VAT

OONOBPEHO!
DATA L7602 TS

JIMCTOBKA B OITAKOBKATA

TpouererTe NAMATA JIHCTOBKA BHEMAYEJIHO TPeAH Ja 3allouHeYe Ja ynorpebasare
JIEK2pCTBOTO.

- Tlazere Ta3u siucToBKa. Moske na Bu ce HalloxH A2 s ripoyeTeTe OTHOBO.

- AKO HMaTe JONBIHUTEIHH BEOPOCH, TpsbBa Jia ce o0bpHeTe KbM Balnd NeKysauy nexap.

B Tazm amcToBKA: :

Kakso npencrarnsea ®abpasum/Fabrazyme 1 3a kaxso ce ynoTpebssa
Tpeau na 3anounere na ynorpebsaeare babpasum/Fabrazyme

Kak na ynotpe6asare ®abpazum/Fabrazyme

BE3MOMHH HEMENaHH ePEeKTH

Crxpatenne Ha ®adpasum/Fabrazyme

JonsruuTeNHa rHpOpMaLH

SR

®abpazum 35 mg, Npax 3a KOHLEHTPAT 3a HH(Y3HOREH PasTEOP.
Arancunasa Oeta

Fabrazyme 35 mg, powder for concentrate for solution for infusion.
Agalsidase beta

- JlexapcTBeHOTO BEIECTRO € arancuzasa Gera/agalsidase beta, equ uiaxoH cpABpka 35 mg.
- TloMourHuTE BEeWECTRa Ca:

- MauuTon

- Harpuer guxuaporendocdar, MOHOXHAPAT

- Juuarpues xupporendocdar, xenraxyupar.

IIpuTexaren Ha pazpelieHHeYo 32 yOoTpeda
Genzyme Europe B.V., Gooimeer 10, NL-1411 DD Naarden, The Netherlands.

IIpuTesRaTe] HA pazpesIeHHeTo 32 NPOH3BOACTRO, OTFOBAPAN 32 0CBODOKAABAHETO HA NAPTHAUTE
Genzyme Ltd., 37 Hollands Road, Haverhill, Suffolk CB9 8PU, United Kingdom.

1. KAKBO IIPEJCTABJSIBA ®ABPASUM/FABRAZYME H 3A KAKBO CE YIIOTPEBSBA

®atpasum/Fabrazyme ce {OCTaBA KaTo Ipax 3a KOHLEHTPAT 3a HH(Y3HOHEH pasTBop. IIpUroTBeHHAT
pa3TBOp Tp:A0Ba Jia GbIe NONBIHKTENHO paspeaeH. JIeKapeTBEHOTO BEISCTRO € aranchiasa Oera/agalsidase
beta. Omakosku: 1, 5 1 10 ¢rakoHa B KapTOHeHa ONAKOBKa. BE3MOKHO € HE BCHUKM BHAOBE OIIAKOBKH 12
OBAaT NpeAIarady Ha rasapa.

Arancunaza 6eta/agalsidase beta ripencTasnsea popMa Ha YOBSIIKHS €H3UM O-TAIAKTO3H/A3a, KOHTO ce
pou3BEKIa Ype3 TexHonort Ha pexombunantha JJHK. Arancupasa Hera/agalsidase beta ce ynotpebasa
KAaTO €H3HMO3aMecTBalia Tepanus npy Gonecrra Ha Pabpy, Npy KOATO HHBOTO Ha AKTHBHOCTTA HA EH3HUMA
C-TANIAKTO3HMA32 HIIK HAITBITHO JIMIICBA, YIIM € TIOA HOPMAIHOTO. AKO cTpagate oT Gonectra Ha Qadpy,
MACTHOTO BEINECTBO, HapeueHo riofoTprozunuepamu (GL-3), He Moxe 1a GBI OTCTPAHEHO OT KIICTKHTE
Ha Balero TAUIO ¥ O 3am04Ba Ja ¢e HATPYNBa B CTEHHTE Ha KPHBOHOCHHTE ChIOBe Ha Baiute opranm.

(Dabpasmm/Fabrazyme e niokasaH Ja ce TIPHIIara 3a NPOABLIDKHTENHA SH3UMO3aMECTBIIA TeParii IpH
IalHEHTH C NOTBBpAcHa Auarso3a Ha 6onecr Ha ®abpu.

