MUHHUCTEPCTBO 3JIPABOOXPAHEHUS POCCUMCKOIM ®EJIEPALINN

NHCTPYKLMA 1O MEJUIIMHCKOMY ITPUMEHEHUIO
JIEKAPCTBEHHOI'O ITIPEITAPATA

APCTUJIIA®

Perucrpannonnbiii Homep: JIT1-006975

Toprosoe nanmenopanue: Adcruna®

MexayHapoaHoe HeNaTeHTOBAHHOe HAaWMEHOBaHHWe. JIOHOKTOKOr anmbda  (pakrop

cBepthiBanus KpoBu VIII uenoBeueckuit 0HOICTIOUCTHBIH )

JlekapcTBennasi ¢opma: nuodunuzar Juis NPUTOTOBIEHUS PACTBOpA ISl BHYTPHUBEHHOIO

BBEJICHUS (B KOMILJIEKTE C pAaCTBOPUTENIEM BOAA JUIsl UHBEKILIUM).

Cocras
Ha 1 ¢pu1akoH ¢ Inopuanu3aTom:

Jlnopunuszar 250 ME 500 ME 1000 ME 1500 ME 2000 ME 2500 ME 3000 ME
eticmsyiowee eewjecmeo

JIoHOKTOKOT anbda 250 ME 500 ME 1000 ME 1500 ME 2000 ME 2500 ME 3000 ME
Bcnomozeamenvuvie sewjecmea

L-ructunun 78vmr  78mr 78mr 155wmr 155wmr 155wmr 155 wmr
Caxaposa 150 mr 150mr 15,0 mMr 30,0 Mmr 30,0 Mmr 30,0 Mmr 30,0 mMr
[Mosmcopbat 80 05mMr O05mMr O05mr 10mr 10mMr 10mMr 10wmr
Kanbumsa xmopun 09mMmr O09mMr O09mMr 19mMr 19mMr 19mMr 19wmr
Harpus xmopun 410 mr 410mr 410mr 820mr 82,0mMr 82,0 mMr 82,0wMr
Kucnora q.S. ns moBeneHust pH

XJIOPHCTOBOIOPOTHAS

PacTrBopuTeb

Boga ans nabexui 25Mvn 2,5man 2,5 M 50mMn 5,0mm 50ma 5,0 ma

[Tocne BoccTaHoBieHUs 2,5 MII BOABI JUIsl MHbeKIUU (no3upoBok 250/500/1000 ME) pactBop
cogepxur 100/200/400 ME/mn  ¢dakropa cBeprthiBanuss kpou VIII  denoBeueckoro
OJTHOIIETIOYEYHOTO COOTBETCTBEHHO.

[Tocne BoccraHoBienus 5,0 mMi Bombl i MHBEKIUHA (mo3upoBok 1500/2000/2500/3000 ME)
pactBop coaepxxut 300/400/500/600 ME/mn ¢dakropa cBepreiBanust kpoBu VIII yenmoseueckoro

OJHOLICIIOYCYHOT'O COOTBECTCTBCHHO.



dapmakoTepaneBTHYECKAs IPYNIA. FEMOCTaTUYECKOE CPEICTBO.

Kox ATX: B02BDO02.

Onucanmne:

Jluoghunuzam: MOPOIIOK WITK XPYIIKasi Macca OT OEJIOTO JI0 CIIErKa JKEITOro IBETa.
Boccmanosnennsiii pacmeop: 1odTH OECIBETHAs JKUIKOCTh OT TMPO3PAayHON JO Clerka
ONaJeCUUPYIOIICH.

Pacmeopumeﬂb: 66CHB€THaH IIpo3pavHasd ;KUJAKOCTb.

dapmakoJiorH4YecKue cBoiicTBa:

JeiicTByromee BemecTBo npenapata Adctuna® (IOHOKTOKOr anb(a) MpeacTaBiseT coOoit
dakrop ceprhiBaHus kpoBu VIII yenoBedyeckuil OAHOIENOYEUHBIN, MONYYEHHBIH METOJIOM
reHHoil wmkeHepun B kietkax CHO, neoOxomumbrii s 3((EeKTUBHOrO remMocrasa IpH
remounuu A. JIOHOKTOKOT anb(a mpencTaBisieT coO0H MOJMITENTHIHYIO IIeNb ¢ yCeUYeHHBIM B-
JIOMEHOM, O00ECIEeUNBAIOIIUM KOBAJICHTHYIO CBSI3b MEXKAY TSIKEJION U JIETKOM ensMu (akropa
cBeprbiBanusi kpoBu VIII. O obnamaer Oonee Bbicokoil adduHHOCTBIO K (akTopy (oH
BunneOpanma, dem mnomHOpa3MepHbI ¢akTop cBepThiBaHus KpoBu VIII denoedeckuii
pexomOuHaHTHBIN. PakTop Pon BumneOpanna ctabunusupyer daxkrop ceepreiBanust kposu VIII
U 3allUIIAeT ero oT paspyueHus. OYHKIHOHAJIbHbIE XapaKTEPUCTHKH (DaKTopa CBEpTHIBAHUS
kpoBu VIII yenoBeueckoro OJHOLENOYEUHOTO CXOJHBI C TAaKOBBIMU SHAOTEHHOrO (hakTopa
cBepTeiBaHus KpoBH VIII, akTUBHOCTH KOTOPOrO 3HAYMUTEIBHO CHW)XXEHA Y IALUEHTOB C

remoduueit A, 4to TpeOyeT MpOoBeICHUS 3aMECTUTEIHFHOM TepaIuu.

Dapmaxoounamuxa

['eModumust A 3TO CIEMJICHHOE C IMOJIOM HacleJCTBEHHOE HapyIlIeHHE CBEPThIBAHUS KPOBU B
CBSI3M C MOHMXEHHBIM YpOBHEM (akTopa cBepThiBaHus KpoBH VIII, mpuBozsiiee Kk MacCCUBHBIM
KPOBOUBJIUSHUSAM B CYCTaBbl, MBIIIIBI U BHYyTPEHHUE OpraHbl, KaK CIIOHTAHHO, TaK U B pe3yJIbTaTe
TpaBM U ONEPATUBHBIX BMeIIaTenbCcTB. [Ipu mpoBegeHHM 3aMeCTUTENbHON Tepanuu YpPOBEHb
¢daxTopa cBepteiBaHus KpoBu VIII B mima3me moBelmIaercsi, B pe3yibTaTe 4Yero MPOUCXOIUT
BpeMeHHasi Koppekuus aeduiurta ¢akTtopa B IUIa3ME€ KPOBM U CHHXKAETCS TEHIACHIMS K
MOBBIIIEHHONW KPOBOTOUMBOCTH.

Kommekc ¢akrop cepreiBanus kpoBu VIIl/daktop don Bumiebpanma cocTouT u3 ABYX
monekyn (¢paxrtop cepTbiBaHus KpoBu VIII u dakxtop ¢don Bumiebpanna) ¢ pazaumyuHbIMU
¢uznonornueckumMu QyHkimsAmMu. [Ipy BHYTPHBEHHOM BBEIEHHM MAaIlMEHTaM C reMoguinei
daktop cBepThiBanus KpoBH VIII cBs3biBaeTcs ¢ sHIOTEHHBIM (hakTopoM Bumnebpanaa B cucteme

KpoBooOparieHus nauenTa. AKTUBUPOBaHHBIN (pakTop cBepThiBaHus kpoBu VIII meficTByer kak



KO-(haKTOp NJIsi aKTUBHPOBAHHOTO (haKTopa CBEpThIBaHUsA KpoBHU [X, yckopsis mpeoOpa3oBaHue
dakTopa cBepThHIBaHHS KpoBM X B aKTHBHUPOBAHHBIA (DakTop CBepThIBaHUS KpOBH X.
AKTUBUPOBAaHHBIN (PAKTOp CBEPTHIBAHHUSA KPOBH X CIIOCOOCTBYET MEPEXOJy HpOTPOMOMHA B
TpoMOuH. TpoMOMH B CBOIO OYepelb CIOCOOCTBYET mepexony ¢ubOpuHoreHa B (GuOpuH, 4TO

MPUBOAMUT K 00pa30BaHMIO TpoMOa.

B3spocnvie u noopocmxu 6 sozpacme om 12 0o 65 nem

beuto mpoBenmeHo kimHuM4eckoe wuccnenoBanue 1001 addexTuBHOCTH MW Oe30macHOCTH
® v

npuMeHeHus npernapata AdcTmna® B pexkume npodrraktuku B TeueHue 14 306 nHei S5KCIo3uiuu

(I2), ¢ mempro mpenoTBpalieHUs KpOBOTEUEHHH, OLEHKH 3((PEeKTHBHOCTH TeMocTasa Mpu

BBEJEHUH C LEJIBI0 KOHTPOJISI KPOBOTEUEHUH W B MEPUONEPALMOHHOM mnepuonae cpeau 175

MAIUEHTOB C TSHKENIoW reMopuinei A, paHee TofyJaBIux Jiedenne. Hu y ogHOro manueHra He

Ha0II0/1a710Ch 00pa30BaHKsI HHTUOUTOPOB WM Pa3BUTHUS aHA(PUIAKTUUECKUX PEaKIIUi.

