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BeBepeHue

SMuLmM3ymMab ofo6peH ANA NPOGUNaKTIKI KPOBOTEUEHNIM Y NaumeHToB ¢ remodunmein A (MA)
¢ uHrueutopamm k daktopy VI (FVII) v TAxenon dopmon A 6e3 uHrmentopos k FVIII[1, 2].

PekoMeHaaLmMm B 3TOM CNpaBOYHMKE akKyMynMpYIOT UMEIOLLLYIOCA Ha HACTOALLMIA MOMEHT
MHOOPMALIMIO 1 MVPOBOW OMbIT BEAESHWA NALMEHTOB, NOMyYaloLLMX IMULM3YMA6.

O6wme acnekTbl Tepanum

— MenounumHcKumit nepcoHan gofmkKeH MMeTb ONbIT AMarHOCTUKN N nNevYeHna nauneHToB C rA.

—> MeonumHCKni nepcoHan oomkeH NMEeTb NOJTHYIO VIH(POpM&LLMIO O MexaHn3me
LENCTBUA, TEXHVKE BBELEHWA U BOZMOXHbIX HEXENATEbHbIX ABNEHNAX 3MVILJ,I/I3)/Ma6a.

— Tak kak aM1Um3ymMab NpUMEHAETCA TONbKO ANA NPOPUNAKTUKM KDOBOTEYEHNI
1 He NPUMeHAETCA [NA UX KYNMPOBaHUA, NaLMEHTY HEOBXOAMMO MMETb 3anac
npenapaTtoB, HEOBXOAMMbIX [/1A OCTAHOBKM KDOBOTEYEHWA.

AUKK — aHTUMHIMBUTOPHBIN KOarynaHTHbIN KOMMAEKC

AYTB — akTvBMpOBaHHOE YaCTMYHOE TPOMBOMNNACTUHOBOE BPEMA
FA — remodunua A

ulr A — nHrnbutopHan opma remodunum A

OBC — n1McceMnHpoBaHHOE BHYTPMCOCYAMCTOE CBEPTLIBAHWE
UWUT — nHayKuMA UMYyHHOW TONEPaHTHOCTK

MWA — npenapart WyHTUPYOLWero AeNCTBUA

TMA — TpomMboTHYEeCKan MUKpOaHrMonaTua



O6y4eHue 60onbHbIX Nepen Tepanuen

I'Iepe,u Ha4aloM Tepannmn 3Ml/1LI,l/I3yMa6OM HeobxoanMo npoBecTn O6yLJEHl/le nauneHToB

W MWL, OCYLLLECTBAAIOLLMX YXO[l, 06 OCOBEHHOCTAX HOBOW Tepanmun.

MauuneHTbl VIIVIHVI nvua, ocyulecTteiialowmne yxon, ooJHKHbI:

® ObITb ODyYEHbI TEXHWKE MOAKOXHbIX MHBEKLMN

® B1afeTh TEXHWKOW BHYTPUBEHHBIX MHQY3UI AnA BBeAeHWA npenapatos FVIII
Wnu Npenapatos WyHTUpytoulero aenctawa (ML) B cnydyae pasButua KPOBOTEYUEHMI

MauneHTbl ¢ MHrM6UTOPHOM dpopmoin A (MITA) AONXKHBI:

e GbiTb MPOUHGOPMMPOBAHbI O MOBbILIEHWI PUCKa PA3BUTUA TPOMBOTUYECKIX ABNEHN,
B TOM YMCe TPOMBOTMYECKO MUKpoaHronatii (TMA), npu ncnonb3osaHnm
AHTUUHIMBUTOPHOTO KoarynaHTHoro komnnekca (AMKK) B nose soiwe 100 E/kr/cyT
NpU MPUMEHEHNN SMULIM3YMaba W B TeUEHNEe 6 MECALIEB MOCNE ero OTMEHbI [2]

MauneHTbl BONXHbDI:

® OblTb NPOUHPOPMMPOBAHBI O TOM, Kak BECTU CeHA B Cryvae
KPOBOTEYEHWA NNV TPaBMbI

® (CBA3aTbCA C NnevallM Bpa4yoM 1 reMatosioroM B Ciydae KpoBOTeYEeHNA

KaxmoMy naumeHTy, nomyvatoiemMy sMuLmM3yMat, pekoMeH1yeTcA NoCTOAHHO

MMETb Npy ce6€ UHPOPMALIMOHHYIO KapTy Ha Clyyar 3KCTPEHHLIX CUTYaLWIA

M HEOTNIOXHbLIX XMPYPrn4yeCckmnx sMelaTenbCTa.