2.  TIPEJH JA 3ATIOYHETE JIA YHOTPEBSIBATE ®ABPASUM/FABRAZY

He ynorpebaBaiire ®aGpasam/Fabrazyme:
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AKO cTe UMaNH aiepruuna aHaQuIaKTHYHA peakis KeM arancunasa Gera/agalsidase beta i axo cre
CBPBXYYBCTBHTENHY KbM HAKOM OT OCTaHamuTe chetanku Ha @abpasum/Fabrazyme.

Bunmarenno npunaraiite ®abdpazum/Fabrazyme:

Quaksa ce, Ye MHOSHHCTBOTO OT HAIHEHTHUTE Lie H3PabOoTAT AHTHTENA 10 BpEME Ha JIEYEHHETO. AKO
uspaboture anTUTENA KBM arancunasa Gera/agalsidase beta, npu Bac ce yenuyuaea pHcka OT anepriuitu
Be;xenanH edexty (BikTe pazaen 4 “Bp3MOKHE Hexenanu edexrr”). HaMa BEpOSTHOCT aHTHTEaTa La
npensTeTBar Ha felicrBuero Ha ®abpazum/Fabrazyme u Te HaMansBaT C TEUSHHE Ha BPEMETO.

Axo npu Bac Bb3HHKHe anepruues Heskenal edext cies npuraraneTo Ha ®abpasum/Fabrazyme, Bue
re3abaBHO Tpabsa fa ce CBLPIKETE ¢ NEKYBaliia CH JeKap. Bammar nexap Moxke ja HAMAIN CKOPOCTTa Ha
rHGbY3MATA WHITH Ja HA3HAYH JEYeHHE 32 CHMATOMHUTE ¢ JPYFH JIeKapcTBa (AHTHXHMCTAMUHM, HOynpodeH,
napaneTamol Wy KOPTHKOCTEpOrAH). Ako urdysuara e npemunana 6es MHIMACHTH, MOXE Ja ce
0BMHCTH TTOSTANHO yBEIUYaBAHE HA CKOPOCTTa Ha HH]Y3uATa B HaMANABaHe Ha JSKapCTBEHNTE CPe/ICTRA 32
HOArOTOBKA.

Tlpu BLA3HHKBAHE HA TEKKM ANSPrHIHNA HAY aHA(QHIAKTAYHE peakiyiy, € Bb3MOMKHO /ia C€ CHpe BeaHara
BhBexaaHeTo Ha Pabpasim/Fabrazyme u nexyBanaT Bu nexap me Tpadsa a npeAnpreme NOAXONAIIO
JIegeHHE.

EdexrsT naneuennero ¢ dabpasum/Fabrazyme 1o orHomenue Ha 6p0penure Moxe ia Gbae OrpaHHyUeH Npy
NalMedTH ¢ HaupenHan cTaauil na G0peuno 3abongpane.

He ca mpaBeHu Npoy4BaHys 3a OLEHABAHE Ha epenTyaNeH edekt Ha dabpasum/Fabrazyme o oTHOWEHKE
HA HapylieHa penpoAyKTHBHA CIOCOOHOCT.

¥Ynorpeda Ba ®abpasam/Fabrazyme ¢ xpana u Te4HOCTH:
B3aumozeiicTBHE ¢ XpaHa ¥ HaNHTKH € MaIKO BEPOATHO.

Bpemennocr / Kbpmene:

He ce npenoprusa ynorpe6a Ha Pabpasam/Fabrazyme no speme Ha 6pemernnoct. Hama onut ¢ ynotpebata
na Mabpasuv/Fabrazyme npu Gpemernnu, ®abpazuv/Fabrazyme moxe Ja npemMutaBa B kbpmata. He ce
mpenopbyBa ynorpeba na dabpasum/Fabrazyme no speme Ha kbpmene. KoHcynTupaire ce ¢ Bammsa nexap
Tpedy fa Hpuiarate TOBa JIEKapcTBo.

Iloprpane g padoTa ¢ MANIHHHA:
He ca nipaseHy H3cleJBAHMS IO OTHOLIEHHE Ha BIHAHHETO BHPXY CIIOCOOHOCTTA 32 mogupase u paGota ¢
MalIHHH.

Vuorpeda na Apyru Jekaperea:

He ca H3BeCTHH B3aUMONEHCTRBHA ¢ JPYTH ekapeTeery fpoaykTy. abpasum/Fabrazyme ne TpsOsa ja ce
NpHIAra 32e[HO C XJIOPOXHH, aMHOJapOH, GEHOXKH WK TeHTAMULIEH NIOPaf TEOPETHUEH PHCK OT
HaMansABade Ha AKPHBHOCTTA Ha arajcupasa Sera/agalsidase beta. Monst, nrgopmupaiite Bauns Jiekap, ako
TpUIaraTe MM HATOCNENBK cTe Npyiaran: ApyrH eKapcTRa, A0pH 1 Te3H, KOHTO He ¢a By Gunn
NpefMCaHH.

