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KPATKA XAPAKTEPUCTHKA HA TPOAYKTA

1. TBPI'OBCKO UME HA JEKAPCTBEHHSI ITPOAYKT
HEPE3HMM 400 U Ilpax 3a xoHUleHTpaT 3a HH(Y3HOHEH Pa3TBop

CEREZYME 400 U Powder for concentrate for solution for infusion

2. KAYECTBEH H KOJIHWYECTBEH CHCTAB

Beexn dnaxon Lepesum/Cerezyme ceaspixa 400 enurany (U) * uMmuraynepaza/imiglucerase.

*Ensumiara epuAHUa (U} ce onpelNend KaTo KOJMNESCTBOTO eH3UM, KOeTo KaTanHsupa
XUAPONA3aTa Ha €ABH MHKpoMon (pmol) oT cuHTeTHYHHA cybcTpar napa-HHTpodenun 5-D-
riroxormpanosuy (pNP-Glc) B maHyTa upn 37°C.

3a MOMOIHHATE BelecTBa Bk 6.1.

3. JEKAPCTBEHA ®OPMA

IIpax 3a KOHHEHTPAT 3a HH(Y3HOHEH pasTBOP.
epesum/Cerezyme e O fo cHBoOeNe3HIKAB IIpax.

4, RKIMHAYHHE JAHHE

4.1 Tloxazamma

Iepesam/Cerezyme  (UMHDNyIepasafimiglucerase) ce npumara 3a  OPOABLIGKHTENHO
EH3HMO3aMECTBALILO JISHSHHE TIpH NAHeHTH ¢ TOTREPAeHA AHarHos3a Ha HeHeBpoHonaTHuHa (THE
1) BIH XpOHHYHA HEBPOHONATHYHA Ooject Ha ["ome (Tnn 3), KOATO MMat KNMHUYHO 3HATUMU
HEHEBPOMOTHYHH NpoABH Ha bofecTTa.

HenesponoruaauTe MpoABH Ha GoiiecTrTa Ha [olle BKMIOYBAT SAHO HIM HAKOAKO OT CHENHATE

CBCTOAHHS:

*  aHeMH CHef M3KHOUBAHE HA APYIH NPUYHEE, KATO HANpAMeEp KeleseH Ae(HLHT;

s  TpOMOOIHTONEHEST;

e xocTHO 3abonfBade clef H3KIIOYBAHE HA JOPYTH NPHYMHY, KaTo HampuMep BHTaMMH D
TedHImT;

®  XeNaTOMETANHs HIH CISHOMEraIHA.

4,2 Jlo3npoBKa 0 H2YHH HA yHoTpeda
JleuenweTo TpsAGBa la ce MPOBEXA OT NeKapH C ONHT B IOBEAEHHETO NpH OonecT Ha Iome.

Cnen pasTBapsiHe M paspexiase (Bmx 6.6), DPUrOTBEHMAT pasTBOP Ce IpHIara Karo
HHTpaBeHO3Ha WHGy3HsI B IpogbiDkeHue Ha 1 Ao 2 yaca. Karo anTepHatis QIqIiaTa fo3a

HAa KT TEASCHO TErJI0 B MHHYTA.
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Jlo3d 33 BB3PACTHH, AeNa H CTAPH X0pa

INopaau xeTeporeHHUA U MyJTHCHCTEMEH XapakTep Ha Oonectra Ha I'oiue, josute TpabBa fa ce
ChCTaBAT HHAMBHAYANHO 33 BCEKY NALMEHT BE3 OCHOBA HA H39EPIATENHA OIEHKA HAa KIMHIHIHHTS
nposBY Ha OolecTra.

Pen cxemu Ha no3HpaKe ca J0KA3alH CBOATA e()eKTHBHOCT 110 OTHOMIEHHE HAa HAKOM MJH BCHYKH
HEHEBPOJOTHIHH NMposBH Ha Gonectra. Havamem mosw ot 60 U/kg TeilecHO TErii0 BEAHEXK HA
BCEKH 2 CEAMMIM ca NoKa3ald NoJobpeHne Ha XeMaTONOrHIHHTE H BHCLEPATHHTE TIapaMeTpH B
paMKHTE HA 6 MeCeuHo NeYEHUE, 4 LpONBIKUTENHATa ynoTpeba e ZoBena HIM A0 CIHpaHe Ha
HANPSNBAHETO HIH FO Togo0pesne Ha KocTHOTO 3ab0Bane.