MHdopMaLMOHHAA KapTa NnauueHTa

c remo¢unuen A, nonyvarowiero aMmuusymab

Kaprouka nauueHTa c remodunuen A,
nosny4arowiero aMMuusyma6

Gamunua

Vma

®0TO
OtyectBO

[Lata poxaeHna

Ten. ANA 3KCTPEHHOrO Cryyan

Bnapeneu storo AOKyMeHTa cTpapaet

NMOHMXEHHON CBEpPTbIBAE€MOCTbIO KPOBU
nnony4yaetr 3MMLLI/I3yMa6 B MOCTOAHHOM pexunMe.

YposeHsb FVIII %

TuTp uHrMéntopa

Bpay

KoHTakTbl MEAULMHCKOM OpraHm13aLymm, Ten.

Kaprouka nauueHTa c remopunuen A,
nony4aroLiero aMuuusyma6

MHOOPMALIMA AN1A MEANUMHCKNX
PABOTHIKOB, OKA3bIBAIOLLINX NMOMOLLb
NAUMEHTY C TEMOOUJTIMEN A

[ata Bblgauu




D ViHbopmauma ansa nauveHTa
c remopununen A 6e3 uirunéutopos k FVIII
noNy4aioLero aMuLm3ymMat

Mpu KpoBOTEHEHUU/XMPYPrUYECKOM
TeNbCTBE HEO6 BBECTU

* KoHueHTpar FVIIl 8 fo3e, cornacHo MHCTpYKLmn
 [pu KPOBOTEUEHUM JONONHUTENBHYIO 03y
aMnum3ymaba BeoanTs HETb3A

Ha $oHe npumeHeHnA ammumsymaba
HE ucnonb3yitte ogHocTauiiHbIE
MeTofbl ANarHOCTUKM:

° AYTB: ByaeT NOXKHO YKOPOUEHHbBIM

* AHanua nHrueutopa FVII: 6yaet noxHo
oTpuLaTeNbHbIM

* AkuBHOCTb FVIII: 6yaeT NoxHO BbICOKMM

WUcnonb3yite XxpoMoreHHbI MeETOA,
Yy nauueHToB, nony4aroLmx smuuusymaﬁ

NHdopMaumOHHaA KapTa NaLMeHTa

c remo¢unuen A, nonyvarowiero asMmuusymab

D ViHbopmauma ana nauveHTa
c remopununen A ¢ uaruéutopamm k FVIII
noNy4aioLero aMuLn3ymMat

B SKCTPEHHbIX CUTyaLUax:

Beectu:
AnTakor anbda akTMMpoBaHH.ii 90 Mr/kr
ANKK* 25-50 ME/KF (Hy)KHoe noAYepPKHyTL)

Mo3BoHUTL nevallemMy spady

ﬂpw KpOBOTEYEHNWN AONONHUTENBHYIO AO3Y
aMuumaymaba BoanTe HENTb3A

CyToyHas po3a AUKK* He ponxHa
npesbiwats 100 EQ/xr

Ha ¢oHe npumeHeHua aMuumsymaba
HE ncnonb3yitte ogHocTaauiHble
MeTofbl ANarHoCTUKM:

® AYTB: ByneT NOXHO YKOPOUEHHBIM

* AHanua nHrueutopa FVIII: 6yget noxHo
oTpuuatensHbIM

* AktvsHoCTb FVIII: 6yaeT noxHO BbICOKMM
Wcnonb3yiite XxpoMoreHHbI MeToq

Y MaLMEHTOB, NoMyYatoLmux 3MULU3yMa6

*AVIKK = aHTUMHIMBUTOPHbIN KOAryNAHTHbIA KOMNNEeKC



Havano repanuu amuunusymaéom

Tepanuio aMnUM3yMaboM CneayeT HauvHaTb NOA HaboAEHVEM BPaYa, MEIOLLErO ONbIT
neyeHna A n/unn HapyLieHUi CBEPTLIBAEMOCTU KPOBM.

—> MepB.ble 2-4 HbEKUMW NpenapaTa PeKoMeH/1yeTCA NPOBOANTL MO/ KOHTPONEM
MeaMUMHCKOrO NepcoHana ana obyyeHns 60bHOro/nua, OCyWecTBARIOWErO
YXOfl, TEXHUKE NPOBEAEHNA UHBEKLNN.