3. KAK JA YIIOTPEBSIBATE ®ABPASHM/FABRAZYME Af':"‘l;::f-m
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Hucrpykunn 3a ynorpefa - pasTeapsine, paspe:xaane H BbBeKAaHe ; /5 PR
TTpaxbT 32 KOHLEHTPAT 3a HHY3NOHeH pa3Teop Tpabsa fa ObAe pasTBOPEH K paspefeH H%}{éﬂlﬂ habeue -

BhBE/ICH Upe3 HHTpaBeHo3Ha HH(y3Hs (BIOKTE MH(OPMAIIATA 32 MEAUIMHCKH JIIA). 4 =5 - e
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Hpenopbunrennata nosza ®abpasum/Fabrazyme e 1 mg/kg Terno, BeAHDK Ha BCEKK 2 COIMHULH, BBEXKIAH
ypes HHTpaBeHO3HA HHY3Hs. (32 NO-HATaTHWBH HHCTPYKIMH OTHOCHO NO3MPaHETO | Opost Ha QIIaKOHUTE,
KOHTO TpAOBa fa GBHAT pasTBOpeHy BivkTe pasfen “Hudopmaiys 32 MEARIAHCKH JANA”).

Viotpe6aTa Ha TO3H JIEKAPCTBEH MPOEYKT 1ie OB KOHTPOIHPAHO OT JleKap-CelHanuct, KOHTO ¢ C OMHT
B neyenuero Ha Gonectra Ha Pabpy.

Bu6peuno 1 yepHoapodHO 3abonasane:
He ce nanara npoMsHa B j{03aTa IIpH [IauueHTH ¢ 650peuno sabonssane. He ca npaeny NpOyYBaHKA TIpH
HalHeHTH C 4epHOJPOOHA HEROCTATEYHOCT.

ARKo e BpBeAeH0 N0-ToIAMOo Kojandecrso @adpasnm/Fabrazyme oT NaaHEpaHoTo:
Hsma cpobLuenu cimydau Ha npenosupane Ha Gabpaszum/Fabrazyme. JloxasaHo e, ue go3u 1o 3 mg/kg Terno
ca Oe3omacHu.

Axo 0ne nponycsara naaa / yacruaua xo3a ®adpasum/Fabrazyme:
B cryyaii, we 9acT HAH 1A /1032 OT JIeKapcTBOTO OBMie MPoITycHaTa, ceABamara A03a He Tpabsa na 6bze
YABOSIEAHE, 3a Ja OBe KOMIIEHCHPaHa MpONyCHATATA.

4. BBL3MOXHH HEKEJAHY EQEKTH
KakTo Bomukw NekapeTsa 1 Dabpasum/Fabrazyme Moke Aa MMa HEXKENaHH e)eKTH.

Hsbpoennre no-Iofy HeXelTaHH e)eKTH ca ONMCaHH KaTo CBBP3aHH C MPHNAraHeTo Ha

Mabpasum/Fabrazyme mpu ob1o 58 nanueATH, C NPORBRKHTE/IHOCT Ha IEYSHUETO 10 12 mecena:

s  Muoro yecti (>10%): BTpHCare, NPOMEHEHO YCOINAHE 32 TEMIIEPATypa, PUHHT, OBULICHA
Temnepatypa, riasobonue, TpeMop, rajeHe, GoNKH B KpaifHuIATe, OTHYaHe Ha KpaHHUIUTE,
TNOBPhIILAHE, BUCOKO KPBBHO Handrase, MycKyJHa 0oika, HeAOCTAT Ha BB3/YX.

e  UYecru (5-10%): Goska B I'bPOMTE, CHHIHBOCT, 3aYepBIBAHE HA JIMUETO, yMOpa, HapyIIeHO yCelane 3a
JoTHp (MITHMYKK), ChpleGHeHe, 3aTpy/IHEeHO AuIaHe, KopeMHa 6onka, Bonka, Gnenoct, Sonka B repba,
CTAraHe B CHPHOTO, Crpdes, 6enThK B ypHHATR, HAPYIIEHQ 3PSHHE, CBETOBBPTEIN, GONKM B Kpakxa,
TIATONOrMYHa CeKPELH Ha CHII3H, HHCKA ChPAEYHA YECTOTA, YyBCTBO 32 CaboCT, Hepa3nonoKeHue.

