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3ATAJTbBHA XAPAKTEPUCTHKA JITKAPCBKOT O 3ACOBY

I HA3BA JITIKAPCBKOT'O 3ACOBY

IMVHIH 600 MO nopouiok Ta po34nHHHUK /19 PO3UMHY [UTS iH €Ki un indy3iii

2. SIKICHUM 1 KUIBKICHUM CKJIAJ

Hiroya pevoBuHa: PakTop koaryssiuii kKposi noaunu 1X

KoxxHuii (hy1akoH 3 MOPOILIKOM /IS IPUTOTYBaHHA PO3YHHY U1 iH'€KIiH MicTHTh HOMiHaiBEHO 600 MO
thakTopa xoarymusuii kposi moguau [X.

1 Mn posuury IMYHIH wmictats npubmausao 120 MO dakropa koaryasuii kposi moaunu IX, micis

BIIHOBJIEHHS 3 5 MJI CTEPHIII30BaHOT BOIM LTS 1H'EKLIH.

AxruBaicts (aktopa IX (MO) BH3HA4aeThCs, BHKOPHCTOBYIOUM OJHOETAIHMH aHasli3 3ropTaHHA
KpOBi, HarefieHUH B €Bpomnelickkoi Mapmakornei.

BHroTOB/IAETECS 3 TUIa3MH KPOBi IOHOPIB.

Cneumdiuna aktusHicte IMYHIHY cranoeuts He MeHue 50 MO ¢dakropa IX/mr 6iika.
IToBHMIT neperiik JOMOMDKHUX PEeHOBHH, AWB. B po3aii 6.1.

3. JIIKAPCbKA ®OPMA

Tlopo1ok Ta po34YHMHHHK VIS PO3UHHY IS 1H €Ki uM iH(Y31.
INopomok abo kpuxka peyoBrHa 6i1oro abo O11110-KOBTOTO KOILOPY.

4.,  KJIIHIYHI XAPAKTEPUCTHUKH
4.1 TepanesTH4HI NOKA3AHHS

JlikyBannusg i mpodinaktuka KpoBoTed y naiieHTiB 3 remodinicio B (epomxenuit nediuut daxropa 1X).
BIKOM Bi1 6 pOKIB.

IMVYHIH noka3aHuii [u1st BCIX BIKOBHX IPyTI, Bi AiTe# y Billi cTapie 6 pokiB 40 JOPOCITHX.
ICHy€e HEI0CTaTHBO JIAHUX, 00 peKOMEHIyBaTH 3acTocyBaHHs npenapary IMYHIH y piteit monoaue
6 poxis.

4.2 Jlo3yBaHHS TA CHOCIO 3aCTOCYBAHHN

JlikyBaHHS MOTPIOHO PO3TMOYHHATH ITiJ] KOHTPOJIEM JIiKaps, SKUH Ma€e 10CBII JIKYBaHHS reModiii.

ZIOBVBaHHﬂ

Jlo3yBaHHS | TPUBAIICTE 3aMiCHOT Teparii 3a/iexaTh Bifl CTYIIEHS HEL0CTaTHOCTI (pakTopa IX,
Jokanizauii # iIHTEHCUBHOCTI KPOBOTEYI, 4 TAKOXK KIIHIMHOTO CTAHY XBOPOTO.

KinskicTs oaunuus daxropa IX, 110 BBOAMTECS, BUPAKAETECS B MIKHAPOIHUX OAMHULIAX (MO m;r‘
noB’s3aHi 3 ywHAAM cTangaptom BOO3 ans npenaparis daktopa 1X. AKTHBHICTB tbaKTop,a/TX/y”'_‘
MiasMi BUpaykaeThest abo v BiACOTKaX (BIIHOCHO HOPMATBLHOT JTIOICHKOI MIa3MH), a00 B MI}KHﬂp(‘J THIX
OAHHHULAX (BIHOCHO MiXKHAPOIHOTO CTaHAApTy 1 KoHUeHTpaTiB dakropa IX B ruazm). [ 7>
Opana miskHapojHa oaurmug (MO) aktusHocTi dhakTtopa IX ekBiBaneHTHA KITLKOCTI c]:ualcmpa 4}{ B’ /
| MJ1 HOpMATBLHOT THOACHKOT TIA3MM. AR




Jlixyeanna npu neobxionocmi

Pospaxysok moTpioHoi 1031 thakTopa IX 3miliCHIOETECS Ha OCHOBI eMITIPUYHO BHSIBIECHOT 3aJIE3KHOCTI,
mo | mbkaapoana oauanus (MO) daxropa IX ma | kr macw Tia 30UIbIIYE aKTUBHICTL (pakTopa X B
miasmi npudau3Ho Ha 1,1 % HOpMabHOT aKTHBHOCTI y MAIIEHTIB BikOM Bij 12 pokiB.

[NorpiGHa n03a BU3HAYAETHCH 32 TAKOIO (hOPMYIIOIO:

MoTpidna KinbKicTL OAHHANL = Maca Ti1a (Kr) X 6akane 36iabmenns paxkropa IX (%) (MO/na)
x09

KinekicTe npenapary, 10 Ma€ BBOAWTHCH, | YaCTOTa BBCICHHSA 3aBA/IN MOBHHHI BU3HA4aTHCS

KJIIHIMHOO e()eKTHBHICTIO Y KOXKHOMY KOHKpeTHOMY Bunazky. Ilpenaparu daxropa IX pinko

MOTPiOHO BBOAWTH Oi/bLIE OJHOTO pa3y Ha OEHb.

V pazi MosBU HACTYITHUX eri30/1iB KPOBOTEHI aKTUBHICTE (hakTopa X He MoOBUHHA OTTYCKATHCS HUMXKYE

3a/1aHOTO PiBHA aKTUBHOCTI B T1asmi (y % Biz HopMaibHOro pisHs ado MO/wi) y BiANOBiJHOMY

nepioi.

Hactynny Tabauiio MoxkHa BAKOPUCTOBYBATH SIK IHCTPYKLUO 3 BUOOPY 1034 MPH KPOBOTEHAX i
XipyprivuHHUX oTepattisx:

Crynine kpoBoTeyi/
THI Xipyprignoi

HoTpibauii pisenn
thaxropa IX (v % Bin

YacTora BBejieHHA 103
(roanmEu)/TpuBATicTL Teparmii (aui)

onepanii HOPMAJILHOTO PIBH)
(MO/an)
Kposoreua
Panniit remapTpo3, 20-40 [ToBTopioiite iHY3iT KokHI 24 TOOUHU
M’s30Ba KpOBOTEYa abo npoTsrom He MeHwe | 106w, noku He
KpOBOTEYA B POTOBIH MPUTTHHUTELCY KpoBoTeya (rmpo mo Oyae
HOPOAHUHI cBinuuTH nocnabiaenus 6omo) abo He Oye
JIOCSITHYTO 3arolOBaHH4.
Binbiiuit remMapTtpos, 30-60 IToBToproiite iHdy3il KOXKHI 24 TOTHUHN
M’s30Ba KpoBoTeda abo npotsrom 3-4 anis abo Ginbnre, moku He
rematoma Oyae ycyHeHuH OuUTh uM rocTpa
He11€3/1aTHICTb.
3arpoznuBa s KATTS 60-100 IMosToptoiiTe indy3il koxHi 8-24 rogunu,
KpoBoOTCcHa IMOKH HE Gy,{ll‘: YCYHCHa 3arposa 1A JKUTTH.
Xipypriura onepanis
Mana onepanis, 30-60 Kosxni 24 rogunu nipotsroM He mente |
BKJTIOYAIOYH BUOATCHHS 100u, Moku He Byie JOCATHYTO
3y0a 3arOIOBAHHA.
Benuka onepanis 80-100 IlopToproiite iH’ €Kil koI 8-24 roauHu,

(mepesn onepauieto i micas

omepattii)

TIOKH He Oyjie JOCATHYTO alleKBaTHE
3arOIOBAHHS PaHM, MIC/Is YOTO MOTPIGHO
IIPOJORIKYBATH TEPATiito He MeHue 7 JHIB
U1 MiATPUMAHHA akTMBHOCTI (hakTopa 1X
Ha piBHi 30-60%.

IIpoghinakmuxa

Jlns nosroTpuBasnoi npo¢mamxu KpPOBOTEH Y NMALIiEHTIB 3 TSHKKOIO (POPMOIO reMod il B,s'aB/Bﬁq
npu3Ha4aoTh 703¢ Bix 20 no 40 MO dakropy IX /kr macu Tina 3 iHTepBalIoOM BBEICHHS f;l.Ic 3xide ),

4-x nib.

ﬂ"""“”’""‘ag
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Inoni, 0cobaMBO MOTOIUM MALIEHTAM, MOXKYTE Oy TH HEOOXi/THI KOPOTIIN IHTEPBAIH MiX "

abo OLIBII BHCOKI 03H.
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V Xoji liKyBaHHS PpeKOMEHIYEThCS BU3HAYHTH piBHI (paktopa IX B rasMi i BAKOPUCTOBYBATH iX
3HAYEHHS PH BU3HAYEHHI MOTPIGHOT 1034 i YaCTOTH MOBTOPHUX iH(Y3iH. 30Kkpema, y BATIAAKY
BEJTMKOT XipypriuHoi onepaii 0608’ 43K0BO MOTPiGHO TOYHO KOHTPOIIOBATH 3aMiCHY TEpaIiio 3a
JIOTIOMOTOI0 aHai3y Koarynsiuii (aktueHocTi dakropa IX y nnasmi). PisHi namieHTH MOXYTh MaTH
pi3Hy Bianosins Ha hakrop IX, gocsraroun pi3HUX PIBHIB BIHOBIEHHS in VIvo | IEMOHCTPYIOHH Pi3Hi
PiBHI HaIiBBUBEIECHHS.

[urgua nonynduis

JocTtynsi nexiatpudHi gaHi omwcani B po3aini «4.8 Modiuni peaknii» i1 HOBUM NiApO3ALIOM
«Ocobnusa rpyna nauieHTiBy i B po3aiii «5.2 ®apMakoKiHeTHUYHI BJIACTHBOCTIY.

Ha ocHOBi HafBHUX KJIiHIYHMX [aHUX PEKOMEHJALs 10 [03YBAHHIO Ul TEJiaTPHYHUX TAIli€HTIB,
Moske OyTH 3pobneHa g manieHTis crapiue 12 pokis. YV BikoBiii rpyni Bia 6 pokis 10 12 pokiB HasBHI
KJIiHIYHI NaHi He € JocTaTHIMM 1 3a0e3nedeHHs peKOMEeHaLlil 010 JO3yBaHHS.

Criocib 3acTocyBaHHS

[IpenapaT noTpi6HO BBOAMTH BHYTPILIHBOBEHHO. PexoMeHTyeThes, mod menakicTs indysii ve
TIepPeBHILYBaIa 2 MJ1 HA XBHJIUHY.

[HCTPYKIiT 010 PO3YMHEHHS TIKAPCHKOT0 3aco0y TNepesl BBEICHHIM JMBIThCS B po3aiii 6.6.

4.3 Tlporunokasanus

o [lizBumena uyTIAMBICT 40 Hi040T peqoBMHM abo Oyab-Akoi 3 ONOMIKHHUX PEYOBHH
nperapary.

o CHHAPOM JMCEMIHOBAHOTO BHYTPIIHBOCYIMHHOTO 3ropranns (/IB3-cumapom) i/abo
rinepdibpunonis.

e Bcranomnena anepris g0 renapuHy afo iHIYKOBaHA TenapuHoOM TpoMOouMTOnEHis B
aHamHesi.

Y pasi BUSBJIEHHS LMX CTaHIB M Yac BiANOBiAHOTO jikysanns npenapat IMYHIH moxHa BBoauTH
JHIIE Y pa3i KPOBOTEY, 110 3arPOXKYIOTh KHUTTIO.

4.4 CueniajabHi 3acTepeXeHHs T2 0COO/IHBI 3acTepeskHi 3aX0/1H IPH 3aCTOCYBAHHI

Peaxuii nigsuiueHol 9y riuBocTi

Moxnusi anepriuni peakuil MiABHIIEHOI YYTJAMBOCTI NpH 3actocybadHi mnpenapaty IMYHIH.
[Tpenapat MiCTHTB CTi0BI KinbKOCTI iHumMX OiskiB, okpim daxropa IX.

[Ipy BuSBIAEHHI UMX CHMITOMIB TNali€HTaM TMOTPIOHO pPEKOMEHIYBATH HETAHHO TPHITHHUTH
3aCTOCYBaHHS TPENapaTy i 3BepHYTHCS 10 Jlikaps.

[MauienTtam i/a6o 1ornsgadam 3a HAMHM MOTPIOHO MOBIZOMHTH MPO PaHHI 03HAKM peakuii niABHINEHOT
YYTIMBOCTI, ¥ TOMY YMCJIi INKIPHUI BUCHIL, 3arajibHy KPOITHB SHKY. CTHCHEHHS y TPYAAX, CBHCTSYE
[IMXAHHS, TINOTEH3110 Ta aHadLiakciio.

V pasi moky, Cii JOTPUMYBATHCS JIIOYHX MEIWYHHUX CTAHIAPTIB M1 MOKOBOI Tepartii.

IaribiTopu
[licns moBTOpHOTO MNiKyBaHHS npenapatamu (aktopa koaryssauii kposi IX namienTis notpioHo

KOHTPOJIOBATH LIOA0 PO3BUTKY HEHTpasi3ylounx aHTUTiI (IHriBiTOPIB), AKi KUTBKICHO BH3HAYAIOTHCSA
B onunuuax beresna (BO) 3a 1onoMoroio BiAMoBiIHWX Oi0JOTIMHUX aHAI3iB. ,,.}"ﬁ',i‘:_’h:z__

SIKWIO He BAAETHCS JOCATTH OMIKYBaHOrO piBHs akTUBHOCTI haktopa IX y rmmasmi hpoaj/ AKIILO
KpOBOTEYA HE KOHTPOIIOETHCS TIPH 3aCTOCYBAHHI BIATIOBIAHOT 1031 npenapary, cii1 ﬂpone@mdna.nn-
o0 BU3HAYUTH MPUCYTHICTH iHTIOITOPY (hakTopa [X. ¥V natieHTis 3 BUCOKUM Tmpoe,f mrlolropm’ :
Tepartis (bax'ropom IX MOXKe BHABUTHCSA Heedex! THBHOIO, i cmig PO3IIAHYTH !HLI.!I mo;k_rgl\uocn )



remModinito. ¥ TakoMmy pasi motpiGHO NPOKOHCYIBTYBATHES 3 aXiBLAMM CHELIaNi30BAHOTO UEHTPY
remodyinii.

Ony6:1iKOBaHO MOBIIOMIEHHS 1PO B3aEMO3B'SI30K Mix PO3BUTKOM iHribiTopis 10 dakropa IX i
BUHHKHEHHSIM a/epriuHux peakiii. ToMy NnaiieHTiB 3 aleprisHUMH PeaKIisMHu MOTPIGHO NEPEBIpsSTH
HA HAasBHICTH iHribiTopi. HeoOXiaHO BIA3HAYNTH, 110 TALIEHTY 3 iHTiGiTOpamu (akropa IX npu
MOBTOPHOMY BBeIeHHI (pakTopa IX MaioTh MiBUINEHHH PU3MK PO3BUTKY aHa(inakcii.

3BasKalOuH HA HASBHICTL PUINKY BUHUKHEHHS ANeprivHUX peakiliit py 3acToCyBaHHi KOHLUEHTPATIB
daxropa IX, nepmi BBenennsa haktopa IX i mpoBoaAMTH 32 MPUIHAYECHHSAM TIKAPS 11 MEAWYHHM
CITOCTEPEKEHHAM VIS HAJIAHHS HANEKHOT MEAMYHOT J0TIOMOTH Y pa3i PO3BUTKY aNepriyHuX peakuii.

Tpomboembonig, JIB3-cunapom. idpunomis

OckiJbKH 3acTOCYBaHHS KOHUEHTpaTiB (hakropa IX OyJs10 iICTOPHYHO 1MOB 432HO 3 PO3BUTKOM
TpoMB0eMOOIIYHIX YCKIALHEHb, IPUUOMY 3 OLTBII BUCOKMM PH3MKOM JUTS TIPETIApaTiB 3 HH3bKHM
CTYTICHEM OYMILIEHHsI, 3aCTOCYBAHHS MPETIapaTiB, Mo MicTaTh hakTop IX, 115 nauieHTis 3 03HAKAMY
¢ibpuronisy i nauienTis 3 J[B3-CHHIPOMOM MOsKe CTAHOBHTH NOTEHLiHY HeDesnexy.