IMokazaso €, 9e MPHAOKEHHETO H& MHOrO HACKH A03H OT nopsAxska Ha 2,5 U/kg TenecHo Teryio
TpH TETH ceaMuubo HIM 15 Ulkg TenecHo TerNo BefHBK HA BCEKH 2 CeAMMIM, nomoOpsaBa
XeMAaTONOTHYHHTE MTapaMeTpH U OPTaHOMETANHATA, HO He M KOCTHUTE [IapaMeTHH.

ObuyaiinaTa 1 Hait-y00Ha 32 MalMeHTa 4ecToTa Ha HHQY3UiaTa e ReIHBK Ha BCEKH 2 CEAMHAITH.
ToBa e M decToTaTa Ha WHGY3HATA, 3a KOATO €A MO-TOMAMATa YacT OT JAaHHHTE, KOHTO ca
H3IBCCTHH.

OTroBOpET NpH ManueHTa TpAOBa Ja ce OLeHABA PEeryJIpHO H Ho3uTe TpabBa Aa ce yRemHdasar
HAY HaMmausBaT Ha 0a3ara Ha [MIOCTHA ONEHKA Ha OTIOROpA Ha HMAlMEHTa IT0 OTHOIEHHE Ha
BCHUKH KIHHHAYHH OpOsBH Ha Oonectra. Ciiell KaTo HHEMBHAYAIHUAT OTTOBOP HA MAlHEeHTa 110
OTHOLIEHHS Ha BCHUKH TIOANEKAIWY Ha OICHKa KIMHMYHHE TposBH Ha Oonecrra e xobpe
yCcTaHOBEH M cTaOHAH2HUpaH, JO3UTE MOrar ja OBHAT IPHIONEHH 33 MPOFBIDKHTEIHO edieKTHBHO
JieUeHYe, KaTo NapaMerpHTe 3a OLEHKA Ha OTTOBOpa M CHCTOSHHETO Ha MAUMEHTA OCTABaT HOJ
Om13pK KOHTP O, OOHUAHEAT HepHON MeX Ty KOHTPOJHTe Bapupa ot 6 go 12 Meceua.

IlpenopryBa ce MENHIMHCKHTE H 3ApaBHATE pabOTHHIM N3 PerACTPHpAT NAaiHEeHTHTE ¢ OoiecT
Ha [omle, BKMIOUHTENHO TE3HW C XPOHHYHH HEBPOHONATHYHH IIposBH Ha Oomectra, B “ICGG
Gaucher Registry” (Bux pasgen 5.1.).

4.3 IlporEponoxasaHAd

CBppXUYBRCTBHTENHOCT (aNlepTHa) KBM JeKAPCTBEHOTO BEINECTEQ WM KBM HAKOS OT MOMOMIHUTE
BemecTsa. (Bax. pasnen 4.4 "CBpbxayBcTBHTEIHOCT").

44 CpoemuanHnE NPOTHBEONOKA3AHAA H CHENHAJNHA HpeAylpe:RIcHHA 32 YHOTpeda
CEpLXIYBCTBHTEIHOCT

Hammnara uagopmanus MoKasea, Ye Ipe3 IbpBaTa TONHMHA OT JedeHHeTo, ce obpasyrar IgG
(myHOrnoOynuH () aHTHTENa KbM HMHIMyLepasa/imiglucerase npr okono 15% ot nexypandTe
manuesTH. Harnexna, de naiuentuTe, koHTO obpasysar IgG anTuTena, 0OMKHOBEHO 'O HpaBAT
Tpe3 TLPBHTE 6 Mecelia OT HAUajiOTC Ha JIEIEHHETO H DAAKO pPasBHBAT auTUTeNa KBbM
Lepesum/Cerezyme (umurinynepasa/imiglucerase) cnen 12-ma Mecell oT HauafoTO Ha NedeHHETO.
TlpenoppuBa ce NaUuMEHTHTe, CHMHHTENHH 338 HaManeH OTrOBOp KBM JiedeHHeTo Xa Onaar
KOHTPOJIHPaHH TepHOAHYHO 32 00pasysaue Ha IgG aHTHTeNa KbM UMHTTYNepaza/imiglucerase.