HabnronapanuTe HeKellaHH e)eKTH ca Hal-4eCTo JIeKH 0 YMEPEHM MO TEKECT.

Tipy npHOAHU3UTENHO NONOBUHATA OT IAUMEHTHTE, IEKYBaHHU ¢ Havaiia 103a OT I mg/kg, e umano
Heskenany eeKTH CBBP3aHH C IEKapCTBOTO, IPEINoNarally peakuiy IoR00H! Ha CBPBXIYBCTBUTENHOCT, B
NeHs Ha vRbysuaTa. CIes NepHop, A0 2 TOAMHH, TIO-MaKo oT 37% OT IalyeHTHTe c2 MMAIH CBBP3aHH C
un¢ysnaTa peaxiyd. Te3u peaiiuu ca ce ChCTOANH HAH-YECTO OT NOBUIICHA TeMIIeparypa/BTpucaHe.
JIONBAHUTENHYTE CHMITOMU ¢a BKAIOYBANH ANEPIUYHA Peakiii KaTo IeK IO yMEpeH HElOCTHT Ha BE3IYX,
CTATaHE B IBPIIOTO, CTArage B TbPAMTE, 3aTPYHEHO UIaHe, 3a9ICpPBABAtE Ha ITHLETO, cbpbesk, ypTHKApH,
PHHHT, Y4eCTCHO JUIDAHe H/WIH CBHPEHE, NOAYBaHe Ha IHIET0; CHMIITOMH, CBbP3any ¢BC CBPLETO H
KPLBOHOCHMTE CHAOBE, BKITIOUBAIH YMEPEHO BHCOKO KPHBHO HAJIATAHE, YBEIUIeHa CHPACTHA HECTOTa,
chpuebyene; CMITTOMH, CBHP3aHH ChC CTOMAXa ¥ JepBaTa, BIUTIOUBALIM KOpeMHa Gomka, raneHe,
TIOBpBINaHe; GONKA, CBBp3aHa ¢ MH(y3aaTa, BIUOUBama GoNka B KpalHUUMTe U MycKylHa OonKa; 1
riaBoboNHe.

Axo zafenexure HIKAKBH HexenaHu e(QeKTH, KOHTO He ca CIIOMEHATH B Ta3H JIMCTOBKA, MOJLA
uHpopmupaiite Baluus nekyeall iekap Wid anrexap.

5.  ChXPAHEHUWE HA ®ABPA3TM/FABRAZYME | =

Jla ce cexpaHsBa HAa MECTA, HELOCTHIIHY 3a JeHa. »\‘f Y
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Heomesopenu drarxonu
Ja ce cpxpansBart nipu Temneparypa 2 °C — 8 °C (B xylafiiHUK).
Ha He ce ynotpebsasar cney| y3TUdane Ha cpoka Ha rojHOCT, HOCOYEH BBPXY ONakoBKara cied “T'oneH no”.

Ipuzomeeny u pazpedenu pazmeopy

HpuroTBeHuTe U pa3pefeH: pa3TBOPH Ca XUMHHECKH U (HM3HYecKH cTabMIHN 1o 24 Jaca, axo ce
CHXpanABaT NpH Temneparypa 2 °C-8 °C (B xnafmwiHuk). OT MUKpOOHOIOTHYHA THEAHA TOYKA NPOIYKTET
Tps0OBa Aa OhAe He3abaBHO NpUIOKeH. AKO He OBAC He3abaBHO IPHIIOIKEH, CHXPAHEHHETO Ha BEYe
NIPHFOTBEHM 33 YIOTpe6a NPONYKT i YCJIOBHATA HA ChXpaHeHHe peny yrorpeba ca 3a6inKeHye Ha
noTpeGuTeNs, KaTo TO3M HepHoA He TpAOBa ja DPOABIDKH Hopede ot 24 yaca M TpsabBa ma e npu
TeMneparypa 2 °C-8 °C.

6. JONBIHATENHA HHOPOPMATIA
3a xaxkearo M Ja Oumno uHQOpPMAalMA OTHOCHO TO3H JIGKADCTBEH MHPOXYKT, MOAZ OOBPHETE CE KbM
npuTeXkareils Ha pa3pellienrero 3a yilorpeba.