V 3B°S3KY 3 HOTEHUIAHAM PU3HKOM TPOMOOTHHYHMX YCK/IAJHEHD NPU BBEAEHHI UBLOTO Mpenapary
MAIICHTAM i3 3aXBOPIOBAHHAMM TEHiHKH, TPOMBOQIieio, rinepkoaryasiieio, CTeHOKapAieto,
iIeMiuHOI0 XBOPOOOIO Cepls UM TOCTPHUM IH(APKTOM MiOKap/a, MallieHTaM y micasoneparinHomy
repiojii, HeJIOHOWEHNM | HOBOHAPOIKEHUM, NMAIEHTaM 3 PUSHKOM TpoMOOTHYHUX sBH1 abo J(B3-
CHHIPOMOM CJTi/l MPOBOAMTH KITIHIYHE CTIOCTEPENEHHS 3 METOIO BUSBICHHS PaHHIX O3HAK TPOMOO3Y i
BHCHAK/THBOT KOATYJIOMATIT CTIOKMBAHHS 3 MPOBEICHHIM BiNOBIIHUX 1a00paTOpHUX aHami3is. ¥
KOJKHOMY 3 LIMX BUNIANKIB OMiKYBaHy KOPHCTH Bij sTikysaHHs nperapatom IMYHIH cain sictasury 3
PU3HKOM PO3BHUTKY TAKMX YCK/ITAIHEHb.

I1pu nigospi Ha JIB3-cunapom tepamiio npeniapatom IMYHIH HeoOXiaHO HeranHoO NpUIMHATH.

[TpoTusipycHa de3neka

e [lpu 3acTocyBaHHi JTiKapChKHX TIpeniapari 3 KpoBi abo TTa3MK KPOBI MOAMHH BXKHBAIOTH
CTAHJAPTHUX 3aXOJ1iB, CIPAMOBAHMX Ha 3a10biraHHs repeadi natienram 30y IHUKIB
indexuii. Jfo HUX HanexkaTh BiAOIp AOHOPIB, NEpeBipka OKPEMUX MOPIIH i MyniB miasmu 3a
MapKepamu iHbeKiii, BKUTTS eeKTHBHHX BUPOGHHYHX 3aX0J1iB 171 iHAKTUBALIL/3HAILEHHS
ipycis. Hespakaioun Ha U, TIpU BBEAEHHI JIKAPChKUX MperapaTis, BATOTOBIEHUX 3 KPOBI
a60 Mm1a3sMy MOAVHHU, HE MOJKHA LILTKOM BUKITIOUHTH MOX/IMBICTh niepesiayi 30y IHUKIB
iH(eKLil, y TOMY 9HMCITi HeBiZIOMHX a00 HOBMX Ha ChOTO/IHI BIpYCIB Ta IHIIHX MATOTEHIB.

e 3axo/u, MO BKUBAIOTHCS, BBAKAIOTHCS eHEKTUBHIMHU [UTs OOOOHKOBHX BIpYCiB, TAKHX 4K
Bipyc imyHoxediumury mogunu (BUT), Bipyc renatuty B i Bipyc rematuty C, a Takosx s
HeODOIOHKOBUX BipYCiB, TAKMX SIK BIPYC renatury A.

e 3ax0H, MO BKHBAIOTEC, MOXKYTh MAaTH OOMEKEHY eeKTHBHICTE 1010 HEOOOIOHKOBHUX
Bipycis, Takux sk mapsosipyc B19. Indikysanns napsosipycom B19 moxke Gyt cepiozHum
ans sariTHUX (iHgikyBaHHs M1oga) i nauieHTiB 3 imyHoaedinnTom abo migBHIEHUM
EPUTPOTIOE30M (HATIPHKIIA 3 TEMOIITHYHOK) aHEMIEKD).

e [loTpiGHO po3r/IAHYTH MUTAHHS TIPOBEACHHS BaklUHMHaNiT (Big renatuty A i B) marjienram,
AKMM PeryJIspHO/IIOBTOPHO 3aCTOCOBYIOTE MPENapaTH OTPHMYBAHOTO 3 IU1a3MH KPOBI JIFOJIWHK
(haxropa IX.

3301‘6[)8)!{211“9 {010 3aCTOCYBAHHSA

Buict BaTpito
IMVHIH 600 MO micTuTh po3paxyHKoBY KiibkicTs 20 Mr HaTpito Ha duakoH. Lle cii

narieHTaMm, 9ki nepebyBaroTh Ha HU3BKOHATPIEBIH HI€Ti.



HacriitHo peKOMeHIy€eThCS 3aITHCYBATH Ha3BY | HOMEp cepil mpemapaTy [mopasy npH BBeIEHHI
naiienty npenapaty IMVHIH 3 MeTO0 BCTaHOBIIEHHS 3B S3KY MiXK NalliEHTOM i Cepiero mipenapary.

4.5 Bsaemopis 3 immuMHE JiKapchKHMH 3acobamu Ta inmi opmu B3aemoaii
JlocnimkeHHs 010 B3aeMOIil He MpoBoAMIHCE i npernapatom IMYHIH.
4.6 @epTHibHICTH, BATITHICTS i JaKkTANiIA

Jocniprenns BBy akropa IX Ha penpoaykrusHy dyHKUIIO TBApUH HEe nipoBoauiucd. HYacrtoTa
3aXBOPIOBAHB KiHOK Ha remodinio B Hu3pKa; HeMae 1ocBiny 3actocyBanHs akropa IX BariTHuM Ta
KIHKaM, SKi roayioTs rpyaao. ToMy daxrop IX cmin 3acTocoByBaTH Mijl Yac BariTHOCTI 1 TOIyBaHHS
TPYTIO, JIMILE SKILO L€ 9iTKO NOKA3aHo.

Brus npenapary IMVHIH Ha depTunbsricTs HE BCTAHOBIIEHMIA.

I1lo cTocyeTnes pusuky iHdexuii mapBosipyca B19 cM quBiThCS 3acTepeKEHHS i/l 3aTOJOBKOM
IIpotusipycHa Oe3neka B po3aiti 4.4.

4.7 BniAB HA 3IATHICTH KePYBATH TPAHCIOPTHHMH 3ac00aMH TA NPANIOBATH 3 MeXaHI3MaMH

He crioctepiranock HISKHX BIUTHBIB HA 3J1aTHICTL KEPYRAaTH aBTOTPAHCIIOPTOM abo IHILIHMH
MeXaHI3MaMH.

4.8 TIlobiuni peakmii

Pestome npodimo desrnexu

[Tingumena uyTnueicTs abo aneprivni peakii, 70 AKUX MOKYTh HANEKATH AHTIOHEBPOTHUYHHH
HaOpSAK, MeKyuwit i rocTpuit Binb y Micui iHdy3ii, 03H00, MPUITHBH, 3aragbHa KPOTIUB’ SHKa, rONOBHUH
61k, BUCHII, TINOTEH31s, IETaprisi, HyI0Ta, HECTIOKIH, TaXIKapIis, CTHCHEHHS Y TPYIIAX, MOKOIIOBaHHS,
OIIOBaHHA | CBUCTSYE THXAHHA, HEYaCTO CHOCTEPIraMes Y Nali€HTiB, SKi MPOXOIWIIN JTIKYBAHHS
npenapaTamu 3 BMicToM (paktopa IX.

V neskux BUNajgKax Wi peakuii mporpecyBaiu 10 TSKKOT aHadinakeil, i crnocTepiraiucs BOHU ¥
TICHOMY YaCOBOMY 3B’S3KY 3 PO3BMTKOM iHTi0ITOPIR hakTopa IX (ame. Takox posain 4.4).

[1oBiZOMITSITOCS TIPO PO3BHTOK HE(POTHIHOTO CUHAPOMY TIPH CrTpodi NPOBEIEHHS TPOLEIYPH
IHIYKLIT IMyHHOT TONIEPaHTHOCTI y XBOpHX Ha remodiniio B 3 inriditopamu daxtopa IX i
IepPrivHUMHU PeakilisMu B aHaMHe31.

V piakicHUX BHIMAAKAX MOXE MiIBULIMTUCST TEMIEpaTypa.

VY xBopux Ha remodinio B MoxxyTh po3BHHYTHCS HelTpanizyiovi aHTuTia (iHribitopu) no dakropa
IX (auB. Takoxk po3zin 4.4). VY pasi nogBH TAKUX iHTIOITOPIB LeH CTaH NPOABIAETLCA Yy HeAOCTATHIMH
KITiHIYHI BiAnoBiai. YV TAKMX BMMaJKaX PeKOMEH/YETHCS 3BEPHYTHCS JI0 CHELiAi30BAHOTO
reMoLTIHHOTO LEHTPY.

IcHy€e moTeHIIHHUI PU3UK PO3BHTKY TPOMOOEMOOIIYHHUX €Ni301iB Y BIAMOBI L Ha BBEJICHHS
npenaparis (pakropa X, npuyoMy nei puU3HK BUIKI Y NIPenapaTis 3 HU3LKUM CTYNEHEM OYUIEHHS.
I1pu 3actocysanni npenaparis pakropa IX HH3BKOro CTyNeHs O4MLIEHHS BIA3HAYATHCH BUNAAKH e

PiIKO MPU3BOAUTE A0 TAKWX NOOIYHUX e(PeKTiB.

[H(opmantis mpo mpoTUBipycHy Oe3nexy HaBeAeHa y po3aini 4.4.
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Tabauunuii crivcok MOSIYHUX peakiii
Tabmuus npexacTasieHa HwkYe, CKiajgeHa BianoBimHo g0 kiacudikauii MedDRA mopo knacis
cucteM opradis (KCO i piBHS nepeBaKHUX TEPMIHiB).
Hagezeni y Tabnuii 3 Hebaxani peakiii B34Ti 31 3BITIB 32 pe3ybTaTaMH MECTH KIIHIYHUX
JOCIIUKEHb, POBEIEHUX 3 BUKopucTanuam nperiapaty IMYHIH 3a yuactio 197 cy6'exTiB, a Takox
3a pe3vIILTATaAMH ITICIIpPeECTPAIHHOTO KOHTPOTIO.
Yacrora Hebakaanx e(eKTIB OLIHIOBANACS 3 BAKOPUCTAHHAM TakuX KpUTepiiB: Kyxe vacti (>1/10):
gacti (>1/100 go <1/10); nvewacTi (>1/1000 go <1/100); mooanHoki (>1/10000 xo <1/1000); piaxicHi
(<1/10000); wacToTa HeBiTOMA (YAaCTOTY HE MOJKHA BCTAHOBHTH 3 HAsIBHUX JaHHX).
Crannapr MedDRA Mo6iuni peakuii Yacrora
Knac cucremu opranis
PO3JTIAZTA ) TuribyBanns dakTopy Hesinoma
KPOBOHOCHOI TA X
JIM®ATHYHOI JlucemiHoBaHe Hesizoma
CUCTEM BHYTPILIHBOCY AMHHE
3ropTaHis
POB.HAHH IMYHHOI Aneprqua peakuig Hesizoma
CHUCTEMH Anadinaktuuni peaknii/ | Hepizoma
P
anadinakToigHi peakuil
AHTIOHEBPOTHUHHHA Hegigzoma
Habpsik
Bucun Hesimoma
[pu HasBHOCTI Hesizoma
IHTI0ITOpIR!
CuposaTkoBa XBopoOa Hesizoma
Peakiist niaBUiLeHoT HeginomMa
YYTIAUBOCTI
PO3JIAJTU HEPBOBOI | I'oosnuii 6inb Hesizoma
CUCTEMHU Hecrnokiii Hegizoma
[TokosiroBaHHS Hesizoma
I[TOPYIIEHHA IHapkT Miokap/a Hesinoma
CEPLIEBOT : : :
TISUTBHOCTI Taxikapmis Hesizoma
CYJIUHHI PO3JIAIU Tinorensis Hegizoma
TpomGoemGolivHi Heligouy
€304 (B T. 4.
JiereHera emM0o0id.
BEHO3HMI TPoMDO3,
apTepiansHUH TpoMOO3,
TpoMb03 LepebpanbHUX
aprepiii)
Hegigoma
Ilpnaruuen
P : e w TN
PO3JIAJTA INXAHHSL, | TToapasHeHHs ropia Hewacri /_%v"'/"‘\\;’ \\
OPI"AHIB I'PYJIHOI s o N\
KITKHU TA Bink y pori i rotui Hewacri
MEJIACTUHAJIBHI Kamens (cyxmii) Hewacri
PO3JIAZA CpucTavue 1UXaHHA HesiioMma
3aaurka Hesigoma
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Crannapr MedDRA Tlobiyni peakmii YacroTa
Kanac cacremn opranis
HIUTYHKOBO- Hynora Hesigoma
KHULIKOBI PO3JTIAJIHN Bmosanns Hegrigoma
YPAXKEHHA LIKIPH Bucun Hewacri
TA HILLKIPHOI Caepbix Hewacri
TKAHUHU -
Kpormus’ auka Hesizoma
PO3JIAJZIM HUPOK TA | Hedporuunmii Hesinoma
CEYOBUBIJIHUX cunapoM!
HUJIAXIB
3ATAJIbHI PO3JIAJIU | INineprepmis Hewnacri
TA YPAXKEHHSI B 3actyna Hesigoma
MICLY BBEJJEHHA :
ITeuis i rocTpwii 6ins B | HeBigoma
micti indy3iT
Jletapris Hegigoma
CTUCHEHHS B TPYAAX Hesigoma

luriditopu dakropa IX

V xoxai nposeieHHs KiiHiuHMX gocnimkens npenapary IMYHIH iuribitopn dakropa IX Bussneni ve
Oysu. Panimre He iKOBaHI NaLieHTH U8 Y4acTi Y KIIHIYHUX gociikennax npenapary IMYHIH
3amyqeHi He GyIm.

Oco0JnBa rpyma rnaifieHTiB

3acTocysanns npenapaty IMYHIH nocnimkysanocs y nefiaTpHaHii rpymi nauieHTis BikoM Big 6 10
12 pokis Ta crapuie 12 pokis 3 remodiniero B. besneka Gyna nonidna go Gesnexku y 10pociux, ki
sacrocoysarn IMYHIH.

Kpim Toro, 3acrocysanns npenapary IMYHIH nocnimkyBanocs y IBOX CIIOCTEPEKHUX JOCITIKEHHIX
TAKOX y AiTei 10 6 pokis i mauienTis Bix 0 10 64 pokis 3 remodiniero B, sinnosigHo. besneka y aiteH
1o 6 pokiB Oyna nmoaioHoO 10 Oe3neku y aitei crapiue 6 PokiB i JOPOC/IHX, SKI 3aCTOCOBYBAIM
IMYHIH.

MoxnuBi nodivni peakuii NpH 3acTOCYBaHHI KOHNEHTPATIB akTOpa KOAryasinii KPoBi JIIOAHHH
IX: napecresii.

3BiTHiCTHL Npo mizo3proBani nodiuni peaknii

Bax/MBO MOBiZOMIISTH PO MiZ03pIOBaHi MOOIUHI peakuii micns peectpauii nikapcekoro 3acoby. Lle

JI03BOJISE MPOJIOBIKYBATH KOHTPOTIOBATH Bananc KopHcTi / PH3HKY mrcapcaxoro 3acofy. Paxis1iB B
'l TIpOCATH I'IOBIJIOMIUITH npo 6 TIb-STKi nmoaionam noﬁmm eaxuu gepes

4.9 TIlepenozyBanus
JlaHuX MO0 CHMITTOMIB TTepeo3yBaHHs (hakTopoM KoaryJsuii kposi moaunu IX nemae.
5.  @®APMAKOJIOI'TYHI BJIACTUBOCTI
5.1 @apmakoanHAMIYHI BJACTHBOCTI

(dapmMaKoTepanesTHYHA Ipyrna: reMoCTaTHYHI nipenapaty: $akTop Koarynsuii Kposi IX -.

! micns cnpo6 iHAYKLIT IMyHHOT TONEpaHTHOCTI
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kon ATX: B02BD04

®aktop 1X sBisie cob010 OAHOMAHLIOTOBHH TJIIKOTIPOTEIH 3 MOJIEKYISPHOKO Macoro Gumsbko 68 000
nanmsToH. Bin cuHTesyeThes B mewindi i € Bitamin-K-3anexsum daxropom koaryvrauii. Maxtop IX
akTuByeThes aktopoM Xla BHyTpimHIM - wumXOM  koaryusuii  abo  komruiekcom  akrop
VIl/rkanvnnui (akTop 30BHIWHIM LUIsIXoM Koaryasuii. Axrusosanuii dakrop [X y komriekci 3
aktuposanuM (aktopoM VIII aktusye dakrop X. AxrusoBanuii (aktop X mepeTEoproe mpoTpoMbin
y tpombin. Ilig miero TpombiHy dibpunoren neperBoproeThes ¥ GiOpUH, AKHH YTBOPIOE 3TYCTOK.
Temodinis B € cragkoBum, TIOB’S3aHMM 3i CTATTIO, TMOPYWEHHSM KOAryasuii KpoBi BHACIIIOK
3HHKeHOTo piBHA (akTopa IX i mposBisETECA MAaCHBHWMH KPOBOBWIMBAMH B Cyrnodu, M'sa3u abo
BHYTpilIHI opranM, siki BigOyeaioTecs abo CHOHTAHHO, abo B pe3yabTaTi BUIAJKOBHX TPaBM YH
onepauniil. 3amMicHa Teparis MiIBUILYE TUIA3MOBHH piBeHb (aktopa IX i, TAKMM YMHOM, 1ae 3MOrY
THMHACOBO BiAKOPUTYBaTH AeDitUT hakTopa i 3HIKYE TEHACHLIIO 10 KPOBOTOYHBOCTI.

