HO PB
MHCTPYKLIMA 8923 -2020

T10 TIPUMEHEHUIO JIEKAPCTBEHHOTI'O ITPEITAPATA JULA MEJIULIMHCKOI' O [TPUMEHEHWA

———

TEMATE® ITHAEMATE® P 1 TEOM 5,

PerucrpanuoHHbBIN HOMED:

Toprosoe HaHMEHOBaHHE Npenapara: Temare® IT/Haemate® P.
MesKIyHApPOHOE HEMATeHTOBAHHOE / TPYNIHPOBOYHOE HA3BAHHE: (bakTOp CBEPTHIBAHUS
kposu VIII+daxrop Bunnebpanza &.

JlexapcrBennas popma: THOGUIN3AT Uil IPUTOTOBJICHHS PacTBOPA AV BHYTPHBEHHOTO

BBCICHHUA.

COCTAB
1 ¢akoH ¢ THODHIN3ATOM CONEPIKHUT:

eticmeyowue 6eujecmea

®akrop cBepThiBanus kpoBH VIII 250 ME 500 ME 1000 ME
®akrop Bumnebpanna 600 ME 1200 ME 2400 ME
Bcnomozamenvhule 6eujecmea

ANEOYyMUH 4eIoBEKa 40-60 mr 80-120 Mr 160240 mr
[ manuH 75-125 mMr 150250 mr 300-500 mr
Hatpwust xsopua 1020 mr 2040 mr 40-80 mr
Hatpus nutpara uruapar 17,5-35 mr* 35-70 mr* 70-140 mr*

1 ¢y1akoH C paCTBOPUTETIEM CONEPIKHUT:

Bona mia nHbpeKIui 5,0 Mt 10,0 ma 15,0 M

* COOTBETCTBYET COJIEPIKAHUIO HATPHUSI IUTPaTa GE3BOAHOTO.

BoccTaHOBIIEHHBIH pacTBOP Temare® IT 250/600 u Temare®™ IT 500/1200 comepxut 50 ME/m
dakropa cepreBarms kpou VI u 120 ME/mn ¢akropa Buinebpanna, BOCCTAHOBJICHHBIN
pacteop I'emare™ IT 1000/2400 comepxut 66.6 ME/Mi dakropa CBEpThIBAHUSI KPOBU VIII u
160 ME/mi paktopa Bunnebpanna.

Crenududeckas akTHBHOCTH akTopa BueGpansia cocTaBiser ot 5 10 17 ME VWF:RCo/mr
Oenka.

Crenmduyeckas akTHBHOCTb (akTopa cBepThiBanust VIII cocTapiseT ot 2 o 6 ME FVIII:C/Mr

oenka.

OINMUCAHUE: Geplii win 109TH Genblil THopum3ar.
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Boccmanosnennvlii pacmeop: 0T OECUBETHOTO [0 CBETIIO-)KEITOro IBETa npoapav-gigl IQJII/I crnabo

onajecuydpyromas XuIaKoCTb.

Pacmeopumens: 6ecriBeTHas IPO3pavHas JKHIKOCTb.

®APMAKOTEPATIEBTUYECKAS T'PYIIIIA: ®akTops! cBepThIBaHHs KpOBH. DakTop ¢on
Buie6panza u VIII GpakTop cBepTHIBAHHSA KPOBH B KOMOHHAIIHH.

Kox ATX: B02BDO06.

,
|
®APMAKOJIOTMYECKHE CBOVICTBA .
dapMaKoIHHAMHKA e | ’
@axkmop Bunnebpanoa
[Tpenapar Temare® I IPOM3BOUTCS € MCIIOJIB30BAHUEM TLTA3Mbl KDOBH YENIOBEKA.
Temare® I1 pOSIBIISIET Te ke CBOWCTBA, YTO M SHIOTEHHbIH (pakTop Buuebpanaa.
KpoMme (yHkmuu 3amuTs dakropa ceepreBanus kpou VIII, dakrop Buiiebpanzia BbI3BIBACT
aIre3uio TPOMOOIMTOB B MECTe IOBPEKICHUsS COCY[a W HIPacT BAXHYIO pONb B arperaiui
TPOMOOIIUTOB.
Hasnauenue (axtopa BuiuieGpanga II03BONSET KOPPEKTHPOBATh HAPYUICHHA remocTasa y
MAIHEHTOB, CTpajaronmx AeduuutoM dakTopa Buiebpansa Ha IByX ypOBHSX:
- (paxTop BusieGpansa criocoGCTBYET a/Ire3uH TPOMOOIIMTOB B MECTE NOBPEXKACHUS COCY/A (Tax
KaK OH CBA3BIBAETCS ¥ C CYOOHIOTETHATBHBIM CIOEM COCY/IOB, H C MeMOpaHOH TPOMOOLIUTOB),
obecrieunBas IEPBHYHBI IeMocTa3, O 4YeM CBUJETCIBCTBYET YMEHBIICHHE BPEMCHHU
KpoBoTeueHHs. ITOT >(dexT BO3HHKAeT HeMeVIeHHO. II3BeCTHO, 4YTO OH 3aBUCHT OT
IIPUCYTCTBHSL OONBIIOTO KOJNHYECTBA MYJIBTHMEPOB (akTOpa Buinebpanaa ¢ BBICOKOH
Monekyn;lpHoﬁ MacCoH.
- hakTop BmiuieGpanaa croco6CTBYET OTCPOUCHHOH KOPPEKIMH aCcCOLHHPOBAHHOTO nedummra
daxtopa VIII. Tlocne BHYTPHBEHHOTO BBEAEHHs (akTop BueOpanna CBS3BIBACTCS C
sHIoreHHBIM (aktopoM VIII (koTophli BeIpabarThiBacTCs y MAlMEHTOB B J0CTaTOYHOM
KOJIMYECTBE), U, CTAGUIM3UPYs 9TOT (PaKTOP, IPENATCTBYET €ro OBICTPOH Aerpajaliuy.
[TosTOMy TIpH BBEIEHHH 4ucTOro (axropa BueGpanna (¢ HH3KHM CONEpKAHHCM dbaxropa
VIII) oT™MeuaeTcs cllerka OTCpOYeHHas HOPMANM3allis ypoBHs (akropa VIII (FVIIL:C) mocne
nepBoii MH(Y3UH, a IPH BBEJCHUH NPENapaToB (akTopa BunneGpana, cofepxamux (pakrop
VIII, nopmanu3anus ypoBHs ¢paktopa VIII oTMedaeTcs cpasy e mocie nepBoii HHQY3UH.
®@axmop ceepmoisanus kposu VIII

Temare® IT mposIBIISIET Te e CBOUCTBA, YTO ¥ SHIOTEHHbIH (aKTOp CBEPTHIBAHMS KPOBH VIIL
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Kommrekc dakrop VIII/pakrop Bumnebpanma COCTOMT M3 JBYX MOJICKYI (paxropa
ceepreBanus kposu VIII u  dakropa BunneGpanzia), BBIIOJHSIONUX — Pas/IAIHbIC
¢usnonormyeckre QyHKIHH.

[locie BBemeHms mammentam c Temodummed ¢akrop VIII cBsaspBaercs ¢ baxTopoM
BumieGpania B COCyJUCTOM pycCIe.

AxtuBupoBanHbi dakrop VIII meficTBYeT Kak Ko-(pakTop i aKTHBHPOBAHHOTO daxropa IX,
yckopsis peBparenue Gaxropa X B aKTHBHPOBAHHBIHA (paKTop X.

