JINCTOBKA B OHAKOBKATA

Ipenu pa 3anousere 1a H3NOJA3BaTE TOBA JIEKAPCTBO, HPOYETeTe BHAMATENHO JIHCTOBKATA.

- 3anazere Ta3u JHcTOBKA. Moxke na BH ce HanmoKu /12 A NPOYETETe OTHOBO.

- AKo HMaTe ZONBJIHHTENHH BEIPOCH, MOJIS f1a ce 0OBpHETe KEM Balmusa jiexap WIld anrexap.

- Togsa JlekapcTBo BH e nipeanucado jugHo Ha Bac i Bue He OuBa fa ro masare Ha apyru. Ilpu tax
TO MOJKE J1a MMa BpefieH edexT, ZOpK U Ja MMat CBhIIUTe CHMITTOMH KaTo Bamute.

B Tasn ancroBka;

1.  Kaxso e Angypazum (Aldurazyme) 1 32 KaxkBo ce ynotpebasa

2. Ilpexam pa zamounere ynorpebata Ha Anpypasum (Aldurazyme)

3.  Kax Tpsa6sa na ce ynotpebasa Annypasum (Aldurazyme)

4.  BbB3MOXKHM HexeNaHH ederTH

5  Cwxpasspase Ha Angypasam (Aldurazyme) AN

6.  Jonnnanrensa MHQOpMAaIsL on Oéjp Eﬂﬁq\n
Anpypasum, 100 E/ml xoHIteHTpaT 32 HH}Y3HOHEH Pa3TBOP. AATA /W'O

JMapouugaza |

Aldurazyme, 100 U/ml concentrate for solution for infusion.
Laronidase

- JlexapcTBEHOTO BellecTBO € napoHugasa (laronidase)
- 1 ml ot pasteopa BEB (hilaxkoua ceaspika 100 U naponnnasa (laronidase)
- Beexn ¢naxon ot 5 ml esabpxa 500 U naporunasa (laronidase)

- TIoMOIITHKTE BEIIECTBA Ca:
- Harpuep xnopun
- Harpries nuxuaporetdocdar, MOHOXHAPAT
- MuHatprer xupporengocdar, XenTaXuapar
- TlonmucopGat 80
- Bopna 3a mmxexuMu

IIpuTesxaTesn Ha paspelleHHETO 32 yHoTpeda
Genzyme Europe B.V., Gooimeer 10, NL-1411 DD, Naarden, The Netherlands.

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

1. KAKBOE AJIIYPA3HM (ALDURAZYME) K 3A KAKBO CE YIIOTPEBSIBA

Anziypasum ce JOCTABS KaTO KOHLEHTPAT 3a MHdy31oHeH pasTBop. Toii npeacTapnssa pasTBOp, KOHTO €
Apo3payeH A0 JieKO ONalecleHTe , i e Ge31BeTeH A0 OAEI0 XKBIT Ha LIBAT.

Konmgecrso B eqna onaxoBka: Ilo 1, 10 mne 25 dnakoHa B kapTOHeHa KyTHA. Bu3MOK
OIIAKOBKH 1 Ce TNpeyiarar Ha rasapa.
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aKTHBHOCTTA Ha eH3MMa O-L-HAypOBHIa32a JIMTICBA UMH € [10-HHCKa OT HOpMalHaTa. B pesynTat ot ToBa
cyGcTparuTe (TIHKO3aMUHOIIMKAHM) He Ce PasrpaKIar M e HaTPYIIBaT B ThKaHUTE,

AsngypasuM € IoKa3aH 3a IpUIarane KaTo IBIroTpaiiHa eH3UMMOZaMECTHTENHA Tepalis NpH aHeHTH ¢
noTBLpleHa AuMarnosa Ha 3abomssare oT Mykononusaxapuaoza I (MPS I; o-L-unyporupases neduuyT)
33 JIeYeHHUe Ha HeHEeBPOJIOTHYHHITe IIPOSBH Ha Ta3H Gonect.,