Genzyme Europe B.V.
Gooimeer 10

1411 DD Naarden
The Netherlands

Ten. +31 35 6991200

Ta3n IAcTOBK2 e ono0pena 3a NocaeAeH IeT Ha

HWrdopMmanmasita, jaaena Mo-HoJLy, ¢ NPeIaasHa¥eHa caMo 33 MeAHIHHCKHE Juua
Hucrpyrknusd 3a ynorpeda - pasTeapaue, paspexiane M BpBeKRIaHe

Onpenenere Gpos Ha (pHAKOHUTE, KOUTO TpAOBa Aa ObAAT pasTBOPEHH, BE3 OCHOBA Ha TEINIOTO HA
KOHKDETHHS NALIHEHT X H3BafeTe HeoOXoMuMHuTe (QiIaKoHH OT XJIaIMIHMKa, 32 ia MOr'aT Jia ce 3aTOINIAT KO
cTaliHa TeMneparypa.

®abpazuw/Fabrazyme we TpaOba 1a ce mpuiara Karo cMec ¢ JpyTH JeKapcTBen# IPOAYKTH I10 BpeMe Ha
enqa ¥ chlia nudysuag.

H3noa3eaiiTe acenTHYHA TEXHAKA

¢+ Pasreapane

Pasteopere Beexu (rakon Mabpasum/Fabrazyme 35 mg cpe 7,2 ml Bofta 3a muskex1uy; Tpadea ga
H304rBaTe CHIIHO BIPECKBAHE HA BOJATA 32 MEXKEKLHH RBPXY NIpaxa H fia He AomycHeTe obpasyBaHe Ha IsHa
B pasTBOpa, KaTo 3a HesTa pastspksare nexo. Homyyenust ooem e 7.4 ml, ceaspaxany 5 mg ensum/ml, u
npencTaeagsa OUCTHp OezusereH pastsop. pH Ha MonyyeHus pa3teop e NpubnuzutenHo 7,0.

TIpenu mMo-HaTaTHIIHO pazpexNaHe oryieJaiTe NOMyYeHNA pasTBOP BbB BCEKH (MIAKOH 32 Hepas'rﬂqpe‘fm o
4aCTHIM M HPOMsHA B HBeTa. He u3nonspalite (NIakoHH, B KOMTO CT€ OTKPHAY HePasTEOPEHH qacmuu mf;mf APRN
CO I |

npoMsiHa B useTa. Cites pasTBapgHe Ce NpenopbyBa He3abaBHO Na paspelnTe (GiIakoHHUTE. 7 I ST T «\\\\\

Pabpazum/Fabrazyme He CEABPKAa KOHCEPBAHTH.
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Bceky HeM3MON3BaH NPOYKT KK OTNafb4eH MaTepHan Tpabsa fa Ohe U3XBBPIeH B ChOTBETCTRUE C
MECTHHTE HOPMATHBHH H3HCKBAHMA.

» Paspemnane

TMonyuenuaT pa3rBop ChABPKA 5 mg arancHgasza 6era/agalsidase beta 8 ml. Mzrernere 7,0 m! (papnasatuu
ce Ha 35 mg) OT NoJIy4YeHys pasTeop OT BeekM (akoH u cMmecere u3ternennte obemu. Crep ToBa pasperere
cMecenuTe obemu ¢ 0,.9% nHTpapeHO3EH PA3TROP HA HATPHER XJIOPHL, KOKATO IOJIYYHTE NPETIOPbUHTETH S
okoHuateiieH obeM ot 500 ml. Buumartenso pazobpKatiTe HHGY3HOHHNA PasTROP.

¢ Bneexnane

Dabpasum/Fabrazyme He ChABPIKa KOBCEPBAHTH K 3aTOBA C¢ NIPEHOPEYBA A2 3aII0YHETE BLBEXKIANETO Ha
1IOJyYEHNd PasTBOp AO TPH ¥aca OT NOXroToBKata My. OOHIOTO BpeMe MEKKY pasperxaaHero |
3aRBpIIEAHETO Ha MHQY3HATA He TpaOBa @ Haperiasa 24 vyaca.

IlnpeOHaYanHaTa CKOPOCT Ha HHy3wwiTa He Tpa0Ba Aa nagshmapa 0,25 mg/muuyTa (15 mg/yac), 3a fia ce
CBefie 10 MEEUMYM HOTEHIMAIHATA Yi0sBa HA CBEp3aHy ¢ HEQy3uaTa peakiuu. Cney ycTanopsBasxe
Ha TIOHOCHMOCTTA TPY TIAIMEHTA, CKOPOCTTa Ha MH(Yy3BaTa Moske Aa ObAE YBENHUCHA IOCTENIEHHO NIpH
creppaliure HHQY3HA.
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