AxTHBHpOBaHHBIHA (pakTop X cIocoOGCTBYET NPEBPALICHHUIO nporpom6una B TpoM6uH. TpoMbuH,
B CBOIO 0Yepesib, IpeobpasyeT pubpuHoreH B GuOpHH U criocoGeTBYeT 06pa3oBaHUIO TPoMOA.
Temoumis A — 5TO HACIEACTBEHHOE, CIEIUICHHOE C IIOJIOM HapyIICHHE B CHCTCME
CBepTHIBAHHS KPOBH BCIIE/ICTBHE CHIDKEHHS yPOBHS (pakTopa VIIL

3aboneBanHue MPOSBIAETCS B BAAE MPOQY3HBIX KPOBOTECUCHHH H KPOBOU3JIUSHAM B CyCTaBbl,
MBIIIIBl ¥ BHYTPEHHHE OPraHBl CIOHTAHHO WM B pPe3yibTare CIydYadHOW TpaBMbl WM
XHPYprHYecKOro BMEIIATEbCTBA. 3aMECTHTEbHAS Tepanus Aehuuura (akTopa CBEPTHIBAHUS
kpoBu VIII B mia3me mO3BOJIET BPEMEHHO HOPMAM30BaTh COACPIKAHUC (dakropa, a TaKxe

YMEHBIIUTH CKJIOHHOCTH K KPOBOTCUCHHUSIM.

dapMaKOKHHETHKA -

®axkmop Bunnebpanoa

dapMaKOKHHETHYECKHE CBOWCTBA Temare® [T oueHHBATUCH y 28 mnaunueHToB C 00JIE3HBIO
BuwieGpanaa [tun 1 n=10; tun 2A n=10; tun 2M n=1, Tan 3 n=7] BHe KpoBOTeueHus. [lepuon
nonysbBeneHns dakropa Bumreopanna VWF:RCo (mByxkamepHas Mojienb) cocTtaBisier 9,9
vacoB (B cpenHeM, ot 2,8 1o 51,1 vacos). HauanbHbIi MepHO MOJTYBBIBEACHHS COCTABIIACT 1,47
gaca (B cpeanem, ot 0,28 mo 13,86 uaca). YBenudenue PUCTOIETHH-KOPAKTOPHON aKTHBHOCTH
VWF:RCo in vivo cocrapiser 1,9 (ME/mn)/(ME/kr) [B cpemnem, ot 0,6 10 4,5
(ME/mn)/(ME/kr)]. Cpenusis  Iiomanas MOA KPUBOM  «KOHUEHTPAUMH-BPEMs»  paBHa
1664 ME/mn x u (B cpeanem, ot 142 mo 3846 ME/nn x 4), cpeqHee BpeMs yACpKaHUA (CBY)
cocrasmwio 13,7 u (B cpemuem, oT 3,0 1o 44,6 yacoB), CpeiHHH KIMPEHC - 4,81 m/kr/a (B
cpemueM, ot 2,08 1o 53,0 Mi/kr/q).

MakcuMalbHbli ypoBeHb (akTopa BuiueGpanna B Tiasme OOBMHO JOCTHraiCs INPUMEPHO
yepe3 50 MHHYT mocie BBEJEHHs. MakcuMaibHbIH ypOBEHbD daxropa ceepreBanus kposu VIII
Habmoascs yepe3 1-1,5 gaca mocie BBEICHHUS.

®@axkmop ceepmoieanua kpoeu VIII

Tocie BHYTPUBEHHOTO BBEJEHWs HaGTIOMAeTCs CHavana OBICTPOE yBEJIMHCHHE AKTHBHOCTH

dakropa csepreBanms kposu VIII B mmasme, a 3areM OBICTPOE CHI)KEHHE AKTHBHOCTH C
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TIOC/IEAYIONIMM ~ MEUICHHBIM ~ CHI)KCHHEM — aKTHBHOCTH. WccnenoBanus Yy MAIHEHTOB €
reMo(uHel A MOKa3a/IH, YTO MEPHOJ TOTYBBIBEACHHS COCTABII 12,6 gacos (B cpexteM, oT 5,0
10 27,7 4). YBenuueHne akTHBHOCTH (HaKTopa CBEPTHIBAHUS KPOBH VIII in vivo cocrasumno 1,73
ME/nn wa ME/kr (B cpemaem, ot 0,5 10 4,13). B OmHOM HCCIIE[IOBaHHU CpEIHES BPEMA
ynepskanus coctaBuio 19,0 yacos (B cpeiHeM, OT 14,8 mo 40,0 gacoB), cpemHss MIOIALb IO
KPHBO#i «KOHIeHTpauuu-BpeMs» — 36,1 (% x 1) / (ME/xr) (B cpentem, ot 14,8 110 72,4) (o X q) /
(ME/kr), cpeauii KIMpeHc - 2,8 MI/KT/4 (B CpeTHEM, OT 1,4 o 6,7 mu/kr/4).

Jlanaple 1o (apMakOKMHETHKE IIpenapara Temare® [1 y manuentoB Monoxe 12 neT

OTCYTCTBYIOT.

MNOKA3AHUS K MIPUMEHEHUIO

e Jleuenne u mnpodUIAKTHKA KPOBOTEYECHHH HIM KpOBONOTCPH BO BPEMi omepanui 'y
ManueHToB ¢ 6one3Hp0 Buiebpansia, eciid MOHOTEpaIHs AeCMOTPECCHHOM HeahpexTHBHA

WA IPOTUBOIIOKAa3aHa,

e Jleuenne M TMpoQUIAKTAKA KPOBOTEUECHHH Y MALMEHTOB C remouineit A (BpOKICHHBIH

nedumut paxropa ceeproiBanus kposu VIII);

e MoKeT HCIONB30BAThCS JUIsl JIEYeHHs M TPOQUIAKTHKH KPOBOTEYCHHH Y TALHMCHTOB C
npro6GpeTeHHBM AeGHIUTOM (pakTopa CBEPTHIBAHMS KPOBH VIII 1 y manueHToB ¢ HAIHYHEM

auTUTeN K (haxtopy cBeprhiBanus kposu VIIL

NMPOTUBOIIOKA3AHUS
[ToBBIIIEHHAS YyBCTBUTEILHOCTh K (haKTOpy CBEPTHIBAHUS KPOBH VIII, pakropy BumneGpanaa

WM Mo60My IpyroMy KOMIIOHEHTY Ipenapara.

MPUMEHEHUE TIIPU BEPEMEHHOCTH ¥ B IEPHOJ I'PYJIHOI'O
BCKAPMJIMBAHUSI

TI'emogpunus A

B CBS3H C TeM, 9T0 reMobuIns A peko BCTPEYaeTCs y JKCHIIHH, ONBIT IPUMEHEHHS TIpenapata
BO BpeMs GEPEMEHHOCTH M B TIEPHO IPY/IHOTO BCKAPMJIMBAHHS OTCYTCTBYCT.

TTosTOMy B Teproji GEpeMEHHOCTH U TPY/IHOrO BCKapMIIMBAHHS Mpenapar Temare® I1 cemyer
IIPUMEHSATE TOJIBKO NPH HATMYAH HECOMHEHHBIX IIOKa3aHuH.