Ilpoghunaxmuxa

146 nmanueHTOB MOMyJYaH Iperapar B pexume npodunaktuku 3 pasa B Henemo (menuana CI'UK,
1,14 (MexxxBapTuiIbHBIH pasmax: 0,0; 4,2)), 79 (54 %), 47 (32 %) - 2 pa3a B neaento. [Ipu nmpodu-
JAKTUYECKOM JIeUeHUH 2 ¥ 3 pa3a B HE/IENI0 allueHThl HoTyYau 103kl ¢ Meauanoit 35 u 30 ME/kr
Ha MH(Y3HI0 COOTBETCTBEHHO, a MEAMaHa IrOJ0BOro MOTpeOIeHHs PU BCeX MPO(YUIAKTUYECKHX

pexumax cocraBuia 4283 ME/kr B ron.

Jleuenue kposomeuenuui
W3 848 snu3010B KpoBOTEUEHHH, HabmonaBmuxcs B uccnenopanuu 1001, 93,5 % Obimu Kynupo-
BaHbl 1-2 uwH}Y3usMU mnpenapara. MemuaHa 003kl Uil JICUEHUS KPOBOTEUEHMS] COCTABHIIA

34,7 ME/kr.

Ilepuonepayuonnbiti KOHMPoOIsL (XuUpypeuieckas npopuiakmuxa)

B pamkax ximnuugeckoro uccnepoBanus 1001 y 13 manuentoB Obl1o nmpoBeaeHo 16 oOmMpHBIX
XUPYPrUYECKHX BMeEIaTeNbCTB. ['eMocTatndeckas 3¢)(h)eKTUBHOCTh JJOHOKTOKOTA alb(ha mpu XH-
pypruueckoil npoduiakTuke Obljla OllEHEHa KaK OTJIMYHAs MM XOpolllas IpU BCEX XUpPypruyie-
CKUX BMemlarenabcTBax. ¢ (HEeKTUBHOCTh B MEPUOIIEPALIMIOHHOM KOHTPOJIE HE OLIEHUBAJIACh Y Jie-

Telt mumaamie 18 Jer.

Hemu 6 6o3pacme mnadute 12 nem
B xnuHHMYeCcKOM HcclieIoBaHUU ¢ ydacTueM 84 manueHTOB B Bo3pacTe Miaimie 12 jet, paHee no-
Jy4YaBIIUX JIEYCHUE, HU Y OJHOTO TMAIMEeHTa HE HAOMIOAAIOCh 00pa30BaHUs WHTHOUTOPOB WU

pa3BUTHS aHAPUIAKTUIECKUX PEAKIIHH.



Hnousuoyanuzuposannas npoghunraxmuxa

W3 81 mammenTa, monydaBIiero JiedeHue B mpodunakTuaeckom pekume (cpemnss CI'UK 3,69
(mexxxBapTuibHBIN pazmax: 0,00; 7,20)), 43 (53 %) nonydanu tepanuio 2 pa3a B HeACIO U 25
(31 %) - 3 pasa B Hepero. [lanueHTHl, MOTyYaBIIKE JICUCHHE B IPOPHIAKTHISCKOM PEKUME 2 U
3 pa3a B HeJeNI0, MOJy4Jalu 1036l ¢ Menuanor 35 u 32 ME/kr Ha uH(Y3UI0 COOTBETCTBEHHO, U
Me/iraHa roZ[0BOTo MOTpeOIeHNUs PU BeeX MPOPMIAKTUIECKUX peskuMmax coctasmuia 4109 ME/kr

B roi.

Jleuenue kposomeueHuti

W3 347 snn3010B KpOBOTEUEHH, HabmonaBmuxcs B uccienopanuu 3002, 95,7 % Obuu Kynupo-
BaHbI 1-2 nHy3usiMu. Merana 10361 JUIs JISYCHUsT KpOBOTEeUeHHs cocTaBmia 27,6 ME/kr.

B npomnennoe uccnenosanue 3001 O6bu10 BKIIFOUEHO 222 paHee MOMydYaBIINX JICUCHUE MAIlUEHTA
(67 marmenToB B Bo3pacte g0 12 mer). Cpeanee (SD) komuuectBo /1D mis PJIIT B ganHOM
ucciaenoBanuu coctaBuio 341,9 (135,48) aueit. B obreit cnoxuoctu y 212 manuentos (95,5 %)
obu10 mocturayTo > 100 /I3. Ilo pe3ynpTaTam JaHHOTO MPOJUICHHOTO HCCICIOBAaHUS HE OBLIO
BBISIBJICHO HUKAKHX HOBBIX CUTHAJIOB HJIM TIPOOJIEM CO CTOPOHBI 0€301IaCHOCTH.

PesynbTarsl oneHku 3(h(HEKTHBHOCTH OBLTH COMOCTAaBUMBI C TE€M, KOTOpbIE MOTy4YeHBI B Oolee

paHHHUX UCCIICAOBAHUAX.

Panee ne nonyuaswue nevenus nayuenmor (PHII)
B uccnenosanue 3001 Opu0 BritOueHO B oOmieit cioxHoctu 24 PHII ¢ meamanoit Bo3pacta
1,0 ron (muamazon: ot 0 mo 5 jer). Y y4acTHHKOB HCCJEIOBaHUSI OBLJIO HAKOIUIEHO B OOIIei

cnoxHocty 5909 /1D npu npuMeHeHuH TIOHOKTOKOTa anbda (cpennee (SD): 245,5 (161,56) J1D).

Hnousuoyanvno noooopannas npoguiakmuxa

B o0meit cnoxuoctu 23 PHIT nonyyanu npodunaktiueckuii peskxuM Bo Bpems uccienoanus (11
MEPeUTH C PeKUMa JIUeHUs «I10 TpeboBanuoy). [lpu npodpunaktuke mequana 'YK cocrasuna
1,84 cnywas (amanazon: ot 0,0 mo 23,6 ciyuyaeB), MeauaHa TOJIOBOM YacCTOThl TSXKEIBIX

KpoBoTeueHuii cocrapmia 0,88 ciyqas (nuamazos: ot 0,0 1o 19,7 cyuaes).

Jleuenue kposomeuenuti

N3 315 HaGmroaBIIMXCs MPOJICUEHHBIX CIy4aeB KPOBOTEUEHUS (B TOM UYHUCIE OJHO OOLIUpPHOE
KpoBoTeueHue), 88,9 % Obuin KynmupoBaHsl ¢ momMouibio 1 i 2 uadys3uit.

Jlannbpie 1m0 WHAYKIMKH UMMYyHHOW TosepaHTHOCTH (MUT) Obimu coOpaHbl y MamMeHTOB C

remoduanet A, y KOTOpbIX BO3HUKIM HHTHOUTOpHI FVIII



Crnemyer OTMETHUTh, 4YTO TojoBasi 4vactota KpoBoTeueHmit (I'UK) He wmoker HampsMyio
COIIOCTABJIAATECA MCXKIAY pPas3jIMYHbBIMKA KOHICHTPAaTaMU q)aKTOpOB n MCKAY PpPas3sIMIHbIMUA

KIIMHUYCCKHUMMU HUCCIICAOBaAHUAMMU.

cDapMaKOKuHemuKa

Bspocnvie nayuenmot

dapmakokuHeTHKy Tipenapata Adcruna® onenusany y 81 paHee momydaBIIyX JeUeHHE MAlHeHTa
B Bo3pacte oT 18 mo 60 yer ¢ auarHo3om Tsokenas reMopuinns A (MCXOAHBIN YPOBEHb (hakTopa
ceeptbiBanus kpou VIII <1 %) mocie BHyTpuBeHHOr0 BBeAeHus 10361 50 ME/Kr npenapara.

Onenka (QapMaKOKMHETHYECKUX IIOKa3aresned Oblla OCHOBaHAa Ha AaKTHMBHOCTH (pakTopa
ceepThiBanusa kposH VIII B mazme kpoBH, M3MepsAEMON C IOMOIIBIO aHAJIM3a C UCIIOJIB30BAHUEM
XpOMOTreHHOro cybcrpara (Ipu HCHOJIB30BaHUU OJHOCTYIEHYATOro0 aHajau3a KoaryJsMOHHOMN
aKTUBHOCTH CJEIyeT YMHOXHTh Pe3yJbTaT Ha KOAXPPUIMEHT nepecuera 2, 4yToObl ONpPEIEIUTh
aKTUBHOCTH (pakTopa cBepThiBaHus KpoBu VIII maumenra). dapMakokuHeTHYECKUi TpOdUIIb,
TMONydeHHBIH uepe3 3-6 MecslleB MHOTOKPAaTHOTO BBeleHMs mpemapara Adcrtuna®, Obut

COITOCTaBUM C (hapMaKOKHHETHYECKUM MpoduieM, HOTyISHHBIM MTOCTIE BBEICHHS TIEPBOM J103BI.