—> Cu1CcTeMbl JONrOCPOYHOro BEHO3HOMO AOCTYMa (MOPT-CUCTEMBI,
LIEHTPabHbIE BEHO3HbIE KaTeTePkI) peKOMEeHAyeTCA yaanaTb He No3aHee
YyeM Yyepes 1 MecAL, Nocne Havana Tepanvn SMULM3yMaboM Npu yCloBum
3hPEKTMBHOIO KOHTPONA FreMOGUNNL.

Mepexop Ha Tepanuio Mepexop Ha Tepanuio
3MULM3YyMaboM y 605bHbIx MA aMULn3yMaboM

6e3 uHruéutopos [1,2] y 6onbHbix A [1,2]

MaumeHtam c A Beenenwue MW[IO cnenyet

6€3 MHrMBbUTOPOB MOXHO HavaTb npekpaTuTh 3a 24 Yaca A0 Havana
Tepanuio SMULLM3yMabom Tepanun aMULM3yMabom.

6e3 npeaBapuTeNbHON MOArOTOBKY.

[NepByto MHBEKLMIO dMULIM3YMaba
MOXHO BbIMOMHWTL Ha CNeayioLmnii
AeHb nocne nHdyaum npenapara FVIIIL



Pe>xuMm BBegeHna ammuusymaba, nponyck Ao3bl npenapara

Pe>xuM BBeAEHMA U A,O3MPOBKa IMULM3yMaba

—> Tepanuio aMULI3yMaboM HauMHaIOT C BBEAEHWA Harpy304HOM 003kl 3 Mr/Kr
NOAKOXHO T pa3 B HefleNto B TEUEHVE NEPBLIX 4 Hefesb.

—> C 5-in Henenu npenapar BBOAAT B NOAAEPXMBAIOLLEN 103€ B OAHOM
13 CNeayioLmMX PeXVIMOB:

1,5 Mmr/kr 1 pas 3wMmr/kr 1 pas 6 mrfkr 1 pa3
B Hepeno B 2 Hepgenu B 4 Hepenun

[lo3a smuupm3ymMaba Ha 1 BBeAeHVEe pacCUnTLIBAETCA Ha LENCTBUTENBHYIO

Maccy Tena. losToMy pekoMeHyeTCA KOHTPONMPOBATL Maccy Tena 1 pas
B 3 MecAua y oeter 1 1 pas B 6 MeCALLEB Y B3POCbIX NaLMEHTOB.

Mponyck po3bl aMuuM3yMaba

B cnyyae nponycka o3kl €€ cnefyeT BBECTU Kak MOXHO CKOPEee, A0 AHA O4epenHON
3annaHMpoBaHHON MHbekumn. Cnedytolan [03a BBOAUTCA B OBbIYHbIN 3aN1aHMPOBaHHbIN
[leHb BBELEHVA 63 CMELLEHNA rpaduka NHBEKLMNA.

— Ecnv nponyck Lo3bl 6bi1 0OBHAPYXEH TOMLKO B AEHL O4EPEAHOrO NAAHOBOrO
BBEEHWA, BBOAWTCA TONLKO 1 [,03a, 683 BOCMOHEHUA MPOMYLLEHHOM.
2 003bl B 1 A€Hb BBOAMTL HEMb3A.

—> B cnyyae ecnu naumeHT nponyctvn NocnenosatenbHO HECKONbKO 403 1 0bLLanA
NPOAOMKUTENBHOCTL NepepbiBa Tepanuu coctasuna 20 1 bonee Hepens,
PEKOMEHAYETCA MOBTOPHOE NMPOBEIEHVE HArPy304HOIO PEXMMA B 1O3MPOBKE
3 Mr/kr 1 pas B Hefienio B TeueHue 4 Hefenb C AanbHEeNW M Nepexoaom

Ha NOBON 13 YyTBEPXKAEHHBIX MHCTPYKLMEN NOAAEPXMBAIOLLMX PEXMMOB.




—> ECnM npoaomxuTensHOCTb MPOnycka HeCkonbkmx 103 MeHee 20 Heaenb,
TO TEPaNMIO PEKOMEH[YeTCA MPOLOMXUTL B MPEXHEM NOANEPXKMBAIOLLEM PEXIIME.