TTayrentnTe ¢ autuTena xeM Llepesum/Cerezyme (uMHACIyepasa/imiglucerase) HMaT MO-BHCOK
PHCK OT peaKknuyt Ha CBPEXYYyBCTBHTENHOCT (BiK. pasien 4.8 "Hesxenanu nekapcTBeHH peakiin").
AKO ManueHTsT e HMall peakiis, KOATO Ce Npennofiara, de e OWia CBpHXYYBCTBHTENHOCT, C€
MPENopBYUBa MOCHEABAINO H3CHCABAHE 33 aHTHTeNa KBM HMHUTNyIHepasa/imiglucerase. B pemkn
ciydam ca HaOmonapaHu awadunakTHynyE peakimd.  [lo-maraTemHOTO JledeHHe C©
mMErTynepasafimiglucerase cnenga na ce NpoBexia MHOTO BHEMarenno. [1oBedeTo NanmyeHTH
YCNEeMHO MpPORXBIDKABAT JISHEHHeTO CcJiel] HAMaiusBaHe Ha CKOPOCTTA HA HHOY3HATA H
MPENBAPHUTEIHO NEYEHAE C aHTHXHCTAMMHE H/HIH KOPTHKOCTEPOHIH.

Llepesum/Cerezyme (uMmuriynepasa/imiglucerase) tpabea Zia ce mpuiara NpeANasiMBO IIPH
TMAUHeHTH, KOUTO ca 00pasyRaiy aHTHTENA HIH ¢a MMajlH CHMITOMH Ha CBPBXYYBCTBHTENHOCT
xeM Lepenasza/Ceredase (alglucerase).

Benonpobaa XANEpPTORAS

BenoapobHaTa XUIEPTOHUS € IO3HATC yonokHenwe Ha OosecTTa Ha [ome. Habmomaeaso e
KAKTO NpH [ANHEHTH, NPH KOHTO Ce IpHiara ed3HMO3aMecTBAllC iedeHHe, Taka M IpH
DalHeHTH, OpH KOHTO He ce mpwiara. He e ycTaHoBena nNpHYMHHA BpE3Ka C
EH3HUMO3aMECTBALIOTO JiedeHHe. IlalMeHTHTe ¢ PEeCUMpaTOpHH CHMIITOMH TpsOBa pa Obzar
H3CMSABaLH 32 HaHYAe Ha 0eNoRpobHa XHIepTOHHA.

Edmiracnoctra Ha IlepesmM/Cerezyme 3a HeBpONOIMYHHMTE CHMITOMY HA NAUMEHTHTE C
XpOHHYHA HeBpOHOIATHYHA (popma Ha OonecT Ha ['omie He e ycTanoBeHa H 3a TE3W HPOSBH HE
MOTAT JIa Ce NPeIophYaT CIelHanNy ¢XeMH Ha lo3upate (Biox paszen 5.1).

4.5 JlexapcTBeHH X APYIHE B3aAMOIESHCTBHA

Bsaumogeiicteuero Ha Llepesmm/Cerezyme ¢ ApYTH NEKAPCTREHH NpPOAYKTH HE € NpOYy4YBaHO.
Hpyra hopMH Ha B3aHMOASHCTBHE, KaTO HAPHMED ¢ XpaHaTa, ca MaliKo BEPOATHH.

4.6 DbpemMeHHOCT H KbpMeHE

He ca npoBeskaaHu NpOYYBAHHA BBPXY JKHBOTHH 3a& YCTaHOBABaHe BE3ACHCTBHETO Ha
epesum/Cerezyme BEpXY PENPOAYKTHBHATE UM CHCTEMA.

He e uspectHo mamu llepesum/Cerezyme Moxke Aa NpPeIU3BHKA YBPEXIAHE HA TINIONA HpH
npHjaraHe mpH OpeMeHHa JKeHa, a ChII0 H JaiM MOXE Ja 3acerde pEpOAYKTHBHHTE
BramMoxkHocTH. Llepesum/Cerezyme Tpabsa ja ce npuiara npe OpeMeHHH JKEHH CaMo aKo €
kpaitHo HeoOXONUM M CNie/l BHMMATeNleH aHallM3 HAa PHCKOBETE H IIOJI3HTE KaKTo 33 MalKaTa Taka
H 32 II0Ag.

He e H3BECTHO JI2JIH TOBA JIEKAPCTBO IPEMHHABA B MAfuMHOTO MILIKO, MOpand Koero Tpadsa
MHOTO A4 ce BHHMABa NpH npuitarafe Ha Llepesnm/Cerezyme Ha KEPMadKH.