Bonesnv Bunnebpanoa

C 6one3npio BuiuteGpana cuTyauys Apyras, Tak KaK OHa Hacje/lyeTcs ayTOCOMHO. Kenmmasl

00JIEIOT JaXke Yalle MY>X4YMH H3-3a JIOMOJIHUTEJIBHOTO PHUCKA, CBSI3aHHOIO C n0TepeI‘»’1 KpOBH BO
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BpeMsl MEHCTpYyalllH, OEPEMEHHOCTH, POJIOB | IIPH Pa3BUTAN IMHEKOJOTHICCKIX 3a00JIeBaHHUA.
Ha 0CHOBaHMH MOCTMAPKETHHTOBOTO MCCIEOBAHMA MOXHO PEKOMEH/I0BATE HCIIOJIL30BAHAE
samenuTeneil Gakropa BryeGpan/a /s JedeHus ¥ IPOQHIaKTHKA KPOBOTEUEHHH.

K/MHAYeCKHe IaHHBIE O 3aMecTHTENbHOM Tepamuu (akropom BumieGpannaa BO BpeMs

6epeMCHHOCTIfI U B IIEPHOJ] TPYAHOI'0 BCKapMJIMBaHUA OTCYTCTBYIOT.

CIOCOB ITIPUMEHEHUS 1 1O3bI

JleyeHue JOJDKHO IIPOBOOUTECS BpaioM, HUMEIOIHUM OIIBIT JICUCHHU A FCMO(l)I/IIII/II/I.

Bonesnv Bunneopanoa

Jing pacuéra HEOOXOAUMON JI03BI HEOOXOAUMO YYHTHIBATH KOJIHHYCCTBO ME ¢axtopa
BuiieOpanna, yka3aHHOe Ha (h1akoHe.

Kak mpaswio, 1ME/kr ¢axropa Bumne6panna (VWF:RCo) mnoppmmaer —ypoBeHb
IEPKYTHPYIOLIEro B KpoBH ranuenTa dakropa BusieOpanza Ha 0,02 ME/™M (2 %).

ClieyeT CTPeMHTBCS K JOCTHXKEHHIO ypoBHel (akTopa Buiebpanma > 0,6 ME/mnt (60 %) u
daxropa VIII:C > 0,4 ME/Mn (40 %).

OGBIMHO ¢ membio obecrieueHnsi remocrasa pekomenmyercs Beemenume 40-80 ME daxTopa
Buiebpanzia u 2040 ME daktopa VIII Ha kT Maccel Tera.

Moxer moTpeGoBaThci HauambHas pno3a (akrTopa Bumebpanna 80 ME/kr, ocoGeHHO Y
MaMeHTOB ¢ 0oJe3Hpl0 BmneOpanna 3 Tuma, Korja MOANCPKaHHE ancKBaTHBIX yPOBHEM
dakxropa Buiebpanma MOXeT IOTpeGOBaTh BBelEHHMS Oojee BBICOKMX J103, €M NpH IpPYrHX
thnax oosesnu Bunnebpanaa.

IIpounaxmuxa kposomeyeHuil NPU ONEPAYUAX U MAJUCENbLX MPACMAX

JUts TpoUIAKTHKE H3OBITOYHOM KPOBONOTEPH BO BPEMs M IOCIE ONEpAIMi BBEACHHC
npenapata JI0/DKHO HaulHAThes 3a | Wi 2 yaca 110 Havyaa ONeparuH.

Kaxcasie 12-24 uaca HeoOXOZMMO IIOBTOPATH BBEJEHHE COOTBETCTByIOmmX n03. Jlo3a u
JUTATETLHOCTh TEPAMKM 3aBHUCAT OT KJIMHMYECKOTO COCTOSHHUS MNalMEHTa, THHA H THKECTH
KPOBOTEUEHHS U cofepranus haxropa Bumnebpanna u Gpakropa CBEpTHIBAHHA KPOBH VIIL

TIpy WMCIONB30BAHHH TpenapatoB (akropa Buiebpanna, conepamux (akTop CBEpTHIBAHHS
kposu VIII, neyaruii Bpad JOJDKEH YYHTHIBATH BO3MOXKHOCTH YPE3MEPHOIO MOBBIIICHAA YPOBHA
daxropa VIII nmpu mpomoypkuTensHoM sedeHnd. Yepes 24-48 yacoB Tepanud BO n3bexanue
HEKOHTPOJIMPYEMOTO yBenuueHus conepxkanus paxropa VIII cremyer oneHuTs HEOOXOUMOCTh
CHIDKEHHS 10351 WM YBEJIMUCHHUS] HHTEPBAJIOB MEXK/Ty BBEAICHUAMH Ipenapara.

PesxuM 103UpOBAHHS Y JETEH PACCUUTHIBAETCA C YYETOM MACChI TEJIa, TO €CTh OCHOBBIBACTCS Ha
TeX ke MPUHIMIIAX, YTO Wy B3pocibIX. YacToTa BBEICHHS MpenapaTa BCerja A0J/DKHa 3aBUCETh

OT KJIMHUYECKOM 3 (HEKTHBHOCTHU B KaXK/IOM OT/ICTIEHOM ClTy4ae.
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Il pacuéra HEOOXOAMMOM 103l HEOOXOAMMO YYHTHIBATE ~KOJIHIECTBO ME daxtopa

Temodpunusa A

cBepTeiBanus kposH VIII, ykazaHHOe Ha (IraKoHe.

JI03bl M JUTMTENBHOCTH 3aMECTUTEBHOM Tepamuu 3aBHUCAT OT CTCHCHH THKECTH nedunuTa
daxtopa cepreiBanus kpou VIII, jokanmusamum ¥ THKECTH KPOBOTCHEHHMS, a TaKxke
KJIMHAYECKOTO COCTOSIHHS MaIlMEeHTA.

KonuuecTso equnul BBogumoro ¢akropa VIII uzmepsercs B MEKXTyHApOAHBIX CIMHUIIAX (ME),
ONpefieseMbIX ~ OTHOCHTENBHO  JEHCTBYIOWIETO  CTaHIapTa BcemupHoit  OpraHusaniu
3npaBooxpanenns (BO3) mis mpemaparos, cofepXamux (akTop CBEPTHIBAHAS KPOBH VIIL
AxtuBHOCTB (pakTopa VIII B IuasMe BbIpakaeTCs B MPOLEHTaX (OTHOCHTENHHO HOpMaJIbHOR
mwiasMel yenoBeka) wid B ME (oTHOocHTENnbHO MEXTyHapOAHOIO CTaHAApTa COACPIKAHWA
¢axropa VIII B mnazme).

Omsa ME aktuBHocTH (akTopa VIII KBHBaseHTHa KONMMYeCTBY (akTopa VIII B ogHOM
MHJUIMJIMTPE HOPMATBHOH MIa3Mbl KPOBU YETIOBEKA.

Pacuer HeoOxomumoil 10361 ¢aktopa VIII ocHOBBIBaeTCS Ha SMIHPUYCCKH BBISIBIICHHOM
3aKOHOMEPHOCTH, coracHo koTopoii 1 ME Ha xuiorpaMM MacChl T€jla MOBBIIACT aKTHBHOCTE
daxropa VIII Ha npuGIU3UTETBHO 2 % OT HOPMAILHOH aKTHBHOCTH (2 ME/mn). Heobxonumast
71033 pacCUMTHIBAETCS TI0 CIIeyromei Gopmyie:

Heo6x0auMoe KOJIMYECTBO SIMHHI = Macca Tena [Kr] X Tpebyemoe IOBBIIICHHE dakropa VIII
[% wnmu ME/mn] % 0,5.