MpuMeHeHne aMuLuMn3yMaba y aeTen NnepBoro roaa XXusHu

Y neTev nepBoro rofa xun3Hn B ka4eCTBE OHOM 13 TePaNeBTNYECKMX OMNUMIA BO3MOXHO

Has3HaueH1e aMnLmM3yMaba C Liefbio NePBUYHON NPOGUNAKTHKM KPOBOTEUEHWI.

MpuMeHeHne aMuLM3yMaba Npy OCTPOU pecnupaTtopHoOmn

BupycHomn uHpekuumn (OPBU) y nauneHtacFA

MexaHu3M 0encTemaA sMuLmM3ymMaba He npeanonaraeT ero Cnoco6HOCTb
BO3[EMCTBOBATbL Ha Kakoe-N1bo 3BEHO UMMYHITETA M M3MEHATL PeakLMIo OpraHn3Ma
yenoseka Ha nHdekumio [3,4].

—> Tepanua OPBW He TpebyeT OTMEHbI MW NpepbiBaHWA Tepanun aMULM3YMaboM.

— [vnepTepmMua He ABIAETCA MPOTMBOMOKA3aHeM AJ1A BBEAEHWA SMULM3yMaba.
OpnHako B CNyyae NOBbILLEHUA TeMNepaTypbl Tena A0 ¢ebpubHbIX LUdp
PEKOMEHYETCA OTCPOYNTL BBEAEHME SMMLM3YMaba 1O MOMEHTa KynMpoBaHuA
NMXxopagku. ITo NOMoXeT AnddepeHLUMPOBaTL HeXeNaTeNbHbIe ABNEHNA
B CJly4ae 1Ux BO3HUKHOBEHUA.

—> Koppekuma Tepanum oCTpbiX pecnmpaTopHbIX 3a60neBaHuin Ha GoHe
NpUMEHeHNA aMULIM3yMaba He TpebyeTcs.

KynupoBaHue kpoBoTe4eHUM Yy NaLMEHTOB,

nosiyyaroLwmx sMMumnu3ymab

3MMUM3yMab nokasaH Ana NpodUNakTVKLA KDOBOTEUEHWI Y MALMEHTOB C TAXENON GOPMOW
TA v ulA [2]. Mpy BO3HUKHOBEHWM KPOBOTEYEHUA Y 6OMBHOTO, MOMYYatoLLEro SMULM3YMaB,
HEeOobXOAMMO NPUMEHATL LOMOHUTENBHYIO TEPanWIO.
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Mepuoa nonyBbIBEAEHNA aMULM3yMaba cocTaBnaeT 26,9 aHA [2,5].

[Mo3TOMy pekoMeHAaLM, YKka3aHHbIE B 3TOM pasaene, NPUMEHUMbI
KaK AnAa nauueHToB, nony4vatolmx npenapar, Tak U gnd Tex,
KOMy npenapart 6b171 oTMEHEH MeHee 6 MecALeB Ha3af,.

— PeKOMeH,D,yETCH OUEHUTb TAXEeCTb KPOBOTEYEHUA UITN TPABMbI
nepepn sseneHmnemM [IONONHUTENBHOM FEMOCTaTUYECKON Tepanmun. Teparwm
HeobxoamMa MNPn 3Ha4YNTEbHbBIX KODOBOTEYEHNAX 1 TPaBMax: reMaptpos3e
C BOMbIO, OTEKOM UK HapyLlweHneM OBMXKXEHUA, MbILLEYHbIX reMaToMax,

XM3HEYTPOXAIOLLMX KPOBOTEHEHMAX.

—> [pu He3HAUNUTENBHLIX KPOBOTEUEHMAX 1 TPABMaX (3KXMMO3aX, HOCOBbIX
KPOBOTEUEHWAX, HEBOMbLLMX PaHax) pekoMeHayeTcA HabnoaeHe.
BO3MOXHO Ha3HaveHve aHTUGUOPMHONIUTUHECKNX CPEACTB
(TpaHekcamoBanA/aMMHOKaNPOHOBAA KNCNOTA) CUCTEMHO UM MECTHO.

—> Ecnu kpoBoTeYeHue He kynmpyeTca 6onee 24 4acoB, PEeKOMEHOYETCA NPOAOMKNTL
TEpanuIo B YCNOBWAX CTalMOHapa.

KynupoBaHue kpoBoTeveHun y naumeHToB ¢ A 6e3 MHrM6uTopos

— Y naumneHToB ¢ ['A 6e3 MHTMBUTOPOB PEKOMEHAYETCA MPUMEHATL CTaHAAPTHLIE
L03bl npenapartos FVIII B 3aBMCHMOCTY OT TNa KPOBOTEYEHUA.