4.7 Edexra BBpxy cooco0HocTTa 32 motupaHe B pabora ¢ MAIIHEH

Llepezum/Cerezyme HAMa WIH OKa3ea caMo NpeRebpexuMo BE3aeHCTBYEE RhPXY CIIOCOOHOCTTA 34
modupane H paboTa ¢ MallHHH.

4.8 HexeraHgd JeKapCcTBeHH peaKNHH




Hexenanute nexapcrseny peakiud (HJIP), ordeTeHn xaro cpbp3anu ¢ Cerezyme, ca H36poesH B
TabmuUATa MTO-OITY O Kiac Ha CHCTEMH OPTaHH H YectoTa (YeCTH H He YecTH).

Tam0TO KaTo IANO — o0 HapyleHHs
He yectn: HenpuatHO yceiane B IbpAHTE,
TeMIEPATYPa, BTPHCAHE, YMOpPa

Hapyuienna B IxaTenHara CHCTEMa
JectH: PecnMpaTOpHH CEMITOMH

Hapyniens B cTOManMIHO-IpeBHATA CHCTEMA
Hewectn: [apene, nospBlnaHe, MUApHA, KOPEMHH
CTa3MK

1lentpasnsa ¥ nepuQepHa HEPBHA CHCTEMA
He wectn: I'nmaBoGolile, CRETOBEPTEX

CrpAeyrochAOBH HapyLIeHHs, 00IH
He wectn:  1lmanosa, XMIIOTOHHS

Hapymresus Ha CBpASYHHTE YECTOTA H PHTBM
He wectu:  Taxurapmusg

Hapymenna npH koxara ¥ THMABHLHTE
Yecrn: Vprukapus / anrsoenieM, cepbexk, obpus

Coa0BH (M3BBHCBPACYHH)
HapYHIEHHA
Hevyectu: 3aueprasaHe

Hapyimienns B MACTOTO HA IpyJarase
Hegecrn: Muckomdopt, apeHe, IOTyBaHe, CTepHIeH
abenec

TIpu Mansk 6poii naluenTy ca chobiaBaHu HexxeNanu edeKTH, CBbP3aHU ¢ IILTH Ha BEREKAAHE:
JmckoMdopT, cHplesk, napene, MogyBaHe il cTepAieH abcuec Ha MACTOTO Ha BeHeITyHKIUITA.

CHMITOMH, NpeNnoNaralid CBPBLXYYBCTBHTENHOCT, ca Habmopasauu mnpu okxono 3% orT
TlanueHTHTe. Te3H CHMIITOMH Ca ce NOABABAMI 10 BpeMe Ha HHBY3HUTE HIM MaNKo CHEA TOBA; Te
BKMIOMBAT CBpOexk, 3avuepBsABaHe, YPTUKApHA/aHTHOSAEM, HENPUSTHO YCENIaHE B TBPRMIE,
TaXUKaplHsa, IHAHO3a H PECIUPaTOPHHM CHMIITOMH. Paaxo ce ¢po0llaBa ¥ 33 XHIIOTOHHS,
CBBP3aHA CHC CBpPEXYyBcTBHTENMHOCT. [lanpenTtute Tpabea Aa ObJaT CcHBETBAHM, IPH 10ABa HA
TaKHBa CHMIITOMH, JIa IPEeYCTAHOBAT HH}pY3HUATa HA IPOXYKTA # A2 Ce CBBEPXAT CRC CBOA JeKap.
4.9 TIlpemoznpame

Heama crobmenns 3a caydali Ha NpeRosrpane.

5. DAPMAKOJOTHYHHA TAHHK
51 <®apmaxogHEAMHOYHH CBOHCTBA

dapmakoTeparleBTHYHA TIpyla: eH3HMHM - HMHDIyUepasa/imiglucerase (pexomMOHHAHTHA
maxpopar-opueHTHpana S-rimoxolepedpo3nnasza) ATC-xon: AIGABO2.
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Wmurnynepasa/imiglucerase (pexoMOHHaHTHA Makpodar-opaeHTHpana S-rmokollepedposuasa)
KaTamM3upa XWAPONH3aTA HA TVHKONMIHAA THIOKOLepeCpOSHA JO DIOOKO3a ¥ LEpaMul,
crefBaiky HOpMAITHAA NET 33 pasTpakAaHe Ha MEMOpaHHATe JHMIHAK.

