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JINCTOBKA

Ipensu a2 NpHCTBLANTE KbM YNOTPeda Ha AEKAPCTBEHOTO CPEACTBO, NPOYeTeTe UIAT

JHCTOBKA.

- 3amnaszere jgucToskata. Moke ga Bu ce HanoxH Ja s NpoveTeTe QTHOBO.

- AKO UMaTe JOMLINHTENIHM BLIPOCI, Mons 00bpHeTe ce KbM Bawng nekap niu
thapmMaLesT.

- ToBa nekapcTBo & MPEANUCaHo nu4Ho Ha Bac u Bue ue 1psbBa ga ro npeoTcTHIBATE HA
Epyru auta. To MOXe Aa UM HaHece Bpea A0opH H CUMNTOMHTE HM J1a Ca CBILUTE KaTo
Batuyre.

Cronpaxanue:
Kakeo npeacrasasea Liepesum/Cerezyme u 32 kakso ce ynoTpebssa.

[Ipeau aa NpucTBIMTE KbM ynoTpedara Ha Llepesum/Cerezyme.
Kak pa ynorpe6ssate Llepesum/Cerezyme.

Bob3MOMKHH Hexenan eeKTH.

Cuxpanenue Ha Llepeaum/Cerezyme.

JonbaHurtenHa nadopmanus.

R R

Llepesum 200 U Tpax 3a KOHUSHTPAT 32 HH(PY3UOHEH Pa3TBOP
Hmurnyuepasa

Cerezyme 200 U Powder for concentrate for solution for infusion
Imiglucerase

- JlexapcTBeHOTO BELECTRO € UMHINYyNepasa/imiglucerase.
- TlomomnHuTE BEIECTBA Ca. MAHWTOJ, HATPHEB LUHTPaT, MOHOXWAPAT Ha JIUMOHEHaTa
kucesiHa 1 nosincopbar 80.

TpuTe:kaTes na paspelleHHeTo 3a ynorpeda
Genzyme Europe B.V. Gooimeer 10, 1411 DD Naarden, The Netherlands.

IpousBogured
Genzyme Ltd., 37 Hollands Road, Haverhill, Suffolk CB9 8PU, United Kingdom.

1. KAKBO IIPEACTABJISIBA LEPE3VMM/CEREZYME K 3A KAKBO CE
YIIOTPEBABA

Hiepesum/Cerezyme ce [OCTaBA KaTo Mpax 3a KOHUEHTpar 3a MHGYy3HOHEH PasTBOP M BCEKH
dnakon cuabpka 200 U umurnyuepasa/imiglucerase. Pasteopet TpaGea na ce paspean
ROMBIIHUTEHO.

Pasmepn Ha onakoskaTa: | nnu 25 ¢iakoxa B xkaproHeHa KyTH#A, Bb3MOXHO € Ha N1asapa 1a He ce
npepnaraT BCHUKH BHEOBE ONAKOBKHU.

Wmurnyuepasa/Imiglucerase e  wmoauuuupana ¢opMa Ha  YOBEUIKMS  SH3NM
rioKouepetposiasa, NpOK3BEAEHa N0 TeXHONOrHATa Ha pekomOunantHa JHK. MMurpyHe
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Imiglucerase ce ynotpeGsea 3a ¢H3HMO3aMeCTBALIO JIEYEHHE, KOTATO HHBOTO Ha €H3WMA € MO-
HUCKO OT HOPMANTHOTO, KakTo ce Habmogasa npu Gonectra Ha [oile.

Llepesum/Cerezyme Tpabsa fa ce npunara npu naudeHTd ¢ Quartosa Bosecr sa Tome Tun 1
uan Tun 3, KOUTO UMAT KAMHUYHO 3HAYUMM IPOsBH Ha OONECTTa, BOASILH JO eOUH MAY OBEYE
OT CREJHUTE NpU3HALY W CHMOTOMM: aHeMus (noHwmwkeH Opoii uepBeHH KPbBHHM KIETKH),
CKAOHHOCT KbM KPBBOTEUEHMS TOpaju TOHIKeH Opoli ma TpoMmMOOLHUTHTE, YBEIHUCHHE Ha
uyepHHA Apob MAK Aanaka MM KOCTHO CTpajiadue,

Jleuennero Tpabea Aa ce NpoOBEXAa OT NEKapH ¢ ONUT B NOBeJIeHUETO Npd 6onecTTa Ha [omte.