— Ha doHe npumeHeHnA aMnLm3ymMaba cokpaLlaeTca NPOAOIKUTENBHOCTb
Tepanum kposoTedeHna npenapatamu FVIII. PekomerayeTca npuHuMaTs pelenme
06 ocTaHoBKe Tepanuu npenapatoM FVIII Ha 0CHOBaHMM KNMHUYECKON KapTVHbI

MM KYNMPOBaHMA KPOBOTEUEHWA.

—> B cnyyae kpoBoTEYEHNI, NOTPEOOBABLIMX MHTEHCVBHOW TEPanuM Npenaparamm
FVIII, pexomerayeTca onpenenuts TUTP MHrMouTopa vYepes 4 Henenu
XPOMOreHHbIM MeTOLOM betesa.




Anroput™ KynmpoBaHUA KPOBOTEYEHUN Y 60/bHbIX A
6€e3 MHrM6UTOpPOB, NoNy4aloLWnX SMULIM3YyMa6

Kposoteyenne KoHcynerauma KpoBoteyenne
y naumeHTa y remaronora TpebyeT neyennn
Het Ha

1-3 BBefeHna npenapata

KnuHuyeckoe HabnogeHne L
EVIIl B ctaHAapTHOM no3e

+/' TpaHekCcaMoBan KMcnorta

+/" TpaHeKcaMoBad kKmcnota

KpoBoteyerne OueHka adpheKkTMBHOCTY
KynMpoBaHo? yepes 24 vaca
Het YactnuHo Ha

MpogonxuTs BBEOeHVe o
FVIII B npexHem pexiime CTaHOBUTb
[10 KyNMPOBaHIA KDOBOTEUEHN Tepanuio

YBennuntb 4acToty

BBEaeHua/nosy FVII

KynupoBaHue kpoBoTeueHuit y naumueHTos ¢ ulA [1,2]

I'IepBaﬂ JNTIMHUA Tepanuu gJia KynupoBaHUA KpoBOoTe4YeHUA

Y naumneHTos ¢ UT'A npenapat rkVlla Asnaetca Tepanuen NnepBomn NMHUN
Npv KPOBOTEYEHUAX, TPEBYIOWMX Tepanuu. B cnyyae aHaMHecTnyeckon
HeaddekTnBHocTH rFVIla nnu annepruyeckmx peakLUmmn Ha Hero
npenapatom nepsow nuHnn asnaetca ANKK.

—> [pu kpoBOTEYEHWM, TPEBYIOLLEM Tepanuu, pekoMerayetca BBecT 90-120 Mkr/kr
rFVlla, npm HeobxoamMMoCTV NOBTOPUTL Yepes 2-4 yaca.
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—> B cnyyae pasBuTUA XM3HEYrPOXAIOLLErO KPOBOTEUEHWA NALMEHT JOMKEH ObITh
He3amMeannMTeNbHO roCNUTANM3VMPOBAH [L1A OKa3aHWA MOMOLLM.

—> [lpn KpOBOTEYEHUM CPELHEN NHTEHCUMBHOCTY YacToTa BBeaeHuA rkVila moxer

BbITb CHUXeHa 00 90-120 MKr/kr kaxable 6 4acos.

CoBMecTHO ¢ rFVlla BO3MOXHO HasHauYeHMe aHTUPUBPUHOMUTUYECKUX MPEenapaToB.

B'ropaﬂ NNHNA Tepanuu gna KynmpoBaHUA KpoBoTe4YeHUA

B cnyyae HEBO3MOXHOCTM MCMOJb30BATh NEPBYIO IMHUIO TEPANMM UM OTCYTCTBUA
KNIMHMYeCKOro oteeTa Ha BBeaeHve rkVila pekomeHgosaHo HasHaveHe AVKK.

—> HavanbHan no3a AUKK He nomkHa npesbiwats 50 en/fkr, cyToyHas
1032 He fomkHa npesbiwats 100 en/kr.