Jloza W YacTOTa BBEIEHHH BCerna JIOJ/DKHBI pAacCYUTBIBATBECS € ydETOM KJIMHUYECKOR
5} PEKTHBHOCTH B KaXKIOM HHAUBUYaIBHOM CITydac.

B ciydae cIeIyroluX KPOBOTEUECHHH aKTUBHOCTD (haKTopa VIII 32 COOTBETCTBYIOIIUHI MEPUOL
He JIOJKHA GBITH HIDKE YKA3aHHOTO YPOBHS aKTHBHOCTH ILIa3MBI (B % OT HOPMAJILHOTO YPOBHS
i B ME/mn).

Tabruya pacuema 003 npenapama npu KpOGOMeeHUsX U 6 XUpypeuieckou npaxkmuxe:

TsxecTsb Heo6xonumslii ypOBEHb Yacrora BBeJICHHUs 103 (Yackl) /
kpoBoTeueHus / Tun daxropa VIII (% unu TIpon0KUTENIBHOCTD Tepanuu (1HH)
XHPYpPru4ecKoi ME/nn)
9)010)8 (10%8) 3
Kposomeuenue:
PanHuit reMapTpos, 20-40 [ToBropHble HMH(GY3WM TIperapara  KaxJble
MBILLEYHOE HITH 12-24 u.
poToBoe Kak MunuMym | 1eHb, 10 TeX Top, MOKa HE
KpOBOTEUYCHHE OCTaHOBHTCS ~ KpoBoTeueHue (mo  6oseBbIM
OIYLIEHHSAM) HIIH HE HACTYIHUT 3KMUBJICHHE.
bonee maccuBHOE 30-60 [ToTopHble MHGDY3MM Tperapara  Kax/Ipie
KpPOBOTEYEHHE, 12-24 yaca B Teuenue 3-4 qHe wnu Gonee, N0
MBILIEYHOE Tex mnop, TMoka ©6oneBOM CHHAPOM WK
KPOBOTEUSHHUE WIH BBIP@KEHHAS HEJIEeCTTOCOOHOCTD HE MCUE3HYT.
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JXuzneyrpoxaroiee 60-100 IoBTopHble MH(Y3uM Kaxaple 8-24 €aca 10
KPOBOTEUYECHHUE yCTpaHEHHUsl YIpO3bl IS KU3HH.
Xupypzua:
Manas, 30-60 Kaxcnpie 24 yaca, Kak MUHUMYM | JieHB, OKa He
BKJIIOYAs yJaJieHUe HACTYIHUT 3aKUBJICHHE.
3yba
bonpas 80-100 TToBTOpHBIE MH(Y3UM Kaxabie 8-24 yaca 0
(10 ¥ MoCITe Oriepaluy) | 3IEKBATHOTO 3aKMBIICHHS PaHBbI, 3aTeM Teparus
HA TMpOTSHKEHMM He MeHee 7 JHed Juid
nojiepkanus akTuBHOCTH (aktopa VIII Ha
yposte 30-60 % (ME/mn).

Bo Bpems Kypca JiedeHHs [Uisl pacyera BBOAMMOM JO3BI M YacTOTHI MH(Y3Hil PeKOMEHIyeTCs
onpenenaTh yposeHb ¢akropa VIII. Ilpm oOmmpHOM XHPYprHYeCKOM BMEINATEIBCTBE
NpOBEJIEHHE MOHHTOPHHIA 3aMECTUTENBHON TEpanuy MPU MOMOLIM KOAryJIAIMOHHOIO aHalu3a
(axtuBHOCTH  (haktopa VIII) sBusercs o6s3arenbHbiM.  CyliecTByeT — 3HAYMTENbHAST
MHJMBHIyaTbHas BapuabelbHOCTh OTBeTa Ha JeueHue ¢akropom VIII, in vivo NOCTHraroTCs
pasHbIe OKAa3aTeN! BOCCTAHOBIICHHS M IEPHOIA MTOJTyBBIBEICHHUS.

IIpy  MOATOCPOYHOM HPO(HIAKTHKE KPOBOTEUEHHHl Yy MAlMEHTOB C TSDKEIOH bopmoit
reMoumuu A o6srano npumensiercst Gaxrop VIII B nose 20-40 ME/kr ¢ HHTEpBAIOM BBEICHUS
2-3 nHs.

B HEKOTOPBIX CiydasX, OCOOEHHO y MOJOJBIX INAIMEHTOB, MOTYT MOTPeGOBATHCA Oonee
KOPOTKHE HHTEPBAIBI U 60JIe€ BEICOKHE 03B,

JIaHHBIX KJIMHUYECKUX UCIIBITAHUMN 10 PEXXUMY JI03UPOBAHUS Temare” I1 y neteit Her.

NHCTpYKIMS 110 IPHTOTOBJIEHHIO PACTBOPA
Obwue uHcmpykyuu:

1. BoccTaHOBIIEHHBIH PaCTBOP BapbUPYETCs OT MPO3PAYHOrO JI0 CJIErKa ONaJeCuMpPYrOMIEro.
IToce (GUIBTPALMK U TEpe]l BBEICHHEM PEKOMEH/YETCs OCMOTPETh BOCCTAHOBIICHHBIH
mpenapar Ha HaJIM4YMEe YACTHI[ W HM3MEHEHHs OKpacku. Jlaxe eciu HHCTPYKIMH IO
PACTBOPEHHIO BBINOJHEHBI TOYHO, HHOTJA B PAacTBOPE OCTAIOTCSA MEIKHE XJIONbs HIH
YacTHIBL. YCTPOMCTBO IS J00aBlEHHs DPAaCTBOPHTENS CO BCTPOEHHBIM (DHIBTPOM
MOJIHOCTBIO 3a/IEPIKUBAET 3TH YacTHIbl. OWIbTpalHs HE BIHMAET Ha pacyer 103bl He
TIPUMEHSNHTEe MYTHBIA PacTBOP MIJIM PAacTBOP, COAEpXKalIMii OCanok (MenKue YJaCTHIIBI)
nocie GpuapTpanum.

2. TIpHroToBIeHHE BOCCTAHOBJIEHHOrO PACTBOpA Ipemnapata M HaboOp IPOM3BOAATCA B

aCCNITHYCCKUX YCIIOBHUAX.
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OpHOll pyKo# 0OXBaruTe YCTPOMCTBO Ui JI0OaBICHHSA
PAacTBOPHTENISL CO CTOPOHBI (hIaKOHa C IpenaparoM, APyrod —
CO CTOpOHBI (IakoHa C pacTBOPUTENEM H, aKKypaTHO
Pa3sBHHTUTE YCTPOWCTBO HA JIBE 4YaCTH, u3deras CHIBLHOTO
IeHOOOPa30BaHUs TPH PacTBOpeHHM nuodummsara. PDrakoH
M3-TIOJl PACTBOPUTENsS C CHHEH 4YacTbio YCTpOHMCTBA A
100aBIIEHUs PACTBOPUTEIS CIEyeT BHIOPOCUTS.

AKKYpaTHO TIOKpYTHTe (IaKOH C TIpemnaparoM M yOemuTecs,
yTo mpemaparT ITOJHOCTBIO pacTBopmics. He BeTpsixuaiTe
(bnakoH.