2. IIPERH JA IIPUCTBIIUTE KbM YIIOTPEBATA HA HEPE3UM/CEREZYME

He npunaraiite Hepesam/Cerezyme
- @Ko CTe CBPbXUYBCTBUTENEH (anepruyeH) KbM MMHINIyLepasa/imiglucerase wim HsKoe OT
nomoLiHuTe Beliectsa Ha Lepesum/Cerezyme.

Ilpn geuenne ¢ Hepezunm/Cerezyme, o0bpiere CNeNHAJIHO BHHMAHHE IPH:
¢  CBpPLXYYBCTBHTEIHOCT (AJIepriis)

Haxoun nauuentn morar na obpasyear umyHornoSynun G anturena xom Llepeaum/Cerezyme
(umurnyuepasa/imighucerase). Ilpu Tesu naumeHT nMa [O-BHCOK PHCK OT peakuud Ha
CBPBXYYBCTBUTENHOCT KbM Nponykra. IlauuenTtute ¢ HeoOuuaiiHm peakuum tpadsa na
HH@OPMUPAT nexysallus ru nekap (Bx. cbiio “4. Hewenauu edextu"). B peaku cnyuan ca
oTbensA3any Texky aneprHuHo-noxoGHH peakuuu. JleueHHETO Ha MALMEHTHTE, KOUTO Ca HMaJH
PeaKuMH HA CBPBXUYBCTBHTEHOCT, TpsAOBa Ja ce MpoBexIa BHHMAaTenHO. [I0BeUeTo mauMenTH
YyCMewHo BbL30GHOBABAT NEHEHHETO Clefl HaManiBaHe Ha CKOPOCTTa Ha Huby3usTa M
NPEABAPHTENHO NEUEHHE C AHTHXHCTAMUHH /UM KOPTHKOCTEPOUIH.

* bexoapoGHa XHNEPTOHHSA

Beaoppobuata xunepTonusa € MOBHLIEHO HalAraHe B KPbBOHOCHUTE ChJOBE Ha Genaute Apoboge.
[lpuunnara moxe Aa Oblie H3BecTHa {CbhpAeuHY, OeNOAPOCHH MK YepHOAPOOHH NpobneMu), HO
B HAKOMW cltyuay Ts € HemssecTHa. [launentute ¢ Oonect ua ['onle MOraT Aa HMAT NMOBHIMEHO
HanArase B KPbBOHOCHWTE CbAOBE Ha Oenua Apod, HE3aBHCUMO OT TOBA Jalld Ce JEKYBAT C
Lepe3um/Cerezyme win ve. [Jocera He e ycraHoeeHa Bph3ka ¢ Llepesum/Cerezyme. BbB BeekH
ciyuai, aKo UmMaTe JUXATENHH NPoGIeMH, CBbPIKETE e ¢ JIEKYBALLHs CH Jiekap.

Eduxacnoctra Ha Lepesnm/Cerezyme 3a HeBPOJIOTHUHUTE CHMIITOMY HA MAUMEHTH C XPOHHYHA
HeBpoHoOnaTHyha (opma Ha Oonect Ha [olle pocera He € YCTaHOBEHZ M HE Morat ja ce
npenophYaT cuelHaiHl CXeMH Ha 103U PaHe 3a Te3U TPOSBH.

Bpemennoct
ITpunaraneto na Llepesum/Cerezyme no epeme Ha OpeMeHHOCTTA He ce Tpenopbusa, JeHHTe
TpAbBa fa Ce KOHCYATHpaT ¢ JeKyBallust CH Jekap OFTHOCHO MEepKHTE, KOWTO Tpsabpa
ApeAnpUemar.
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Kupnmene
[Mpunaranveto Ha Liepeaum/Cerezyme npn kbpMauki He ce npenopwusa. JKeHute TpsdBa 1a ce
KOHCYJITHPAT C NEKyBalliHs CH IeKap OTHOCHO MEPKHTE, KOMTO TpAOBa fa npeanpuemMar.

IMlodmpane i padora ¢ MALIRHR
He ca nabmonasany efpektH BupXy crnocobHocTTa 32 wohHpaHe 1 paboTa ¢ MallHHH.

Ynorpeba na Apyri MeJHUKAMEHTH
Hama u3BecTHH B3aHMOACHCTBHA C APYTH MEQHKAMEHTH,

Liepesum/Cerezyme He TpADBa lla ce BbBENAA CMECEH ¢ APYTH NEKAPCTBEHH NMPOLYKTH B elHa U
chiLa HHpY3HA.