Taéauua 1. dapmMakoKMHETHYECKHE MapaMeTphl Tpenapata Adcruna® y narueHToB ¢ TSKesoi
remodmineil A nocie o1HOKpaTHON nHbeKIMHU 10361 SO ME/KT n3MepeHHbIe C TOMOIIBIO aHAIN32

C UCIIONIb30BAaHUEM XPOMOTEHHOT0 cyOcTpara

daxTop ceBeprhiBaHus KpoBH VIII
YeJI0OBEYeCKHH OJHOLeN0OYeYHbIN
dapMaKkoOKUHETHYECKHUE Ho3a 50 ME/kr
noKa3aTeJin (N=81)
Cpennee (KB%),
Menuana (Mun, Makc)
2,00 (20,8)
1,99 (0,868; 2,90)
106 (18,1)
106 (62,4; 151)
1960 (33,1)
1910 (932, 4090)
14,2 (26,0)
13,7 (7,54, 23,9)
20,4 (25,8)
20,2 (10,8; 35,1)
2,90 (34,4)
2,67 (1,26; 5,79)
55,2 (20,8)
53,2 (32,4; 99,6)

CH= Ckoppexmuposannoe Hapacmanue eoccmanosienuss uepes 30 mun nocie 6eedenus;, Cmax =
maxcumanvrasn kouyenmpayusi, AUCo.int = niowadv noo Kpueol 3a8UcumMocmu akmugHocmu axmopa
ceepmuiganusi kpoeu VIII om epemenu, sxcmpanoruposaunas 0o beckoneunocmu, iz = nepuoo
NOTY8bIBECOCHUSL, KIUPEHC = KIUPEHC, CKOppeKmuposanusiii ¢ yuémom maccol mena 0isi N=80; V= 0b6vem

CH (ME/nmn)/(ME/kr)

Crnax (ME/11)

AUCo.inf (ME*da/m)

t12 (9)

Cpennee Bpemsi HUPKYIISIUU B I1a3Me (4)

Knupenc (mi/4a/kr)

Vss (MII/KT)




pacnpeodenenus 8 paguogechom cocmosanuu. CH u Cyax ObL1U cCKOppexmuposansvt no 6a3060u JUHUU, 8 MO
8peMs KaK OCmanbHbie napamempul He ObliU CKOPPEKMUPo8ansvl no 6a3080t unuu 0 N=81.

emu

® omenuBanmu y 10 paHee NOJyYaBIIMX JI€UEHHE

®apMaKOKHHETUKY Ipernapata Adcruia
oAPOCTKOB (B Bo3pacte oT 12 mo 18 ner) u y 39 panee nmoiaydaBimux jJedeHue nerei (B Bo3pacte
ot 0 10 12 ner) mocie BHyTPUBEHHOTO BBEICHUS OMHOKpAaTHOH n03bl S0 ME/kr. Bee manueHTsI
UMEITU TMarHo3 TsoKenas reModuius A ¢ ucxoaHbIM pakTopom cBepThiBanus kposu VI <1 %.

DapMaKOKMHETUYECKUE TOKa3aTesid ObUIM OCHOBAHBI HAa AaKTUBHOCTH (akTopa CBEPTHIBAHUS
kpoBH VIII B m1azme KpoBU, M3MEPEHHOM C TOMOIIBIO aHATN3a C UCIIOIb30BAHHEM XPOMOT€HHOTO
cyOcTtpara (Ipu HCHONB30BaHUM OJHOCTYNEHYATOrO aHAM3a KOAryJISAIHOHHOM aKTHBHOCTH

CIIeTyeT YMHOXXHTh pe3ysbTarT Ha KodddummeHnt mepecuera 2, 4ToObI ONPEACITUThL AKTHBHOCTH

daxTopa cBeprhiBanus KpoBu VIII maruenra).

Tabauna 2. CpaBHeHue hapMaKOKHHETHYECKHX HapaMeTpoB Ipenapara Adctuna® y nanueHTos
C TsDKeIoi reModuauei A mocie oJHoKpaTHOM nHbeKIuU S0 ME/KT B 3aBUCUMOCTH OT BO3pacTa,

HN3MCPCHHBIC C TIOMOLIBIO aHaJIn3a C UCITOJIb30BAHUEM XPOMOI'CHHOI'O CY6CTpaTa

ot 0 10 <6 Jer ot 6 10 <12 aer ot 12 g0 <18 aer
DapMaKOKHHETHYECKHUE (N=20) (N=19) (N=10)
HOKA3a TN cpenunee (KB%), cpenuee (KB%), cpennee (KB%),
MEanaHa MEanaHa MEcanaHa
(MHH, Makc) (MHH, Makc) (MHH, Makc)
1,60 (21,1) 1,66 (19,7) 1,69 (24,8)
CH (ME/nm)/(ME/xr) 1,55 (1,18: 2.76) | 1,69 (0,92:2,35) | 1,76 (0.88; 2.44)
80,2 (20,6) 83,5 (19,5) 89,7 (24,8)
Cmax (ME/n1) 78,6 (59,3; 138) | 84,5(46,4;117) | 92,4 (45,5; 131)
1080 (31,0) 1170 (26,3) 1540 (36,5)
. *
AUCont (ME*a/n1) 985 (561, 2010) | 1120 (641, 1810) | 1520 (683, 380)
2 (D) 10,4 (28,7) 10,2 (19,4) 14,3 (33,3)

12 10,1 (5,19;17,8) | 10,0(6,92;14,8) | 135 (6,32; 3,8)
Cpennee Bpems 12,4 (25,0) 12,3 (16,8) 20,0 (32,2)
[UPKYJISAIUU B TIJIa3Me 13,0 (6,05; 17,9) 12,8 (8,22; 16,0) 18,6 (9,17; 31,7)
(a)

5,07 (29,6) 4,63 (29,5) 3,80 (46,9)
Kompenc (vn/a/xr) 5,08 (2,52: 8,92) | 448(279:7.71) | 3.31(2,10; 7.32)

71,0 (11,8) 67,1 (22,3) 68,5 (29,9)
Vss (Mar/kr) 70,7 (57,3:88,3) | 64,9 (44,3;111) | 62,0 (45,9: 121)

CH= Croppexmupogannoe Hapacmawuue eoccmanosienus wepez 30 mumn nocie 8edenus O0js
nayuenmos 6 so3pacme om 12 0o <18 nem u uepes 60 mun nocie 66e0erus 05t NAYUEHIMO8 8 B03PACE
om I 0o <I2 nem; Cnax = maxcumanvuas xonyenmpayus, AUCoine = niowadv noo Kpugou
3asucumMocmu akmugHocmu axmopa ceepmuieanust kposu VIII om epemenu, sxcmpanonupo8anHast
00 becxoneunocmu, typ = nepuoo nONYEvIBEOEHUsl, KIUPEHC = KIUPEHC, CKOPPEKMUPOBAHHUIU C
yuémom maccol mena; Vss= o0bwvem pacnpedenenusi 8 pasnogechom cocmosnuu. CH u Cax Ovlau
CKOPPEKMUPO8anvl no 0OA30601 JIUHUU, 8 MO 6peMsi KaAK OCMAlbHble napamempvl He Obliu
CKOPPEKMUPOBaHvl NO 6A3060U TUHUU.



[To cpaBHEHMIO ¢ TIOIPOCTKAMHU M B3POCIBIMH y JCTEeH B Bo3pacTe 10 12 et MoxeT ObITh OoJiee
BBICOKHI KIIMPCHC U 60.1166 KOpOTKI/Iﬁ nepruoa NOJIyBBIBECACHHA, YTO COIJIACYyCTCA C JaAHHBIMU I10
JIpyruM mnpenaparaMm (pakropoB cBepTbiBaHus. CleayeT MPUHUMATh BO BHUMAHUE 3TH Pa3Indus

IIpU TO3UPOBAHUU Tperapara.

IHoka3zanus K NPUMEHEHHIO:

Jleuenre W TpOHIAKTHKA KPOBOTEUCHHMU Yy MMAlMEHTOB ¢ remoduianeid A (BpOKIEHHOM
HEIOCTATOYHOCThIO (hakTopa cBepThiBaHus kpoBu VIII), panee mojay4aBHIMX 3aMeCTUTEIbHYIO
Tepanurio.

Ipenapar Adcruna® nokasas K IPUMEHEHHIO BO BCEX BO3PACTHBIX IPYIIIAX.

IIpoTuBONOKA3aHMS:
['MnepyyBCTBUTENFHOCTD K JIOHOKTOKOTY aib(a WM K JIF0OOMY M3 KOMIIOHEHTOB, BXOISIIUX B
COCTaB Ipernapara.

FI/IHGPLIYBCTBI/ITGJIBHOCTI) K OeiaxaM KHBOTHOT'O MMPOUCXOKACHHUA B aHAMHE3C.

C 0CTOPOKHOCTHIO:
KnuHuuecknx ucciefoBaHuii 2(pQeKTUBHOCTH U Oe3omacHocTH mpemaparta Adcruna® y
MAIMEHTOB B BO3pacTe cTapiie 65 JeT He MPOBOJIUIIOCH, MOATOMY PEKOMEHIYETCs COONI0AaTh

OCTOPOKHOCTD TP IPUMCHCHUU IIPCIIapaTa A(I)CTI/IJ'I8.® Y TaKuX MAalUuCHTOB.

IIpumenenne npu 0epeMEHHOCTH M B IIEPHOJ IPYAHOT0 BCKAPMJUINBAHUA .

JIOKITMHUYECKUX HCCIEI0BAaHUNA PEeNpOTyKTUBHOM TOKCHYHOCTH (haKTOpa CBEPTHIBAHUS KPOBH
VIl He TpoBOMIIOCH. YUUTBIBAs, YTO reMO(UIIHs TUIIA A OYEHb PEKO HAOII0AaeTCsl y KEHILUH,
OTCYTCTBYIOT JaHHbIE 00 OIbITe MPUMEHEHUs MpenaparoB (axTopa cBepThiBaHus Kposu VIII Bo
BpeMsi 6epeMEHHOCTH U B TIEPUO]] TPYHOTO BCKApMIIMBaHUs. B cBsi3u ¢ >TuM npenapat Adcruia®
clieflyeT MPUMEHATh B NepuoJl OepeMEHHOCTH WM TPYJHOIO BCKapMIIMBAHUS TOJIBKO IIPH

HaJIMYUU CTPOTrUxX MMOKa3aHUii.