TmoxonepeSpo3HABT ce MOMYyYaBa IMaBHO IIPH XeMOIIOeTHIHATA KneThuHa o0MaHa. BonecTTa Ha
lome ce xapakTepuskpa ¢ GYHKIHOHANHA HEJOCTATHYHOCT Ha S-TmokoiepeSpo3Haa3HaTa
eH3WMHA AKTHBHOCT W BOAH JO HaTpyfbBaHe HA JIMNKAESH TIIOKOLepeOpo3uj B THKAHHHTE
Makpodary, KOUTO CTaBaT rofieMH M ce HapHJaT KieTkH Ha [olne.

Knerxute Ha T'ome ce HamuparT OOMKHOEEHO B YepHuMs npol, Najiaka ¥ KOCTHHA MO3BK, a
NOHAKOTA H B eimTe Apoboge, OpOpenuTe H YepBaTa. BTOPHIHATE XeMATONIOTHIHH MOCHEACTRAL
BKJIOYBAT TEKKA AaHEMHA M TpoMOOLMTONEHHs KaTo AOMBJIHEHHe KbHM XapakTepHata
MpOrpecHBHa xenartociuieHoMeranui. CkeneTHHTe yonoxueHus ca ofmdaiiHa M uecTo Hali-
OMaJIOMOINABANA W HMHBAmM{IU3Upalla Npossa Ha Ooiecrra Ha Iome. BB3MOXHH CKeleTHH
YCIOXKHEHUS CA: OCTEOHEKPO03a, OCTEORCHHA ¢ BTOPHYHY TaTONOIHIHHE (PpaKTypH, HEAOCTATHIHO
pPEMOZeNHpane, OCTE0CKIep03a H KOCTHH KPH3H.

He ca mpoBexzaHH KOHTPONMpPaHH XIHHHYHH H3MMTBaHuA Ha edMkacmocTTa Ha Cerezyme 3a
HEBPONOTHIHK [pOSBH Ha GoNecrra. 3aToBa He MOTAT Xa Ce NpaBAT W3BOMH 3a edekTa oT
€H3HMO3AMECTBALIOTO JISUeHHE BLPXY HEBPOJIOrHHUTe NposBr Ha fonecTTa.

IIpenopsyBa ce MenUIMHCKATE W 37ipaBHuTe pabOTHHIM Ja PerHCTpUpar malHeRTuTe ¢ Goject
Ha [ome, BIINOYWHTENHO Te3sH ¢ XPOHHYHH HEBPOHOIATHYHM HpofgBH Ha Gomectra, B “ICGG
Gaucher Registry” (permctsp Ha ICGG - International Collaborative Gaucher Group -
MEXIyHApPOJHA IPYIa 3a CHTPYAHHYECTBO B 00NacTTa Ha GonectTa Ha I'ome). B To3u perncrep
JaHHHTEe 32 DalUHeHTHTe ce chbupar anoHAMHo. Lenute na “ICGG Gaucher Registry” ca na ce
nopobpu pazbupaHero 3a Gosmectra Ha [omwle W pa ce OleHsBaT pE3yNTaTHIE OT
€H3MMO3aMECTBAIIOTO JICUeHHe, KOeTO B XpailHa cMerka BOJH 1O YCBBBPIIGHCTBAHE Ha
BesonmacHoTO 1 edyxacHo usmon3eane Ha Lepesum/Cerezyme.

5.2 PapMakoRAAETHIHE CBOiiCTBA

[pr eAHOuacOBH HHTpaBeHO3HH uHAYsuu Ha 4 go3m (7,5, 15, 30, 60 Ulkkg)
HMUTTyLepasa/imiglucerase, paeHoBecHa eR3HMHA AKTHBHOCT ce TTocTura ciie] 30 munyra. Cnex
uH(yY3UATa, IA3MeHaTa eH3UMHA aKTHBHOCT OBp30 HaMaNdBa ¢ BpeMe Ha MONMY)KHROT BapHpAamo
ot 3,6 no 10,4 mumytr. [nasmennaT kmapwHe Baphpa ot 9,8 10 20,3 ml/min‘kg (cpemno + S.D.
14,5 = 4,0 ml/min/kg). OfemsT Ha pasnpeaeieHye, KOPUrdpay 3a TerioTo, Bapupa ot 0,09 mo
0,15 Vkg (cpenuo + S.D. 0,12 + 0,02 I/kg). Te3n npoMeHNHARH HE HATNEXKHA Ja CE BIMSAT OT
J033Ta MM MPOABDKATEIHOCTTa Ha MHEQY3HATa, HO caMO eAWH WAM OBaMa MalMeHTH Ca
H3CICABAHH 3a BCAKO HHMBO Ha JO3HPEHE H CKOPOCT Ha HH@YSI/IHTa