HaGepuTe BO3/1yX B IyCTOM CTEPUIIBbHBIH IIIIPHI H, YACPXKHUBAT
dmakoH ¢ TpemapaToM B BEPTHKAIBHOM  IOJIOXCHHUH,
PHCOEIMHATE MIPHI K HakoHeuHuKy Jlrospa Ha ycTpOHCTBE
JUIs OGABIECHHST PACTBOPHTENS CO BCTPOEHHBIM (QUIBTPOM.
Brenute BO3ayX BO GIIaKOH € IPEMapaToM.

3abop u ymunusayus npenapama:

!

9

8.

Haxumas Ha [OPIIEHb INNPHUIQ, MEPEeBEpHHTE (IIAKOH
BMeCTe CO IITpHIeM. [[JTaBHO OTTArMBas MOPIICHb IIIPHUIIA,
HabepuTe B HETO BOCCTAHOBIICHHBIH PacTBOP.

[Toce TOro, Kak BOCCTAHOBJICHHBIA pacTBOp HaOpaH B
mpHI, o6XBaTHTEe WIMHAP MTpui@ (yASPKHBAs MIIPHLL
BHM3 IOpIIHEM) M  OTCOGIAMHHTE YCTPOHCTBO  JUIA
J06aBJIEHHs] PACTBOPHTENS CO BCTPOEHHBIM (HIBTPOM OT
[ITPHUIA.

*YcTpoiicTBO 1151 J0OaBIeHUs PACTBOPHTENS CO BCTPOCHHBIM dumpTpom («Mix-2Vial™ 20/20»)
IIpeHa3HAYEHO Ui OJHOPA30BOTO HCIOJIB30BAHHSA; HE HCIOTIB30BATH YCTPOHCTBO B ClIy4ae
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MOBPEXKICHHS YMAKOBKH, a TaKKe MOC/IE HCTEHeHHs CPOKa TrOXHOCTH, KOTOpBIM yKa3aH Ha
GyMaKHOM YacTH OIMCTEPHOH YITAaKOBKH CIICAYIOIIMM o6pazom: «KEXP. roa-mecan»

Jlns BBEIEHUS Temare® I1 pEKOMEH/IyeTCs MCIIOJIBE30BaTh OJIHOPA30BBIC [JIACTHKOBBIE IIIIPHIIBI,
IOCKOJIBKY PaCTBOP MOXKET OCTAThCS Ha CTEKJIAHHBIX CTEHKAX HEeTbHOCTEKIITHHBIX IIMPULIEB.
[Ipemapar cienyeT Harperb 0 KOMHATHOM TEeMIIEpaTypbl HIM TEMIepaTyphl Tena IEpen
BBEJICHHEM.

I[IpemapaT BBOAWTH MEJIEHHO BHYTPHBEHHO CO CKOPOCTBIO, HE MIPHUMHSIOUIEH TUCKOMpOPT
MAlMeHTy, NpeIBapUTeIbHO yOequBIINCH B TOM, 4YTO KpOBb HE romnajaeT B ILINPHIL C
npenapaTtoM. BOCCTaHOBJIEHHBIH pacTBOp Mpernapara, HaOpaHHBIA B IIIPHI], IODKEH OBITH
HCIT0JIb30BAaH HEMEIJIEHHO.

B ciydae eciM MOKa3aHO BBeJEHHE GOJNBLIMX KOJNMYECTB Iperapara, MOXKHO HCITOJIH30BaTh
KamenpHOe BBegeHwWe. JUIs 3TOr0 BOCCTAHOBJIEHHBIH pacTBOp Mperapara IEpPEHOCAT B
COOTBETCTBYIOLIYIO HH(Y3HOHHYIO CUCTEMY.

CxopocTh BBEICHHs Ipernapara He JO/DKHA MPEBBIIATH 4 mn B mMuHyTy. Crenyer HabmonaTe
ManMeHTa Ha [peAMEeT BO3HHMKHOBCHHS HEXEIATCIbHBIX peakumii. Ecium y TanMeHTa
HaGMIONAeTCs Peakius, KoTopas MOXeT ObITh BBI3BAHA BBEICHHCM Temare® [1, HEOGXOMMMO
YMEHBIIUT CKOPOCTh BBEJIEHHS MpernapaTa MIM MPCKPAaTHTh BBEACHHC B 3aBHCHUMOCTH OT
KJIMHUYECKOTO COCTOSIHUS IallHeHTA.

BOCCTAaHOBJIEHHBIH PACTBOP OCTAETCS XUMUYECKH M (PH3HUCCKHU cTaOWIPHBIM B TE€YCHUE 3 YacoB
npu Temmneparype He Bbime 25 °C. OxHako, ¢ TOYKA 3pCHUs aCEIITHKH, tax xax Temare® IT He
CONECPXXKUT KOHCEPBAHTOB, BOCCTAHOBJICHHBIM pacTBOp IIpemapara JOJDKEH BBOAHMTHCA
HEMEJIEHHO TOCNe pa3BeleHHs. XpaHEHMEe BOCCTAHOBJIEHHOrO pacTBopa HE JIOJKHO

TIpeBBIIATh 3 Yaca P KOMHATHO! TEMIIEPaType.

MMOBOYHBIE JENCTBUA

HexenaTeqpHble SBJEHHs, MPEICTABJEHHbIC HIDKE, MEPEYHUCICHBl B COOTBCTCTBHM €
MOpaKEHHEM OPraHOB M CHCTEM OPraHOB M YacTOTOH BCTPEYacMOCTH. YacToTa BCTPEYaEMOCTH
ONpeieNsieTCs CIeAYIOMHUM 00pa3oM: OYeHb JacTo (> 1/10), wacto (> 1/100 u < 1/10), HevacTo
(>1/1 000 u < 1/100), peako (> 1/10 000 u <1/1 000), ouens peaxo (< 1/10 000), HensBecTHA
(4acToTa BCTPEYaEMOCTH HE MOXKET OBbITh OIEHEHAa Ha OCHOBaHMHM JOCTYIHBIX JIAHHBIX).

Kareropuu yacToTs! ObU1H cOPMHPOBAHBI HA OCHOBAHUU IIOCTPETHCTPALMOHHOTO HaOJIOICHHUSL.

Knaccuduxanus KuHryecKue mposiBIEHHs Kareropus YacTOTHI
HE)XeJIaTeIbHbIX PeaKiuii B BCTPEYaEMOCTH
COOTBETCTBUH c

NOpaXeHHEM OpraHoB |

CHCTEM OpraHoB

C.10m3 16



i DI o

8923 -2020

(MedDRA)

Hapymenuss co CTOpoHbI | ['HIepBoIeMus HewusBecTHO

KPOBEHOCHOM u | ['emonus HewnsBecTHO

nuM(paTHIECKOR CHCTEM TTonassenue haxropa Bumnebpanna | OUeHb PEaKO
[TonaBneHue ¢akropa
cBepTEiBaeMocTd kKposu VIII OueHb peJIKO

OO6mue peakuu JInxopazaxa O4eHb peAKo

Hapymenus co CTOpOHBI | Peakuun — rMNepeyBCTBUTEILHOCTH OueHb peaKo

VMMYHHOH CHCTEMBI (ayIepruyecKrue Peakiun)

CocynucTble HapyIICHHS Tpom603 OueHb peaKo
Cryuan TpoM603MO0THH OueHb peaKo

Hapywenuss co cmoponvl Kposu u nuMepamuyeckol  cucmemvl: TIPHA HE00X0IMMOCTH
NMpUMEHeHHs GONBIIMX 103 Mperaparta WIM €ro YacToro MPHMCHEHHS, HIH pd HAIAYUH
MHTHGHTOPOB, WIIH MPH HEOOXOIMMOCTH IOTIOJHHTENLHOTO JICYCHHS JI0 1 IOCIIC XHPYPrUYECKUX
orepanuil y Bcex MAHEHTOB CIIEYeT OTCICKUBATh PH3HAKH pasBUTHA runepsosiemun. Kpome
Toro, y NMALMEHTOB C Tpynmamu kpoBu A, B m AB cieayeT BBINOJTHATS TCCTEI Ha TpeaMET
BHYTPHCOCY/IUCTOTO T€MOJIM3a /WM CHUIKEHHUS FeMaTOKPUTA.

