyyaeB OAHOMO fieYeHHs
LECMONPECCUHOM HegocTaTouHo y nauueHTtoB c [MTA; noatomy aecMmonpeccuH crepyet
ucnonb3osatb ¢ bonee adhheKTUBHbIMK npenapaTtamu [43].

FVIII.

OcTaHOBKa KpOBOTEUEHUA MOXKET ObITb AOCTUrHyTa BbicOkMMU po3amu FVIII B cnyuae,
ecnun Het goctynHbix MLWA v Tutp nHrubutopa FVIII oueHb HU30K. MNockosbKy
TepaneBTUYECKUW OTBET Ha 3Ty Tepanuio Hernpeackasyem, UCNoib30BaHUE APYrux
CPEACTB AN OCTAaHOBKU KPOBOTEUEHUS HE OOJIKHO OTK/IaAblBaTbCsA 3a CUEeT
ucnonb3osanua FVIIl. Maktop MoxxeT BbiTb 3PPEKTUBEH NPU UCNONb3OBAHUW B
COYETAHWUU C OAPYrMMU CXEMAMMU JiIEUEHHUs, HaNpuMep, UMMyHoaacopburen ans
BPEMEHHOro yaaneHus uHrubutopos [44, 45].



PAAUKALUHUA UHTUBUTOPOB

Koptukocrepoupgbi.

2 Haubonee pacnpocTpaHeHHbix pexkuma NCT BkoualoT TONIbKO KOPTUKOCTEPOMUAbI MU
KOPTUKOCTEPOU bl B COYETaHWUMU C LMKNodochamuaom unm aszatuonpurom [2, 4]. Lenbio
MMMYHOCYMNPECCUU ABNSETCA ObICTPOe yCTpaHeHWE UHIMOUTOPOB, UTO CHUXXAET PUCK
KpoBoTeueHus y nauueHTa. CyLiecTBYIOT TakKe HEKOTOpPbIE ApYyrie BapuaHTbl eUeHHs,
KOTOpPbIE BKJIOUAIOT SIMOO TONbKO CTEPOMAbI, MO0 pas/inuHble KOMOWHALMKU BbICOKUX
003 UMMYHOr1I00ynuHa, puTyKcumaba, uuknocnopuHa A v uMmmyHoaacopbumm [38].
MpenHusonoH B fo3e 1 Mr/Kr oTAeNbHO WK ero KoMBuHaumMa ¢ umuknodochammuaom (1-
2 Mr/Kr) pekoMeHayeTca Ana Hadana uMMyHocynpeccun. CpeaHee Bpemsa NeyeHus
KOPTUKOCTEPOUJAMH AJIA [OCTUXKEHUA PEMUCCHUU MHIMOUTOPOB COCTaBAAET OKOJIO 5
Henenb [9].

BHyTpuBeHHble UMMYyHOrno6ynunbl (BBUT).

Tak>ke ucnonb3oBanucb UHpy3un BBUI, HO HeT noaTBEP>KAEHHbIX CCbIJIOK Ha
noaaepxxky BBUI B kauecTse efuMHCTBEHHOro cpeactsa Ans 6opbbbl C KPOBOTEUEHHEM.
O6was posa 2 r/kr B TeueHune 2-5 gHel npusoauna K yactote oteeta 30%, a
naLueHTbl, Yy KOTOPbIX UCXOAHble TUTPbl Betecaa Bbinu HUXKe, NOKa3asiu Ny4ylluMi OTBeT

[18].

UmmyHoaacopbuua / nnasmadepes.

9TO MOXKeT ObITb NONE3HBIM METOAOM Y MALUEHTOB C OYEHb BbICOKUM YPOBHEM TUTpaA
MHTMOWUTOPOB, KOTOPble HEe OTBETUIU HAa 0OXOAHble areHTbl. [ AOCTUXKEHUs remMocTasa
nocse nnasmadepesa M UMMYHOAACOPOLMU Yy ITUX BONbHBIX HEOOXOAUMO BBOAMUTD

FVIIl [38].



Putykcumab.