2. TIPEJIHA JA BAHOUYHETE YIIOTPEBATA HA AJIAYPA3ZAM (ALDURAZYME)

He ppunaraiive Angypazam:
AKO HMaTe CBPBXUYBCTBHTEIHOCT KM KOSTO B I € OT ChCTaBKUTE Ha AJNIAypasuM WK aKO CTe PasBHIM
B MHHAJIOTO TEXKa PeaKliys Ha CBPBXYYBCTBHTENHOCT UK aHA(QHNAKTHYHA peakiua KbM JIapoHH)iasa.

braere ocodeno npeanasIuBH IpH NpHIArane na AJAypasuom:

AKO npoBeKIATE JeueHHe ¢ ANAypa3iM, MOXe Jia pa3BHeTe HIKOH CBBP3aHH ¢ HH(Y3HATA peaKkuyuH.
Ceopsasara ¢ Mudy3uaTa peakuys ce Je(puHEpa KaTo BCeKH CBBP3aH HexenaH e(peKT, HACTHIMII Mo
BpeMe Ha HH(Y3usTa HIM A0 Kpas Ha JeHs, B KOHTo e npunoxena nHQysusaTa (B 1.4 “Bramoxau
HexeNnaHH edextr”). HIKOH OT Te3M peaknuy MOTaT Aa NpoTeKaT TeXKo. B ciy4ai, de paspuere TakaBa
peaKiya cleR rpuaraHe Ha AngypasuM, TpaOBa Heza6aBHO Ja ¢ce CRbpxere ¢ Batima nekap. Bp3mMoxio
¢ Aa By ObAaT npeanican# KONBIHHTENHE JEKAPCTBa, KaT0 HallpUMep aHTHXUCTaMUHOBH Ipenapary B
apaneraMolt, KOHTO fa IIOMOTHAT 33 NPSAOTBPATIBAHETO HA PEAKIHH OT alepriyeH THIL.

TlonoGHO Ha BCHUKH OenTHYHY HPOAYKTY 33 HHTPABEHO3HO NPHACKEHIE, H B TO3H CIyYal ChIMecTRyBa
BB3MOXKHOCT J[a Ce PasBESIT T&KKO IPOTHYANLH, CRBP3aHH C HHY3HATA peaklyH WIH avadHIaKTHIHA
peaxuun. YIposierTe Ha TAK¥Ba PEakiiH MOraT Na BKIIFOUBAT ChPOEK MO koxkarta, OOpUB MIM HOAYRaHE
Ha JHLUETO, YCTHHTE H 3aayX (OpoHxocrassM). AKO ce N0ABAT TAKHBA PEaKIKH, € BE3MOXKHO JIa ce PEIH
He3a0aBHO CliMpase Ha MPHIIAraHeTo Ha AJlypaskM 1 Bammar sekap TpaOBa fia 3a04HE DpHIIaraHeTo
Ha MOAXOAAIO ieYeHue.

Bpemennocr

Hsima onuT B nipHnaranero Ha AnypasuM IpH GpeMesHH JxeHH. AJTypa3sumM He TpadBa Ia ce npunara Iio
Bpeme Ha GpeMeHHOCT, OCBeH mpu GeacnopHa HeobxomumocT. IIpenn fa mpreMate KakBUTO M Aa O1Io
AEKapeTBa, TpsaOBa Aa ce oObpHEeTe 3a ChBET KbM Baruusr JeKap WM anTexap.

Knpmene

He e u3secTHO Nany ARTypasyM NpeMuHaBa B KbpMara. IIpenopsysa ce KBpMEHETO A Ce cnpe X0 BpeMe
Ha fegenue ¢ AnmypasudM. Ilpenu na npunarate KaksuTo B 1a Ouno gekapctsa, TpadBa 1a ce 00bpHETe
KbM Baning nexap Wi anTekap 3a CEBET.

IHodupane n pabora ¢ MALINNAS
Edextute Bspxy cniocobHOCTTA 3a modupane ¥ 3a paboTa ¢ MAIIKMHHE HE Ca NPOYYBaHH.