Mosum Bu, unpopmupaiite Bawis nexap uny QapmauesT, ako npuiarare WIH Hackopo CTe
MpUAAraiy Apyr JeKapeTsa, 0Py U TaKWBa, KOHTO He ca OHIH Npeanyucaty.

3. KAK JA YIIOTPEBABATE HEPE3UM/CEREZYME

Vkazapus 3a ynorpeda — pa3sTBapane, paspekiaHe H BbBeKIaHe

[TpaxbT 3a KOHLEHTpaT 32 MH(Y3uOHEH pa3TeOp TPAOBA Za Ce Pa3TBOPH W paspeny Npexu
BbBEKAAHE U € 32 WHTPaBeHO3HO npunoxkenue (Bisk 6. “Hudopmariis caMo 32 MENHUUIMHCKY H
3ApaBHH PabOTHUL).

JoznpoBKa

Hoauposkara TpabBa Ja € MHAMBHJYyaliHa 3a BCEKH mauueHT. BamusT nexap e u3bepe HaH-
MOAXOASUIATA 032 M CXEeMa 33 NpHIMKeHHe, BIeMalikd Tpex Bul (axTopHTE TEXKECT Ha
3afosiABaHeTo ¥ YA0DCTBO.

Hauanuu aozu ot 60 U/kg TenecHo Terno BeAnbiK Ha Beeky 2 ceMULM ca OKa3aNu nofodpeHne
Ha KpBbBHATR kapTHHA ¥ obeMa Ha uyepHus Apod W Janaka B paMKMTE Ha 6 MecedHO NiedeHue, a
NPOIBIKUTENHOTO NPUIOKEHHE UK € CITPATIO HANpeABaHeTO Ha KOCTHOTO 3aboisBaHe WK o e
nopobpuno. JokazaHo €, ue NPHAOKEHHETO HA HHUCKM A03H OT nopsagbka Ha 2,5 U/kg tenecko
TErso Tpu NbTH ceaMuuHo Hin 15 U/kg TenecHo Terno BeAHBIK HA BCEKH 2 ceaMuLy, nonodbpasa
KpBBHAT2 kKapTHHA M oGema Ha uepHUa Apod 1 Aanaka, HO HE W KOCTHHUTE MapaMeTpH.

ObuuaitHata u Hali-ynobHa uecrora Ha HHQY3MATA € BEOHBXK Ha BCEKM 2 CERMHLH.
Llepesum/Cerezyme ce BbBEXA2 upe3 HUHTpaBeHo3Ha HHGy3uA 3a 1 po 2 uyaca. ANTepHaTHBEH
HauHH Ha ApUAOKEHHe e HazHaueHaTta paoza Llepusum/Cerezyme ja ce BnBene Taka, ye 3a 1
MHHYTA [la C€ BLBEXAA HE [MOBEYE OT 1 eAHHHLA Ha KF TENNECHO TETIIO.

Bamuar nexap Tpabsa peNoBHO Aa oleHsABA Balius OTroBOP HA NEUEHHMETO W JO3HTe TpsOba
%

CbOTBETHO JIA Ce 3aBHIUAT WM HaMalAT Ha 5&3&1‘% Ha M3yepiaTeNHa OUeHKa Ha Balms oTrosop

110 OTHOLIEH!E Ha BCHYKH CbOTBETHH KINHHUYHUTE NPOABH Ha DONecTTa.

Cne,a KaTo ¢ YCTaHOBH CHUIYPEH H crabuned OTroBOp MO OTHOHIEHHE Ha BCHYKH CHOTBESTHH

KAHHHWYHU NPOABH, Bauwusar Jliekap MOXKe A& pelid ja NpUrojld OO3HTe 34 NMPOABRJDKHTEIHO
e(beKTHBHO JICHEHHUE, KaTO NapaMeTprUTe Ha OTroBopa Ha JIEUCHHETO U ChCTOAHHETO Bu ocragar
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noy Onausko Habmogenue. OOuualinute fepnoAM MEXIY KOHTPONMTE BapHpar ot & jgo 12
Meceya.