Y nauuentos c MIA puTykcumab ctan 30/10TbIM CPEACTBOM A1 3pajrKaLmru
uHrnbutopos [8]. CornacHo umetowmmcsa onybnnMKoBaHHbIM JaHHbIM, Oblia JOCTUrHyTa
nonHas pemuccus Ha 90-100%. TepanesTuueckyio o3y 375 mr/m’ B Hegenio cnepyer
NPUMeHsTb B TedueHue 1 mecsaua. Pesynbtat MOXKHO yBUAETb B TeueHWe nepsbix 2 Heaesb
neyeHus, U oblilee MHEHUE COCTOWT B TOM, UTO €ro cjedyeT paccMaTpuBaTh B Cydasx,
Korga HabnofaeTcss HenepeHOCMMOCTb CTaHAAPTHbIX UMMYHOAENPECCAHTOB WU/
PE3UCTEHTHOCTb K neveHunio 1 anHunu. Putykcumab B KOMOWHaLMK C NpeaHU30/10HOM
TakXxe npepgiaraeTcs HEKOTOPbIMU rpynnamu B Kadyectse 1 MHWUM Tepanuu y NauueHTOoB C
TUTPOM MHrMbutopa ot 5 po 30 BE/mn, a y nauneHtos ¢ Tutpom Bbiwe 30 BE/mn ero
cnefyeT UCNo/b30BaTb B AOMNOJIHEHWE K NPEAHWU3O0NOHY M UMKnodocdamuay [46].

BblBO/bl

3necb Mbl coobuiaeM o aByx cayyaax SAHA, kotopbie 6bIIM AUATHOCTUPOBAHDI
nocne Heckonbkux onepauuini. SAHA 6bina pacnosHaHa no oo6wMm
XapaKTepucTMKaM npojosKalowerocs KposoteueHus, Bbicokoro AYTB, Huskou
aktuBHocTH FVIII, Bbicokoro ypoBHsa uHrubutopos FVIIl u orcytcTBua
npeabiaywWero IMMHOro U ceMeMHOro aHaMHe3a KPOBOTEUYEHUH.

CmepTtHOCTb Npyu SAHA BbicOKas U3-3a HEAOCTAaTOYHOU OCBEAOMJIEHHOCTHU WU
nosfHero pacnosHaBaHusa 6onesHu. MoaToMy TpebyeTcs cBoeBpeMeHHasn
AWArHOCTUKA Ha OCHoBe cneuudpUuecKUux auarHoctuueckux tectoB SAHA u
pactywed ocBeJOMJIEHHOCTH BpayeHl pa3/iMuHbIX CneLUanbHOCTEMN.

Kpome Toro, ana agpcpekruHoro neueHus SAHA Tpebyercsa ABYyCTOPOHHUMH
NOAXOA, BKAIOYAIOWMUIA KOHTPOJIb reMocTa3a M apaguKauuio uHru6utopos FVIIL.
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KPATKAA UHOOPMALIUA O NPEMNAPATE ®EUBA®