Cnocod npuMeHeHHs U 103b1:

Tonvko Ons eénympusentozo esedenus! Tepanus npenapatom Adctwia® J0KHA MPOBOIUTHCS
BpayaMy, IMEIOIIMMH OITBIT JIEYSHHUS MAIMEHTOB ¢ reModuiueil. [Ipenapat BBOAUTCS BHYTPUBEHHO
B TEUCHNE HECKOJIBKUX MUHYT IOCJIE BOCCTAHOBJICHHS JIMO(UIN3aTa IIPUIaraéMbIM PaCTBOPUTEIEM
(cm. MHCTPYKIMIO IO IPUTOTOBJICHHIO PACTBOpA [Tl BHYTPMBEHHOTO BBe/IeHN ). BoccTaHOBIEHHBII
npernapar CleayeT BBOIUTH MEIJICHHO CO CKOPOCTBbIO, IPUEMIIEMOM JUIs TMAalMeHTa, He
npessbiatomieii 10 mu/muH. Pacyer TpeOyemoii 10361 (akTopa cBepThiBanus KpoBu VIII ocHOBaH

Ha AMIIMPUYECKHUX JaHHBIX O TOM, uTo 1 mexnyHapoanas equnuia (ME) daxTopa cBepThiBaHus



kpoBH VIII Ha KT Macchl Tena MOBBIIAET AKTHBHOCTH ATOTO (DakTopa B TuiazmMe kpoBu Ha 2 ME/m.
Heob6xoauMyro 103y pacCUUTBIBAIOT O cieaytoeii popmyoe:

JHo3a (ME) = macca Tena (Kr) X jkeraeMoe HOBBIIIeHHE YpoBHS (akTopa cBepThiBaHus kKposu VI
(ME/mn vimm % ot Hopwmsl) x 0,5 (ME/kr na ME/n).

[Ipu BBIOOpE 03Bl M YACTOTHI BBEACHUS IIpenapara CIEAyeT BCErla OpPUEHTHUPOBATbCA Ha

KIIMHUYECKYIO 3()(EKTUBHOCTD B KOKIOM MHIUBUIYAJILHOM CITydae.

Konmponb nevenus

B xone nedeHuss pekomeHayeTcsl ompenensTh ypoBeHb (haktopa cBepThiBaHus kKpoBu VIII mis
KOPPEKLMY BBOJUMOW J03bl M YacTOThl MOBTOPHBIX MHBEKIMH. OTBET Ha BBeleHHE (akTopa
cBeprbiBaHuss KpoBu VIII y OTHeNbHBIX NAlMEHTOB MOXET BapbUpOBATHCS, JIEMOHCTPUPYS
pa3iuyHble MEepPUOAbl MONYBBIBEIECHUS M BOCCTaHOBIEHUs. [[03a, paccumTaHHas MO Macce Tena,
MOXET OTPeOOBaTh KOPPEKTUPOBKHU Y NALIMEHTOB C HEAOCTATOUHOM MIIM N30BITOUHOIN Maccol Tena.
B cnyyae oOMMPHBIX XUPYPrUUECKUX BMEIIATENbCTB TIIATEIbHBI KOHTPOJIb 3aMECTUTENILHOM
TEparuy MOCPEACTBOM aHAJIM3a CBEPTHIBAEMOCTH KPOBH (aKTUBHOCTH (PaKTOpa CBEPTHIBAHUS KPOBH
VIII B mna3me KpoBH) SABISAETCS 00s3aTEIILHBIM.

[Ipy WCHONB30BaHUM OJHOCTYIEHYATOrO OIMpeieneHus IN Vitr0 akTHBHPOBaHHOTO YaCTHYHOTO
TpomOorutacTuHoBoro BpeMeHu (AUTB) 1s olleHKM akTHBHOCTH (aKTOpa CBEPTHIBAHHS KPOBH
VIl B o0pa3uax KpoBH MalMEHTOB pe3yJIbTaThl aKTUBHOCTU (akTopa cBepThiBaHus kpoBu VIII B
IUIa3M€ MOTYT B 3HAUUTEIBHOMN CTETIEHH 3aBUCETh OT MCIIOJIb3YEMbIX B KaXKI0M KOHKPETHOM Cllyyae
onpenenenust AUTB pearentoB u pedepeHTHBIX cTaHnapToB. Kpome TOro, Moxer UMETbh MECTO
3HAYUTENIBHOE PACXOXKIECHUE MEXIy pe3yJbTaTaMH OIHOCTYIIEHYAaTOro TECTa KOaryJsMOHHON
aKTUBHOCTU ¢ ucnosnb3oBaHneM AYTB-peareHTa M XpOMOr€HHOro aHajin3a. JTO UMeEET 0coboe
3Ha4YeHUe MPU CMEHe JJabopaTOPUX M/UITH PEareHTOB, UCIIONIb3yEMbIX NP IMPOBEACHUH TECTOB.

V nanueHToB, Hojydaromux npenapar Adceruna®, 1S KOHTPOJs BBOAMMOMN J03bI M YAaCTOTHI
MOBTOPHBIX MHBEKIUN HEOOXOAUMO OIPENeNIATh aKTUBHOCTh (pakTopa cBepThiBaHUs KpoBu VIII
B IJJa3M€ KPOBHM C HCIIOJIb30BAaHHEM XPOMOI€HHOIO aHalM3a JIMOO OJHOCTYNEHYaTOro TecTa
KOAryJILMOHHOM aKTMBHOCTH. 3asBliseMas aKTUBHOCTh mpenapata Adcrtuia® ocHOBaHA Ha
pe3ysibTaTax XpOMOI€HHOro tecra. IIpy mpoBeneHMM MOHMTOPHMHIA JIEYEHHUS PEKOMEHIYETCs
MCIIOJIb30BaTh XPOMOTE€HHBIM TecT. Pe3ynbTaThl, MOJy4EHHBIE C MOMOILBIO 3TOrO TECTA, KaK
MIPABUJIO BBIIIIE, YEM P MUCIOJIB30BAHUU OJHOATAITHOIO aHAJIN3a KOATYJISMOHHOW aKTUBHOCTHU
(mpumepHo Ha 45%). C 1enpio KOPPEeKLUUU JaHHBIX HECOOTBETCTBUMN PE3yNIbTaThl OJTHOITAITHOTO

KOaryJsaquOHHOI'0 TECTa CJICAYCT YMHOXUTL HA 2.



Pesicum oozuposarus

J103B1 ¥ HPOIOJKUTENLHOCTh 3aMECTUTENBLHOM Teparuy penapatoM AdcTuna® 3aBUCAT OT cTerneHu
Tsokectn feduimra (akropa ceepreiBanus KpoBu VI, nokanumzanmm M BBIpaKEHHOCTH
KPOBOTEYEHMS], a TAKXKE OT KIIMHUYECKOIO COCTOSIHUSA NanueHTa. KonuuecTBo BBOAUMBIX €IMHHLL
daktopa cBepthiBanus kpoBu VIII um3mepsiercs B mexayHapoanbix emununax (ME), dro
COOTBETCTBYET JieicTBYIOMEMY cTanaapty Beemupnoit Opranuszanuu 3npaBooxpanenus (BO3)
JUIs TIperaparoB, cojepxammx ¢akrop cBepThiBaHus KpoBu VIII. AxTuBHOCTH (akTopa
cBepthiBaHus KpoBu VIII B muiazme BbIpaskaeTcst B HMPOLEHTaX (OTHOCUTEIBHO HOPMAJIbHOM
IU1a3Mbl yesoBeka) Ui B ME (0THOCHTENbHO MEXyHApOJHOI'O CTaHAAPTA COAepKaHus (pakropa
cBepTbiBaHus KposH VIII B miazme).

Omna ME aktuBHOCTH (akTopa cBepThiBaHUS KpoBU VIII SKBHBaJIeHTHA KOJMYECTBY (pakTropa
cBepThiBaHus KpoBH VIII B 1 M1 HOpMaIbHOM M1a3Mbl YeJIOBEKA.

OueHky aKkTMBHOCTH IPOBOJAT C IIOMOILIBI0 aHAlIM3a C HCIOJIb30BAHUEM XPOMOICHHOI'O
cybcrpara.

Yposens pakTopa ceepThiBaHus KpoBu VIII B 1a3me KpoBH MOXKXHO KOHTPOJIHPOBATH C TOMOIIBIO
aHaM3a C UCMOJb30BAHUEM XPOMOIEHHOro CyOcCTpaTa MM OJHOCTYIIEHYATOro aHalu3a

Koar YJIHHI/IOHHOP’I AKTHUBHOCTH.

Jleuenue no mpebosanuio
Pacuetr HeoOxoaumoii 1036l pakTopa cBepThiBaHUS KpoBU VIII ocHOBBIBaeTCS Ha SMIUPHUUECKU
OIpeielIeHHON 3aKOHOMEpHOCTH, cornacHo kotopoil 1 ME ¢axtopa cBepteiBanus kposu VIII Ha
KAJIOTpaMM Macchl Tejla TOBBIIIAeT AaKTUBHOCTh 3TOro (akropa B kpoBu Ha 2,0 ME/mn.
HeobOxonuMyto 103y paccUMTHIBAIOT C UCIOIb30BAaHUEM CIIEAYIOUIEH POpMyJIb:

Joza (ME) = macca mena (k2) x mpebyemoe nogviuieHue ghakmopa ceepmoigarust kposu V|

(ME/on unu % om nopmot) % 0,5 (ME/ke na ME/on)

BBomumas n03a M 9acToTa BBEIEHHS JIOJDKHBI PACCUUTHIBATBCS C YUYETOM KIMHHYECKOM
3} GEKTUBHOCTH B KaXKIOM MHIUBHIyaIbHOM CIy4ae.