—  [pumeHerne AUKK 6onee 24 yacoB pekoMeHA0BAHO B YCNOBMAX CTalyoHapa
[NA CBOEBPEMEHHOW 1MArHOCTWKM ANCCEMUHMPOBAHHOMO BHYTPUCOCYANCTOrO
cBépTtbiBaHmA (BC) n TMA,

Mpu nogo3pernmn Ha ABC 1 TMA Heobxoammo onpefenaTe YNCNO SPUTPOLMTOB
1 TPOMBOUMTOB B OBLLEM aHaN3E KPOBY.

|_|pl/l CHKEHMM 3TVX NMokasaTenemn Heobxoommo onpenenntb:

- CbIBOPOTOYHbIE KOHLEHTPpaLN - NNa3MeHHYI0 KoHLEeHTpauuto D-oumepa
6rnrpybunHa .
Py - COAepxaHve B nepupepnyeckomn
- KOHUEHTPaUMo naktargerngporeHasbl KpOBM PETUKYNOLINTOB, LLN3OLINTOB
- ranTorno6uH - nokaszarenu GyHKLUMM Novek

—>  MOHWTOPUHI CneayeT NPOBOAUTL exeAHEBHO, Noka 6onbHom nonyyaet AUKK,
1 Npoponxatk B TeveHve 48 Yyacos nocne BBeaeHVA nocnenHen noasl AUKK.

[pumMeHeHne TpaHekcamoBow kMcnoThl BO Bpema npumerHerna AVKK n B TeueHne

12 YacoB Moce CTPOro He PEKOMEHIYETCA.
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Anroput™ KynmpoBaHUA KPOBOTEYEHUN Y NaumueHToB UlA,
nony4arowmx sMMUn3ymab

KpoBoTeyenne
y naumneHTa

AnTakor anbda
90-120 MKr/kr
Kaxible 2-6 4YacoB

HasHaueHwne BTOpOW
NIMHWW Tepanuu:
ANKK<= 50 E[i/kr
pasoBan fo3a
1 He 6onee 100 E[/kr
CyTOYHaA no3a

BakuuHauuma naLneHToB, nojiy4varoLmnx sMmLUm

KoHcynerauwa
y remMaronora

Hert

KnuHunyeckoe
HabnogeHne

KnuHuyeckoe
HabnoneHve

OueHuTb oTBET

KpoBoteyenne
TpebyeT neyennna

Ha

Snrakor anbda 90-120 Mkr/kr
+/- TpaHekcaMoBas kucnora

OueHuTb OTBET Yepes 2 vaca.
KpoBoTteyeHue kynupoBaHo?

Het

3nTakor ansda

o Yepes 2-3 BBefEHUA 90-120 mkr/kr
anTakor anbda Kaxable 2-4 yaca
Luramukn KposoteyeHue
HeT npekpar1nock
OyHamukn OueruTb oTBET KposoteueHne OcTaHOBUTbL
HeT qepea 24 yaca npekpaTunocb TepaﬂMIO

BcemunpHaa ¢pepepaumna reMmodunmmn pekomeHayeT 601bHbIM reModunmeit NpOBOANTb

BaKLMHALMIO COTTacHO HaLMOHANbLHOMY KaneHaapto NprBmeok [6].

—  BakuuHauuio pekoMeHOyeTCA NpoBOAMTL B NMepnod OTCYyTCTBUA

KPOBOTEYEHWI Y NaumeHToB ¢ TA.
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—  [nA anddepeHUMpoBKu HexenaTeNbHbIX ABNEHUI, KOTOPbIE MOTYT BO3HWKHYTb
NPU NPUMEHEHUN BaKLIMHBI MK 3MULIM3YMaba, BakLMHaLMIO He cneayeT NpoBOAUTL
B OfIMH [leHb C BBeAeHWeM aMmnumaymaba. PekoMenayeTca NpoBOAWTL HakaHyHe
UK CNYCTA Kak MUHUMYM 48 YacoB Nocne BBeAEHWA AMULM3YMaba.

—> [ononHutensHoe BeaeHve npenapatos FVIII vnuv MW nepeq BBeaeHeM
BakLMHbI He TpebyeTcA.

PeKOMeH,D,yeTCH OCYLLEeCTBMATb KNMHUYECKoe HabmoaeHve 3a naLmeHTamm

AOC/E BakLMHALMN C LIENbBIO BbIABNEHNA MOOLIX HEXENaTeNbHbIX peaKLI,l/Il;I.

JlabopaTopHbI MOHUTOPUHI

Bnuaxune 3MVILWI3yMa6a Ha pe3ysibTaTbl PyTUHHbIX nccnepoBaHumn

PekomeHayeTca MHOpMMpPOBaTL 1aBOPATOPUIO O TOM, YTO NaUMEHT NoyYaeT npenapar,

OKasblBatoLWWN BAMAHNE Ha pe3ynbraTbl HEKOTOPbIX TECTOB KOArynAaunm.