PeructpauyuoHHblit Homep: PK-JIC-5N2018682, PK-JIC-5N2018683 c 6eccpouHbiMm cpokom aercTeu. JlekapcTBeHHas hopMa: iModmnusar ans
NPUroToBNEHWs pacteopa s uHdyaui 500 EZ v 1000 E[l. ®apmakoTepaneBTuueckas rpynna. [emocratuyeckoe cpencreo. Kog ATX B02BDO03.
MokaszaHua K npuMeHeHHI0. JledeHre KPOBOTEUEHHH Y NALMEHTOB C MHTMBUTOPHOM hopMOoi reModuanK A; NnedeHne KPOBOTEUEHHH Y NaLUeHTOB C
MHrMOUTOPHOM hopMOM remodmnuu B, npu oTCYTCTBUMM CMELUEMUECKOro JIeUeHUs; fleHeHWe KPOBOTEUEHWH Yy MAaLMEHTOB C NpUoBpeTeHHbIMU
KoarynonatusMu Bcneacteue MHrMbuTopos K dhaxktopy VIII; npodrnakTMka KpOBOTEUEHMH Y MaLMEHTOB C MHIMOUTOPHOW chopMol remodunuun A,
NEPEeHECILMX MACCHBHbIE KPOBOTEYEHWS B MPOLLIIOM M MMEIOLWMX PUCK 3HAUYMTENbHbIX KpoBoTeueHwi). MpoTtuBonokasaHus. Mpenapar Mei6a® He
JO/MKEH NPUMEHATBCA NPW CEefyIoWMX COCTOSAHWAX, eC/IM MMeloTCA TepaneBTHueckue anbTepHaTuBbl MDei6a®: nosbilueHHas uyBCTBUTENBHOCTb K
AKTMBHOMY BELLECTBY M/IM K BCOMOraTesibHbIM BELLECTBAM; AHCCEMUHUPOBAHHOE BHYTpHUCOCyaucToe caepTbiBaHue (OBC-cuHapom); ocTpbii TpomM603
unn ambonus (Bkaouas MHMapKT MUokapaa). Cnocob npuMeHeHUs U AO3bl. [11S BHYTPUBEHHbIX MHBEKLMHM WMAKM MHGY3WiH. CKopocTb BBEAEHUS
npenapata He fomkHa npesblwatb 2 E[/kr macchl Tena/muH. [losbl. Mpu BbiGope A03bl M YacTOTbl BBEAEHWS CleAyeT PYKOBOACTBOBATbCS
KJIMHWYECKOM 3hheKTUBHOCTBIO B KaXKI0OM UHAUBUAYabHOM ciiyuae. PekomeHpayeTcs npumeHsTb npenapat @ei6a® B nose ot 50 no 100 E[1/kr maccbl
Tena. Mpu 3ToM He cneayeT npesbiwatb pasosyio go3y 100 E[/kr maccbl Tena u cyTounyio gosy 200 E[/xkr maccbl Tena. CnoHTaHHble
KpoBoTeueHUs: KpoBousausHus B cycmaBel, Mblwybl U MS2KU€ MKaHU. B cnyyasx KpoBoTeYeHWH Masiol U CpeHEN UHTEHCMBHOCTH PEKOMEHAYIOTCSA
no3bl npenapata ®ei6a® ot 50 no 75 E[/kr macchl Tena kaxaple 12 yacos. B ciyuasx oBLIMPHBIX KPOBOM3NUSHUM B MbILLbl U MATKWE TKaHH, B
YacTHOCTH, NMpW 3abpIOLWMHHBIX remMatoMax, pekomeHayemas posa coctaenser 100 E[/xr maccbl Tena kakpple 12 uacos. Xupypruueckue
BMewarenbcTea: PekomeHgyemas pasosas gosa coctasnser 50-100 E[l/kr maccbl Tena kaxkable 6 4acoB, He MPEBbIWAA MAKCHMAsIbHYIO CYyTOUHYIO
po3y 200 E[1/kr maccoi Tena. Mpodunakruueckoe neuenue: Jisa npogunakmuku kpoBomeyeHud y nayueHmoB ¢ Bbicokum mumpom uHzubumopa
u yacmoeimu kpoBomedeHusmu nocsae Heydayu uHOYKuuu ummyHHou mosaeparmuocmu (MUT) unu koeda MUT He npoBodunace pekomeHdyemas
doza cocmaBasem 70-100 E/] /ke maccor mena 4epes dexwb. Ecnu Heobxognmo, fosa moxkeT 6biTb ysenuyena go 100 E[l/kr macchbl Tena B A€Hb MK
MOXKeT BbITb NOCTENEHHO CHKeHa; J1a npogunakmuku kpoBomeyeHul y nayueHmoB ¢ Boicokum mumpom uHzubumopa Bo Bpems npoBedeHus
uHOYKYUU umMmyHHOU mosepaHmuocmu (MHT) npenapat ®eiba® moxkeT HaszHauaTbecs ofgHoBpemeHHo ¢ chaktopom VI, B uuTepsane gos 50-100
E[./xr maccbl Tena aBakabl B AeHb, NOKa TUTP MHrMbMTOpa He ymeHblumtcsa Ao <2 BU. Mo6ouHbie adekTnl. Mpenapar Mei6a® moxkeT Bbi3biBaTh
peaKLWu rnepUyBCTBUTENBHOCTH alIeprMueckoro TUna, B YaCTHOCTH, KParnWBHULY, oTek KBUHKE, JKely0HHO-KHULLIEYHbIE MPOSBNEHHS, BPOHXOCNa3M U