Obuwyue paccmpoticmea u Hapywienus 6 Mecme 66e0eHUA: B OUCHD PEIIKHIX CITydaiXx Ha0Iro1a1ach
JIUXOPAJKa.

Hapywenus co cmopoHbl UMMYHHOU CucmeMbpl: TOBBIICHHAN qyBCTBUTENBHOCTD  HIIH
alepruyeckue peaknuu (BKIOYas AHTHOHEBPOTHYECKHI OTEK, YyBCTBO JOKCHHA M
HOKATBIBAHKS B MecTe WH(Y3HH, O3HOO, IOKDAaCHEHWE JHIA H INEH, [CHEPATM3OBAHHYIO
KpAIMBHHUILY, FOJIOBHYIO 0OIb, CBIllb, apTEPUATIBHYIO THIOTEH3HIO, COHJIMBOCTB, TOIIHOTY,
6eCIIOKONCTBO, TAXMKAP/MIO, UyBCTBO CTECHEHHsS B IPYIHOH KIETKE, NOKAIBIBAHHC, pBOTY,
CBUCTSIIEE JIBIXaHHE) HAOTIONATHCh OUEHb PEKO M B HEKOTOPBIX CIyqasX MOTYT IPHBECTH K
TSOKETBIM aHA(QHIAKTHYECKUM PeakusaM (BKIIOYas IIIOK).

FEonesnv Bunnebpanoa

Hapywenus co cmopownb Kposu u iumpamuyeckou cucmemvl. y TALUCHTOB ¢ Gone3Hero
Buebpanaa, ocobeHHO 3 THIa, OYeHb PEIKO MOTyT BHIpa0ATHIBATECA HEUTPATH3YIOIINE
anThTena (MHrEOMTOpH) K (Qakropy BmiueOpanna. O6pasoBaHHEe AHTUTEN MPHBOIHUT K
KHAYecKod  Hed(Q(EKTHBHOCTH JledeHHMs mpenaparoM. OTH  aHTHTENa  ABILIIOTCH
NPEIUIUTHPYIOIMMH, H HX TOABICHAE MOXET —COMPOBOXAATHCA aHa(UIAKTHUECKUMH
peakiusiMi. [103ToMy y TAIMEHTOB C aHAQMIAKTHYECKMMHA PCaKIUAMHA CICAYeT OmpeseNsATh
HaJIMure WHIUOUTOPOB.

Bo Bcex TMONOGHBIX cIydasX pPEKOMEHJOBAaHA — CIELMaNM3MpOBAHHAs —MOMOWE B
reMaToJIOTHYECKOM OTICIICHUH HIIH LIEHTPE.

Hapywenus co cmoponbl c€Ocy00g: B OYEHb PEIKHX  CIyHasiX UMeEeTCsl PHUCK Ppa3BHTHUA
TpoMG030B / cirydaeB TPOMG0IMGOIHMH (BKITHOHAs TpoMO03MO0IIHIO JICTOYHBIX apTepwii).
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V NanMeHToB, MOMyYaloNiX npenapars pakropa BuieGpanaa, €CTh PUCK NOBBIICHHS YPOBHA
axtuBHoctH (akropa VIII (FVII:C) B miasme, YTO YBEIMYHBAET BEPOSTHOCTH PASBHTHA
TpoM6030B (cM. TaKxke pasaen «Ocobble yKasaHus).

I'emogpunua A

Hapywenus co cmopoHel KpOBU U TUMPamu4eckou cucmembpl. y TALUCHTOB C remouueit A
OYEHb PEOKO MOTYT BBIPAOATHIBATHCS HEWTPAIM3YIOIIHE aHTHUTENA (uHrEOUTOpE) K (akTopy
cepreiBaHms kposu VIII. O6pasoBanie aHTHTEN TIPUBOJMT K KIHHHYECKOH Hed () HEeKTHBHOCTH
JeYeHHs MpemnapaToM. B 3THX CIydasX PEKOMEHIOBAHO JICUCHHE B CICHHAIH3MPOBAHHOM
reMaTOJIOTHYECKOM OTACICHUH UM LEHTPE.

Be3zonacHocTs ¥ 3¢ (EKTUBHOCTE Ipenapara Temare® I1 y panee HeJEUeHHBIX MALMEHTOB EIIE
He OBUTH HCCIIEIOBAHBI.

YacToTa, THI M TKECTh HEXENATEIbHBIX PeaKLii y JI€TeH 0XKHIAIOTCS CXOAHBIMH C TAaKOBBIMU
y HAIHEHTOB CTapIIEro BO3pacra.

MeIuIUHCKHM pabOTHHKAaM HACTOSTENEHO PEKOMEHIYETCs Coo0marh o MF00BIX HAOIIOIaEMBIX
He)XeNnaTelNbHbIX PpEaKkIusX, KOTOpble MOryT OBITh CBf3aHBI C NPUMEHECHHEM IIperapara
Temare® IT (cm. pasmen C npemensusmu, uH@popmayueti O HedCENAMENbHOM AGNEHUU U 34

dononHumenvHoil ungopmayueii 06pauamvCs B KOHIE HHCTPYKIHH).

IEPEJO3UPOBKA

CHMIITOMOB TIepeIo3upoBKH (akTtopoMm BrimeGpania uin GakTropoM CBEpPThIBAHHUS KPOBH VIII
YesToBeKa He HaOroAaI0Ch. [IpH 5TOM Helb3s HCKIIOYMTH PUCK BOBHUKHOBEHHS TPOMOO30B IpH
MICTIONB30BAHMH CIMIIKOM BBICOKHX 103, OcobeHHO mpemapatoB (axtopa BuiuieOpanna,

cozlepIKaluX BEICOKHE KOHIeHTpanuu pakropa VIII.

B3AUMO/IEVICTBUE C JPYT'UMHU JIEKAPCTBEHHBIMHU ITPEITAPATAMH

HeT M3BeCTHBIX JIGKAPCTBEHHBIX B3aUMOJIEHCTBHIT (akTopa cBepThiBanus kposu VIII ¢ apyrumu
npenapaTamMH.

Dapmayeemuyeckan HecoOMeCmUMOCHb

He cMemmBaTth npenapar ¢ IpyriMH JeKapCTBEHHBIMHU IIperapaTtaMi U paCTBOPHTENISIMH, KPOME

PacTBOPUTEJIS, BXOIAIIETO B COCTaB Ipenapara.