IlegiaTpuyHa nomyJIsiis
BizcyTHS 10CTATHS KiNbKICTh JaHUX, 20K peKkoMeH1yBaTH 3acTocyBaHHs nipenapaty IMYHIH aitsam

BIKOM 10 6 pOKiB.
5.2 ®apmakokiHeTHYHi BJACTHBOCTI

3 ypaxyBaHHAM [JaHHX, OTPHMAHHX Y X011 poBeaeHHs (a3 4 J0C/I/DKEHHS, Cepe/IHE 3HAYCHHS
noctynosoro sigHosnenns (IR) dakropa X y panime jikoBaHHX NalieHTIiB BikoM Bin 12 pokis
(n=27) cranosuno 1,1 (£ 0,27) 3 giamazonom Bix 0,6 10 1,7 MO/t va 1 MO/xr. ¥V upomy x
jocipkeHHi cepeHe 3Hadenns [R y paniie JiikoBaHUX NalienTiB Bikom 10 11 pokie (n=4)
cranosuso 0,9 (= 0,12) 3 aiamazonom Big 0,8 no 1, 1.

PesynbraTi gocimkeHns (papMaKOKIHETHYHHX MapaMeTpiB y 26 natieHTis:

KinpkicTs Cepeana CrangapTHe 95 % nosipuuii
[lapamerp S . :

MaLi€HTIB BeJIMYMHA BiZXMIIEHHS iHTepBan
Kiripene (mi/ron/kr) 26 8.89 291 7.72-10,06
Cepe/Hili yac yTpUMaHHS 26 23,86 5,09 1,85-25,88
(roa)

Biosoriyauii 9ac HarliBBUBEIEHHA CTAHOBHTE OJIM3BKO 17 TOTHH.
5.3 Jloxainiuni nani 3 Geznexn

IMVHIH € KOHUEHTPATOM BHCOKOrO CTyrNeHs o4dumieHHA ¢akrtopa IX, mo MICTHTL jJuine ciigu
dakropa II, VII i X. Bactocysanus oxsopaszoBoi no3u npenapaty IMYHIH na naGopatoprux
TBAPUHAX HE BUABUJIO HiSKMX O3HAK [UIsi TOKCHKOJIOTHHOro a6o TpoMGOreHHOro MOTeHITiaTy.
JokniHigHI JOCHiKEHHs. 3 TIOBTOPHHAM BBEJIEHHSM 103 HE € iHGOpMAaTUBHMMM JUIS BUKOHAHHS B
3B'S3KY 3 N€TepOJIOriYHHM XapaKTepOM JIFOJICBKHX OLIKIB y J1abopaTOpHHUX TBAPHH.

Tak sx daxrop IX ssase cobowo GiOK JHOACBKOTO MOXOMKEHHS, SKMH, B (i3i0NOriyHMX yMOBaXx,
LMPKY/IIOE B TUIa3Mi, HE CIiJ OYiKyBaTH Hi TOKCHYHHUX edekTiB Ha penpomykTusHy (yHKLUiO, Hi
MYTAreHHUX i KAHLIEPOTeHHHX e(EKTIB

6 DPAPMALEBTUYHI BJIACTHBOCTI
6.1 Ilepeiik JONOMIKHHX PE4OBHH

[MTopomok: HaTpiro xmopun
Harpito mmrpar aurigpar

Po3yMHHMK:  cTepuii3oBaHa BOAA Ul 1H €KLIIH

475
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6.2 HecymichicTs

[Ipu BiACYTHOCTI AOCHIMKEHL CYMICHOCTI LieH JKapCbKuil 3aci6 He Ciijl 3MIITYBaTH 3 iHIIHMH
JKapchKUMH 3acofaMu, 32 BHHATKOM THX, AKi 3rajaHi B po3/iiii 6.6.

CJ1iz1 BAKOPHCTOBYBATH JIMIIe HAGOPH 1A 1H €KUIH/IHY3IT, O BXOAATE 10 KOMILTEKTY, iHAKIIe
NIKyBaHHS MOKe 3aKIHYMTHCS HEBIAI0 Yepes aacopduiio dakropa Koaryasuii kposi sroaunu 1X Ha
BHYTPILIHIX MOBEPXHSAX IHIIOTO iH’ KUIAHOr0/iH(Y3IHHOTO 00 THAHHS.

6.3 Tepmin 36epiranns

2 poku

Ximiuna i isuuHa cTaGiNBHICTE PO3UYMHEHOro, TOTOBOrO 10 BUKopMcTaHHd npenapaty IMYHIH
CTAHOBHTH 3 TOAMHM TIipH Temnepartypi g0 25°C. 3 mixpobionoriqHol TOUKH 30py mpenapar ciii
BUKOPUCTOBYBaTH HEraiiHO, KpPiM BHIAJIKIB, KOJM METOJ BiJHOBJIEHHS TMpEenapary BHKIIOYAE PU3HK
MikpoOHOTO 3a0pymHeHHs (MiATBEp/DKEHI AacenTW4Hi YMOBM). JSIkmio mpenapar Bigpasy He
BUKOPHCTOBYETBCS, BIATIOBIANBHICTD 3a TEPMiHM | YMOBHM 30epiraHHs mpenapary, rotoBoro 1o
BHKOPWCTAHHSA, TOKJIAJAEThCS Ha KopucTyBawa. PosumHenuii npenmapat He cni moBepTatv B

XOJIOJHWIbHHK.

6.4 OcobanBi 3acTepekenHs Mmoo 3depiranns

30epiraTi B XONOIMILHUKY (Mpy Temmepatypi Bix 2 1o 8°C). He 3amopoxyBaTh.

30epiraTi B OpHTiHATHHIN YIIaKOBIi, OO 3aXMCTUTH Bia 1ii CBiT/IA.

B mexax 3za3zHaueHOro TepMminy npuaataocti npenapatr IMYHIH moxna 3Gepiratd npordarom
3 MicAUiB NpH KiMHATHIR Temnepatypu (ve Buwe 25°C). 3anmwite uedl nepioa 30epiranHs Ha
ynakoBii npoaykry. Ilicns 3akindenns uporo nepioay. IMYHIH He cii nosepTatd B XOJOOUIBHUK,
ae Horo ¢ HeraitHo BUKOPHCTATH a00 BUKHHYTH.

VMoBH 30epiraHHs BiIHOBJIEHOTO JIIKAPCHKOTO 3aC00Y AMBITECS B po3aini 6.3.
6.5 VYnakoska T1a ii BMiCT

[Topomox IMYHIH mnocrasnseTses y (IakoHi, MO MICTHTE OJHY 03y 3 HEHTpalbHOrO CKia
rigpomitiyHoro knacy II. PosumnHHHK mnocTaBiseTses y (aKkoHi, 1O MICTHTE OAHY 103y 3
HEUTpaTbHOrO CKJa rigpomiTHaHoro knacy I. Mdnakou 3 mpemapatoM 3akpuTi npodkoro 3
XopOyTHiIkayuyky. DIakoHH 3 PO3UYHHHHKOM 3aKPHTI MPOOKOIO 3 GpOMOYTHIKAYYVKY.

Bmicm konmeiinepa:

1 dnaxon 3 npenapatom IMYHIH 600 MO

1 dakoH 3 5 MJ1 CTEPUITI3OBAHOT BOIM JUTS iH'EKLIiH
1 roska-nepexiaHuK

1 moeiTpomnpoBigHa ronika

1 ronka-¢ineTp

1 ogHOpazoera ronka

1 ogHOpa3zoBwii mmpwun (5 M)

| indy3iitnuii Habip

Posmip ynmakoeku: 1 x 600 MO

6.6 OcobsuBi 3an00iHI 3aX04H NpH YTHJII3anii Ta iIHIIOMY 3aCTOCYBaHHI

IMpenapar IMYHIH cnin po3uunHutH nuime OesrnocepelHbO Tepel BBEIEHHSAM. |
BUKOPHCTATH HeraifHO (MpenapaTt He MIiCTUTH JKOIHHWX KoHcepBaHTie). ITicns pozuuHEH:
pPO3YMH HEOOXiIHO Bi3yaJbHO NEpeBIPUTH HAa HAABHICTE YACTHHOK 1 3HeOapBiieH

Jlns po3uuHEeHHsS BUKOPUCTORYBATH JIMINE Ha0ip ans iH ekiii/indys3ii, mo BXoauTh v Kommfefx 7
@3{m}H‘ ?’cmn /
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pO3MOYMHATH BBeJeHHS. Po3uuMH TOBMHeH OyTH mpo3opuM ado 3jerka onaigecueHTHUM. He
BUKOPHCTOBYBATH PO3YMHH TIpenapary, sKki € KaTaMyTHUMH a0 MICTATh ocall.

PekoMeHIyEThCA TTPOMUTH I30TOHIYHMM COJTBOBHM PO3UMHOM TIPUCTPOT BEHO3ZHOTO J0CTYTY Mepes
indy3sieto npenapary IMYHIH i micas usoro.

PozunpeHHd NOPOWIKY AJisl IPHIOTYBAHHS PO3UHHY A48 iR’ ermiil
Cui J10TpHMYBATHCS TTPABKII ACETITHKH!

1. Harpiiite HeBIAKPUTHIA (HTAKOH 3 PO3UMHHHKOM (CTEPUIBHOIO BOJOKO IS 1H €KIIH) 40 KiMHATHOT
Temrieparypu (He Oinbire 37°C).

2. 3HIMITB 3aXMCHI KOBNAYKH 3 ()JIAKOHA 3 TIOPOUIKOM i (IakoHa 3 po3uHHHUKOM (puc. A) i
npoaesiHdikyiTe rymMmoni npobku 06ox ¢uiakoHis.

3. 3HIMITb 3aXHCHE TIOKPUTTS 3 OTHOTO KiHIIS FOJKH-TIEPEXiIHHKA, 10 BXOQUThb Y KOMIUIEKT.
TMOBEPTAIOYH | IOTATYIOUH 1i. BiTbHMI KiHEIb TO/KH BBEIITh B TYMOBY TIpoOKY (hriakoHa 3
po3uunHukoM (puc. b i B).

4. 3HiMiTh 3aXMCHE MOKPUTTS 3 IHIIOTO KiHIIA FOJKH-TIEPEXiIHUKA, HE TOPKAIOUMUCH BiJIKPUTOTO

KiHIIS.

TlepeBepHiTh (hr1akOH 3 PO3UHHHHAKOM Ha (IAKOHOM 3 TIOPOINKOM, BBEIITh BITbHHUH KiHELb

rOJIKH B LieH (rakoH yepes ryMoBy 1podky ¢iakona 3 nopouwkoM (puc. I'). Posuunnuk Oye

neperikaTi y (IakoH 3 MOPOLIKOM ITiJ Ji€l0 BAKYYMY.

6. Pos’eanaete hakoHw, BUIHABIIM rOIKY-TepeXiaHuK 3 drakona 3 mopomrkoM (puc. I). 3nerka
cTpyciTh abo NOKpYTiTh (PIAKOH 3 MOPOINKOM L1 TIPUCKOPEHHSA PO3UMHEHHS.

7. Tlicis MOBHOrO pO3YMHEHHS TOPOLIKY BBEAITE Y (hiIakoH MoBiTPoBiABIAHY ronky (puc. J1), o
BXO/IUTh ¥ KOMIUIEKT, U1 BUAATIEHHS TTiHU. BHIMITL MOBITPOBIABIIHY TOJKY.

N

In’exnis/indysia:

Cutig JoTpUMyBaTHCS TIPABWJI acerTTHKY!

1. 3HIMITB 3aXMCHY YNAKOBKY 3 TOJKHU-(IBTPa, MO BXOAWTH Y KOMIUIEKT, MOBEPTAIOYH | MOTATYIOUH
ii, 1 HacazliTh TONKY Ha CTEpHIbHKH ofHOpa3oBHil mmpHl, Habepits po3uun y mmpuu (puc. E).

2. Bix“equaiite roaky-pinsTp Bij MITPHLA i TIOBUTBHO BBEAITh PO3UHH BHYTPIITHBOBEHHO
(MakcHManbHA [WBHAKICTE iH €Ki 2 MII/XB) 32 JOTIOMOTOO TOJIKH-METE/IMKA, 10 BXOAUTh Y KOMITIEKT
(abo onHOpPa30BOT TOMKH, IO BXOAUTE Y KOMTLTEKT).

Ilpu npoBenenHi iHdy3iT ciij BUKOPUCTOBYBATH OQHOPA30BUi Habip s iHQY3IT 3 BIATIOBIZHUM
hinsTpoM.

Puc. A Puc.B Puc.C Puc.D Puc.E Puc.F Puc. G

byab-skuii HEBMKOpHCTaHMH rpenapaT ado 3a/WIIKH 3HUILUTH BiJANOBIAHO JI0 MICIIEBHX BUMOT.
7.  BJACHHUK PEECTPAIIMHOIO CBIIOI[TBA
3anoBHIOETLCS HA HALIOHAIBHOMY PIBHI.

8. HOMEP(H) PEECTPALIIMHOI'O CBIJOIITBA
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3anoBHIOETHCS HA HAL[IOHATBHOMY PiBHI.
JATA IIEPIIOI PEECTPAII/ OHOBJIEHHS PEECTPAII
3anoBHIOETHCSA HA HALIIOHATBHOMY PiBHi.

JATA TEPEIJISIY TEKCTY

3anoBHIOETHCS Ha HALLIOHATBHOMY PiBHi.
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LICPERILA YRPEICBKUIU MUBUIY, aBICHIRMHIV: D ARG FEECE Al S -

SIKOT0 MiATBePKeHA MiANHUCOM YIIOBHOBAKEHOT NOCBiIYeHHS 340
ocobu 3asBruKa (SBoperka T.10.), ingopmauii npo Nesza//6e ?a?"é'/u’// 2 p. i/
32CTOCYBAHHS JIKAPCHKOro 3acoby X5 O5 A0S F

JJUCTOK-BKJIAJJMII: IH®OPMAIIIA I KOPUCTYBAYIB

IMVHIH 600 MO
MOPOIIOK Ta PO3UMHHUK TS POIUHHY JUIS iH €Ki UM iHDy3iH
Maxrop Koaryiguii kposi moaunu 1X

YBaxHo o3HaliOMTeCH 3 JAHAMH, HABEJICHAMH B JIHCTKY-BKJIA/IHIII, 10 N0YATKY 3aCTOCYBAHHS
JIKAPCHKOro Mpenapary, Tak SK B HUX MICTHTbCs Bakausa A Bac indopmanis.

- 36epexiTh ue# nucTok-BKIaani. Moxxnuso, Bam 3HanoOuTHcs nepeunTaTy HOro 3HOBY.

- Ilpn BUHHKHEHHI MOJATBIIMX MUTAHDb CJ1iJ] 3BepHYTHCS 10 Bamoro nikaps ado ¢apmarnesTa.

- lle nikapcekuii 3acib npusHaueHo tineku BaM. He nepenasaiire ioro inmm. Lle Moxe im
HALIKO/IMTH, HABITH AKINO O3HAKH 3aXBOPIOBAHHS Y HHX 30iraloThcs 3 O3HaKaMH, AKi
criocrepiraiorses y Bac.

-V Bunmajky po3BHTKY noOiqHuX edekTiB 3BepHiThCS 10 Baworo nikaps abo dapmanesTa.
3BepraTucs cii i B pasi nobiyHMX eeKTiB, He BKA3AHHX B [ILOMY JIMCTKY-Biulaaui. Jlus.
Pospin 4:

Indopmanis, HaBeaena B JHCTKY-BKJIAAHITI

I1lo Taxe IMYHIH i aist 4oro BiH 3aCTOCOBYETHCS

I1lo Bam Heo6xigHO 3HaTH g0 mouaTKy 3actocyBaHHs IMYHIHY
Sx cnin 3acrocosyBatd IMYHIH

MosinBi nobivHi edextn

Sx cnin 36epiratu IMYHIH

BMmicT ynakoBk# i iHIIa iHopmManis

s Wb

1. IITo Take IMYHIH i n19 9oro BiH 3a¢TOCOBYETHCSH

IMYHIH — ue konuenTpar axropa koaryssuii kposi IX. Bin 3aminioe pakrop IX, axuii BincyTHii
abo He (pYHKIIIOHYE HaJIEXKHUM YMHOM npH reModiii B. N'emodinis B € cnaakoBuM. Nop’s3aHuMm 3i
CTATTIO. MOPYIIEHHAM KOATryJisllil KPOBi BHACIIIOK 3HMKEHHX piBHIB dakTopa [X. Ile npuseoauts 10
MACHBHUX KPOBOBMJIMBIB B CYIJIO0M, M 31 Ta BHYTPILIHI Opranu, 4ki BiadysaroTscs abo cioHTaHHO,
abo B pe3ynbTaTi BUNAAKOBHX TpaBM 4u onepauiil. 3actocyBannsa IMYHIHY aae smory Tumuacoso
BIZIKOPUTYBATH AeitmT (hakTOpa i 3HWKYE TEHEHILIO JI0 KPOBOTOUHBOCTI.