53 IHpeaxnrangad JaHHHA 332 0e30HACHOCT
[peAKTMHUYEKUTE HAHHH IOKA3BaT, Y& HAMA CHEeNU(HYHE ONACHOCTH 3a Xopa Ha Oasa

HH(i)OpM&LlHﬂTa OT H3CIenBanHiara 3a $e30macHoOCT 3a OCHOBHHTE CHCTEMH, TOKCHYHOCT Ha
eNMHYYHA HI1 MHOTOKPaTHH J03H ¥ MyTarcHCH e(i]eKT.

6. GAPMANEBTHYHU JAHHA




6.1 CHHCHK Ha HOMOIMHATE BEINEeCTBA H TEXHATE KOJEIECTER
Mannitol, sodium citrate, citric acid monohydrate, polysorbate 80.
6.2 OH3EKO-XEMHAIHE HECHLBMECTAMOCTH

HOpaI[H JHIICa Ha H3CHeABaHHA 34 HECEBMCCTHMOCT, TO3H JICKAPCTECH IPONYKT HE TpHGEa Ia ce
CMecBa ¢ JIPYTH JeKapCTBEHH IIPOMYKTH.

6.3 Cpox Ha rognoct

Heotropeuy dhuaxoHu:
2 rOFvHH.

Pazpenen pasTeop:
OT rnegHa TOYKAa HAa MHKpOOHMONOrH4YHA O0E30IIaCHOCT NpPOAYKTHT Tpa0Ba Ha ce NPHIIOKH

He3a0aBHO. AKO He ce NpUROXH He3abaBHO, CHXPaHIBAHETO HA Bede YHMOTpebeH OTYACTH
TIPOAYKT W YCIOBHMATA Npefl ynotpeba ca Ha OTFOBOPHOCT Ha NOTpeduTesns, KaTo MepHOJET Ha
chbXpaHeHHe He OuBa Aa e moBeude oT 24 "aca U TO ja € npH 2°C - 8°C 4 Ha 3am{TeH0 OT
CBETIIHHA MACTO.

6.4 CpoenuajHH ycJIOBHS Ha ChXpaHeHue
JHa ce crxpaunssa npy 2 — § °C (B XITaHARKK).
6.5 JIapgAd 33 ONAKOBKATA

Hepesum/Cerezyme ce gocraed B 20 ml uiakonu oT npo3padso crekio. 3aTBoperu ca ¢ OyTun
CHIHKOHOBA Tana ¥ HaOuTa BHPXY TanaTa Kanaika ¢ HOBJIHTAINA Ce Harope NJacTHHA.

3a fma ce ocHrypH JOCTATHYHO 00eM 3a TOYHO JO3HpaHe, BCEKH (PAaKkoH e IpexBHASH Ha uMa 0,6
ml gonengyTenso.

Pasmepy Ha onakopkaTa: 1, 5 uam 25 (rakoHa B KapTOHEHa ONAKOBKA.
B13MOKHO & Ha 1a3apa Aa He Ce TMPenarar BCHYKY BHYOBE ONAaKOBKH.

6.6 Ipenopbxn npu ynorpeda

Beexu dnaxon Cerezyme e camo 3a eflHokpaTHa ymorpeba. Cnes pasrsapaHe BeekH GakoH
Cerezyme cuabpixa 400 expnunu aMurTynepasafimiglucerase B 10,0 ml (40 epuaunm ra ml).

TIpax®T 3a KOHIEHTPAT 32 HHQY3UOHeH pasTeop TpAORa Aa 6B7e pasTBOpEeH ¢ BOAA 33 WHKEKIHH,
pazpened ¢ 0,9% wHTpaBeHO3eH PA3TBOP Ha HATPHEB XIOPHA H Cilell TOBa Ja ObJe BBBREACH KATO
HHTpaBeHO3Ha (Y3

Ompenesiere 6pog Ha ¢IakOHHTE 3a pasTBapsHe, Bb3 OCHOBA Ha MHAMBHAYANHATA CXEMa Ha
NO3MpaHe HA HalMeHTa ¥ U3BazieTe (pAakoHHTe OT XA HAHHKA.