Y aTux TecToB pe3ynbTaThl Ha atu Tectbl aMuLM3yMab
6ynyT UCKaXKeHbI He BnuAeT
AYTB 1 BCe ogHOCTaANNHbIE aHaNN3bI e TPOMOWHOBOE BpeMA
CBEPTLIBaHMA KPOBW Ha ocHoBe AYTB: e O/HO3TaMHbIE TECTl Ha OCHOBE
e akTmBHOCTb FVIII - XII MpOTPOMBUHOBOTO BPEMEHU
® KNIOTTUHIOBbIN METO[ (kpowme FVIII
HenmereHa-betesna o VIMMyHOd)epMeHTHbWI aHannsa
® aKTVBHOCTb NPOTEVHA C / npoTenHa S ° XpOMoreHHbll7| aHan3 akTMBHOCTU

FVIII ¢ 6blubnMmM peareHTamm

[py NPUMEHEHNI SMULIM3YMaba e XPOMOreHHbI aHanm3 betespa

1 B TeYeHMe 6 MecALIEB MoCc/e C BblYbUMK peareHtamm

€ro OTMeHbI.




— [pu HeobxoamMMocTu onpeaenexna aktnsHoCTU FVIIIy naumeHToB, nonyyaloLmx
3MULM3YMab, HaNpUMep Npu XMpypruyeckoM BMeLlaTensCTee, TpasMe U T.4.,
PEeKOMeHOYETCA MCMNOMb30BATb XPOMOTEHHBIN TECT C BblUbMMK peareHTamu.*

— OnpepfenexHune TMTpa MHrMBUTOPA AOMNKHO NPOBOAUTLCA TAKXKE XPOMOrEHHbIM

meToaoM beTesaa ¢ bblYbMMK peareHTamm.*

* B Poccun onpepnenenne aktusHocTu FVIII v tutpa nHrnbutopos k FVIII xpoMoreHHbIM METOLOM He ABNAETCA
PYTUHHBIM 1 OCTYMHO B pamkax nabopatopHoro npoekta npu noaaepxke AO «Pow-Mocksar.

MOHMUTOPMHI KOHLIEeHTpaLun aMULM3yMaba, oLleHKa

3¢PeKTUBHOCTU U Pa3BUTUE AaHTUTEN K SIMULU3YMaby

KoHueHTpauua

—>  MOHWUTOPWHI KOHLEHTPaLMM aMULm3yMaba AnA KOHTPONA apGeKkTMBHOCTH
npenaparta uu pelleHuna o TakTUKe KynMpoBaHUA KDOBOTEYEHHUIT He TpebyeTcA.

AdPekTUBHOCTL

—  J$PeKTMBHOCTbL TEpanUM SMULM3YMaAOOM OLLEHUBAETCA HA OCHOBAHWM
KNMHWUYECKON KapTUHbI.

—>  CHWXeHMe KOHLEHTPaLUMM aMMUM3yMaba MOXET HabMtoaaTbCA MPY HapyLUEHNM
peXvMa BBELEHUA B TEUEHWE HECKONBKYX HEefleNb U NPy Pa3BUTUK

aHTUNEKaPCTBEHHbIX aHTUTEN K AMUL3YMABY.

PasButue aHTUTEN

—> He#tpanusyiolme aHTuTENa paseuBatoTca B < 1% cryyaes.

- |_|pl/l passnTUn Hel;ITpaﬂl/I\'SyIOLLI,IAX aHTUTEeN K 3Mv1|_|,|/13yMa6y KNMMHNYECKN OTMEYaETCA
HapacTtaHMne YaCTOTbl CMOHTaHHbIX KpOBOTeLIeHVII;I.
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—>  [lpu HapacTaHWm YaCcTOTbl CMIOHTAHHBIX KPOBOTEYEHMIN PEKOMEHAYETCA U3MEPUTH
AYTB ogHocTaamiHbIM MeToaoM. Mpu yanvHennn AYTB go nokasatenen,
XapakTepHbIX AN1A NaLUMEHTOB C reModunmein, HeobxoamMMo 06paTUTLCA
B 9KCMEPTHbIE LEHTPbI MO NEYEHMIO reMoGUIMM ANA NPUHATIA

[fanbHenwWwen TakTUkKK Tepanmm.