B ciydasx kpoBoTeueHHH, prBEIeHHBIX B Tabmmie 3, akTHBHOCTH (haKTopa CBEPTHIBAHUS KPOBH
V111 3a cooTBETCTBYIOLIMIA TIEPHOJT BPEMEHH HE JIOJKHA OBITh HUXKE YKa3aHHOTO B TAOJIUIIE YPOBHS
aKTMBHOCTH B mia3me (B % oT HopMayibHOro ypoBHs win ME/mi). TaGmuma 3 mMoxeT OBITH

MCIMOJIb30BaHa JJIsl pacueTa 703 Mpernapara npu KpOBOTEUEHHUSIX U B XUPYPrUUYECKOM MPAKTHKE.



Ta6muma 3. TpeOyemsbrit ypoBeHb akTuBHOCTH (aktopa VIII mist neuenus mo tpeGoBaHHUIO TIPH

KPOBOTCUCHHAX U IPU XUPYPIrUICCKUX BMCHIATCIILCTBAX

TsxecTh KPOBOTEUEHMsI / THIL Tpedyemoe Yacrora BBeneHus 103 (4achl) /
XHPYPru4ecKoro BMelaTeJIbCTBA | MOBBIIIEHHE | MPOJAOIKUTEIHLHOCTH Tepanuu (JIHN)
¢dakrTopa
CBePTHIBAHUSA
kposu VIl
(% naum
ME/n)
KpoBoteuenue
Pannss daza reMapTpo3a, 20-40 [ToBTOpSTH UHBEKIHH KaK]IbIC
BHYTPUMBIIIEYHOE  KPOBOTECUYEHUE 12 - 24 yaca, muaMMYyM B TedeHue 1
WM KPOBOTEUEHUE B MOJOCTHU pTa CyTOK 70 OCTaHOBKH KpPOBOTEUYECHHS
170031 KyIHPOBAHUS 601eBOTO
CUHpOMA.
bonee BbIpakeHHBIM TremMapTpo3, 30-60 [ToBTOpPSTH WHBEKINH KaK]IbIe
BHYTPUMBIIIEYHOE  KPOBOTEUEHHUE 12 — 24 yaca B TeueHue 3-4 AHEH WM
WM reMaToMa Oonee 40 MCUE3HOBEHHUs OO0JIEBOrO
CHUHApPOMa WJIH OCTPOrO HapyIlICHUS
GyHKIHH.
KpoBoteuenust, mnpencraBistonye 60-100 [ToBTOpPSATH WHBEKIIUU KaXKJble
YTPO3y JUIsl )KU3HU 8 - 24 gaca 10 ycTpaHeHUS yTPO3bI IS
JKU3HHU.

XHUpYPruyeckoe BMEMATEILCTBO

Manoe XUpypru4eckoe 30-60 BBoauThe kaxaele 24 yaca, HE MEHee
BMEIIATEIbCTBO, BKITIOY st 1 cyToK, 10 3a)KUBIICHHSI PaHBI.
HEOCJI0)KHEHHOE yJiaJleHHe 3y0a

O6mmpHoe XUPYPrHUECKOE 80-100 [ToBTOpPSATH MHBEKIHNH Ka)K]Ible
BMEIIATEIILCTBO (o m mocite 8-244aca 0 COOTBETCTBYIOIIETO

oTiepaIim) 3QKHUBJICHHMSl paHbl, 3aTeéM elle He
MeHee 7 aHeW I TOoAJep KaHUus
aKTUBHOCTH (pakTOpa CBEpPTHIBAHUSA
kpoeu VIII wHa ypoBHe 30-60 %
(ME/nn).

IIpogunaxmuxa

PeKxoMeHI0BaHHBIH HAYalbHBIH pexuM cocTapiseT ot 20 1o 50 ME/kr npenapara Adctuna® 2-3
pasa B HefIeTr0. PexxuM MOKHO KOPPEKTHUPOBATH B 3aBUCHMOCTH OT KIIMHUYECKOTO OTBETA IMAIlMEHTA.
Iemu

Jlemu 6 so3pacme 0o 12 1em

PexoMenoBaHHBIN HaYaIbHBIN pexuM Y neTer (B Bospacte oT 0 1o <12 ner) cocrasmusiet ot 30 10
50 ME/kr npenapata Adctuna® 2-3 pasa B Hememo. Y neTeit B BospacTe <I2 J€T MOXKeT
noTpeOdoBaThCs O0JIee YacToe BBEICHNE W 00JIee BBICOKHE JI03BI C IIEJIbI0 BOCTIOTHEHHSI BEHICOKOTO

KJIMPEHCA, XapaKTEPHOTO JIJIsl JAHHOW BO3PACTHOM I'PYIIIHI.



JHemu cmapwe 12 1em

st moapocTKoB crapiie 12 neT pekoMeHJaluu 10 JO3UPOBAHUIO AaHAJTIOTUYHBI PEKOMEHAAIUSAM
JUTSL B3POCIIBIX TAI[MEHTOB

Toowcunvie

KnuHuueckue uccienoBanus npenapata Adceruna® He IPOBOAMINCH Y MAIIMEHTOB B BO3PACTE

crapiie 65 ner.

HNHcTpyKIus M0 MPUTOTOBJIEHUIO PACTBOPA /1151 BHYTPHMBEHHOTO BBE/I€HHUS
Obwue uncmpyKyuu
e BoccTaHOBIICHHBIN PacTBOP JOJDKEH OBITh MPO3PAYHBIM HJIHM CIIETKA OMAJICCIUPYIOIINM,
OCCIIBETHBIM WM KeNTOBaThIM. [locie ¢uibTpoBaHus/U3BICYCHUS (CM. HIDKE) M TIEpe
BBCJICHMEM BOCCTAaHOBJICHHBIM PAcTBOp Mperapara CieayeT MPOBEPUTh BU3YyaIIbHO Ha
HAJIMYME MEXAaHWICCKUX BKITFOUYCHUN M U3MCHEHUE [IBETA.
e He ncnonp30Bath BOCCTAaHOBIICHHBIN PacTBOP, B CIyYae €ro IMOMYTHEHHS HITH U3MEHCHHUSI
I[BETA, a TAK)KE, €CITM B paCTBOPE HAOIOJAI0TCSI MEXaHWYECKUE BKITFOUCHUSI.
e [lpuroroBneHre BOCCTAHOBJICHHOTO pAcTBOpa Tperapara CieAyeT NpOBOAUTH B
ACETITUICCKUX YCIIOBHUSX.
e Heucnonb30BaHHBIN PAacTBOP MM OTXOJIbI CIEAyeT YTHUIM3UPOBAaTh B COOTBETCTBUHU C

MECTHBIMU Tpe60BaHI/I$[MI/I.

HpueomoeﬂeHue 60CCNMAHOBIIEHHO2C0 pacmeopa

JloBecTu pacTBOpUTENh 10 KOMHATHOW TeMIepaTypbl. YOeIuThCs, YTO KPBIIIKA TUMA «(IUM-
obd» c (GIakoHOB C pacTBOpUTENIEM U TMpenapaToM YIaldeHbl, NPOOKH 00paboTaHbI
AQHTHCENTUYECKUM pAacTBOPOM U BBICYLIEHBI /0O OTKPBITUS YCTpOiiCcTBa AJjii J100aBiieHUs

pactBoputens Mix2Vial.

F=p l. CHuMHTE KpBIIKY C YIAKOBKH YCTpPOWCTBA MJIA
no0aBleHUsI  PAacTBOPUTENS  CO  BCTPOEHHBIM
¢unsTpoM Mix2Vial. He BerHEMA#iTE yCTPOWCTBO 151

1 no0aBleHUsI ~ PAaCTBOPUTENS  CO  BCTPOEHHBIM
¢msTpoM Mix2Vial u3 6aucrepHoit ymakoBku!
~— 2. Ilomectute (pJIAKOH ¢ pacTBOpPHUTE]IeM Ha POBHYIO
l YUCTYI0O TIOBEPXHOCTb, KpENKO yAEpXKHUBas €ro.

Boszbmute yctpoiictBo Mix2Vial BMecTe ¢ 6mucTepHOit
YIIAKOBKOM M OCTPBIM CTEP)KHEM CHHEH YacTu
YCTPOMCTBA  MPOTKHUTE MpoOKy  (iaakoHa C
pacTBOpuUTENIEM, HAABJIUBAsi BEPTHKAJIBLHO BHU3




3. AKKypaTHO mpuepKuBas 3a Kpail OIUCTepHOI
YIaKoOBKH ycTpoiicTBa Mix2Vial, cHumuTe
ONMUCTEPHYIO YIIAaKOBKY 10 HAIIPABICHUIO
BePTHKAJIbLHO BBEPX. YOCIUTECH, YTO BBI yIAIHIIH

TOJILKO OJIMCTEPHYIO YIIAKOBKY, a HE CaMO yCTPOHCTBO
Mix2Vial.