TMonskora MoraT A2 ce MpaBaT MallKH MPOMEHH B JO3MTE, 32 Ja ce H30erse M3XBBDILIHETO HA
qacTH4HO ynotpeOeHu duakoHH. J[03MTe MOTaST Ja ce 3aKPEINIABAT A0 Haif-Onuskusa neleH
(hrakon, HO NpUITOKEHATA MeceyHa 032 CiefBa Ja 0cTaea 0e3 IpoMsHa. :




Hanon3paiiTe acenTHIHA TEXHAKA
Paztpapsine

Pazreopere Beexn dnakox ¢ 10,2 M Bofa 3a HHxeKOHHN: H30ArRaliTe NycKaHeTO Ha CHIHA CTPYS
BOJi2 BEDXY Npaxa W, 4pe3 JeKQ cMecBaue, u30arpalite oOpazyBamero Ha TIfHZ B DA3TEOpA.
ObemsT Ha pasTBopa € 10,6 ml. pH Ha pasrsopa e npudnH3uTeNnHo 6,1.

IMpenu xa NpOABILKHTE C Pa3speXFAHETO, NperyiefaiiTe RU3YaNHO PAa3TBOPA BBB BCEKH (akoH 3a
HAMMIHETO Ha Yy)KIH HJACTHIH HIM NpoMsgHA Ha npera. He usnmonspaiite iakoHH, B KOHTO ce
3g0eis3Ba HAAWYMETO Ha YYXKOM YacTHHH MM NpoMsSHa Ha NBera. Paspejere BeiHara
pa3TBOpeHuTe (UIaKOHH H HE TH ChXpaHsABaliTe 3a M0o-HATaThIIHA YIOTpeba.

Paszpexnane

PasreopsT chappika 40 emununu (U) mMurmynepaza/imighicerase 8 ml. O0eMET Ha pasTBOpa
TI03BONABA Npelu3HOoTo u3Teriside Ha 10,0 mi (paeen Ha 400 exuunnm (U)) oT Beexku uIakoH.
Haternere 10,0 ml pasteop of Bcekn ¢naxom M crulepere uUsTerneHuTe obemH. Paspenere
ce0pannTe obemy B 0.9% uHTpapeHo3eH pasTBOp HA HaTpues xiopun o obmy obeM ot 100 mo
200 ml. Cmecere ¢ eko paskialane HHQY3HOHHAN PasTROpP.

IpenopriBa ce paspefeHAAT pasTrop Aa ObAe NMpHUIOKeH B paMKHUTe Ha 3 Haca. Paspemenuar B
0,9% HHTpaBEHO3EH pa3TBOP HA HATPHEB XJIOPHE NPOAYKT IMIe 3ama3d XHMHYECKATa CH
crabunroct fo 24 4daca, akO Ce ChXpaHABa Ipd TemIeparypa oT 2 ao 8 °C Ha 3alHTeHO OT
cBeTHHHa MACTO. Muxpobuomormunara OezomacHocT ofade IMe 3aRHCH OT TOBA AANH
pa3TBapAHETC H pasperkAaHeTo ca OMITH H3BBPIISHH ACEITHIHO.

Cerezyme He CBHABpP¥a KOHCEDBAaHTH. BCeKH HEHSION3BAH DASIBOp WM OTHANBYSH MaTepHal
Tps6Ba ia 6blie U3XBEPJIEH B CHOTBETCTBHE C MECTHHTE pasmopentH.

7. HUME H AJPEC HA TPUTEXKATEIA HA PASPEINIEHAETO 3A YIIOTPEBA

Genzyme Europe B.V., Gooimeer 10, 1411 DD Naarden, The Netherlands.

8. PETHCTPAIMIOHEH N B PETHCTEPA 11O UL 28 3IAXM

20020358.

9, JIATA HA IHPBO PA3PENTABAHE 3A YIIOTPEFA HA JEKAPCTBEHHSA
HPOAYKT/IIOAHOBSIBAHE HA PASPENIERAETO/

13.05.2002.

10. JYATA HA /YACTAYHA/ AKTYAJM3ANMAS HA TEKC
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