IMYHIH 3acTocoByeThC A4 JIKYBaHHA | MPOMPUIAKTUKH KPOBOTEY V MALIEHTIB 3 BPOKEHOIO
remodpiniero B.

IMVHIH noxa3sanwuii 1151 BCiX BIKOBHX IpyTl, BiJ AiTeH y BiLli cTapiie 6 pokiB A0 JOPOCIHX.
IcHye HeoCTaTHLO TaHUX, MO0 peKoMeHIyBaTH 3actocysanHs npenapary IMYHIH y niteit monoame
6 poKiB.

2. o Bam neobxinno 3uaTn A0 nouarky 3acrocyBanusa IMYHIHY

He caig 3actocoysats IMYHIH
e Slxkmo y Bac amepris Ha daktop koarymnsiii kposi mogunn [X abo Oyap-axuil 3 iHIIMX
IHTPEIIEHTIB LILOTO JIIKApCHKOTO 3aco0y (MepepaxoBaHi B po3aiti 6).
e Slximo y Bac craH, KU HA3UBAETHCA KOATYJIONATIS CHIOKHBAHHS (TAKOXK BIJOMUH 5K C Qﬂk
JMCEMIHOBAHOTO BHYTPIIHLOCY AMHHOTO 3ropTanHs ([IB3-cunapowm). Lle ctan, mwo 3arpos
61 /

HKUTTIO, TIPH AKOMY BiIOyBa€ThCs HAAMIpHE 3TOPTAHHS KPOBI 3 BHPAKEHHUM y‘rsopé}msm T‘pOM
B KDOBOHOCHMX CYJHWHAX.
e Jlkmoy Bac craw, skuii HasuBaeThes rimepdidopunoaizom. 1'1nepcb10pun0n13 rlp‘Hc _
3rOpTaHHS KPOBi 3HMKYETHLCS, TOMY IO BaX/TMBA PEYOBUHA 3rOPTaHHS KPOBI qm’ﬁp W 4, o]
PO3KJIAZIAEThHCS. %
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e Jlkmo y Bac BusiBiieHa anepris Ha renmapus abo y Bac BcTaHOBIEHE aHOMATBHE 3MEHIIEHHS YHCIIA
€PUTPOLMTIR, fKi OepyTs yuacTs Y popMyBaHHI 3ryCcTKiB KPOBI, 110 0OYMOBJIEHO BBEIEHHIM
renapuny (inAykoBana renapuHoOM TpombonuTonenis).

[Ticns BinmnosixHOro NikyBaHHs 1mx cradis, IMYHIH cin 3acTocoByBaTH JIMIIE Y pasi KpOBOTEY, 110
3arpOKYIOTh JKHTTIO.

OcobaBocTi 3acTocyBannd Ta 3anobixui 3axo1u
Iepen 3actocysanrsm IMYHIHY crix npokoHcyabTyBaTHCS 3 Bammm stikapem abo dapmanesTom

Konu eunurxaroms anepeivyni peaxyii:
IcHye pigKicHa MOXTHBICTB TOTO, 0 Y Bac MOXyTh BUHUKHYTH Cepiio3Ha, panToBa ajnepriyba
peakuis (anadinakTuusui peakuis) Ha IMYHIH.
Heraiino 3ynuniTs indy3iio Ta 38epHiThCH 10 JiKaps, skmo y Bac cnioctepiratorscs axi-HeOys 3
HACTYITHUX CAUMITOMIB. BoHH MOxyTh OyTH 03HaKaMu aHa()LIaKTHIHOTO WIOKY i BUMAraroTh
HeraifHoro HaJlaHHS HEBiIK/IAIHOI JOTIOMOTH.

*  TOYEPBOHIHHA IIKIpH

*  BHCHN

« ¢opmyBaHHS pyOLIB Ha WKipi (KPOIHB'SHKA)

*  cBepOix 10 BCHOMY TiITY

*  Habpsak ry6 i a3uka

*  yYTpYIHEHE IUXaHHS (3aIUIIKa)

*  TOpYLIEHHS BIMXaHHS i/a00 BUIMXAHHS Yepe3 3BY)KEHHS IUXaIbHUX [UIAXIB (XPHITH)

*  CTHCHEHHS B rpyasx

*  3arajJbHe He3Ty>KaHHS

*  3aaMOPOYEHHS

*  3HIKCHHS apTepiaJbHOrO THCKY

*  BTpaTa CBiZIOMOCTI

Konu nompibruit monimopunz:
B Bauw siikap 6yze nepesipsiti Baury kpoB peryJisipHo, 00 rapaHTyBaTH, L0 IOTOYHA 1034
BiTOBIAHA i mo Bama kpoB oTpuMye JJ0CTaTHIO KiUIbKICTh (pakTopa IX.
. Jlns Toro, mob po3mizHaTH MOXKIMBI yeKiaaHeHHs Baw nikap 6yae crexxuty 3a Bamu 3
0cOOIHBOIO peTenbHICTIO
o sxkuo Bu orpumyete Bucoki 1031 npenapaty IMYHIH;
o axkumo Bu cxwibHi 10 TpomMBo3y. B upbomy Bunaaky Bu Takox orpumacte Gisbin
HU3bKI piBHI akTopa IX, akTHBHOT pe4OBHHHM nipenapary IMYHIH.

Konu kpoeomeua npooogycyemsca:

° SIkiio kpoBoTeua He KoHTpomoeThes npenapatom IMYHIH, 6yas jacka, mosizomre npo ne
Bamoro nikaps neraiino. Y Bac, MOX/IHBO, PO3BHHYJIUCEH 1m‘161mpn 1o cbalc'ropa IX.
Iuribitopu no akropa [X npeacrasisioTs codO0 aHTHTLIA B KPOBI, AKi HEHTPaTI3yIOTh [0
daxropa IX. Ie 3nmwkye edextusHicTs npenapary IMYHIH B nikyBanHi kposoTted. Bam sikap
nposejie HeoOXiHi TeCTH, OO MiATBEPIUTH LE.

. IcHYE MOKTMBHI 3B'S30K Mi ITOSBOIO iHTi0iTOPIB 10 (hakTopa IX i anepridHuMu peakismy.
ITaujenTy 3 iHriGiTopamu 10 daxropa IX MOKYTh MaTH MiABANIEHHIH PU3HMK PANTTOBHX i BAXKKMX
anepriyHux peakuii (anadinakcir). Tomy mauieHTIiB, y SKHX PO3BHBAECTBCA ATEPrivdHa peakilis,
CITiJ MepeBipHTH Ha TIPUCYTHICTH iHribiTopa 10 dakropa IX.

Inghopmauin 3 6ezneku u{o00 MpaHcMiCHBHUX A2EHMIE
Ko nikapebki 3aco0M BUTOTOBJIEH] 3 JIIOACHKOT KPOBI 200 Mi1a3Myu BXKMBAIOTh MEBH
CTIPIMOBAHUX Ha 3aniobiranns nepesadi naientam indexuii. Jlo HUX BiTHOCATHCH: |

. peTeanuu Blalﬁlp ,J,OHDPIB KPOBI Ta rniiasmMm, mod TNepeKoHaTucHd, 1o ,.‘]CIHZ%
nepejaui indyextii BUKMOYeHi

/4
S TA




342

®  TeCTYBaHHS KOJKHOT MOPLIT i MyJIiB IU1a3MK Ha HAABHICTH O3HAK BipycHy/in(ekuii
& BKIIOYEHHS eTanis B 06po0ui KpoBi ado M1a3Mu, SKi MOXKYTh IHAKTUBYBATH 200 SHUIIUTH
BipyCH.

Hesparkarouu Ha 11 3aX0/1M, IPH BBEAEHHI JTIKAPCHKUX TIPEapaTiB, BUTOTOBIEHHX 3 KPoBi abo miasMu
TOMHH, HE MOYKHA [ITKOM BUKITIOYHTH MOMCTHBICTE Tiepedayi 30yaaukis indekuii. Lle Takox
CTOCYETHCS OYIb-SKHX HEBIZIOMMX ab0 HOBMX Ha CHOTOJIHI BIpYCIB Ta iHIUIMX TUIB iHDEKIIH.

3ax0/1M, 1110 BKHMBAIOTHCS, BBAKAIOTECH eDEKTUBHIMH 1118 00OJIOHKOBHX BIPYCIB, TAKHX SK BIpyC
imyHozedimuty mozusu (BIJT), sipyc remarury B i Bipyc rematuTy C, a Takox wis HCOO0JIOHKOBHX
BIpyCiB, TAKUX AK BipyC renatury A.

3ax0/1u, 110 BXKUBAKOTECS, MOKYTH MATH OOMEKEHY e)eKTUBHICTD MO0 HEOOONOHKOBHUX BipyCiB,
TaKMX Sk napeosipyc B19 [Bipyc, sxuii BUKIMKae NOUepBOHIHHEA WKipH (iHdekuilina eputema)).

Tudixysanns napsosipycom B19 moxe OyTu cepiiosnum ams BaritHux (iHdikyBaHHs mioaa) i
nauienTiB 3 iMyHoedhiuuToM ado sKi MarOTh €Ki BHIH aneMil (HanpukIal, CeproBHIHO-KIITHHHY
aHemi1o ab0 reMOoJIiTHYHY aHEMIIo).

Baw ikap Moke pekomeHyBaTH BaM po3risHyTH MUTaHHS MPOBEJEHHS BaKUMHAUIT BiJ rermaTuty A
i B sxuo By pery/ispHO/OBTOPHO 3aCTOCOBYETE NIPENapaTH 3 MIA3MH KPOBI JIFOIHHM.

r
HacTiliHO pekOMEHIY€EThCS 3aIMCyBaTH HA3BY i HOMep cepii mpenapary Hiopasy 1pH BBEIeHHi
nauienty npenapaty IMYHIH 3 MeTor0 BCTaHOBIIGHHS 3B SI3KY MiXK NAIliEHTOM i CEpi€io npenapary.

Jitn
€ He/IOCTaTHBO AHMX, 00 peKOMEHIyBaTH 3acTocyBaHHs npenapaty IMYHIH y nitedi mosnomme 6
POKIB.

Inmi gikapebki 3acoon i IMYHIH
IloBigomTe cBoro Jrikaps abo apmanesTa B pasi, skuo Bu npuiiMaere, HeaBHO npuitmany abo
MOBMHHI NpHitMaTH Oyab-sKi iHII JTikapebki 3aco0u.

Hemae nisknx BigomocTe# mpo B3aemosnito npernapary IMYHIH 3 inmmmy tikapcekuMu 3acobamy.

PepruabHicTh, TaKTANN | BArITHICTH
YacroTa 3aXBOPIOBAHb JKIHOK Ha reMo( 1o B yxe HH3bKa. 10MY Ha CbOTMOJHIMIHIA I€HE HEMAE

nocBiay 3actocyBanus npenapary IMYHIH BaritHum Ta skiHkam, ski roayiots rpyamo. Tak camo
Hemae J0cBiay mojao sy npenapaty IMYHIH na deptrmsHicTs.

Sxmo By BariTHi abo rogayeTe rpyamro, Mi03pIOETe BariTHICTh a00 IUIaHyeTe BAariTHICTb, 3BEPHITLCH
3a KOHCYNBTALi€r0 JIO CBOTO Jiikaps abo (papMalieBTa 10 MOYaTKy 3aCTOCYBaHHS JAaHOTO JIIKAPChKOTO

3aco0y. Bam nikap Bu3Haumth, uu Moxkete Bu 3actocosysatu npenapat IMYHIH nia uac BaritHOCTI
Ta TOJyBaHHS IPYIIO.

KepyBanasi TpAHCHOPTHAMHE 32c00aMH Ta YIPABJIIHHA MeXaHi3MamMHu
Higkux BrUIMBIB Ha KepyBaHHA TPAHCTIOPTHUMM 3acC00aMHU | yIIpaBliHHA MEXAHI3MaMH He
CHOCTEpIraaocs.

IMYHIH MicTHTB XJIOpH/ HATPIIO | IATPAT HATPIIO
IMVHIH 600 MO mictuts 20 Mr HaTpito Ha (UIaKoH (pO3paxyHKORA KUTBKICTE)

Lle cnin BpaxoByBaTH MaLieHTaM, siKi mepe0yBarOTh Ha HU3bKOHATPIEBIH TI€Ti.

3. Sk cain 3acrocosyBatu IMYHIH

S
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Barue nikyBaHHs MTOTPiOHO PO3MOYHHATH i1 KOHTPOJIEM JliKaps, SKMIA Ma€ A0CBI JIKYBaHHS
remodinii B.

Bam nikap BU3HAUMTH BiANOBiAHY 103y s Bac. Bin/BoHa pospaxye 103y BianosigHo a0 Bammx
KOHKpeTHHX noTpeb. Byap nacka, 3BepHITECS [0 CBOTO JIiKaps, SKIIO Y BaC € BpAKEHHS, O e(eKT Bia
npenapaty IMYHIH € 3anaaro cwisHiM abo 3aHanTo ciabkuM.

3actocyBaHHA Y AiTeH
IcHYe HEIOCTATHRO AaHMX, MO6 peKOMeHLyBaTH 3acTocyBanHs npenapaty IMYHIH y aiteit monozame
6 pokis.

MomniTopuHr JikapeMm

Bam nikap 6y/ie NpOBOAMTH BiATOBiAHi 1aGopaTOpHi aHaIi3K Hepe3 PeryspHi MPOMIKKH yacy, mob
nepexkoHaTHcs, mo y Bac e gqocratHs kitbkicTs dakropa IX B kpoBi. Lle 0cob1MBO BaXIHBO Y
BHIAIKY BEJIMKOI XipyprigHOi onepanii Mpy 3arpo3iuBi 11 )KUTTS KPOBOTEY.

IauienTH 3 po3BHTKOM iHridiTOpiB

SIKII0 He BAAETHCS JOCATTH OYIKYBaHOTO PiBHS akTHBHOCTI akTopa X y kposi abo aKkmio kpoBoTeya
He KOHTPOJIOETHCS TIPH 3aCTOCYBAHHI BiANOBIAHOT /1034 Npernapary, MOXKyTh OyTH NPUCYTHI
inri6itopu. Bam sikap npoBese BiANOBiAHI aHaIi3H, 106 BU3HAUNTH NPUCYTHICTD iHTIGITOPIB
daxropa IX. V pasi po3suTKy iHri6iTopa, MoTpibHO NPOKOHCYALTYBATHCS 3 (aXiBLIMH
Crieniani3oBaHoro HeHTpy reModinii.

Slkuo y Bac possunynucs inri6itopu pakropa IX, Bam Moxe 3Ha100MTHCS GibIa KUTLKICTD
npenapaty IMYHIH, mo6 3ynuauTé KpoBoTedy. SKIIO KpOBOTEHY HE MOKHA KOHTPOJIIOBATH HABITH
Toj1i, Bau nikap posriifHe ansTepHaTHBHMI npenapat. He ciiz 36u1buyBaTi 103yBaHHs npenapary
IMVYHIH 151 KOHTPOJIIO KpoBOTEdi 6€3 KOHCYJIBTALlT 3 JIIKapeM.

YacroTa 3acTOCYBaHHS
Bain nikap noscHuTs Bawm, sik 4acTo i B SKKX iHTepBanax ciij 3actocosysary npenapat IMYHIH. Bin
3po6uTs Le w1 Bac ocobucto, B 3anexnocTi Big Bamoi peakuii na npenapar IMYHIH.

Ilnsax ra/abo cnocib BBeAenHs
[Ipenapar IMYHIH noBiibHo BBOAATH Y BeHY (BHYTDIITHBOBEHHO) MIiC/Is MPUIOTYBaHHS PO3UHHY 33
JIOTIOMOTOI0 PO3YWHHHUKOM, KM JOTAETBCH.

IMYHIH He cJIiji 3MIiIIyBaTH 3 iHIIMMHU JIiIKAPChKMMH 3aC00aMH NEpPE/] 3acToCyBaHHsM. Lle Moxe
MIPUBECTH JI0 3HMKEeHHS e(peKTUBHOCTI 1 Heanexu npenapary.

Byzp nacka, peTebHO ZOTPUMYHTECh BKA3iBOK JTiKaps.

11IBMakicTs BBEEHHS 3a1€XKUTh Big Baioro pisas kom(opTy i He MOBHHHA NEPEBHIYBATH 2 MJI B
XBUJIUHY.