OCOBBIE YKA3AHUS U MEPBI ITPEJOCTOPOKHOCTHU INPU NIPUMEHEHUN
Kak u B ciydae ¢ MOOBIM MpENapaToM, COJAEPKamuM OenoK IIasMbl KPOBH M BBOAMMBIM
BHYTPUBEHHO, BO3MOXXHO pA3BUTHE pEAKIUHd TUNEPUYBCTBUTCIBHOCTH (aymepru4ecKux

peakrmii). [larueHtoB HeoOXoauMoO HHGOPMHPOBATH O pAaHHHX CHMITOMAX peakuui
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IHIIEPYyBCTBUTENBHOCTH, TAKUX KaK ChIlb, TeHEPATH30BAHHA §paHI/IBHI/IIIa, qyBCTBO CTDeCHeHHﬂ
B TPyIHOM KIETKe, CBUCTAIIEC [BIXAHHE, apTCpHaIbHAM rumoTersus U aHapuakcus. [Ipu
HOSBICHWM OTHX CHMITOMOB TAMEHTaM PEKOMEHIYeTCs —HEMEUICHHO IPeKpaTUTh
HCIIONIB30BaHME TpenapaTa i 00paTUTECS K Bpady.

Heo6XOMMMO CJIEN0BATh CTAHIAPTHEIM METOaM JICYeHHs LIoka B CIIydae pa3BUTHS IOKOBOTO
COCTOSTHHSL.

BoccTaHOBIIEHHBIH PAacTBOP Temare® T1 250/600 u Temare® IT 500/1200 comepskut 113 MMOJIB/II
(2,6 Mr/MiT) HAaTpHsi, BOCCTAHOBJICHHBIH PacTBOP Temate® IT 1000/2400 conepxut 150 MMOTIB/I
(3,5 mMr/mi) HaTpHUs.

Temare® I1 comepxut 10 70 Mr HaTpus Ha 1000 ME ¢akropa CBEPTBIBAHUA KPOBH VIII, gro
ClTe/lyeT YIUTHIBATh TIPH PEKOMEH/IOBAHHON JIMETE 10 KOHTPOJIO HATPHA.

Bupycnaa 6e30nacHochib

CraHfapTHBIE Mephl IO TNPENOTBPAIICHUIO Mepeiain HHGMEKIMA BCIEICTBHE TPHMEHCHHS
MEIMIIMHCKUX MPEernapaToB, U3TOTOBJICHHBIX H3 YeJI0BEeYECKO KPOBH WM IIJIa3Mbl, COCTOST U3
oT6Opa JOHOPOB, CKPHHWHIA WHIMBHIYAIbHBIX JOHOPCKAX 06pa3loB W IyJOB IIa3Mbl Ha
Haju4Me MapKepoB, a TaKKe BKIIOYEHHBIX B  IPOLECC MpPOU3BOJCTBA  MPOLEAYP
MHAKTABUPOBAHUS W/WIIHM y/IAJICHUS BUPYCOB. HecMoTpsl Ha 3TO, IPU MPUMEHEHHH TIPOJYKTOB,
TOJIyYEHHBIX W3 KPOBH MM IUIa3MBI YeJIOBEKA, BOSHUKHOBEHHC MH(EKIMOHHBIX 3a00/IeBaHuHU
BCJIEICTBHE Mepeaadyll HHPEKIMOHHBIX areHTOB HE MOXET GBITH TOJHOCTBIO HCKIIOYEHO. JTO
[0JI0YKEHHe IPAMEHEMO M B OTHOLICHHH HEH3BECTHBIX BUPYCOB H MATOTCHOB.
[IpennpunuMaeMble Mepbl d(QQEKTHBHBI UL BHPYCOB C 0060JIOUKOM, TaKkuX Kak BHPYC
IMMYyHOZie(HIIUTa YETOBEKA, BHPYCOB IeMaTHTa B 1 C, 1 6€3060/I04€4HOr0 BHpYCa renarura A.
TpempUHAMAEMbIe MEpbl MOTYT OBITH MEHEe 5 (hEeKTHBHBI JUISL BUPYCOB Ge3 000TOUKH, TaKHX
Kak napsoBupyc B19.

Nudekuus, BbI3BaHHAA MapBOBUPYCOM B19, MOXET HMMETh CEpbEe3HbIC MOCIEACTBUA I
GepeMEeHHbIX XKeHIMH (MHQUIMPOBAHHE IUI0/1a) U JIAI ¢ UMMYHONEDUIUTOM HIIH YCHJICHHBM
SPUTPOIIO330M (Harpumep, MpH TeMOJTATHYECKOM aHEMHUH).

[TareHTaM, KOTOPHIE DETYISPHO HIJIM TOBTOPHO TPUHMMAIOT MpErapatel, TOJy4YeHHbIE W3
[171a3MBI YEJIOBEKA, PEKOMEHIYEeTCs BaKIINHALMSA IPOTHB IeNlaThTa AuB.

Kaxnmpiit pa3 mpd BBEACHUH Temate® I1 HeoOxXomuMo (MKCHPOBATH HANMEHOBAaHME W HOMED
CepHH HMCIIONB3YeMOTro Mpenapara Juid MOMACPKaHUs CBSSH MEXIy MalMeHTOM H Cepuer
npemnapara.

[Tpomecc MPOU3BOACTBA Ipenapara Temate® [T BKTOUaeT B ce0s HECKONBKO CTA[UMH, KOTOPHIC
CHIDKAIOT PHCK TEepe/jadn BUPYCOB (KPHOMPEIMITATAIIHS; ocaxcnenue Al(OH)s/rmuurom/NaCl;

nmactepusamus; ocaxnerne rmuaoM/NaCl; nuodumzanys). CyMMapHbIe 3HAUCHHA (bakTopoB
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CHYDKEHHUS COZIep)KaHMs BUPYCOB (MUIs NEPEUHCIICHHBIX CTajuif) COCTABIAIOT OT 8,9 mo >13,0
log;o (B 3aBUCHMOCTH OT BHpPYCa).

Bone3nv Bunneopanoa

CylecTByeT pUCK BO3HHKHOBEHHS TPOMOO30B, BKIIOUAs TpoMG0IMOOIIHIO JIETOYHBIX APTEPU,
0COBEHHO Y NALHUEHTOB ¢ M3BECTHHIMH KIMHAYECKHMH M JaGOpaTOpHBIMA (aKTopamyu pHCKa
(HampuMep, TpH OTCYTCTBAM NPOGUIAKTHKH TpOoMO0OOpasoBaHHS B TIiepuoTNepaliiOHHBIA
TIEpHOJI, TIPA OTCYTCTBHH PaHHEH MOOMIM3AIMM, OXKHPEHHUH, NEPET03UPOBKE, OHKOIOTHHYECKHX
3a6oseBanusix). [103TOMy JUTs TAIIMEHTOB M3 TPYIIIBI PHCKA CIIEYeT MPOBOAUTE HAOTIONCHUE HA
TIpeJIMET BEISBJICHHS PAHHMX CHMITOMOB TpoM603a. [TpopuiakTuky BEHO3HOH TpoMO03MO0IHH
ClIelyeT IPOBOANTH B COOTBETCTBHH C JICHCTBYIOUIMMH PEKOMEH/AAUAMH.

IIpu ucnonb30BaHkHU TpenapatoB ¢akropa BumneOpana nevamyii Bpad JI0/DKEH IIOMHUTB, 4TO
JUTHTEBHOE JIEYeHHE MOXET MPHBECTH K YPEe3MEPHOMY IIOBBIICHHIO YPOBHS (akTopa
cBepreiBaus kposu VIII. YV mamueHToB, IOMyYarONIMX MNpenaparsbl (axropa Bunnebpanna,
conepxamue ¢akrop VIII, Bo m3bexaHne Ype3MEpHOro IOBBIIICHHS YPOBHS ¢axropa VIII,
KOTOPOE MOXKET MPHUBECTH K PHUCKY TPOMOOTHYECKHX OCJIOXHECHHH, CIEIyeT IPOBOAHTEH
nabopaTopHblii KOHTpOJb cozepxanus ¢akropa VIII B mimasme KpoBH MAalMEHTa, a TaKKe
TIPOBOJIUTH COOTBETCTBYIONIYIO MPO(HIAKTHKY TPOMOOTHUECKUX OCIOKHEHHH.