Hsnon3eane Ha APYTH JeKaperea:

He ca npoBeXaHd IPOYYBaHUS BEPXY JIEKapCTBEHH B3aUMOAEHCTRHA.
Tpsi6ra ma nadopmupare Banmms fexap, aKo H3N0/I35aTe TEKAPCTBEHH NPETIAPATH, KOUTO ChEBPIKAT
XJIOPOXUH WM IIPOKayH, JIOPaZH NMOTEHIHATHHSA PHCK OT HapyiaBaHe Ha II06MaHeTO Ha JIapOHM/asa
BETpE B KICTKHTE.

/
Monum 1a cx0BmuTe Ha Banmis nekap, ako ce JIEeKyBaTe HIH CKOPO CTe CIIPEsH JIeYeH e,
610 ZpYry MeaHKaMeHTH, JOPH M OTIycKaHuTe Oe3 perenTa.

A
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3. KAK TPSIBBA JA CE YIIOTPEBSIBA AJITYPA3SHM (ALDURAZYME)

VYEKazaHue 32 H3N0JI3BANE - paspexAaHe H ypuiaraHe

KouueHTpaTsT 32 HHY3HOHEH pasTBOp TpabBa Aa ce paspeny Ipenu ynotpeda 1 e npeaHassagen 3a
HHTpaseno3Ho npunoxenne (Busk Mudopmanus 3a MERMIMHECKHTE THIA).

IIpunarauero Ha AngypasuM TpaOBa Ja cTaBa B NIOAXOIAMH KIMHHYHHE YCHOBHSA, C HEIIOCPEICTBEH
JIOCTBI [0 peaHHMAUMOHHA arapaTypa 3a ORNaBAHETO Ha CIIEITHH MEIHMIHMHCKN ChCTOMHHUS,

e JosnpoBka

TIpenopruBaHaTa cXeMa Ha JieueHHe ¢ AIIypasHM € npHiaraseTo My B o3a or 100 U/kg Tenecha maca,
BEANTIK CEAMHYHO MOZ opMaTa Ha HHTpaBenozHa nudy3ns. HavyanHara ckopocT Ha HHY3HaTa € 2
U/kg/h, 1 14 MOXeE A2 ce yBervaBa DOCTEEHHO Npes NIeTHAIeCeT MUHYTHH HHTEpPBaJlM, aKO Ce IoHacsH
OT HalMenTa, 0 JOCTHIaHe Ha MakcuManHa ckopocT oT 43 Ufkg/h. Brusasero Ha nenus obem 61
TpaGBaIO Na MPpOBIDKH 06110 okono 3-4 uaca.

Axo 3a0pasnTe A2 NPHIGKATE AJNNYpasum:
Axo cTe nporycHany efHa HHY3HIT ¢ ANIypasiM, MOJIA Ja ce CBbpikeTe ¢ Bamms nexap.

AKO CTe TPHIOKHIN AJNAYPAa3HM B MO-TOJsSMA 4032 0T He0OX0AUMOTO:

JTocera ne e ¢ho0laBaso 3a ciy4ail Ha NpeRo3upaHe Ha ANypasuM.

4. BBE3MOXKHHA HEXEJAHIA E@EKTH

Tlono6HO Ha BCHYKH OCTAHATH MEAHMKAMEHTH, AJILYpasHM MOXe A3 MMa HexenanM edekTu.

Crob1asa ce 3a ClleAHHTE HEXKENaHH e(EKTH, KOHTO € BE3MOXKHO Ja C2 HACTHIIMM B Pe3y/ITat OT
TedenneTo ¢ ANRypasuM, cpex oBimo 45 nanuenTa, NeKyBasH 3a lepuox 1o 12 Mecena:

. SauepBABAHE HA JIHLETO, GOIECTH Ha CTABHEE Ca BE3HMKHANM NIpk ¢b0TBeTHO 11% 1 13 % or
naupenTite (5 1 6 NayeHTy)
. Gonke B repba, rnasobonue, Goe3HeHOCT HA CTABHTE, 0OpUR U KopeMua Gonka ca HabmoxaBatH

npu 7 1o 9% or nauwenture (3 o 4 nauueHTa).