¢ BuxopucToByiite sme Habip [Wis BHYTPIlIHBOBEHHOTO BBEJIEHHS, IO BXOHUTH Y KOMIUIEKT.
TLUIBKHM ofaHui Habip aaMinicTpyBaHHs. SIKIIO BUKOPHCTOBYIOThCS iHIII HabopH s
in'exuitt, IMYHIH moxe IPHIHAITHYTH 10 BHYTPIlIHBOT HaCTHHY iH(DY3iiHOro Habopy, 1o
MOKe TPUBECTH [I0 HEMPABHIILHOTO 103yBaAHHS.

e Sxmo Bu Takox npuiiMaeTe iHIIi JTIKapchKi 3ac00M HUISXOM BEHO3HOT Ka'rerepmauu uen
MIPUCTPiil BEHO3HOTO JOCTYITY HEOOXiAHO IPOMUTH BIIMOBIIHHM PO3UHHOM, HANP! -
(bi310T0TIYHUM COTBOBUM PO3YHHOM, A0 i micas sBeaenHs IMYHIHY.

o [Ipenapar IMYHIH cnig po3uuHuTH JH1Ie Ge3nocepeHbO Nepel BBEACHH

CJIiJI BAKOpPUCTATH HeraifHo. (PO34MH HE MICTUTH KOHCEPBAHTIB).

Pozunn s i elcum npo3opHH aﬁo 371€rka MOIOHHOTO KOJIBOPY (onanecue

ﬁ._\»
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e  VrunisyiiTe HEBUKOPHCTAHHI PO3UMHEHHI Npenapar BiANOBIIHUM YHHOM.

Po34HHEHHS NOPOWIKY A8 NMPHTOTYBAHHS PO3UHNY A48 in’exnii
TMocTapaiiTech MPUrOTYBaTH PO3YMH B YMOBAX THCTOTH TA CTEPHIBHOCTI, HACKUIBKH Lie MOXJIIMBO!

1. Harpiiite HeBimxpuTHii GnakoH 3 pO3HWHHUKOM (CTEPHIBHOIO BOAOFO IS iH €KLM) 10 KIMAATHOT
Temneparypi (e Oitbme 37°C).

2. 3HIMITb 3aXMCHi KOBIAYKH 3 (D/IAKOHA 3 MOPOLIKOM | (h/IAKOHA 3 POZUMHHUKOM (pHc. A) i
nponesindikyite ryMoBi npoSku 000X (IaKOHIB.

3. 3HiMITh 3aXMCHE TIOKPHTTA 3 OJHOTO KiHUSA TOJKU-TIEPEXIIHMKA, L0 BXOIHTh Y KOMILIEKT,
MOBEPTAIOYH i MOTATYIOUH 11, BiabHMI1 KiHELb TOAKH BBEITH B TyMOBY NpoOKy ¢rakona 3
po3uuHHMKOM (pHc. b i B).

4. 3HIMITh 3aXHCHE TIOKPHTTS 3 IHIIOrO KiHLs TOJKHU-TIEPEXiHUAKA, HE TOPKAIOYHCH BIIIKPHTOTO
KiHIIA.

5. TlepeBepHiTh (1aKOH 3 PO3UHHHHKOM HAL (PIAKOHOM 3 TTOPOIIKOM, BBEIITh BUTbHUH KiHEIb
roJiku B teit hnakoH wepes rymoBy npooky duiakona 3 nopotkom (puc. I'). Posunnnank Gyae
nepeTikati y IakoH 3 TIOPOLIKOM il 1i€l0 BaKyyMy.

6. Po3’eqmacTe (hnakoHM, BUIHSBIIM FOJIKY-TIEPEXiIHNK 3 (iakoHa 3 opomikom (puc. I). 3nerka
cTpyciTh ab0 MOKPYTITH (HIAKOH 3 MOPOIIKOM Uit TPUCKOPEHHS POZUMHEHH.

7. Tlicas MOBHOTO PO3UMHEHHS MOPOLIKY BBEAITh Y (hIaKOH TIOBITPOBiABiARY romky (puc. 1), o
BXOJINTH Y KOMILIEKT, /IS BUIAJACHHA MiHU. BUHiMITE NOBITPOBIABIAHY TOJIKY.

In’exnist/indy3is:

TocTapaiiTech PUrOTYBATH PO3YHH B YMOBAX YHCTOTH Ta CTEPUITBHOCTI, HACKIIIBKH L€ MOXJITHBO!

1. 3HiMiTh 3aXMCHY YMAKOBKY 3 rO/KU-(ibTpa. IO BXOAUTH Y KOMILIEKT, MOBEPTAKOUH i NOTATYIOUH
i, i HACAZITE TOJIKY HA CTePWIBHHI oaHopasomii wnpui, Habepits poswnn y mmpu (puc. E).

2. Bin’ennaiite rosxy-(uUITp BLI MIPULA | HOBUILHO BBE1ITh PO3YUH BHYTPIIIHBOBEHHO
(MakcHMAITBHA IIBK/KICTB 1H' €KL 2 MJI/XB) 32 10TIOMOT OO iH(Y3iliHOro Habopy, 10 BXOAUTE Y
KOMIUIEKT (200 0JHOPA30BOI TOJIKH, IO BXOAHUTH ¥ KOMILIEKT).

Tpw mpoBe e iHbY3iT ¢/1il BUKOPHCTOBYBATH OIHOPA30BHIA HAGIp 11 iHQY3ii 3 BIAMOBIAHKUM
biTbTpOM.

Puc.A  Puc.B Puc.C Puc.D Puc.E PucF Puc.G

TpuBajicTs JiKyBaHHS
3a3suuaii noTpiGHe moBiuHe nikyBanHs npenaparom IMYHIH.

Slxkmo Bu orpumann go3y IMYHIHY, mo nepeBuniye peKoOMeHA0BaHy
Bymb nacka, nmosizomre npo ue Bamoro sikaps. He 6y/10 HIAKHX 10BiZOMJIEHD PO CHMIITOMH Yepes

NepeIo3yBaHHs.
"“===-..
Slxmo Bu 3a6ysmm 3actocysarn IMYHIH / SN
+  He cnin npuitMaTi nojsiiHy 103y, 1106 KOMIIEHCYBaTH 3a0yTy 103Y. /f £l N
« IlepexoasTe 10 HACTYITHOTO 3aCTOC}’BaHHH HeraiHo i MpOJOBKYHTE uepes PEI'y l,npommcx A ",f;

qacy BUIMOBIZHO 10 pekomelmau,m Baoro J'IIKapH

Sikmo Bu npununsiere 3acrocyBanns IMYHIHY

/1
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He nipuiimaiite pimenHs npo npunuHeHns 3actocyBanns IMYHIHY 6e3 xoncynsTauii 3 Bammm
JIKapeM.

Sxmo y Bac € gKi-HeGy/ab 101aTKOBI MUTAHHA 1I0/I0 3aCTOCYBAaHHSA [IaHOTO MPENapary, 3BepHiTbCs 10
Bamoro mikaps abo ¢apmariesra.

4. Mozxnusi nodiuni epexrn

Sk i Bel stikapebki 3aco0u, Le 3acid MOXke BHKJIMKATH NOOIUHI e()eKTH, X04a 1 He Y KOXKHOI0 naljieHTa.

SIKmo BHHHKAKTH HACTYIHI cepiio3Hi nodiuHi edexTn, Bam ciix 3gepuyrnes 3a
HEBIIKJIA/IHOI0 MeIHIHOIO JONOMOT010
+ HeDesneyHa anepriyna peakuis (anadinakTHuHa peakiis). 3yMuHITL iHY31i0 o1pasy x
Ta HeraiHo 3BepHiThes 0 Bamoro sikaps, skmo Bu BiqayBaere ski-HeOyan 3 HACTYITHHX
cumnTomiB. BysTe ocobnBo obepesxHi, sxio Baur slikap BUSBHB iHTiGITOPH B KPOBI.
*  TIO4YEPBOHIHHS MIKipU
¢ BHCHT
* (¢opmyBaHHA pyOlIB Ha WIKipi (KPONMB'THKA)
*  CcBepOikK MO BCHOMY TLTY
* Habpsk ry6 i s3uka
*  YTpYJHEHe AUXaHHS (3aquIlKa)
*  [OpYILIEHHS BIMXaHHS i/ab0 BUAMXaHHSA Yepes 3BYKEHHSA AUXATbHHUX IUISIXIB (XPHITH)
*  CTHUCHEHHS B Ipyasx
*  3arajibHe He3/Iy’KaHHS
*  3anaMopoYeHHd
*  3HWKEHHS apTepiaTbHOrO TUCKY
*  BTpaTa CBIJIOMOCTI
*  panToBo BinOyBaeThCs HAOPSK IKipH a00 cNU30BHX 000/I0HOK 3 ab0 6e3 TPYAHOLLIB NPH
KOBTaHHI ab0 auxaHHi (AHTIOHEBPOTHYHUN HaOPAK)
*  YTBOPEHHS 3ryCTKiB KPOBi B IPIOHMX KPOBOHOCHHX CY/IMH TI0 BCbOMY TiTy (CHHAPOM
JIMCEMIHOBAHOrO BHYTPILIHBOCYIWHHOrO 3ropTtanus ([IB3-cunapom))
*  cepueBuii Hanaz (iHdapkT Miokap/a)
*  TpHCKOpeHe cepueOUTTS (Taxikapis)
*  3HIDKEHHS apTepiaJbHOro THCKY (rinoTeH3is)
*  3rYCTKH KpoRi (TpoMBoemboris)
*  3aKyNnopka Cy[AMHM Yepes 3ryCTOK KpOBi (HarmpukiIaz, JereHesa eM0ois, BeHO3HHH
TpoMmO0O03, apTepianbHuii TPOMO03, TPOMO03 1epedpaTbHUX apTepiif)
*  TIPUIUTMBH
*  TOpYWIEHHS BAWXaHHA 1/a60 BUANXaHHSA Yepe3 3BY)KEHHS JUXAITbHUX HUIAXIB (XpHIH)
*  YTPYJHEHHS AWXaHHA (3aHIIKA)
*  TIEBHE 3aXBOPIOBAHHS HUPOK 3 TAKMMHU CUMMTOMAMH, K HaOpsK MOBiK, 0OITHYHS 1 HHMKHIX
KiHIIIBOK 3i 301IbLIIEHHAM Bary i BTpaToro Oiyka 3 ceyelo (HepOoTHUHMIA CHHIPOM)

Sxmo Bam nikap BusBUB iHTiOIiTOPH B KpoBi B MOKeTe 0cOOMMBO pU3HMKYBAaTH OTPUMATH CTaH,
SKHH HA3MBAEThCS CHPOBATKOBOIO XBOPOH0I0. 3yNUHITE iH(DY3iI0 0Apasy K Ta HEraiHo
3BepHiThCA 10 Bamoro nikaps, skmo Bu BigdyBaere ski-HeOy/Ib 3 HACTYTIHHX CHMIITOMIB.

*  BHCHI

*  cBepODK

* Oosi B cyrnobax (aprpanrii), ocOOIMBO B TTANBIAX PYK i HIT

*  JTMXOMaHKa

»  nalyxaHHs nimdaTuuHux By31iB (TiMdageHonaris)

*  3HWKEHHS apTepiabHOrO THCKY (TiMoTeH3is)

» 30inbinena cenesinka (CruieHoMerasnis)

Inmi nobiuni edpexTn
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Iobiuni edhexTH 3 HEUACTOIO YACTOTOI0 BHHHKHeHHS (MOKyTh BUHAKATH ¥ 1 3i 100 s1r07ei)
*  mofpa3HeHHS ropJa i 6u1k B ropii Ta kamens (Cyxuii)
*  BUCHII i cBepODK (IIPYpHT)
» JluxomaHka (rineprepmis)

Tobiuni edextH 3 HeBiZOMOIO 9acTOTON (He MOKe OyTH ONiHEHA 32 HASBHUMH JAHHMH)
*  TONOBHMH OLIbL
*  Hecnoki
*  [IOKOJIIOBaHHA
*  BIiOUYyTTH He3AyxaHHH (Hy[0Ta)
*  OmoBaHHA
*  KPOMNHB'SHKA Ha BChOMY TUIi (KPOTIMB'AHKA)
+  03HOD
*  peakuii rinepuyTaMBOCTI
*  meviHHS i rocTpuii 61k B Micwi iH'exuii
*  Jerapris
*  MPUIUIUBH
*  CTHCHEHH: B Ipyasx

Hacrtynni no6iuni edexTn cnocTepiraincs 3 mpenaparaMi Ti€l K rpynHu npenaparis:
AHomanbHe abo 3MeHINeHe BiguyTTs (napecTesis)

3giTHicTH Npo nobiuni edpexTn:

Slkio y Bac BUHUKIM Oyab-saki nobiuni edexTH, 3BepHITLCS 10 cBOrO jikap#. Lle Bkmouae B cebe
Oyap-sKi MOMUIUBI MOOIYHI e(eKTH, HE NepepaxoBaHi B IbOMY JIMCTKY-BKJIAAMULY.

L

Bu Takox MoxeTe TOBiIOMISTH IEHY CHCTEM

'HOCTI, BITIOYCHY, B atky- V. [3ar [Toizomstoun
nipo nobiuni edexkrr Bu MoxkeTe JonoMorTu Hagaty Ginkine iHdopmatii mpo 6e3nexy HBOro
JIKapChKOro 3acoby.

5. Sk cain 36epirata IMYHIH
36epiraiiTe 1e# JTiKapchKUH 3aci0 B HEIOCTYITHOMY LTS JIITEH MicCi.

He zacTtocosyiite ueii nikapchkuii 3acib micns 3akiHUeHHS TEPMIHY MMPUIATHOCTI, 3a3HAYEHOT0 Ha
eTHKeTL i yrakoBLi. TepMiH NpHUAATHOCTI 3aBEPUIYETHCA B OCTaHHIH J€Hb 3a3HAYEHOI0 MiCSIIS.

30epirat B XonoawibHUKY (npu Temrepartypi 2°C - 8°C). He 3amopoxyBaty.
36epiraTi (pnakoH y 30BHINIHIH KOpoOLi, 06 3aXUCTHTH Bif CBITJIA.

V 3a3naveHomy Tepmini npuaatHocti npenapat IMYHIH mosxe 30epiratucs npu KiMHATHIHN
temrieparypi (10 25°C). Omnak ne obMexyeTbes TUIBKH 3 MiCSLIIMH. 3aMKCcaTH NMOYaToK i KiHelb
30epiraHHs NpH KiMHaTHIH TeMmniepartypi (10 25°C) Ha ynakoBui npenaparty. Bu nosunHi
sukopuctatd IMYHIH nporsirom mux Tphox micsi. Slkuio Bam He moTpiOHui nikapchKuii
3acib, #oro ciij yTuni3yBaTH Iicas Toro, Sk MuHyJo 3 micsui. He cmin 36epiraty IMYHIH B
XONOAMIBHHKY 3HOBY.

He BukuaaTi Oyab-aKi Jikapcebki 3aco00M B kaHami3auilo abo sk moOyToBi BiAX0au. 3BepHIThCS O
V-

(hapmalieBTa 3a 10paiolo, AK CIijl YTHII3yBaTH Jlikapcekuid 3aci0, sike Bu Ginbiie He BUKOpH
L1i 3aX011 CIPUATHMYTH 3aXHCTY HABKOJIMIIHLOIO CepeIOBHIIA.

6. BwmicT ynakoBkH i inina indopmanis

le micrars IMYHIH
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IMopomok

e Jlilo4Wo0 pedyoBHHOKW € dakrop koaryiasuii kposi moausu IX. 1 (GaakoH 3 MOpomKoM s
NIPUTOTYBaHHS PO3YMHY IS iH'EKUiH MicTHTh HOMIHATBEHO 600 MO dakTopa koarynguii KpoBi
momuau IX.

e | ma posuuHy MicTMTh npubmuzHo 120 MO dakropa koarynauii kpoBi srogunu IX, micns
BiZTHOBJICHHS 3 5 MJI CTEPHITI30BAHOT BOAM 18 iH'€KLIiH.

¢ [HMMMM IHrpeJIEHTAMM € HATPIIO XJIOPHJ Ta HATPIlO LIUTPaT.

PozuunnamMK
®  CTepWIi30BaHa BOJA JUIS iH e€KIi

SAx IMYHIH Barasgae i BMicT yNakoBKH

IMVYHIH sBnse co6oro 6inmii a6o CBIT/IO-KOBTHIA MOPOLIOK 1l MPUTOTYBaHHS PO34YMHY A 1H'EKIIIH.
ITicns BiTHOBNEHHS 3 PO3YHHHMKOM (CTEPHITI30BAHOT BOJM VIS iH'€KIIiH) pO34MH Mpo30pHuii abo 3rnerka
MOJIOYHOTO KOJILOpY (omasiecuieHTHUI). SIkio BUsBIIeHI TBepi yacTHHKY a0o 3HebaprieHHs abo
NMOMYTHiHHS, Oyab Nacka, He BAKOPHCTOBYHTE Mperapar, ane 3B'sHkKiThed 3 BIIAUIOM 3

obciyroByBaHHs KJIEHTIB KoMnaHii «bakctepy.