rMNOTEH3MI0. ITU peakuuu MoryT BbiTb O4EeHb CEPbe3HbIMU M HOCWTb CUCTEMHbIM xapakTep (B 4aCTHOCTH, aHadhMNaKCUs C KpanuBHULEH W OTEKOM
KeuHke, GpoHxocnasm, 1 aHacpunakTHUECKHUI WOK). [lpyrue MHY3UOHHbIE PeaKLmu, Takue Kak 03HO6, TMNepPTEPMUSA U FTMNEPTEH3HUS TaKKe OTMeuYaNuch
npu NpUMeHeHWH npenapata. Hapywenus co cmopoHe! kpoBu u aumgbamuyeckol cucmemsl. lIncceMUHUPOBaHHOE BHYTPUCOCYAUCTOE CBEPTbIBaHHE,
NOBbILIEHWe TWUTpa WMHrMbUTOpa (aHamHecTWueckwi oTeeT). HapyweHus co cmopoHsl cepdedHo-cocyducmol cucmemsl. VHdapKT MuoKapaa,
TaxuMKapaus, TPoMb03, BEHO3HbIN TPOMB03, apTepuabHbii TPOMBO3, apTepHaibHas MTMNOTEH3US, apTepHUasibHas MTMNEPTEH3MUSA, MPUMBbI KPOBU K KOXKE
nvua. llepeyens Bcex noboyHblx 3gbgpekmoB npedcmaBrer B uHCMPYKUUU No MeOUUUHCKOMY npumeHeHuro. BzaumodeicmBue ¢ Opyaumu
nexapcmBertbimu cpedcmBamu. Npy coOBMECTHOM NpuMeHeHum ¢ npenapatom Meiba® cucteMHbIx aHTUPUOPHUHONMTUKOB, TAKMX Kak TpaHeKcamoBas
M aMWHOKanpPOHOBasi KUC/IOTbl, C/efyeT Y4YWTbiBaTb BO3MOXXHOCTb TpoMbBoobpasosaHus. MpW HEOOXOAUMOCTM KOMOMHWPOBAHHOTO MPUMEHEHMUS
aHTUPUOPHUHOMTUKM He CleayeT UCnosb30BaTh B TedeHue 6 - 12 uacos nocne BeeaeHns npenapata Peib6a®. Mpenapar Deiba® He cnegyeT cmewmrBaTth
C LPYrMMW NIeKapCTBEHHbIMW MpenapaTtamu, MOCKOJbKY 3TO MOXKET MOB/MUSTH Ha 3PEKTUBHOCTb U Ge30MacHOCTb MCMO/b30BaHUs npenapara. B
K/IMHUUECKMX MCCNEAOBaHUAX 3MUun3ymaba, B KOTOpbIx CybbeKTbl MccnefoBaHus nonydany npenapat @eii6a® B kauectBe KoMnoHeHTa Tepanuu
NPOPbIBHOrO KPOBOTEUEHWUsl, COOBLLANoch O Cyyasx Pa3BUTUA TPOMOOTMUECKOW MUKPOAHrMOMaTHM, UTO MOMET yKasblBaTb Ha CyLUEeCTBOBaHWE
NOTEHLMAbHbBIX IEKAPCTBEHHbIX B3aMMOAENCTBUM Mexay amuuu3ymMabom u Deinba®. Ocobbie ykaszaHus. Mpu Tepanum npenapatom Peii6a® cnepyet
yaenatb ocoboe BHMMaHWe NauueHTaM, HaxoASLMMCS Ha HU3KOCONEBOM AWeTe, TaK KaK KOJMYECTBO HATpWA B MaKCMManbHOM CyTOYHOM [o3e
npenapara moxxeT npesbiwarb 200 mr. [ns nonyyarowmx aMMuM3ymab nauMeHToB, KOTOPbIM NPEACTOMT HasHaueHue npenapaTta Peiba®, Heobxognmo
NPOBECTH OLEHKY NOJb3bl U PUCKOB, WM TakWe MaLMeHTbl AOJ/DKHbI HaxOAMTbCA MOJ, TLiATeNbHbIM MEAMLMHCKMM KoHTponewm. [penapatr ®ei6a®
COAEPXKUT U30reMarrIioTUHUHBI Fpynn KpoBu (aHTu-A u aHTh-B), noaToMy naccvBHas nepefada aHTUTEN K aHTUIEHaM IPUTPOLMTOB MOXKET B/IMATb Ha
HEKOTOPbIE CEPOJIOrMYECKME TECTbI Ha aHTUTENa K 3puTpoumrTam (Hanpumep, npoba Kymbcea). B cnydae HeafgeksaTHOro oTBeTa Ha JieueHue npenapaTom
PEKOMEHAYETCSl MPOKOHTPOJIMPOBATb KOJIMUECTBO TPOMOOLMTOB M, NPpU HEOOXOAMMOCTH, MPOBECTH KOppeKuuio. YCNOBUS OTNycKa M3 anTek. [lo
peuenTy.

1. O6Las xapaKTepucT1Ka fiekapcTeeHHoro npenapata ®EMBA® & PK.

C-APROM/KZ/FEI/0014, cpok metcteusa - 31.03.2023 roaa



ﬂ HETHNHYHOE KPOBOTEYEHHE?

pE—nKOE, HO | HE OTKNAABIBAHTE REHCTBHA!

o4eHb onacHoe! I TPEBOTA ANA TEMATO/Or 0B!

TOO «Takepaa KasaxctaH»

050040, r. Anmarsl, yn. 3enHa LlawkuHa, 44
Ten.: +7 (727) 244 4004

MHOOPMALMA NMPEAHA3HAYEHA OJ1A CMELMATIMCTOB 30PABOOXPAHEHNUA



	Page 1
	Page 2
	Page 3
	Page 4
	Page 5
	Page 6
	Page 7
	Page 8
	Page 9
	Page 10
	Page 11
	Page 12
	Page 13
	Page 14
	Page 15
	Page 16
	Page 17
	Page 18
	Page 19
	Page 20