Tlpyi IPUBTM3KTENHO SfHA TPeTa OT Te3H NaMEeHTH Ca BE3HUKHAMH CBBp3any ¢ uudysusra peakumm. C
TEYEHHE Ha BpeMeTo GPOoAT Ha Te3H peakuy Hamanssa. [JopeyeTo OT Te3H peaKii ¢a ce IpOABIIIHY B
nexa dopma. [lpuema ce, ye HaH-4eCTH ¢4 peaKIMKTe Ha 3a4epBABaHe Ha JIHIETOo 1 rnasobonue.

TIpH eau eIMHECTBEH NALMEHT ¢ NPEAXONHO YBPEeXKAaHe Ha JUXaTelIHUTe IbTHILA & HAG/IOAaBaHA TeXKa
$opMa Ha peakiwsi, PasBHIIA CE HA TPETHA Yac CAEJ] HAYANOTO Ha NH(Y3UATA, H NIOBEHE OT CAHA roAuHa
ciex 3aN0YBaHe HA JIEYEHUETO C MperiapaTa, KOSTO C6 € NPOsSBHiA ¢ YPTUKAPHA ¥ HePOXOAUMOCT Ha
JMXaTeHATe TETHINA, HATIOKIIA XMPYPriyHa HaMeca 3a Ch3/jaBaHe Ha M3KYyCTBEH OTBOP 32 HHIIAHe.

B MEpBOTO KIMHMYHO W3NHTBAHE, IPH TPHMa OT DAHeHTHTe ca HabnoaaBaHy enM30/H Ha NTO/lyBaHe Ha
YCTaTa i Ha QUXATeNHHTE IETHIIA.

Axo 3abenexHTe KAKBATO U A Ca He)KeNaHy eeKTH, KOWTO He ¢a ONMCaHK B Ta3y JTMCTOBKA, MONA 13
yBenoMuTe Banius neKap WIH anTekap.
5. CBXPAHSBAHE HA ANNAVPA3HUM (ALDURAZYME)
Ilazere Ha MACTO, HEAOCTHIHO 32 AELia.

HeotBapaun dnagonu:
Jla ce cexpaussar npu teMueparypa ot 2°C mo 8°C (B XnaguiHuK).
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).Ia HE CC H3MOII3Ea CICK HITHYaHE Ha CPOKA Ha TOJHOCT, oD03HAYEH HA eTHKETa Clex AYMHTE T'onen no.

6. JOII'BJIHETEJJIHA HHPOPMALIISA

o BcHuxkM BBRIPOCH 3a TO3H MEJUKaMEHT MOIMM Jia ce O0prarTe KbM IPHTEKaTeAs HA PA3PEHICHHETO
3a ynorpeba

Genzyme Europe BV

Gooimeer 10

NL-1411 DD Naarden

The Netherlands

Ten.: +31 35 699 1200

Tazn 1McToBKA € 0N00peHa nocJe He HAs

IMocnengamara MHGOPMALIHS ce OTHAC CAMO 32 MEIHLIMHCKY CHELHATHCTH U 3APaBHY pabOTHHIM.

Beexu dnaxon Annypasum (Aldurazyme) e npefHasHad¥en camo 3a efHOKpaTHa yrorpeba.
KontieHTpaTsT 32 HH(DY3HOHEH pasTBOp TpAOBa Nia ce paspeiu ¢ MHG)YIUOHEH pasTBOpP HA HATpUER
xaopun 9 mg/ml (0.9%) npu cnaseaHe Ha acenTH4Ha MeTopuka. [Ipenopsyea ce paspeieHUAT pasTBOp Ha
Anmypazum (Aldurazyme) xa ce HPHIOKH Ha NALKEeHTa ¢ IOMOLITA Ha HHQY3HOHHO YCTPOHCTBO,
cHabneHo ¢ Brpajes B cuctemara ¢punarsp ¢ 0.2 pm pasMep Ha IOpHTe.