Po3mip ynakoskn: 1 x 600 MO

Koxna ynakoBka micturs: - | ¢uakon 3 npenapatrom IMYHIH 600 MO
- | ¢akoH 3 5 MJ1 CTEpHUITI30BaHOT BOAM [U1d iH'€KLIH
- | ronky-nepexiaHuk
- | nosiTponposigny roska
- | ronxy-inbTp
- | ogHOpa3oBYy roJiky
- | onHopasosuit mmpu (5 M)
- 1 indyzilinuii HaGip

Baacuuk peecrpaniiinoro cBizonTsa Ta BHpoOHAK

BnacHuk peecTpalliiHOro CBiIoLTRA
3anoBHIOETHCS HAa HAL[IOHAIBHOMY PiBHI

BupobHuK

bakctep Al
Ingycrpiwpacce 67
A-1221 Bigeus, Asctpis/
Baxter AG
Industriestrasse 67
A-1221 Vienna, Austria

Homep peecTpaniiinoro cBizonTea: 3anoBHIOETHCS HA HAILlIOHATTEHOMY PiBHI

i nikapebkmii 3acid 3apeecTpoBaHni B Jep:kaBax-uieHax €Bponeiicbkol eKOROMIUHOT 30HH
0l TAKHMH HA3BaMH:

Asctpis: ImyHin 600 LE. — Pulver und Lésungsmittel zur Herstellung einer Injektionslosung
Bonrapis: Imynin 600 MO

Yecpka Pecrybaika: Imynin 600 MO
Ecronisi: ImyHiH y /A
Himeuunna: Imynin 600 I:E | /
Itanis: Fixnove i[z U
Jatsis: Imynin 600 SV pulveris un $kidinatajs injekciju vai infuziju skiduma pagatéi}\(&i}ﬁna-'t'

h "o

NG




348

Jlutsa: Imynin 600 TV milteliai ir tirpiklis injeciniam tirpalui
Hinepnanmu: IMmynin

Hopsgeris: Imynin 600 MO

IMonsma: Imynin 600 MO

Hopryranis: Imynin 600 MO

Pymynis: Imynin 600 MO

Cnosauunna: Imynin 600 MO

Crnosenis: Imynin 600 MO

Ienawnis: Imynin 600 MO

Hleeuis: Imynin 600 MO

Ileii iucTOK-BRIAANI OCTAHAIH pa3 nepernsaascs 8 MM/PPPP

[3anosnioemuca na nayionansHomy pieHi]

Hacrynna indopmanis npa3navyena TLILKH Ans GaxiBuiB y rajay3i 0Xoponu 310pos's:
Ho3yBanns Ta cnocib 3acrocysanns

JlikyBaHHS MOTPIGHO PO3NOUMHATH Ml KOHTPOJIEM JiKAPS, SKUH Ma€ JOCBI JiKyBaHHS reModiii.

ﬂO3yBaHHH

JlosyBakHs | TpUBaTICTB 3aMiCHOT Tepanii 3aiexkaTs BiJl cTyneHs HenocTaTHocTi dakropa IX,
JIOKasTi3auii i INTEHCUBHOCTI KPOBOTEYI, @ TAKOK KJIIHIYHOTO CTaHY XBOPOTO.

KinskicTs ouanim daktopa IX, O BBOAUTECS, BUPAKAETHCH B MIKHAPOIHUX OJWHULTX (MO), ski
TOB’s3aHi 3 YMHHUM cTanaapToM BOO3 s npenaparie dakropa IX. Axtusricts daktopa [X v
TUTa3sMi BUpaka€eThes abo y BicoTKax (BiZHOCHO HOPMAIBHOT TIOCHKOT T1a3MH), a0 B MIKHAPOIHHX
OAMHULAX (BiHOCHO MIXKHAPOJHOTO CTAHAAPTY LTS KOHUEHTpATIB (haktopa 1X B rutasmi).

Onna mikrapoana ogunuus (MO) akTuBHOCTI (akTopa 1X ekBiBanenTHa KinbkocTi paktopa IX B
1 M1 HOpMANTBLHOT TIO/ICEKOT TUTA3MH.

Jlixyeanua npu neobxionocmi

Pospaxynok notpibroi 1031 hakropa IX 34iHCHIOETECS Ha OCHOBI EMITIPUYHO BUSBIICHOT 3a/1€KHOCTI,
mo | MikrapoaHa oauumus (MO) daxropa IX Ha | kr Macu Tina 36inbiye axtusHicTs dakropa IX B
ruiasmi npudin3HO Ha 1,1 % HOPMALHOT AKTHBHOCTI Y TIALIEHTIB BikOM Bia 12 pokis.

[loTpiGna 1032 BU3HAUAETLCA 3@ TAKOK HOPMYJIOIO:

IoTpibua KinbkicTs oxMHMIEL = Maca Tina (kr) X 6axane 36iabmenns pakropa IX (%) (MO/mr)
x 0,9

KimskicTs npenapary, 1110 Mae BBOAMTHCS, | YaCTOTA BBEIGHHS 3aBKAM MOBHHHI BH3HAYATHCS

IUTIHIYHOO e(heKTHBHICTIO Y KO)KHOMY KOHKpEeTHOMY BUTanky. IIpenapaty dakropa IX piaxo

MoTPiOHO BBOIUTH GisibLe OJHOTO pasy Ha JEHb.

Y pasi nosiB¥ HACTYMHMX eMi30/1iB KPOBOTEH aKTHBHICTH (hakTopa IX He MOBHHHA OMYCKATHCS HHKUE

3a/1aHOTO PIBHA aKTHBHOCTI B T11asMi (y % Bix HopmasHOTo piBHs a6o MO/a1) y BiamosiaHomy

nepioi.

Hactynmy Tabamino MoxkHa BHKOPHCTOBYBATH SIK iHCTPYKITIIO 3 BUOOPY 103 1Py Kp?

XipyprivHuX onepauisx: f 2f
flef"s

Cryninbs kpoBoTteui/ IMoTpi6nnii pisens Yacrora BB&,’IEII!IFE;EE? (fonunt
THII Xipypriunol taxropa IX (v % Bin TPHBATICTH Tepa!lj Tt
onepanii HOPMAJILHOTO piBHA) AN




(MO/an)
KposoTteua
Panniii remapTpos, 20-40 IToeTopioiite iHby3iT koxkHI 24 TOAMHNA
M’530Ba KpoBoTeua abo TIPOTATOM He MeHIle | 100U, Noku He
KpPOBOTEYa B POTOBii NIPUITHHUTBCS KpoBoTeya (npo 1o Gyae
MOPOKHUHI cBinuuTH rnocsabnieHns 6omo) abo ve oyae
JOCSTHYTO 3aroloBaHHs.
Binbuimii remaprpos, 30-60 ITosTopro#ite iHy3iT KOXKHI 24 roauHu
M’30Ba KpoBoTeda abo npotarom 3-4 auiB abo GinkIe, MOKU He
remaroma Oyne ycyHenuii Oiab uu roctpa
HE[li€37aTHICTb.
3arpossiuBa s JKATTS 60-100 TMosTopioiite iHdy3iT koxni 8-24 rogunu,
KpoBOTEYA NOKM He Oy/1e YCYHEHa 3arpo3a JUis JKHTTS.
Xipypriuna onepanis
Masia onepauisi, 30-60 Kosksi 24 rogunu nporsarom He menme |
BKTIOYAOYH BHUIAICHHS 2100, MOKH He Oy/e I0CATHYTO
3yba 3arOIOBAHHSL.
Bemmka onepauis 80-100 IMosToprotiTe in’exuii koxHi 8-24 roauHM,
(mepex onepartiero i micyis | MOKH He Oyjie JOCATHYTO aeKBaTHe
onepatii) 3arolOBaHHA PaHy, I'li(‘:J'[H 4010 no*rpit')Ho.
IPOOBKYBATH TEPariio He MeHLue 7 JHIB
I3 MiATPUMaHHS akTHBHOCTI hakropa [X
Ha piBai 30-60%.

IIpoghinaxmuxa

s noBroTpuBasoi npoiIaAKTHKH KPOBOTEY y MALIIEHTIB 3 TSIKKOIO hopMoIo reMo(inii B 3a3suuaii
npu3Ha4aoTs 1034 Bi 20 1o 40 MO daxropy IX /kr MacH Tina 3 iHTEpBaNIOM BBEIEHHS Bil 3-X 10
4-x n1ib.

IHozi, 0cO6MBO MOIOTMM TIALIIEHTAM, MOXKYTh OyTH HEOOXIIHI KOPOTII IHTEPBAIY MiXK BBEICHHIMH
abo OLTBIN BUCOKI JI03H.

V xoni nikyBaHHS pEKOMEHTYEThCS BU3HAYMTH piBHi (hakTopa IX B ruasmi i BAKOPUCTOBYBATH 1X
3HAYEHHS NPH BU3HAYEHHI MOTPiOHOT N03WM i HacTOTH MORTOPHUX iH(Yz2iil. 3okpema, y punagky
BEJIMKOI Xipyprignoi oneparlii 060B’13k0BO MOTPiGHO TOYHO KOHTPOIIOBATH 3aMiCHY Tepaniro 3a
JIOTIOMOT 00 aHaTi3y koarynsuii (akTuBHOCTI akropa IX y rurasmi). Pi3Hi nauieHT™ MOXyTh MaTH
Pi3Hy BianoBiae Ha daxrop IX, mocsraoum pi3HUX PiBHIB BIIHOBICHHS i1 ViVo | IeMOHCTPYIOUH pisHi
piBHI HaITiBBHBE/IEHHS.

Juraua nomynsiis

Ha ocHOBi HasBHMX KJIIHIYHMX JaHMX PeKOMEHJAUis M0 JO3YBAHHIO LIS TEJIaTPHYHMX MAII€HTIB,
moxe 6yTH 3pobrieHa g nauieHTiB cTapine 12 pokis. V BikoBii rpymi Big 6 pokis 10 12 pokis HasBHi
KJIIHIYHI JaHi He € I0CTaTHIMY U1 3a0e3MeueHHs peKOMEeHIallii 010 103yBaHHA.

Heobaxkani edextn
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Oco0JMBa rpyma naiieHTis

3acrocyeanns npenapaty IMYHIH nocnipkyBanocs y neaiaTpuuHii rpymi namie
B. be3snexa Gyna noziGHa 10 6e3neku y 0pocInx, aki 3actocoBysany IMYHIH.
3acrocyBanns npenapaty IMYHIH nociimkyBanocs y ABOX CIIOCTEPEKHMX A0CTI
6 pokis i manienTiB Big 0 10 64 pokiB 3 remodimieto B, BignosigHo. Besnexa y mitei
noaibHoIo 10 Oe3neky y AiTel crapiue 6 POKIB i JOPOCIHX, AKi 3aCTOCOBYBanu IMY
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SUMMARY OF PRODUCT CHARACTERISTICS

| 1 NAME OF THE MEDICINAL PRODUCT

IMMUNINE 600 TU powder and solvent for solution for injection or infusion

2. QUALITATIVE AND QUANTITATIVE COMPOSITION

Active substance: human coagulation factor IX

Each vial with powder for solution for injection contains nominally 600 IU human coagulation factor
IX.

1 ml of solution of IMMUNINE contains approximately 120 TU/ml human coagulation factor IX, after
reconstitution with 5 ml of Sterilised Water for injections.

The FIX potency (IU) is determined using the European Pharmacopoeia one-stage clotting test.
Produced from the plasma of human donors.
The specific activity of IMMUNINE is not less than 50 TU Factor IX / mg protein.

For the full list of excipients, see 6.1.

3. PHARMACEUTICAL FORM

Powder and solvent for solution for injection or infusion.
White or pale yellow lyophilised powder or friable solid.

4. CLINICAL PARTICULARS
4.1 Therapeutic indications

Treatment and prophylaxis of bleeding in patients with hemophilia B (congenital factor IX
deficiency).

IMMUNINE is indicated for all age groups from children older than 6 years to adults.
There is insufficient data to recommend the use of IMMUNINE in children less than 6 years of age.

4.2 Posology and method of administration

Treatment should be initiated under the supervision of a physician experienced in the treatment of
hemophilia.

Posology
The dose and duration of the substitution therapy depend on the severity of the factor IX deficiency,

the location and extent of bleeding and on the patient's clinical condition.

The number of units of factor IX administered is expressed in International Units (IU),AwT_i/iéh _are
related to the current WHO standard for factor IX products. Factor IX activity in plasma/is-expresse
either as a percentage (relative to normal human plasma) or in International Units (.‘
international standard for factor IX concentrates in plasma). /
One International Unit (IU) of factor IX activity is equivalent to that quantity of factor IX:i
normal human plasma. :

%
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On demand treatment

The calculation of the required dosage of factor IX is based on the empirical finding that 1
International Unit (TU) factor IX per kg body weight raises the plasma factor IX activity by 1.1% of
normal activity in patients 12 years and older.

The required dose is determined using the following formula:

Required units = body weight (kg) x desired factor IX rise (%) (IU/dl) x 0.9

The amount to be administered and the frequency of administration should always be oriented to the
clinical effectiveness in the individual case. Factor IX products rarely require to be administered more
than once daily.

In the case of the following hemorrhagic events, the factor IX activity should not fall below the given
plasma activity level (in % of normal or in IU/dl) in the corresponding period.

The following table can be used to guide dosing in bleeding episodes and surgery:

Degree of hemorrhage/ Factor IX level required Frequency of doses (hours)/
Type of surgical procedure (% of normal) (IU/dI) Duration of therapy (days)
Hemorrhage

Early hemarthrosis, muscle 20-40 Repeat every 24 hours. At least
bleeding or oral bleeding 1 day, until the bleeding episode

as indicated by pain is resolved
or healing is achieved.

More extensive hemarthrosis, 30-60 Repeat infusion every 24 hours
muscle bleeding or hematoma for 3—4 days or more until pain
and acute disability are resolved.
Life-threatening hemorrhages 60-100 Repeat infusion every 8 to 24
hours until threat is resolved.
Surgery
Minor 30-60 Every 24 hours, at least | day,
including tooth extraction until healing is achieved.
Major surgery 80-100 Repeat infusion every 8-24
(pre- and postoperative) hours until adequate wound
healing, then therapy for at least
another 7 days to maintain a FIX
activity of 30% to 60%.
Prophylaxis

For long-term prophylaxis against bleeding in patients with severe hemophilia B, the usual doses are
20 to 40 IU of factor IX/kg body weight at intervals of 3 to 4 days.

In some cases, especially in younger patients, shorter dosage intervals or higher doses may be
necessary.

interventions in particular, precise monitoring of the substitution therapy by means,
analysis (plasma Factor IX activity) is indispensable. Individual patients may vary in
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Paediatric population
Available paediatric data is described in Section “4.8 Undesirable effects” under the new subsection

“Special population™ and in section “5.2 Pharmacokinetic properties”.

Based on available clinical data recommendation on a posology for paediatric patients can be made for
patients older than 12 years. In the age group 6 years to 12 years the available clinical data are not
sufficient for providing a dosage recommendation.

Method of administration
Intravenous use. It is recommended not to administer more than 2 ml per minute.
For instructions on reconstitution of the medicinal product before administration, see section 6.6.

43 Contraindications
e Hypersensitivity to the active substance or to any of the excipients.
e Disseminated intravascular coagulation (DIC) and/or hyperfibrinolysis.
¢ Known allergy to heparin or history of heparin induced thrombocytopenia

Once these conditions have been checked through adequate treatment, IMMUNINE should only be
administered to treat life-threatening bleeding.

4.4 Special warnings and precautions for use

Hypersensitivity
Allergic type hypersensitivity reactions are possible with IMMUNINE. The product contains traces of

human proteins other than factor IX.

If symptoms of hypersensitivity occur patients should be advised to discontinue use of the product
immediately and contact their physician.

Patients and/or their caregivers should be informed of the early signs of hypersensitivity reactions
including hives, generalised urticaria, tightness of the chest, wheezing, hypotension, and anaphylaxis.
In case of shock, the current medical standards for shock treatment should be observed.

Inhibitors

After repeated treatment with human coagulation factor IX products, patients should be monitored for
the development of neutralising antibodies (inhibitors) that should be quantified in Bethesda Units
(BU) using appropriate biological testing.

If the expected factor IX activity plasma levels are not attained, or if bleeding is not controlled with an
appropriate dose, an assay should be performed to determine if a factor IX inhibitor is present. In
patients with high levels of inhibitor, factor IX therapy may not be effective and other therapeutic
options should be considered. Management of such patients should be directed by physicians with
experience in the care of patients with hemophilia and therefore a specialised haemophilia center
should be contacted.

There have been reports in the literature showing an association between the occurrence of a factor IX
inhibitor and allergic reactions. Therefore patients experiencing allergic reactions should be evaluated
for the presence of an inhibitor. It should be noted that patients with factor IX inhibitors might be at an
increased risk of anaphylaxis with subsequent challenge with factor IX.

Because of the risk of allergic reactions with factor IX products, the initial administrations of factor '?_
should according to the treating physician’s judgement be performed under medical obse
proper medical care for allergic reactions could be provided.