4. ITomecTuTe Ha POBHYIO ITOBEPXHOCTH (PJIAKOH €
npenapaToM, U MepeBepHUTE HAJ HUM (PIIaKOH C
pacTBOpPUTENIEM BMECTE C MPUKPEIUIEHHBIM K HEMY
ycrporictBom Mix2Vial, 3atem crepikaem
NMPO3PAYHOI YaCTH YCTPONCTBA AJisi JOOABICHUS
pacTBOpUTEIIS IPOTKHUTE MPOOKY (iiakoHa ¢
MpernapaToM, HA/IaBJIMBasi BEPTHKAJIbLHO BHU3.
PacTBOpHTEIH aBTOMAaTHYECKU TIEPEMECTUTCS BO
(hIaKoH ¢ mpemnapaToM.

5. OnHO¥ pyKoi 00XBaTUTE YCTPOHUCTBO ISt
no6asiieHust pactBoputesst Mix2Vial co cTopoHsI
(1akoHa ¢ mpenapaToM, IPyroi — Co CTOPOHBI
(h1akoHa ¢ pacTBOPUTEIIEM U, aKKYPAaTHO Pa3BUHTUTE
YCTPOMCTBO Ha JIBE YacTH, H30erast CHIIbHOTO
1eHo00pa30BaHus NPU PaCTBOPEHUH JTHO(DUIN3ATA.
@DJ1aKOH U3 MOJ1 PACTBOPUTENS C CUHEN YaCThIO
MIPUCOETUHEHHOT0 YCTPOUCTBA [T J0OaBIICHUS
pactBopuTtesg Mix2Vial cienyet yTHIN3HPOBATh.

6. AKKypaTHO MOKpYTHUTE (PIIaKOH C MpenapaToM ¢
MIPUCOETUHEHHBIM ITPO3PavYHbIM YCTPOHCTBOM 10
MOJIHOTO pacTBOpeHus mpemnapara. He BcTpsaxuBaiite
(bnakoH.
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7. HaGepute BO3QyX B MyCTOM CTEpUIIBbHBIM LINMPHIL H,
yaepxuBas (PJIakoH ¢ IpernapaToM B BEPTHUKAIbLHOM
MIOJIO)KEHUH, NPUCOEAMHUTE IUNPUL] K HAKOHEUYHUKY
JIroopa Ha yctpoiictBe Mix2Vial. Beenute Bo3ayx BO
(I1aKOH C IpenapaToM.

3abop u ssedenue npenapama

8. Haxxrmas Ha ropIueHs Ipulia, nepeBepHuTe (haakoH
BMecTe co mmpuiieM. [11aBHo oTTArHBas NOpIIeHb
LINpULA, HAOEpUTE B HETO BOCCTAHOBJICHHBIN pacTBOP.




9. Tlocne TOrO, KaKk BOCCTAHOBJICHHBIA PAacTBOpP HAOpaH B
HIIpul, O0XBaTHTE IWIMHIADP INNpUna (yIepKuBas
IIMPUI] BHUA3 TOPIITHEM) M OTCOCIUHHUTE TMPO3PAYHOEC
ycrpoiictBo Mix2Vial oT mmpuiia, moBopadrBasi €ro
Q 9

IIPOTUB YaCOBOM CTPEJIKH.

IL]'IH IIPHUIOTOBJICHUA U BBCACHU IIPCIIapaTa A(1)CTI/IJ'Ia® CJIICAYCT UCITIOJIb30BATh TOJIBKO ITPUJIAraCMbIC

B KOMIUIEKTE PaCTBOPHUTEITb M YCTPOMCTBO Jyist To0aBiieHus pactBoputesst Mix2Vial, Tak kak B cBsi3u
¢ aacopbOumei ¢aktopa cBepteiBanus KpoBu VIII Ha BHyTpeHHEW MOBEPXHOCTH HEKOTOPHBIX
YCTPOMCTB ISl BBEACHUS JICUEHUE MOXKET OKa3aThCs HEI(PPEKTUBHBIM.

[Ipu npoBeeHNN HHBEKIIMM HE IOMYCKATh MTOMNAJaHUs KPOBH B ILIIPUI] C MPENApaToOM, TaKk KaK 3TO
MOJKET BBI3BaTh KOAryJISLMIO KPOBU B IIIIPHIIE U IONIAJAHUS CTYCTKOB B KPOBOTOK ITAIIMEHTA.
BoccTaHOBIIEHHBIH pacTBop npenapata Adcrina® nanpHeimeMy pa3BeIeHHIO He MOIEKHT.
BoccranoBneHHBIN pacTBOp Ipenapara cjielyeT BBOJUTh B BHJIE OTAEIbHON MHbEKINU/UHPY3UN
BHYTPUBEHHO  MeIieHHO.  [IpuroroBiieHHE  BOCCTaHOBJIIEHHOIO  PAacTBOpa  IPOBOIAT

HEMOCPCACTBCHHO NEPECA TPUMCHCHUCM.

IToGounoe aelicTBHE:

Kpamxkuii 0630p npoghuns 6ezonacnocmu

['MnepuyBCTBUTENBHOCT, WM AJUIEPrUYECKUEe peakuuu (KOTOpble MOTYT  BKJIIOYATh
AHTMOHEBPOTUYECKUI OTEK, #OKEHHE U 3yJl B MECTE BBEACHUS IpernapaTa, 03H0O, TOKpacHEHHUE,
reHepaTM30BaHHYI0 KPAIMBHUILY, JIOKAIW30BAaHHYIO KPAlMBHUILY, TOJOBHYIO 00JIb, TUIIOTEH3HIO,
JIeTapruio, TOIIHOTY, OECIIOKOHCTBO, TAXUKApIUI0, YyBCTBO CTECHEHUS B TPYJH, 3BOH B YIIaX,
PBOTY, CBUCTSAIIEE JbIXaHHE) HAOIIOMATUCh PEAKO IMPU MPUMEHEHUH TMpernaparoB (akTopa
cBeptbiBaHus kpoBU VIII, 1 MOTYT B HEKOTOPBIX CITydasix IPOrpecCUpOBaTh C pa3BUTHEM TSKEION
aHawIakcun (BKIrOYast aHaQMITaKTHIECKUH TIOK).

OO0pa3oBaHre HEUTPATU3YIOIIUX AHTUTEN (MHTMOMTOPOB) MOXKET DPAa3BUThCA y TMALUEHTOB C
remounueit A, nomywatomux Qaxtop cBepThiBaHus kpoBu VIII, B ToM uumcie mnpenapar
Adctuna®. Ilpu mosBIeHNM MHTHOUTOPOB Ha (OHE JIEYeHHs MOXKET MPOSBIATHCS B (opMe
Pa3BUTHSI HEJIOCTATOYHOT'O KIIMHUYECKOTO OTBETA. B Takux ciyyasx peKOMEeHIyeTcsl 00paiaThCst
B CIICLUAIM3UPOBAHHBIN IIEHTP JICUCHHs FeMOpUINY.

Tabauunwiii nepeueHb HedlceramenbHblX peakyull

B Tabnuue Huke npeacTaBiIeHbl HeXelaTeIbHble PeaKuU ¢ YaCTOTOH BOZHUKHOBEHHUS COIVIACHO

kinaccudukanuu opraHoB u cucreMm-opranoB MedDRA. Yacrtora pa3BuTHs, NpUBEIACHHAS B



TaOIUIIe HIKE, OblJIa YCTAHOBJICHA B 3aBEPIICHHBIX KIIMHUYECKUX MCCIICJOBAHUSIX Y TAIIMEHTOB,
paHee MOJTy4aBIINX JICYCHUE TIPU THKEJIOH reMobumuu A.

UYacroTa ykazaHa Mo CIeAyIONUM KaTeropusmM: odeHb yacto (>1/10), gacto (>1/100 mo <1/10);
Heyacto (>1/1000 mo <1/100); peaxko (=1/10000 mo <1/1000) ouennr peaxo (<1/10000),

HEHU3BCCTHO (‘IaCTOTa HE MOKET OBITh OLICHCHA Ha OCHOBAHUH UMCIOIINXCS ,I[aHHBIX).

Tab6auna 4. HexenaTtenbHble peakuuu

Knaccupurkauusi B COOTBETCTBUH HeskenarenbHble peakuuu YacrToTa
¢ MOpa’KeHHueM OPraHoB U CUCTEM BCTPE4aeMOCTH
opranos (MedDRA)
Hapywenus co cmoponvt kposu u | OGpa3oBanue WHTHOWTOPOB | HEYACTO (PJIIT)*,
JUMBamuuecko cucmemol dakropa VIII oueHb yacto (PHIT)*
Hapywenus co cmoponvl ummynnoi | [ MIepuyBCTBHTEILHOCTD 4acTo
cucmemowl
Hapywenus co cmoponvr nepenoti | ['010BOKpykeHUE, mapecTe3us 4acTo
cucmemol
Hapywenus co cmopomnst koxxcu u | Cpmb 4acTo
NOOKOMNCHBIX MKAHE
Oputema, 3y1 HEYacTo
Obwue paccmpoucmea U | [loBbllIEHHE TEMIIEPATYPhI TENA | YacTO
HapyuweHus 8 mecme 68e0enus
bonr B MecTe MHBEKIMH, 03HOO,| HEYACTO
YyBCTBO Kapa

*Yacmoma npueedena 6 coomeemcmeuu ¢ KIUHUYECKUMU UCCTIe008AHUAMU 6CeX Npenapamos ghakmopa
ceepmuiganus kposu VI, exrrovarowux nayuenmos ¢ msicenoii eemogpunueri A. PJII1 = nayuenmol, panee
nonyuaswue nevenue, PHII — nayuenmul, panee ne noiyyasuiue nedeHue.