MoxeTe aa nomonute Baluusa Nlekap [a perdcTpupa aHOHHMHO AaHHHTe BHM Ha2 nauueHT B
“ICGG Gaucher Registry” (perucrsp Ha ICGG - International Collaborative Gaucher Group —
MeXAYHapoOHa rpyna 3a c»TpYAHKHuecTBO B oDyacTTa Ha Gonmectra Ha Iowe). Llenute Ha To3u
perucTsp ca aa ce nonobpk pasdupanero Ha GonectTa Ha ["olue M Aa ce oleHABAT pe3yNTaTUTE
OT EH3HMMO3aMECTBALLOTO AEYSHHE, KOSTO B KpaliHa CMEeTKa BOIM 0 YCBBBPINEHCTBAHE Ha
GezonacHOTO 1 eduxacHo nanonssane na Llepeaum/Cerezyme,

AKo ocTaHeTte ¢ BleyamIeHNero, ve edextsT Ha Llepesum/Cerezyme e npekaneHO CHAEH HIK
npekaneHo caad, norosopete ¢ Bawus nexap.

Axo npunoxnTe noseve Ilepesum/Cerezyme, 0TKOJIKOTO € HYKHO
Hsama cnyuawu na npeaosupate Ha Lepesum/Cerezyme.

Aro cre 3abpasuan pa npisorure epesum/Cerezyme
He npunaratite AsoiiHa n03a, 32 Aa KOMNeHCHpaTe 3aDpaBeHuTe SRHHHYHY RO3H.

4. BBb3MOXHH HEXEJIAHU EQEKTH
Kato Benuku nexapcrea, Liepesum/Cerezyme Moske Aa MpeAH3BHKa HexxelaHH edeKTH.

[latHeHTHTE MOraT A2 UMAT HE3HAUUMK HEXENAHK ABJICHHS, CBLP3AHH C BT HA BhBEXLAHE Ha
NEKapPCTBOTO, XAPAKTEPHH 33 BCAKA MHTPABEHO3HA UH(Y3HI, T.e. AuckoMpopT, ceplex, napexe,
nofgyBaHe Wiy abcuec Ha MACTOTO Ha npoOMBaHe Ha BeHATa.

CHMITOMH, HACOUBALLY 34 HAIMUHE HA peaKuus Ha CBPbX4YYBCTBHTEINHOCT, ca HAGMOAABAHH TIpH
orpannyer 6pol mauneHTH. HavanoTto Ha Te3u CHMNTOMH e OHAC MO BpeMe Ha MHDYIHHTE HIH
BEeAHAra CNej TAX; Te BKMOYBAT: CbpOek, 3auepBABaHe, YPTHKAPUA/ZHTHOENEM, HEIIPUATHO
UYBCTBO B T'bpANTE, YBENHYEHa ChpJedHa 4YecTOTa, MOCHHABAHE HA KOXKATA ¥ HENOCTHUr Ha
BB3AYX. [Ipy MHOro mManbk 6poit mauuenTy ce cbobllaBa M 3a CNajaHe HA KPBBHOTO HAjsraHe
BHB BPb3Ka C peakuus Ha CBPbXUYBCTBHTENHOCT. FlanueHTHTE Tpa6Ba fna ObAAT HOCHBETBAHH,
BpY MOsBa Ha TakuBa CHMMOTOMH, Oa npekpatar uH(y3HiTa Ha NPOAYKTZ W A2 CE CBbpXKaT
BeAHAra ¢ JIeKyBallusl 'y fekap. i

Hpyrute HexeinaHu edekTd ca cboblieHn npy orpanuveH Opol nauueHTd: rafieHe, NOBPbHLIAHE,
KOPEMHH CTasMu, AWapus, oOpuB, oTnagHanoct, rnagobonue, MOBHLLICHA TEMNEPATYPa, TPBIKH H
samaiiBase,

Ao 3alenexure HexcenaHu eexTH, KOMTO HE & YNOMEHATH B HACTOSMLIATA NHCTOBKA, MOAHM
Bi na undopmupaTte cBos n1ekap HiK (papMalesT.

5. CBXPAHEHUL HA NEPEIMM/CEREZYME

Ja ce cexpaHsiBa Ha MACTO, HEAOCTHNHO 34 Jelal

Heortsopenu dnakoHu:
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Cuxpanssaiite npu temnepatypa 2 — 8 °C (B XnafunHuk).
He wusnonspaiite Llepesum/Cerczyme cnep u3THualie Cpoka Ha TOAHOCT, OTneYaraH BBPXY
eTHKeT2 chies o3HadeHiteTo "[Coaen ao".

Paspenen pasteop:

Or rnegHa Touka Ha MHKpPOGHOMOrHYHA Ge30RACHOCT MPOAYKTHT TpAGBa Ja Ce NpPHIOKH
He3a0asHO. AKO HE Ce NpuAGKM He3alaBHO, CHXPaHABAHETO HA Beue YNOTpeOeH OTHaCTH
NPOLYKT U YCJOBHATA NIpEeaH yno*rpeﬁa ¢a Ha OTrOBOPHOCT Ha HOTPGSHTG!]H, KaTo HEPHUCALT Ha
chxpateHHe ne OuBa nga e moseue oT 24 yaca v 10 Aa e npu 2°C - 8°C W Ha 3aIUTEHO OT
CBETHIHa MACTO.