C ornesi Ha MUKpOOHONOrHYHaTa 6e30aCHOCT, IPOAYKTET TPAOBA Ja ce IIPHAOKH BeHara. B ciyvai, e
Be Ob/le IPHIOKEH BeIHAra, ChXPAHeHHETO Ha FOTOBHTE 3a ynorpeda pa3TBopy He GHBa Jia NpOAbIDKY
noseue oT 24 yaca npu 2°C - 8°C v npH ycnoBue, Ye paspesxgaHuaTa ¢a HalpaseHHy IMpH KOHTPOIHPaHy B
IO0Ka3aHO aceNTHYHH YCIOBHA.

He ce nomycka Anmypaszum (Aldurazyme) na ce cmecBa 3aeEHO C APYTY MEJHKAaMEHTH B e/lHa H ChIIA
uuby3ms.

Iipuroresine Ba nadysusra or Ampypasum (Aldurazyme) (MsnonsealiTe acenTana MEeTOAIKA)

= B13 0CHOBa Ha TelleCHATa Maca Ha KOHKPETHUA MALMEHT, M3uncIeTe HeobXxonumus Opoii Ha
¢makonuTe Anmypasim (Aldurazyme), kouro TpsadBa fa ce paspenst. Hapazete Heobxommmus
Gpoii ¢naxoHU OT XNAMMIHAKA OKONO 20 MEHYTH NpeaH ynoTpeba, 3a Ja MOJKE Ja Ce 3aTOIUIAT A0
cTalina Temmeparypa.

= Ilpenu pa 3anoyHeTe paspesklaHeTo, BHUMATENHO OriefiaiiTe BCeKH (UIaKoH HOOT/ENHO,
IipOREPABANKHA 33 HANHYKE HA HEPa3TBOPUMHE YacTHIIHM M HIPOMAHA B IBeTa. Te4HOCTTa Tpibpa fa e
TIpo3payHa JI0 JIEKO OTIaAeclieHTHa, i Gealperna A0 Grefio KBATO OLBETEHA, KaTo He CHABPKA
HUKAKBH BHAMMH C [IPOCTO OKO HepasTBOpeHH dacThud. He KeronspaliTe QakoH, KOHTO HMA
YACTHIM HIH IPOMAHA Ha LIBETA Ha pa3TBopa.

= Br3 0CHOBa Ha TeJIeCHAaTa Maca Ha KOHKPETHIS NalyeHT, onpeaenere ob1mus obemM Ha HHOY3HATE,
xoiito e 100 m) (axo TenecnaTa Maca e no-mMajka wiu pasHa Ha 20 kg) wim 250 ml (axo renecnara
Maca e noseue ot 20 kg) mndyznonen pastsop Ha Hatpues xnopHa 9 mg/ml (0.9%).

= Or obeMa Ha HHGY3HOHEH pasTBOP Ha Hatpues xnopun 9 mg/mi (0.9%), ceasp
HH(DY3HOHHHUS CAK, U3TErTIETe ¥ UBXBBpIIeTe 06eM, paseH Ha obwus 00em Ha
(Aldurazyme), koiito Tpadea na npudapure.

- Harernere HeoGxomumus o6em ot dnakonute ¢ Angypazum (Aldurazyme)
H3TerJeHuTe 00EMIL. R

U

= Ipu6agere obwps obem Ha Anuypaszum (Aldurazyme) koM uHby3HOHHHS pat}";;%'g;p_&i?&-fﬁ_h "'149; &
xnopun 9 mg/ml (0.9%). e D M R
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= C BHUMATENHH JBIDKCHHA CMeceTe MH(Y3HOHHHUS pa3TBop.
" Hpenu ynorpeba orvienatite pasTsopa, 3a Ja IpOBEpPHTe JallM HAMa dacTHIy. Jlomycka ce fja ce
mpunarat camo GMcTpH U Ge31BeTHH pasTBopy 0e3 BUIUMH Hepa3TBOPEHH JaCTHIH.

Bceraki HeH3MON3BaHE KORMYECTBA OT NPORYKTa U OTIIAOBIUTE TpﬂGBﬂ AE CE H3XBBPIIAT B CBOTBETCTBHE
C MECTHHTEe H3HCKBaHMs.

- ~
L LR >
'.;';“,l': .\\ﬁﬁ ﬂifé’f‘.\{\’\

AN
I

17