Ipumenenue y oemeii
Paznuuus B HexenmaTeNbHBIX PEAKIUSAX, OOYCIOBIEHHBIE BO3PACTOM, y TMAIMEHTOB JETCKOTO

BO3pacTa U B3pOCJIbIX MAMUCHTOB OTCYTCTBOBAJIHN.

Cucmema coobuyenuti 0 n0003pPe8aeMblX HEHCENAMENbHBIX PEAKYUAX

HeobOxoanmo coo0maTe O MOJ03PEBAEMBIX HEKENATENbHBIX PEAKLIUAX MOCIE PEerucTpaluu
JIEKapCTBEHHOTO Tpernapara. JTO MO3BOJISET MPOBOAUTH MOHUTOPUHI COOTHOIIEHHS IOJIb3a/PHCK
IpU IPUMEHEHHH JIEKapCTBEHHOT0 npenapara. CrennantiucToB 3jpaBOOXpaHEH s IPOCAT cOO0IIATh

0 JIFOOBIX IMOA03PCBACMBIX HEXKCIATCIIbHBIX PCAKIUAX.

IlepenosupoBka:
B 3aBCPUICHHOM  KJIMHUYCCKOM  HUCCJIICAOBAHUU  TTAIIMCHT, HOHy‘-II/IBI_HI/Iﬁ A03y, BABOC

NPEBHINAIONIYI0 Ha3sHAaueHHyIo 03y mnpemapata Adctuma® (111 ME/Kr), HCIBITHIBAT



TOJIOBOKPY>)KEHHE, YyBCTBO JKapa W 3y[, PACICHEHHbIE KaK «HE CBA3aHHbIE C IpenapaTtoM»
Adcruna®, a 6osee BepoATHOI MPUUMHOI HA3BIBAIK COMYTCTBYIONIEE IPUMEHEHHE AaHAIBIETHKA.

Jpyrue ciiydyau nepe1o3upoBKU HE ONUCAHBI.

B3aumoaeiicTBue ¢ APyruMu JIEKAPCTBEHHBIMH CPEACTBAMU:
Her paHHBIX O IeKapcTBEHHOM B3amMojeiicteum npemapata Adctwia® ¢ apyrumu

JICKApCTBEHHBIMU CPEACTBAMMU.

Dapmayesmuyeckas HecOBMeCMUMOCHb

J711 pUrOTOBNIEHHs U BBEIeH s npenapara Adcruna® ciieTyeT HCHOoNb30BaTh TONBKO IIPHIAraeMble
B KOMIUIEKTE PaCTBOPHUTEINbL U YCTPOHCTBO s AobaBineHus pactBopurens Mix2Vial. He cnenyer
cMemuBaTh penapat Adceruna® ¢ ApyruMu JeKapCTBEHHBIME CPEJICTBAMU B OJIHOM LITIPHIIE WK

UH(Y3HMOHHOH cHUCTEME.

Oco0ble yka3anus:

JI1 IpUTrOTOBJICHHS U BBEIecHHs npenapara Adcruna® cieayeT HCHoNb30BaTh TONBKO IIPHIAaracMble
B KOMIUIEKTE pPAacTBOPHUTENIb M YCTPOWCTBO Ajsl pas3BeleHus. lIpu mpoBeneHMHM WHBEKIMU He
JOITYCKAaTh NOMaJJaHrud KPOBH B IIIIPUI] C IMIPEIapaToM, TaK KaK 3TO MOKCT BbI3BATh KOAryJIALIO

KpPOBH B IOMPUILIC U MOMTAJaHUA CT'YCTKOB B KPOBOTOK IMallUCHTA.

FunepqyecmeumeﬂbHocmb

[lpu mnpumeHeHun npenapata Adcruna®

BO3MOXXHO pPa3BUTHE aJUIEPTHUYECKUX PEaKLMM
TUIEPYYBCTBUTEIBLHOCTH HEMEJIEHHOTO THUIIA. [Ipn MOSIBJIIEHUU CUMIITOMOB
TUIEPYYBCTBUTEILHOCTH NPUMEHEHHUE IIpernapara CjlelyeT HEMEUICHHO MpeKpaTUTh U
00paTUTHCS 3a MEAUIIMHCKONW MOMOIIBIO.

[TamenToB ~ HeoOXoauMo  WHGPOPMHpPOBATH O  PAaHHUX  CHUMITOMAx  peaKIui
TUIEPYYBCTBUTEIBHOCTH, TaKMX Kak JIOKAJM30BaHHAs KpamnuBHUIA, Te€HEpaln30BaHHAas
KpanmuBHUIIA, YyBCTBO CTECHEHMSI B IPYH, CBUCTSAIIECE JbIXaHUE, THIOTOHUS U aHaduIakcus.

VY nmauueHToB ¢ MPENUIeCTBYIOIIMMHU pPEaKUUsSIMU THIEPYYBCTBUTEIBLHOCTU CIEAYET MPOBECTU

COOTBCTCTBYIOIIIYIO MPEMEANKAIIHIO.

B CJIydac pa3BUTHUS HIOKA JOJIKHA OBITh NIpOBCACHA CTaHAApTHAA ITPOTHBOLIOKOBAA TCPAIIUA.

Hneubumopor paxmopa ceepmuvisarnus kposu VIlI|

V NalMeHTOB, MOJNYYAIOIMX Tepanmuio mnpernapatoM Adcruna®, HeoOXOAMMO MPOBOAUTH
MOHUTOPHUHT 00pa30BaHMsI HEUTPAIU3YIONIMX aHTUTEN (MHTUOUTOPOB) K (PaKTOpPy CBEPTHIBAHUS
kpoBu VIII, ucnons3ys naGopaTopHble W KiIMHWYECKHE MeToAbl. OOBIYHO 3TH MHTUOUTOPHI

MPEACTABISIIOT co00i uMMyHOTNOOyuHBI Ig(G, nelicTBHE KOTOPBIX HAIpaBiICHO TMPOTHUB



MIPOKOATYJISTHTHOM aKTUBHOCTH (akTtopa cBepThiBaHHs KpoBu VIII, KOTOpble KOIMYECTBEHHO
onpenensoT B enunnnax berezna (BE) Ha My ma3smel KpoBH, UCHONB3Ysl MOAM(PHUIMPOBAHHBIN
aHanmu3. Puck oO6pa3zoBaHusi HHTHOUTOPOB KOPPEIUPYET C TSHKECTHIO 3a00JIeBaHUs, TaKXKe, KaK U
skcno3uiuen gakropa ceepreiBanus KpoBu VIII n Hanbosee BhICOK B TeueHue nepBbix S0 nHEH
BBEJICHUS, HO COXPAHACTCSA Ha NPOTSDKEHUU BCEH JKU3HM HECMOTPS Ha TO, YTO JAHHBIA PHUCK
BCTpPEYAETCs HEYACTO.

Knuanyeckast 3HauMMOCTh 00pa30BaHUSI MHTUOUTOPOB 3aBUCHUT OT TUTPAa MHTHOMTOpA: HU3KHMA
TUTP CBSI3aH C MEHBIIUM PUCKOM HEJOCTATOYHOT'O KJIIMHUYECKOIO OTBETA, B CPABHEHHUH C BBICOKUM
TUTPOM UHTHOUTOPOB.

B nenom crnemyer nmpoBOAWTH TUIATENIBHBIA MOHMTOPHUHI B OTHOLIEHMHM BCEX MAllMEHTOB,
NOJIydarolluX Tepamnui npenaparaMu (axtopa ceprhiBaHus KpoBu VIII, B oTHomeHuun
0o0pa30BaHUsl HMHTUOMTOPOB IOCPEACTBOM IPOBEICHUS COOTBETCTBYIOUIMX KIMHMYECKUX
HaOroieHuil U 1abopaTopHbIX HuccienoBanuil. Ecnu He ynanochk JOCTHYL 0XKMIAEMOT0 YPOBHS
aKTUBHOCTH (hakTopa cBepThiBaHUs KpoBH VIII, mim eciu KpoBOTEUEHHE HE OCTAHOBHIIOCH MTOCTIE
BBEJICHUSI COOTBETCTBYIOIIEH /103bI Ipenapara, cileAyeT MPOBECTU 00CIe0BaHNE MalEeHTa Ha
HaJllnyue WHruOMTOpoB (QakTtopa cBepThiBaHus KpoBu VIII. YV manueHTOB ¢ BBICOKUM
coJiepKaHWeM HMHruOUTOpoB Tepamnus (akropom cBepTbiBaHus KpoBu VIII moxer ObITh
Hea(p(EeKTUBHOM, U B TAKUX CIy4asiX CIE€IyeT paCCMOTPETH BOIIPOC O IPYTUX BapHaHTaX JICUCHUS.
Tepanuio TakuX NAUUMEHTOB JIOJKHBI IIPOBOJUTE BPauH, UMEIOIIHE OIBIT JICUECHHUsI MTALIMEHTOB C

remoduineii u uarubuTopamu (akropa cepreiBanus kposu VIII.