Thromboembolism. DIC. Fibrinolysis

260
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Since the use of factor IX complex concentrates has historically been associated with the development
of thromboembolic complications, the risk being higher in low purity preparations, the use of factor
IX-containing products may be potentially hazardous in patients with signs of fibrinolysis and in
patients with disseminated intravascular coagulation (DIC).

Because of the potential risk of thrombotic complications, clinical surveillance for early signs of
thrombotic and consumptive coagulopathy should be initiated with appropriate biological testing when
administering this product to patients with liver disease, thrombophilia, hypercoagulability states,
angina pectoris, coronary disease or acute myocardial infarction, to patients post-operatively, to
premature newborns or newborn infants, or to patients at risk of thrombotic phenomena or DIC. In
each of these situations, the benefit of treatment with IMMUNINE should be weighed against the risk
of these complications.

In patients with suspected DIC, replacement with IMMUNINE should be stopped immediately.

Viral Safety
e Standard measures to prevent infections resulting from the use of medicinal products prepared

from human blood or plasma include selection of donors, screening of individual donations
and plasma pools for specific markers of infection and the inclusion of effective
manufacturing steps for the inactivation/removal of viruses. Despite this, when medicinal
products prepared from human blood or plasma are administered, the possibility of
transmitting infective agents cannot be totally excluded. This also applies to unknown or
emerging viruses and other pathogens.

¢ The measures taken are considered effective for enveloped viruses such as human
immunodeficiency virus (HIV), hepatitis B virus (HBV) and hepatitis C virus (HCV) and for
the non-enveloped hepatitis A virus (HAV).

e The measures taken may be of limited value against non-enveloped viruses such as parvovirus
B19. Parvovirus B19 infection may be serious for pregnant women (fetal infection) and for
individuals with immunodeficiency or increased red cell turnover (e.g. in hemolytic anemia).

e Appropriate vaccination (hepatitis A and B) should be considered for patients in
regular/repeated receipt of human plasma derived factor IX concentrates.

Precautions for Use

Sodium content
IMMUNINE 600 IU contains the calculated value of 20 mg sodium per vial. This is to be taken into

consideration in patients on a low-sodium diet.
It is strongly recommended that every time that IMMUNINE is administered to a patient, the name
and batch number of the product are recorded in order to maintain a link between the patient and the
batch of the product.

4.5 Interaction with other medicinal products and other forms of interaction

No interaction studies have been performed with IMMUNINE.

4.6  Fertility, pregnancy and lactation

Animal reproduction studies have not been conducted with factor IX. Based on the rare occurrence of
hemophilia B in women, experience regarding the use of factor IX during pregnancy and ,breasim //

feeding is not available. Therefore factor IX should be used during pregnancy and lactatlon,ohly Irf A\
clearly indicated. : o\

The effects of IMMUNINE on fertility have not been established.



With regard to the risk of Parvovirus B19 infection see warning statement under heading Viral Safety
in section 4.4.

4.7 Effects on ability to drive and use machines

No effects on ability to drive and use machines have been observed.
4.8 Undesirable effects

Summary of the safety profile
Hypersensitivity or allergic reactions which may include angioedema, burning and stinging at the

infusion site, chills, flushing, generalised urticaria, headache, hives, hypotension, lethargy, nausea,
restlessness, tachycardia, tightness of the chest, tingling, vomiting, wheezing have been observed
infrequently in patients treated with factor IX containing products.

In some cases, these reactions have progressed to severe anaphylaxis, and they have occurred in close
temporal association with development of factor IX inhibitors (see also section 4.4).

Nephrotic syndrome has been reported following attempted immune tolerance induction in hemophilia
B patients with factor IX inhibitors and a history of allergic reaction.

On rare occasions fever has been observed.

Patients with hemophilia B may develop neutralising antibodies (inhibitors) to factor IX. (see Section
4.4). If such inhibitors occur, the condition will manifest itself as an insufficient clinical response. In
such cases, it is recommended that a specialised haemophilia center should be contacted.

There is a potential risk of thromboembolic episodes following the administration of factor IX
products, with a higher risk for low purity preparations. The use of low purity factor IX products has
been associated with instances of myocardial infarction, disseminated intravascular coagulation,
venous thrombosis and pulmonary embolism. The use of high purity factor IX is rarely associated with
such side effects.

For information on viral safety see section 4.4

Tabulated list of adverse reactions
The table presented below is according to the MedDRA system organ classification (SOC and
Preferred Term Level).

The undesirable effects reported in the listings hereafter are based on reports from six clinical trials
conducted with IMMUNINE in 197 subjects as well as from post marketing surveillance.

Frequencies have been evaluated according to the following convention: very common (>1/10)
common (> 1/100; < 1/10), uncommon (> 1/1,000; < 1/100), rare (> 1/10,000; < 1/1,000) and very rare
(<1/10,000), not known (cannot be estimated from the available data).

MedDRA Standard Adverse Reactions Frequency
System Organ Class
BLOOD AND Factor IX inhibition Not known
LYMPHATIC SYSTEM : :

Disseminated Not known
DISORDERS Intravascular

Coagulation
IMMUNE SYSTEM Allergic Reaction Not known




MedDRA Standard Adverse Reactions Frequency
System Organ Class
DISORDERS Anaphylactic Reactions/
Anaphylactoid Not known
Reactions
Angiodema Not known
Hives Not known
In the presence of
Inhibitors:
Serum Sickness Not known
Hypeltsensnmty Not known
Reaction
NERVOUS SYSTEM Headache Not known
DISORDERS Restlessness Not known
Tingling Not known
CARDIAC DISORDERS | Myocardial Infarction Not known
Tachycardia Not known
VASCULAR Hypotension Not known
DISORDERS Thromboembolic
Episodes
(e.g. Pulmonary
Embolism,
Venous Thrombosis, Not known
Arterial Thrombosis,
Cerebral Artery
Thrombosis)
Flushing Not known
RESPIRATORY, e
THORACIC AND Throat Irritation Uncommon
MEDIASTINAL Oropharyngeal Pain Uncommon
DISORDERS Cough (dry) Uncommon
Wheezing Not known
Dyspnea Not known
GASTROINTESTINAL | Nausea Not known
DISORDER Vomiting Not known
SKIN AND Rash Uncommon
SUBCUTANEOUS Protitas
TISSUE DISORDERS == Uncgmmon
Urticaria Not known
RENAL AND Nephrotic Syndrome! Not known
URINARY DISORDERS
GENERAL Pyrexia Uncommon
DISORDERS AND Chills Not known
ADMINISTRATION : =
SITE CONDITIONS Burning and stinging at | Not known

infusion site

' following attempted immune tolerance induction

@
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MedDRA Standard Adverse Reactions Frequency
System Organ Class
Lethargy Not known
Chest tightness Not known

Inhibitors to factor IX
In clinical trials with IMMUNINE no factor IX inhibitors were identified. No previously untreated
patients (PUPs) were enrolled in IMMUNINE clinical trials.

Special population
The use of IMMUNINE was investigated in paediatric patients in patient groups 6 to 12 years and

above 12 years of age with Hemophilia B. The safety was similar to the safety in adults using
- IMMUNINE.

Furthermore the use of IMMUNINE was investigated in two observational studies also in children of
up to 6 years of age and patients 0-64 years old with Hemophilia B, respectlvely The safety in
children up to 6 years was similar to that in children above 6 years and in adults using IMMUNINE.

Possible undesirable effects with human coagulation factor IX concentrates: Paraesthesia

Reporting of suspected adverse reactions
Reporting suspected adverse reactions after authorisation of the medicinal product is important. It
allows continued monitoring of the benefit/risk balance of the medicinal product. Healthcare
rofcssnonals are asked to re ort an susected adverse reactions via the ing

4.9 Overdose

No symptoms of overdose with human coagulation factor IX have been reported.
5.  PHARMACOLOGICAL PROPERTIES

5.1 Pharmacodynamic properties

Pharmacotherapeutic group: antihemorrhagics: blood coagulation factor IX.
ATC code: B02BD04

Factor IX is a single chain glycoprotein with a molecular mass of about 68,000 Dalton. It is a vitamin-
K dependent coagulation factor and it is synthesised in the liver. Factor IX is activated by factor Xla in
the intrinsic coagulation pathway and by the factor VII/tissue factor complex in the extrinsic pathway.
Activated factor IX, in combination with activated factor VIII, activates factor X. Activated factor X
converts prothrombin into thrombin. Thrombin then converts fibrinogen into fibrin and a clot is
formed. Hemophilia B is a sex-linked hereditary disorder of blood coagulation due to decreased levels
of factor IX and results in profuse bleeding into joints, muscles or internal organs, either
spontaneously or as a result of accidental or surgical trauma. By replacement therapy the plasma levels
of factor IX is increased, thereby enabling a temporary correction of the factor deficiency and
correction of the bleeding tendencies.

Paediatric population
There is insufficient data to recommend the use of IMMUNINE in children less than 6 yeais of age

5.2 Pharmacokinetic properties

Based on a phase 4 study the mean incremental recovery (IR) of FIX in previously tre
(PTPs) 12 years and older (n=27) was 1.1 (+£0.27) ranging from 0.6 to 1.7 IU/dL per [

Y
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same study the mean IR in PTPs 11 years and younger (n=4) was 0.9 (+ 0.12) ranging from 0.8 to 1.1.

A pharmacokinetic study with 26 patients yielded the following results:

Parameter Number Mean value SD 95%CI
Clearance (ml/h/kg) 26 8.89 2.91 7.72-10.06
Mean residual time (h) 26 23.86 5.09 1.85-25.88

The biological half-life is approximately 17 hours.

5.3 Preclinical safety data

IMMUNINE is a highly purified factor IX concentrate containing only traces of factor II, VII and X.
Single dose administration of IMMUNINE to laboratory animals revealed no signs for toxicological or
thrombogenic potential.

Non-clinical studies with repeated dose administration are not meaningful to perform due to the
heterologous character of human proteins in laboratory animals.

Since factor IX is a protein of human origin, which, under physiological conditions, circulates in the
plasma neither toxic effects on reproduction, nor mutagenic and carcinogenic effects are to be
expected.

6 PHARMACEUTICAL PARTICULARS
6.1 List of excipients

Powder: Sodium chloride
Sodium citrate dihydrate

Solvent: Sterilised Water for Injections

6.2 Incompatibilities

In the absence of compatibility studies this medicinal product must not be mixed with other medicinal
products except those mentioned in section 6.6.

Only the provided injection/infusion sets should be used because treatment failure can occur as a
consequence of human coagulation factor IX adsorption to the internal surfaces of some
injection/infusion equipment.

6.3  Shelf life

2 years

Chemical and physical in-use stability of reconstituted IMMUNINE has been demonstrated for 3
hours at temperatures up to 25°C. From a microbiological point of view the product should be used
immediately unless the method of reconstitution precludes the risk of microbial contamination
(validated aseptical environment). If not used immediately, in use-storage and conditions is the
responsibility of the user. Reconstituted product must not be returned to the refrigerator.

6.4  Special precautions for storage

Store in a refrigerator (2°C — 8°C). Do not freeze.
Store in the original package in order to protect from light.
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Within the indicated shelf life, IMMUNINE may be stored at room temperature (up to 25°C) for a
period of 3 months. Record this period of storage on the product package. After the end of this period,
IMMUNINE must not be returned to the refrigerator, but should be used immediately or discarded.

For storage conditions of the reconstituted medicinal product, see section 6.3.
6.5 Nature and contents of container

IMMUNINE powder comes in single dose vials of neutral glass of hydrolytic type II. The solvent
comes in single dose vials of neutral glass of hydrolytic type 1. The product vials are closed with
chlorobutyl rubber stoppers. The solvent vials are closed with bromobuty] rubber stoppers.

Contents of the container:

1 vial IMMUNINE 600 U

1 vial 5 ml Sterilised Water for Injections
1 transfer needle

| aeration needle

| filter needle

1 disposable needle

1 disposable syringe (5 ml)

| infusion set

Pack size: 1 x 600 TU
6.6  Special precautions for disposal and other handling

Only the provided injection/infusion sets should be used.

IMMUNINE is to be reconstituted only immediately before administration. The solution should then
be used promptly (preparation does not contain any preservatives). Reconstituted products should be
inspected visually for particulate matter and discoloration prior to administration. The solution should
be clear or slightly opalescent. Do not use solutions that are cloudy or have deposits.

It is advisable to rinse a common venous access with isotonic saline prior to and after infusion of
IMMUNINE.

Reconstitution of powder to prepare a solution for injection:
Use aseptic technique!

1. Warm the unopened vial containing solvent (Sterilised Water for Injections) to room temperature
(max. +37°C).

2.Remove protective caps from the powder vial and solvent vial (fig. A) and disinfect the rubber
stoppers of both.

3.Remove protective covering from one end of the enclosed transfer needle by twisting and pulling.
Insert the exposed needle through the rubber stopper of the solvent vial (fig. B and C).

4.Remove protective covering from the other end of the transfer needle taking care not to touch the
exposed end.

5.Invert the solvent vial over the powder vial, and insert the free end of the transfer needle through the

rubber stopper of the powder vial (fig. D). The solvent will be drawn into the powder vial by
vacuum.

rotate the powder vial to accelerate dissolution.

6. Disconnect the two vials by removing the needle from the powder vial (fig. E). Gently agitdte or =

7.Upon complete reconstitution of the powder, insert the enclosed aeration negdle (fig:
foam will collapse. Remove aeration needle.
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Injection/Infusion:
Use aseptic technique!

1.Remove protective covering from the enclosed filter needle by twisting and pulling and fit the
needle onto a sterile disposable syringe. Draw the solution into the syringe (fig. G).

2. Disconnect the filter needle from the syringe and slowly inject the solution intravenously (maximum

rate of injection 2 ml/min) with the enclosed winged infusion set (or the enclosed disposable
needle).

If administered by infusion, a disposable infusion set with adequate filter is to be used.

fig. A fig. B fig.C fig.D fig.E fig. F fig. G

Any unused product or waste material should be disposed of in accordance with local requirements.
7.  MARKETING AUTHORISATION HOLDER
To be completed nationally.
8. MARKETING AUTHORISATION NUMBER(S)
To be completed nationally.
9. DATE OF FIRST AUTHORISATION/RENEWAL OF THE AUTHORISATION
To be completed nationally.
10. DATE OF REVISION OF THE TEXT

To be completed nationally.

o
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PACKAGE LEAFLET: INFORMATION FOR THE USER

IMMUNINE 600 IU
Powder and solvent for solution for injection or infusion
Human blood coagulation factor IX

Read all of this leaflet carefully before you start using this medicine because it contains
important information for you.

- Keep this leaflet. You may need to read it again.

- If you have any further questions, ask your doctor or pharmacist.

- This medicine has been prescribed for you only. Do not pass it on to others. It may harm them,
even if their signs of illness are the same as yours.

- If you get any side effects talk to your doctor or pharmacist. This includes any possible side
effects not listed in this leaflet. See section 4:

What is in this Leaflet

What IMMUNINE is and what it is used for

What you need to know before you use IMMUNINE
How to use IMMUNINE

Possible side effects

How to store IMMUNINE

Contents of the pack and other Information

Puidnbs Wb b

1. What IMMUNINE is and what it is used for

IMMUNINE is a coagulation factor IX concentrate. It replaces the factor IX which is lacking or is not
functioning properly in hemophilia B. Hemophilia B is a sex-linked, hereditary blood coagulation
defect due to reduced factor IX levels. This leads to severe bleeding in joints, muscles and inner
organs, either spontaneously or as a consequence of accidental or surgical trauma.

The administration of IMMUNINE temporarily corrects the factor IX deficiency and reduces the
bleeding tendency.

IMMUNINE is used for the treatment and prophylaxis of bleedings in patients born with
hemophilia B.

IMMUNINE is indicated for all age groups from children elder than 6 years to adults.
There are insufficient data to recommend the use of IMMUNINE in children less than 6 years of age.

2, What you need to know before you use IMMUNINE

Do not use IMMUNINE

¢ if you are allergic to human coagulation factor IX or any of the other ingredients of this medicine
(listed in section 6).

e if you have a condition called consumption coagulopathy, (also known as DIC, disseminated
intravascular coagulation). This is a life threatening condition in which excessive blood clotting
with pronounced formation of blood clots in the blood vessels occurs.

e if you have a condition called hyperfibrinolysis. Hyperfibrinolysis is present when blood clotting
is reduced because the important clotting substance fibrin is degraded.

e if you have a known allergy to heparin or you have experienced an abnormal decrease in the Y
number of blood cells involved in forming blood clots, which is caused by the adminigtration of /. 72~
heparin (heparin induced thrombocytopenia). 7.
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After appropriate treatment of these conditions, IMMUNINE should be used in case of life threatening
bleeding only.

Warnings and precautions
Talk to your doctor or pharmacist before using IMMUNINE

When allergic reactions occur:

There is a rare possibility that you may experience a severe, sudden allergic reaction (anaphylactic
reaction) to IMMUNINE.