V namweHToB ¢ GONe3HbI0 BumneOpanna, ocoGeHHO 3 THIA, MOTYT BbIpabaThIBATHCH
HelfTpanm3ytomue aHTuTena (MHrUOMTOpsl) K ¢axtopy BuieGpanna. Ecmu HE ymaercs
JOCTHTHYTb ~ OXKHJAeMblii  YpOBEHb  PHCTOLETHH-KO(AKTOPHOH  aKTHBHOCTH  (hakTopa
Bumne6panna (VWF:RCo) B masMe WIM NpH TOMOIIM aJ€KBaTHOW J03bI HE yHAaeTes
OCTAHOBHTH KPOBOTEUEHHE, HEOOXOIMMO MPOBECTH aHAIM3 HA HAIMYHE HHIHOMTOPOB (akTopa
Bune6panaa. Ecnu y mamueHTa BBICOKWM YPOBEHb HHTMOMTOPOB (akTopa Bunnebpanna,
Tepanus MOXeT ObITh Hed((HEKTHBHOI, M B 9TOM Cilydae CleAyeT pacCMaTpHBaTh BO3MOXKHOCT
HCIIOJIb30BAHUS APYTUX METOJIOB JICYEHHS.

I'emogpunua A

BripaboTka HeifTpamusyromux antutesl (MHruouTopoB) K (axtopy VIII sBiseTcs M3BECTHBIM
OCJIOKHEHHMEM JIeUeHHs TanueHToB ¢ remopumueit A. Muruburopst k ¢akropy VIII o6braHO
ABysoTCs MMMyHornoOymuHamu kiacca G (IgG), koTopsle u3Mepstores B beresna enuHuIax
(BE) B MUJUTHIIMTpE MIa3MBbL PHCK BBIPaGOTKH MHTHOUTOPOB CBA3aH CO CTEHEHBIO BO3ACHCTBHA
dakropa VIII; 3T0T puck sBseTcs HauGONBIIMM B TeueHHe TepBbix 20 AHEH npuMeHeHus. B
PEIKHX CTydasX BHIpaboTKa MHrHOUTOpOB Habmomanack ciycts Gonee 100 mueit mocne Havana
npUMeHeHus npenapara daxropa ceepTeBanus kposu VIIL

Cilydan peluIuBoB 06pa3oBaHust HHTHOMTOPOB (HU3KUH THTP) OBLIH OTMEUYEHBI IPH MIEPEXONE €

omHOro mpemapata, cozpepxamero dakrop VIII ma apyroi y HanueHTOB, KOTOPLIC paHEE
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POXO/IHIH Nedenue B Tedenue 6osee 100 aHEH, Uy KOTOPBIX paHEE HMENO MecTo 0Opa3oBaHHE
MHTHOMTOPOB. B CBA3M C dYeM, PEKOMEHAYEeTCs TIIATENBHO OTCICKUBATE BO3HUKHOBEHHE
MHIHOUTOPOB Y BCEX MALMEHTOB, MEPEIICAIINX C OHOrO Npenapara Ha JPyTOH.

INanuenTs:, nomydaromue daxtop ceepreBanus kposu VIII uenoBeka, HOMKHBI HAXOAUTECA 1oz
TIATENBHBIM MEIMUMHCKAM M JaGOopaTOpHBIM HAOJIOACHHEM Ha NPEAMET BHUIBICHHUA
oGpasoBanus aHTUTEN (MHTHOHTOPOB) K (akTopy VIII. Eciu npu ODpUMEHEHWH Ipenapara
OXHIAaeMBIil ypoBeHb akTHBHOCTH (hakropa VIII B masmMe KpoBH HE ObUI JIOCTUTHYT, WIIH €CIIA
KPOBOTEYEHHE HE yNAETCs KOHTPOIMPOBATh C MOMOLIBIO COOTBETCTBYIOLIEH JI03BI, HEOOXOUMO
TIPOBECTH AHANN3 HA HAIHYHE HHTHOMTOPOB (haKTOpa CBEPTHIBAHMA KPOBH VIII. s nanueHToB
C BBICOKHMH ypoBHAMH HHrHOHTOPOB dakTopa VIII Tepamnus MOXKET 0Ka3aTbCs He3( HEKTHBHOM,
M B TAKHX CIy4asX JOJDKHBI PACCMAaTPUBAThCs IPYTHe BO3MOXKHBIC METO/BI JICICHHA. Jleuenne
TAKAX MAIMEHTOB IOJDKHO OCYIIECTBISTHCS BpadyaMH, MMEIOIIMMH OTBIT JICHCHUA OONBHBIX

remodunueii A ¢ maruéuropamu dakropa VIII (cM. Taxoke pasaen «I1060uHbIE TEHCTBHAN).

BJIMSIHUE HA CIIOCOBHOCTD YIIPABJISATH ABTOMOBWJIEM / IPYTUMHA
MEXAHU3MAMHU
BiusHHS Ha CIOCOOHOCTH YIpPAaBJIATH TPAHCIOPTHBIM —CPEICTBOM MM ABMIKYIIHMHCH

MEXaHu3MaMH HE OTMECUYEHO.

®OPMA BBIITYCKA

JInodunmsar s IPUTOTOBICHUS PAcTBOpA Ul BHYTPUBEHHOTO BBEICHHA 250 ME/600 ME,
500 ME/1200 ME uu 1000 ME/2400 ME.

To 250 ME daktopa cBeprsisanust kposu VIII u 600 ME daxropa Busebpania Bo (akoHEI
npo3paunoro Gecusersoro crexna (Itum, Esp. ®.), wm mo 500 ME/1000 ME ¢dakTopa
cepreiBanns  kpou VIII u 1200 ME/2400 ME  daxTopa BunneGpanga BO  (IaKOHBI
npospausoro 6ecusersoro crekia (II Tum, Esp. @.), yKynopeHHbIC npoOKkoii 13 6e31aTeKCHOTO
Kaydyka ¥ oOKaTaHHbIE ATIOMHHHEBBIMH KOJIAYKaMU C IJIACTUKOBBIM JMCKOM B KOMIUICKTE C
pactBopuTeseM (BOXOM ISl HHBEKLHHA) IO Sma (w250 ME/600 ME), 10mn (s
500 ME/1200ME) u mo 15mn (uit 1000 ME/2400 ME) Bo ¢akoHax MPO3payHOro
6ecrsernoro crexna (I tum, EBp. ®.), yKymopeHHBIX IPOOKOH M3 OE3NaTEKCHOro Kaydyka H
0OKaTaHHBIE ATIOMAHUEBBIME KOJIAYKAMH C TJIACTUKOBBIM JTUCKOM.

VerpoiicTBo s A00aBieHHMs  PacTBOPHTENsS €O BCTPOCHHBIM ¢uneTpoM 15 MKM
(«Mix-2Vial™ 20/20») ynakoBaHo B OimcTep nommsTHIeHTepedTanaT/Oymara, JaMAHAPOBaHHAST

TMMOJIU3THIICHOM.
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