Konumponv nabopamopnuix nokasameneii

Ecnu nns onpenenenus akTuBHOCTH (pakTopa cBepThiBaHus kpoBu VIII y manuenra ucnonb3yercs
OJTHOCTYTIEHUYAThIIl KOATYJISIIIMOHHBIA TECT, €ro pe3yJbTaT ClIeAyeT YMHOXKUTh Ha KO3(PPHUIEHT
nepecueta 2. Jlnsg ompeneneHuss akTUBHOCTH (akTopa cBepThiBaHus KpoBu VIII y manumenra
HACTOSITETIbHO PEKOMEHAYETCS HCIOJIb30BaTh XPOMOIEHHBIH aHaiu3 (cM. pasgen «Crocol

MIPUMEHEHUS U JIO3bI»).

Cepoeyno-cocyoucmole 3ab01e6aHus
Y DanueHToB ¢ UMEIONIUMUCS CEepJeYHO-COCYIUCThIMU (DaKTOpamMH pHUCKAa MPUMEHEHUE
npemnapaToB Qaktopa cBepThiBaHus KpoBU VIII MOXeT MOBBIIATE PUCK Pa3BUTHS CEPACUHO-

COCYAMCTBIX OCJIOKHEHUM.

Ocnooicnenus, cesa3antvle ¢ Kamemepuzayueu
[Tpr HEoOXOaUMOCTH IIEHTpaNbHOTO BeHo3Horo aoctyma (LIBJl) ciemyer yduThIBaTh PHCK
pa3BUTHS OCIOXKHEHUH, cBs3aHHBIX ¢ [IBJl, Bkitouas mMecTHble MH(EKIUU, OAKTEPHEMUIO U

TpoMOO03 B MECTE KaTeTepHU3aIlny.



Hampuuii

[Mocne Boccranosnenus npenapat Adcruna® comepxutr no 35 mr Hatpus B 1 QuiakoHe, 4To
skBuBaJIeHTHO 1,8 % or pexkomenayemoil Bcemupnoii Opranuzanueil 3apaBoOXpaHEHUs
MaKCHUMaJIbHON CYyTOYHOH J103bl, pAaBHOW 2 I HATPUS IS B3POCIIOrO YeJIOBEKA.

Hokymenmayusa npu mepanuu npenapamom

HacrosTensHO peKoMeH/yeTcsl Kak/Ibli pa3s Ipy NpUMeHeHuy npenapata Adcruna® 3amuchiBaTh

HAUMEHOBAHHE W HOMEp CEpUHU Mpemnapara, 4To0bl 00CCIIEUUTh BO3MOKHOCTH OTCIICKHBAHUS

CBsA3U MCXKY NalUCHTOM U HCITOJIb30BAHHOM cepﬂeﬁ JICKApCTBCHHOT'O IIpCIriapara.

Tayuenmur 0emckozo 6o3pacma
[lepeunciennbie 0coObIe yKa3aHUS U MEPBI IPEAOCTOPOKHOCTH MPUMEHUMBI KaK y B3POCIIBIX, TaK

Uy JAeTen.

Biausinne mpemaparta Ha CHOCOOHOCTH YIPABJSATh TPAHCHOPTHBIMHU CPeICTBAMHU MU
padoTaTh ¢ MEXAaHU3MAMM

[penapar AdcTuna® He OKa3bIBa€T BIMSHMS HA CHOCOOHOCTH YIIPABIATH TPAHCHOPTHBIMH
cpeactBaMu M MexaHu3dMamu. OJIHAKO HEKOTOpPHIE HEXeNaTelbHbIe PEaKIMH, CBS3aHHBIE C
NEICTBUEM Mpemnapara, MOTYT OKa3blBaTh BIMSHHE HAa KOHIIEHTPAILIMIO BHUMaHUS U OBICTPOTY
MICUXOMOTOPHBIX peakiuii (cM. pasznen «llobounoe neiictBue»). IlanmenTam ¢ MoOIOOHBIMU

HApYHWCHUAMU CICAYCT BO3ACPKATHCA OT YIIPABJIICHUA TPAHCIIOPTOM, MEXaHU3MaMH.

®opMa BbINIYCKA:

Jlnodunmzar 1 TPUTOTOBJICHHUST pacTBOpa il BHyTpuBeHHOTO BBeneHus, 250 ME, 500 ME,
1000 ME, 1500 ME, 2000 ME, 2500 ME unu 3000 ME, B koMIuiekTe ¢ pacTBoputeseM (Bojaa
JUISL THBEKIINHN ).

ITo 250 ME, 500 ME unu 1000 ME Bo ¢nakon BmMectumoctsio 6 mit wim 1500 ME, 2000 ME,
2500 ME umm 3000 ME Bo ¢dmakon BMecTUMOCTBIO 10 MIJT U3 Mpo3pavyHOro OECIIBETHOTO CTEKIIa
tuna I, ykynopeHHslii npoOkoil n3 OpOMOYTHUIIOBOTO Kaydyka U OOKAaTaHHBIN allOMUHHEBBIM
KOJITTAYKOM C IJIACTUKOBON KPBIMIKOM THIA «DIUIT-0Pd».

ITo 2,5 nnm 5,0 Ma BoABI 17151 MHBEKIMA BO (pIIaKOH MPO3payHOro OEcIBETHOro crekia tuna I,
YKYHOpPEHHBI TpoOKoi 13 OpOoMOYTHUIIOBOrO WM XJIOPOYTHJIOBOTO Kaydyka M OOKaTaHHBIN
AQTFOMUHHEBBIM KOJIMTAYKOM C TIJIACTHKOBOM KPBIMIKOW THIa «GIut-ohd».

YcrpoiicTBo U1t 100aBICHUST PaCTBOPUTENS CO BCTpOeHHBIM ¢GuiibTpoM 15 mxm (Mix2Vial) B
OmcTep U3 MoMMITHIeHTepedTanaTta/OyMaru, TJaMUHUPOBAHHOM ITOJIUITUIICHOM.

ITo 1 dbnakony ¢ muodunmusarom, 1 drakony ¢ pactBoputeneM, 1 yCTpOHCTBY aJjisa 100aBICHHS

pacTBOpPUTENE CO BCTPOCHHBIM (QMIBTPOM, M | KapTOHHON Mayke € KOMIUIEKTOM JUIsS



BHYTPUBEHHOTO BBe/IeHMsI mpernapata (1 omHopa3oBbIM mmmpuiieM oobemom S winu 10 mur, 1 urie-
6abouke, 2 Ne3UHPUIUPYIOUIMMHU cal(eTKaMH B HHIUBUIYATbHBIX TEPMETUYHBIX YITAKOBKAX U 1
HECTEPUIIbHBIM JICHKOIUIACTBIPEM) C KOHTPOJIEM MEPBOTO BCKPHITHS M HMHCTPYKIHEH 10

MCIUIUHCKOMY IIPUMCHCHHUIO B KAPTOHHYIO ITAYKY C KOHTPOJIEM II€PBOT'O BCKPLITHA.

YciaoBust XpaHeHU

XpauuTth 1ipu Temneparype ot 2 1o 8 °C. He 3amopaxuBarh.

JomyckaeTcsi eTMHOBPEMEHHOE XpaHEHWE NMPU KOMHATHOW Temmepatype a0 25 °C B TeueHue
3 MecsIIeB B ITpe/Iesiax CpoKa TOTHOCTH, YKa3aHHOTO Ha 3TUKETKE (DjlakoHa M Ha KAPTOHHOM Mavke.
[Tocne wm3bATHS HpemnapaTa M3 XOJOAWIbHMKA HE JIONYCKAeTCs €ro MOBTOPHOE XpaHEHUE B
XONonuiIbHUKE. JlaTy u3bATHS Tpenapara W3 XOJOMWIbHMKA JJIs Hayala XpaHEHUs Mpu
KOMHATHOMW TemIepaType cliefyeT yka3aTh Ha KApTOHHOMW MayKe.

XpaHuTh (PJIAKOH C MPENapaToM B OPUTHHAIBHON YITAKOBKE JIJIS 3AIUTHI OT CBETA.

XpaHUTh B HEOCTYITHOM JUIS IETEU MeECTe.

Cpox roaHocTH:
3 rona.

He MNPUMCEHATH MO UCTCUYCHUHN CPpOKa rOAHOCTH.

YcaoBust oTnycka:

OTnycKaroT Mo peLenTy.

IIpousBoauTenn:
CuDcDn bepunr I'M6X, Omunb-hon-bepunr-Iltpacce 76, 35041 MapOypr, ['epmanus
CSL Behring GmbH, Emil-von-Behring-Stralie 76, 35041 Marburg, Germany

Baageaen PY:
CuDcOn bepunr I'm6X, Omuns-pon-bepunr-llrpacce, 35041, MapOypr, I'epmanus
CSL Behring GmbH, Emil-von-Behring-Stralie 76, 35041 Marburg, Germany

HaumenoBaHue u (MJ1M) aipec OPraHu3alum, ynoJHOMOYEHHOM AeprKaTeieM UM BajdeIb-
€M PerucTPaliMOHHOr0 y10CTOBEPEHH JIEKAPCTBEHHOI0 MpenapaTa Ha NPUHSATHE NPeTeH-
34l OT MOTPEOUTEJIS:

®unman OO1ecTBa ¢ OrpaHUYCHHON OTBETCTBEHHOCTHIO

«Cu D¢ D1 bepunr buotapanuc I'm6X»

115054, r. Mocksa, Kocmonamuanckas HabepexxHast, 1oMm 52, cTp. 5

Ten.: 8 (495) 788-52-89



inforussia@cslbehring.com



mailto:inforussia@cslbehring.com