Stop the infusion immediately and call your doctor instantly if you experience any of the following
symptoms. These may be signs of an anaphylactic shock and require immediate emergency treatment.
reddening of the skin

rash

formation of welts on the skin (urticaria)

itching over the entire body

swelling of lips and tongue

breathing difficulties (dyspnea)

impaired breathing in and/or out due to constriction of the air passages (wheezing)
tightness in the chest

general indisposition

dizziness

drop in blood pressure

loss of consciousness

When monitoring is required:

° Your doctor will test your blood regularly to ensure that the current dosage is adequate and that
your blood receives sufficient factor [X.
o In order to recognize possible complications your doctor will monitor you with special care

o if you receive high doses of IMMUNINE.
o if you are prone to thrombosis. In that case you will also receive lower levels of factor
IX, the active substance in IMMUNINE.

When the bleeding persists:

o If your bleeding is not controlled with IMMUNINE, please inform your doctor immediately.
You may have developed inhibitors to factor IX. Factor IX inhibitors are antibodies in your
blood which counteract the effect of factor IX. This reduces the efficacy of IMMUNINE in the
treatment of bleeding. Your doctor will carry out the necessary tests to confirm this.

. There is a possible connection between the occurrence of factor IX inhibitors and allergic
reactions. Patients with factor IX inhibitors may be at an increased risk of sudden and severe
allergic reactions (anaphylaxis). Therefore patients who develop an allergic reaction should be
tested for the presence of a factor IX inhibitor.

Safety information with respect to transmissible agents
When medicines are made from human blood or plasma, certain measures are put in place to prevent
infections being passed on to patients. These include:

e careful selection of blood and plasma donors to make sure those at risk of carrying infections
are excluded
o the testing of each donation and pools of plasma for signs of virus/infections

o the inclusion of steps in the processing of the blood or plasma that can inactivate orre’meye P
viruses VA ;—}/ B
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Despite these measures, when medicines prepared from human blood or plasma are administered, the
possibility of passing on infection cannot be totally excluded. This also applies to any unknown or
emerging viruses or other types of infections.

The measures taken are considered effective for enveloped viruses such as human immuno deficiency
virus (HIV), hepatitis B virus and hepatitis C virus, and for the non-enveloped hepatitis A virus.

The measures taken may be of limited value against non-enveloped viruses, such as parvovirus B 19
[virus which causes skin redness (infectious erythema)].

Parvovirus B 19 infection may be serious for pregnant women (fetal infection) and for individuals
whose immune system is depressed or who have some types of anemia (i.e. sickle cell anemia or
hemolytic anemia).

Your doctor may recommend that you consider vaccination against hepatitis A and B if you regularly /
repeatedly receive human plasma-derived products.

It is strongly recommended that every time you receive a dose of IMMUNINE the name and batch
number of the product are recorded in order to maintain a record of the batches used.

Children
There are insufficient data to recommend the use of IMMUNINE in children less than 6 years of age.

Other medicines and IMMUNINE
Tell your doctor or pharmacist if you are using, have recently used or might use any other medicines.

No interactions of IMMUNINE with other medicines are known.

Pregnancy, breast-feeding and fertility

Hemophilia B in women is very rare. Therefore there is no experience regarding the use of
IMMUNINE during pregnancy and breast-feeding to date. Neither there is any experience regarding
the impact of IMMUNINE on fertility.

If you are pregnant or breast-feeding, think you may be pregnant or are planning to have a baby, ask
your doctor for advice before using this medicine. Your doctor will decide if you may use

IMMUNINE during pregnancy and breast-feeding.

Driving and using machines
No effects on ability to drive and use machines have been observed.

IMMUNINE contains sodium chloride and sodium citrate
IMMUNINE 600 IU contains 20 mg sodium per vial (calculated value).
This is to be taken into consideration in patients on a low sodium diet.

3. How to use IMMUNINE

Your treatment should be initiated and guided by doctors with experience in the treatment of
hemophilia B.

Your doctor will determine the appropriate dose for vou. He/she will calculate the dose accordin

to your particular needs. Please talk to your doctor if you have the impression that the effect of /="

IMMUNINE is too strong or too weak.

.

O
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Use in children
There are insufficient data to recommend the use of IMMUNINE in children less than 6 years of age.

Monitoring by your doctor

Your doctor will carry out appropriate laboratory tests at regular intervals, to ensure that you have
sufficient amounts of factor IX in your blood. This is particularly important in the case of major
surgery of life threatening bleedings:

Patients with inhibitor development

If the expected factor IX levels in the blood are not reached in spite of an appropriate dose, or if the
bleeding does not stop, inhibitors may be present. Your doctor will check for the presence of inhibitors
using appropriate tests. In case of inhibitor development, a specialized haemophilia centre should be
contacted.

If you have developed factor IX inhibitors, you may require larger amounts of IMMUNINE to control
the bleeding. If the bleeding cannot be controlled even then, your doctor will consider an alternative
product. Do not increase the dosage of IMMUNINE to control the bleeding without consulting your
doctor.

Frequency of administration
Your doctor will explain to you how often and at which intervals you have to administer IMMUNINE.
He will do this for you personally, depending on your response to IMMUNINE.

Route and/or method of administration
IMMUNINE is administered slowly into a vein (intravenously) after preparing the solution with the
solvent provided.

IMMUNINE must not be mixed with other medicines before administration. This may impair the
efficacy and the safety of the product.

Please follow your doctor’s instructions closely.
The rate of administration depends on your comfort level and should not exceed 2 ml per minute.

¢ Use only the enclosed administration set. If other injection sets are used, IMMUNINE may stick to
the inside of the infusion set, which may lead to an incorrect dosage.

s If you also receive other medicinal products via your venous access, this venous access must be
rinsed with a suitable solution, e.g. with physiological saline solution, before and after the
administration of IMMUNINE.

¢  Only reconstitute IMMUNINE immediately before administration, then use the solution promptly.
(The solution does not contain preservatives.)

e The solution for injection is clear or slightly milky (opalescent). Do not use solutions which are
more cloudy or have visible particles.

e Dispose of unused dissolved product appropriately.

Reconstitution of powder to prepare a solution for injection:

Take care to prepare the solution under conditions which are as clean and as sterile as possible!

1. Warm the unopened rubber-capped vial containing the solvent (SterilisedWater for Injections) to
room temperature (max. 37°C).

2. Remove protective caps from the rubber-capped vials containing the powder and the solvent
(fig. A) and cleanse the rubber stoppers of both. /4

3. Remove protective covering from one end of the enclosed transfer needle by twisting and g,ulh g Ve
7

Insert the needle through the rubber stopper of the solvent vial (fig. B and C). 7~
4. Remove protective covering from the other end of the transfer needle taking care po6t to’io
exposed end.
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5. Invert the solvent vial over the powder vial, and insert the free end of the transfer needle through
the rubber stopper of the powder vial (fig. D). The solvent will be drawn in by the vacuum in the
powder vial.

6. After the entire solvent has flowed into the powder vial, disconnect the two vials by removing the
transfer needle from the powder vial (fig. E). Gently agitate the powder vial to accelerate
dissolution.

7. Upon complete reconstitution of the powder, insert the enclosed aeration needle (fig. F) and any
foam will collapse. Remove the aeration needle.

Injection / infusion:

Take care to prepare the solution under conditions which are as clean and as sterile as possible!

1. Remove protective covering from the enclosed filter needle by twisting and pulling and fit the
needle onto the sterile disposable syringe. Draw the solution into the syringe (fig. G).

2. Disconnect the filter needle from the syringe and slowly (max. 2 ml per minute) administer the
solution intravenously with the enclosed infusion set (or the enclosed disposable needle).

When administering by infusion, use a disposable winged infusion set with an appropriate filter.

=

figA figB figC figD figE figF fig.G

Duration of treatment
Life-long treatment with IMMUNINE is usually required.

If you use more IMMUNINE than you should
Please inform your doctor. No symptoms through over dosage with factor IX have been reported.

If you forget to use IMMUNINE

¢ Do not take a double dose to make up for a forgotten dose.

e Proceed with the next administration immediately and continue at regular intervals as advised by
your doctor

If you stop using IMMUNINE
Do not make a decision to stop using IMMUNINE without consulting your doctor.
If you have any further questions on the use of this product, ask your doctor or pharmacist.

A

o

-
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4, Possible side effects

Like all medicines, this medicine can have side effects, although not everybody gets them.

If the following serious side effects occur you should seek urgent medical advice

e dangerous allergic reaction (anaphylactic reaction). Stop the infusion immediately and call
your doctor instantly if you experience any of the following symptoms. Be especially alert if
your doctor detected inhibitors in your blood.

¢ reddening of the skin

rash

formation of welts on the skin (urticaria)

itching over the entire body

swelling of lips and tongue

breathing difficulties (dyspnea)

impaired breathing in and/or out due to constriction of the air passages (wheezing)

tightness in the chest

general indisposition

dizziness

drop in blood pressure

¢ loss of consciousness

e asuddenly occurring swelling of the skin or mucous membranes with or without difficulty in
swallowing or breathing (angiodema)

e formation of blood clots in the small blood vessels throughout the body (disseminated

intravascular coagulation (DIC))

heart attack (myocardial infarction)

fast heart beats (tachycardia)

drop of blood pressure (hypotension)

blood clots (thromboembolic events)

occlusion of a vessel through a blood clot (e.g. pulmonary embolism, venous thrombosis,

arterial thrombosis, cerebral artery thrombosis)

flushing

impaired breathing in and/or out due to constriction of the respiratory passages (wheezing)

difficulty in breathing (dyspnea)

a certain kidney disorder with symptoms such as swelling of lids, face and lower legs with

weight gain and loss of protein via the urine (nephrotic syndrome)

If your doctor detected inhibitors in your blood you may be at special risk of a condition called serum
sickness. Stop the infusion immediately and call your doctor instantly if you experience any of the
following symptoms.
e rash
itching
joint pain (arthralgia), especially in your fingers and toes
fever
swelling of lymph nodes (lymphadenopathy)
drop of blood pressure (hypotension)
enlarged spleen (splenomegaly)
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Other side effects

Side effects with uncommon frequency (may affect up to 1 in 100 people)
¢ throat irritation and throat pain and cough (dry)
¢ rash and itching (pruritus)
e fever (pyrexia)

Side effects with unknown frequency (cannot be estimated from available data)

headache

restlessness

tingling

feeling of sickness (nausea)

vomiting

nettle rash on the entire body (urticaria)
chills

hypersensitivity reactions

burning and stinging at the injection site
lethargy

flushing

chest tightness

The following side effects have been observed with products of the same product group:
Abnormal or reduced sensation (paraesthesia)

Reporting of side effects:

If you get any side effects, talk to your doctor. This includes any possible side effects not listed in this
leaflet.

You can also report side effects directly via th g
ompleted nationally]. By reporting side effects you can help provide more information on the safety

of this medicine.

5. How to store IMMUNINE
Keep this medicine out of the reach and sight of children.

Do not use this medicine after the expiry date which is stated on the label and the carton. The expiry
date refers to the last day of that month.

Store in a refrigerator (2°C - 8°C). Do not freeze.
Keep the vial in the outer carton in order to protect from light.

Within the indicated shelf life, IMMUNINE may be stored at room temperature (up to 25°C).
However, this is restricted to 3 months only. Record the beginning and the end of storage at robfn & % )
temperature (up to 25°C) on the product package. You must use IMMUNINE within these/ fhree

cxplred Do not refrigerate IMMUNINE again.
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Do not throw away any medicines via wastewater or household waste. Ask your pharmacist how to
throw away medicines you no longer use. These measures will help to protect the environment.

6. Contents of the pack and other information
What IMMUNINE contains

Powder

e  The active substance is human blood coagulation factor IX. 1 vial with powder for solution for
injection contains 600 TU human coagulation factor IX.
1 ml of solution contains approximately 120 IU human coagulation factor IX, when reconstituted
with 5 ml of Sterilised Water for Injections.

e  The other ingredients are sodium chloride and sodium citrate.

Solvent
e  Sterilised Water for Injections

What IMMUNINE looks like and contents of the pack

IMMUNINE is a white or light yellow powder for preparing a solution for injection. After
reconstitution with the solvent provided (Sterilised Water for Injections) the solution is clear or
slightly milky (opalescent). If particulate matter or discoloration or cloudiness is found; please do not
use the product but contact Baxter Customer Service.

Pack size: 1 x 600 [U

Each package contains: - 1 vial IMMUNINE 600 IU
- 1 vial with 5 ml Sterilised Water for Injections
- 1 transfer needle
- 1 aeration needle
- 1 filter needle
- 1 disposable needle
- 1 disposable syringe (5 ml)
- 1 infusion set

Marketing Authorisation Holder and Manufacturer

Marketing Authorisation Holder
To be completed nationally

Manufacturer

Baxter AG
Industriestrasse 67
A-1221 Vienna, Austria

Marketing Authorisation Number: To be completed nationally

This medicinal product is authorised in the Member States of the EEA under the following
names:

Bulgaria: Immunine 600 U

Czech Republic: Immunine 600 TU
Estonia: Immunine &y
Germany: Immunine 600 [:E iz
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Italy: Fixnove

Latvia: Immunine 600 SV pulveris un $kidinatajs injekciju vai infiziju Skiduma pagatavosanai
Lithuania: Immunine 600 TV milteliai ir tirpiklis injeciniam tirpalui
Netherlands: Immunine

Norway: Immunine 600 IE

Poland : Immunine 600 TU

Portugal: Immunine 600 TU

Romania: Immunine 600 [U

Slovakia: Immunine 600 IU

Slovenia: Immunine 600 1U

Spain: Immunine 600 IU

Sweden: Immunine 600 IE

This leaflet was last revised in MM/YYYY

[to be completed nationally]

The following information is intended for healthcare professionals only:
Posology and method of administration

Treatment should be initiated under the supervision of a physician experienced in the treatment of
hemophilia.

Posology
The dose and duration of the substitution therapy depend on the severity of the factor IX deficiency,

the location and extent of bleeding and on the patient's clinical condition.

The number of units of factor IX administered is expressed in International Units (IU) which are
related to the current WHO standard for factor IX products. Factor IX activity in plasma is expressed
either as a percentage (relative to normal human plasma) or in International Units (relative to an
international standard for factor IX concentrates in plasma).

One International Unit (IU) of factor IX activity is equivalent to that quantity of factor IX in one ml of
normal human plasma.

On demand treatment

The calculation of the required dosage of factor IX is based on the empirical finding that 1
International Unit (IU) factor IX per kg body weight raises the plasma factor IX activity by 1.1% of
normal activity in patients 12 years and older.

The required dose is determined using the following formula:
Required units = body weight (kg) x desired factor IX rise (%) (IU/dl) x 0.9

The amount to be administered and the frequency of administration should always be oriented to the
clinical effectiveness in the individual case. Factor IX products rarely require to be administered more
than once daily.

In the case of the following hemorrhagic events, the factor IX activity should not fall below the given
plasma activity level (in % of normal or in [U/dI) in the corresponding period.
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The following table can be used to guide dosing in bleeding episodes and surgery:

Degree of hemorrhage/ Factor IX level required Frequency of doses (hours)/
Type of surgical procedure (% of normal) (TU/dl) Duration of therapy (days)
Hemorrhage

Early hemarthrosis, muscle 20-40 Repeat every 24 hours. At least
bleeding or oral bleeding | day, until the bleeding episode

as indicated by pain is resolved
or healing is achieved.

More extensive hemarthrosis, 30-60 Repeat infusion every 24 hours
muscle bleeding or hematoma for 3—4 days or more until pain
and acute disability are resolved.
Life-threatening hemorrhages 60-100 Repeat infusion every 8 to 24
hours until threat is resolved.
Surgery
Minor 30-60 Every 24 hours, at least 1 day,
including tooth extraction until healing is achieved.
Major surgery 80-100 Repeat infusion every 8-24
(pre- and postoperative) hours until adequate wound
healing, then therapy for at least
another 7 days to maintain a FIX
activity of 30% to 60%.
Prophylaxis

For long-term prophylaxis against bleeding in patients with severe hemophilia B, the usual doses are
20 to 40 IU of factor IX/kg body weight at intervals of 3 to 4 days.

In some cases, especially in younger patients, shorter dosage intervals or higher doses may be
necessary.

During the course of treatment, appropriate determination of factor IX levels is advised to guide the
dose to be administered and the frequency of repeated infusions. In the case of major surgical
interventions in particular, precise monitoring of the substitution therapy by means of coagulation
analysis (plasma Factor IX activity) is indispensable. Individual patients may vary in their response to
factor IX, achieving different levels of in vivo recovery and demonstrating different half-lives.

Paediatric population
Based on the available clinical data recommendation on a posology for paediatric patients can be made

for patients older than 12 vears. In the age group 6 to 12 years the available clinical data are not
sufficient for providing a dosage recommendation.

Undesirable effects

Special population
The use of IMMUNINE was investigated in paediatric patients with Hemophilia B. The safety was

similar to in adults using IMMUNINE.

The use of IMMUNINE was investigated in two observational studies in children of up to 6 years of
age and patients 0-64 years old with Hemophilia B respectively. The safety in children up to 6 yea:s- o
was similar to that in children above 6 years and in adults using IMMUNINE. bidn,