6. JOITLJIHUTEJHA HHOOPMAU A

3a HH(I)OPM&L[I'IH OTHOCHO TO3H JIEKapCTBEH MPOAYKT, MOJIHM, CBbPIKETE Ce C TIIPHTEXATSNIA Ha
pa3pelUeHHETO 3a }'HOTPGG&:

Genzyme Europe B.V.
Gooimeer 10

1411 DD Naarden
The Netherlands

Ten. +31 35 6991200

HacrosimaTa AucToBxa e ¥YTBLPeHA MOCHCIHO HA

Cnenpainara HH(bOpMﬂL[PIH € NpéaHa3HavueHa caMo 3a MeOHLMHCKH W 30paBH paﬁomnun:

Beeku ¢naxon Cerezyme e camo 3a enHoxpartHa ynotpeGa. Cnes pastsapsse Beek# (JIakoH
Cerezyme cbabpika 200 enunuuy imiglucerase 8 3,0 ml (40 enunuum va ml).

Onpegenere 6pos Ha (uiakoHHTE 3a pasTBapsHe, Bb3 OCHOBA Ha WHIMBMAYAIHATA CXeMa Ha
LO3MPAHE Ha NMAUMEHTA U U3BaaeTe (AAKOHNTE OT XNafuiaHHKA.

HznonseaiiTe acenTHyia TeXHUKA.

Pazreapsne

Pasreopere eexn daaxon ¢ 5,1 MA Bojia 3a uinKeKUMK: H3GArBAITE YCKAHETO HA CHAHA CTPYA
BOA2 BLDXY Mpaxa H, upes NeKko cmecpaHe, W3bsarpadTe oOpalysaHeTo Ha NsSHA B Pa3TBOpa.
O6embT Ha pasTeopa ¢ 5,3 ml. pH Ha pasteopa e npubnusuTento 6,1.

[Ipenn na npoib/HKUTE © paspexkiaHeTo, NperieaiiTe BU3yalHo pasTBopa BLE BCEKH (IIAKOH 3a
HANMMYWE HA “YXAW YACTHUM HJIH MpoMsHa Ha uBeTa. He usnonssaiite ¢naxodu, B KOHTO ce
3abensssa HANMYHETO Ha YYXAM YACTHUM HAM APOMsHA HA LBeTa. Paspenere pegHara
pasrBopeHuTe (NAKOHU U HE FH ChXPAHsBaAiTE 2a 0-HATATHILHA YIIoTpeba.
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Pazpemxnane

PazteopbT cbabpka 40 emunuun (U) imiglucerase 8 ml. OBembT Ha pazTBOpa MO3BONAB2
npeuusHoTo narernave Ha 5,0 ml (pasen wa 200 exunuuuy (U)) or Beexu daaxon. Haternete 5,0
ml pasTBop oT BCekHu (akoH u chbepere usternenute obemu. Paspemere chGpanure ofemu B
0,9% unrpasenosen pasTBOp HA HaTpHeB xJopHm Ko obul obem ot 100 mo 200 ml. CMmecere ¢
AEKO pasknaliaie HHPY3HOHHUA pasTBOp.

[Tpenopbysa ce paspefecHUsT pa3TBop Aa Obae MPUIONKEH B PaMKHTe Ha 3 Yaca. PaspeleHusT B
0,9% wnHTpaBeHO3H pPA3TBOP Ha HATpPHEB XJOPHZ MPOAYKT LUE 3amasd XUMHYECKaTa CH
crabunHocT A0 24 yaca, ako ce CbXpaHABa NMpH Temneparypa of 2 go 8 °C Ha 3aluTeHo OT
cBeTAMHa MAcTo. MukpoOHonoruunara OezonacHocT ofade Wie 3aBMCH OT TOBA HalH
PA3TBAPSHETO W PA3PEMIAHETO Ca BUIIH U3BBPIUEHH ACEMTHYHO.

Cerezyme He chbAbPKa KOIICEPBAHTH. Bcoeki HEW3NON3BaH PAsTBOP WJKM OTHANBYESH MaTepHal
Tpabaa na 6bhe U3XBBPAEH B CLOTRETCTBHE C MECTHHTE pasnopellu.
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