Bo3Mo)XHble HeXenaTtesibHble ABNIEHUA Yy NaluMeHTOB,

nony4aroLmx aMULM3ymMab

Haunbonee yacTble HexenarenbHble ABNEHNA NPU NPUMEHEHWM SMULM3YMaba —

9TO peakumAa B MeCTe BBejeHWA, ro1loBHaA 60nb 1 apTpanruna.

TpoMboTtnyeckue aBneHna n TMA ABNAIOTCA HE YaCTbIMU HEXeNnaTeNnbHbIMU ABNEHNAMM:
TMA 1 cepbEsHble TPOMOOTUYECKME ABNEHNA 3aPErMCTPUPOBaHbLI MEHEE YEM
y 1% naumentos [2,7].

p

—> PassuTne TpoM60308B 1 TMA MOXET BbITb ONacHLIM
ONA XWU3HWM NaUMEHTa U TpeByeT HezaMeaINTeNbHOM rocnnTanmuaaumum [8].

— Peakumna B MecTe BBeAeHMA Hanbonee 4acTo BO3HMKAET B rnepsble 2 Hepenwu

neveHnnA, ABNAETCA NETKOW U He TpebyeT oTMeHbl Npenapata [7].

— le/l HeobXx0aMMOCTN MOXHO Ha3HaYMTb B AEHb BBEAEHMA SMI/ILLI/ISyMa6a

O,EI,HOKpaTHbIlZ I'IpI/IéM AHTUTUCTaMUHHbLIX NPENapPaToB.

—> CoMecTHOe npuMeHeHne ammumaymaba n AVIKK noelwaeT puckn
pasBWTKA TPOMBOTUYECKMX COBBITWI. ECN Npy COBMECTHOM NPUMEHEHWH
ammumsymaba n AVKK Bo3HMKNO Nofo3peHne Ha pa3sutre Tpombo3a
nnun TMA, pekomeHayeTcA HesaMeaAnuTensHO NpekpatuTb BBeaeHne ANKK
1 06paTUTLCA 3a KOHCYNbTALMEN B AKCMIEPTHBIN LLEHTP MO NIEYEHNIO reMOdUINm.

—> Ecnu TpoMBoTnYeckmne CobbITA PasBnBAIOTCA NPV MOHOTEPAaNUM SMULK3YMabOM
WK NpY COBMECTHOM NpuMeHeHun npenapatos FVII/rFViia v amuumsymaba,
Tepanva TPOMB030B NPOBOAMTCA COMMACHO CTaHAaPTHBIM MPOTOKONAM.




AMuumsymMab u Tepanua UHAYKLUA UMMYHHOW

TonepaHTHocTu (UAT)

CornacHo TEKYLM KNMHUYECKMM pekoMeHaaLmuAM «[eModUna» 1 PALY MEX/1yHaPOAHbIX
pekoMeHaaLmin Tepanua MHAYKLMM MMMYHHOW TONePaHTHOCTV ABNAETCA U OCTaéTcA
Tepanuei NepBoi MMHUM AN1A NaUMEHTOB C UIA, HECMOTPA Ha NOABNEHNE HOBbIX
TEPANeBTUYECKMX ONLIAIA, B TOM YnChe aMuLmaymaba [9].

Spaauvkauna MHrMbuTopa ocTaéTcA NPUOPUTETHOMN LieNbIO
Tepanuu 6onbHbIX UIFA

—>  C uenbto npodunakT1Km passuTIA KPOBOTEYEHMA NPY NPOBEAEHNM
VINT BO3MOXHO NpUMEHEHME 3MMLM3YMaba B CTaHOaPTHBIX PeXMMax
LO31POBaHWA Npenapara.

— [1nA KynMpoBaHWA KPOBOTEYEHMUIN Y NaLUMEHTOB, nonyyatowmx AT
1 aMMUM3yMab, pekoMeHayeTca nsberatb npuMeHenna AVNKK v npepnovects
BBeaeHvie npenapatos rFVila.

— Tpu HasHaYeHNM SMMLM3yMaba PEKOMEH0BAHO NCKIIOUYNTL
MMMYHOCYNPEeCCUBHbIE Npenaparsl 13 cxemsl VAT,

- |_|pl/l OTCYTCTBMM OTBETA, YaCTUYHOM OTBETE NN YaCTUYHOM yCrexe T
pekoMeHOyeTCA NPOAO/IXUTb Tepanmto 3MV]L|,VI3yMaGOM.
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