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M3NCKBAHWA HA H30K NMPU U3OABAHE HA NPOTOKONN 3A MPOBEXRAHE HA NEYEHUE HA
COUHIronnunNnao3n — BONECT HA ®AEPU

v

MpoTokOoNbT Ce& u3aaea OT cneUWanuaMpaHa KOMWCKUS B nNevyebBHW 3aBefeHUA 33 GONHWYHA TMOMOLL, CKITIOMMAM
poroeop ¢ H30K. CneymanusupaHute KOMUCHUM Ce Cb3AaBaT CbC 3aNoBes HA [MPEKTOPA Ha CHEAHUTE YHWBEPCUTETCKY
nevebuu 3apeaeHnn: YMBAIT “Anexcangpoecka” - rp. Cotua, CBANIE - rp. Codma, YMBAJIHN .Ceetu Haym' — rp. Codpusn

I. PE] 3A3ABERABAHE HA NPOTOKONKTE
'_’“mi._‘._!,)’c;-;\‘ o

LTEREEE L Y

MpoTdxonu 3a?§angqsane Ha nevyexue

: : *  MeauuMHCKa JOKYMEHTALMA, ROTELPXAABALA KpUTepuUTe NO NpUnoKeHue 1

CNELUMANU3IUPAHA M BCHYKM HEOBXOAVMM M3CNEABaHHA, CLoBPA3HO NpUnoXeHue 2

KOMWUCHA *  PelueHWE Ha CNeUMannanpaHa KOMUCHA ¢ ACHA MEAULIMHCKA MOTUBAUMNS 33
3anodsaHe Ha TEpaﬂMFITE

*  “[lpoTokon 3a npeanuceaHe Ha nexapcTsa, 3annawanv ot HIOK/P30K" -

A 4

06p. M3-H30K
£33 7 ;.
Komucma noun. 78, 1. 2 % 3asepka Ha npoToKona
ot 330 B LY Ha H30K B P30K

e s e Lt S e ‘Mpotokon 3a npepnucBaHe  Ha
CNELUNANUINPAHA > nekapcrea, sannaiaiun ot H30K/P30K 23::;8;3 na nporakona
KoMucus - ofp. M3-H30K

. EsnpoToitdn ce-iaaana.or qﬁéugg’%ja CTIeLManuInpaiy KOMUCUKM B nevebnn 3aBeneHun, okazsamy GONHUYHA MeaUULUHCKA
nomoZ N3 SvaTockosaive  PéiliéHize 'wa cheLmanusupana komucwa® no Aflp Ne 38 _ONpefernsHe Ha mnaW Ha neueHue u
npoc?:'ﬁgéag «Hﬁm g"ga:gejaguﬁm oTroBop- DQ!?IL,I‘IEL[J{:EHTH, nony4aealiu CKbLNCCTPYBALWM NEXAPCTBEHW NPOAYKTA NO PEAa Ha un. 78, 1. 2
330 aqﬁﬁﬁ&zyﬁ%@;ﬁ_ﬁc{ﬁjﬁrq WaitkEdHua #a H3OK, kaTo MupeuAT M BCeRM CNeaBatl NPOTOKON e W34ABAT 33 nepuog 40 365 Anu.

2. 3.qpaéﬁ6’65% e gr%gmﬁﬁi'?ngqoaeﬁnah ‘cToanuca ¢4 B Pewledne Ha cneyuanuaupaHa komicws® no Allp Ne 38: cneaHoTo:
‘Wi e oR30p

Neverl® ¢ nexapctBeHNA NPOAYKT, KATO AEKNApUPaM, ue CLM YBEOMEH 33 ANCTEMETO HE HAasHAYeHATa
HdfobMupano cernacue colata ga mu Gbae npunarana’; Curhacen/a CbM 33 MINON3BaHe HA NVYHUTE

pria é’i‘a?;}i(enqsm’aﬁu.a YBEAOMEH{a 33 pesynTaTa oT excneprtuzata ot P30K no eauH oT cneprute

HAYUHM MO e-maik:T 1.HA. MAcTO-8 P3OK"~Paspellasam-40CTn A0 ENEKTPOHHOTO MW 34 PaBHO A0CHe”,

3. Mpeau cTapTupale: Ha- npoliecd 'no.yandsanre. Ha E-nporokon na 30N, cneuwanuaupaHara KOMUCHS cnep NonyuyeHo paspelueHue 3a

AocTen ot 300 po efiexToAHOTO MY 3Da8BHO Aocue, NPaBu CNIPABKA NO @NEKTPOHEH IMLT 33 M3AAAEHU NPEAXCAHY NPOTOKONM, NO CHLUS

npochun Ha 3360nsBaKs. Dﬁ_ﬁleéﬁ‘ no ﬁ"si_faé"aﬂé“ha E-npoTokon ce peanyisnpa B MefUUMHCK codryep. B HacToswMTe MIUCKBAHMA Cca

rocovesn HeobxoaumuTe FoKyHeNTH 34 wanasane ka E-npotoxon Ha 301

4. Kbm scexu E-npoToxon, ¢ oiTo'e Rdaraueha NEkApETaena Tepanus, ce npunarar HeoBXoAMMUTE JOKYMEHTH (ambynaTtopHuTe nucrose,

ENUKPUIN, UICNEABAHNA U AP.), Cheq KOETGROKYMEHTUTE Ce MANpaljaT No enexTPOHEH NLT KbM MHGOPMALNOHHATA CrcTema Ha H3OK.

flokymenTuTe, KouTO ChlyecTyBaT B H3UC/nficdropmaunosHaTs cucTema Ha H3OK, ce aexnapupat 8 E-npotoxona ¢ TexMUTE YHUKAnHW

Homepa (HPH).

WMkdopmaunaTa, oTHoCUMa Xum w3gaBaHe Ha E-npotokona, KosTo & ACKYMEHT, KOMTO MAMAa enekTpoHeH hopMaT, ce nonbnea B

PelligH1aTo Ha cneLmanusnpaHa XOMUCKS - OCHOBaHME 3a w3 aBane Ha E-npoTokona, unu ce npUNara KaTo CKaHUPaHO Konue

5. MNpu wspasaHe Ha E-npoTokon no peaa Ha €KCNepTU3aTa no un.78, 7.2 ot 330, orraga Heo6X0OMMOCTTA O3 ce ApenoOCTaBAT W

ChXpaHABsaT npunoxerne Ne 1 n npunoxenue Ne 3 ot HacToswure WauckeanusTa Ha H3OK", npy¥ CNeAHUTE YCNOBWSA:

- 3a npunoxeHne N2 1 - npu HANUUMETO HA TEKST B CLOTBETHUA YekBOKC B Pelwenne Ha creunanxaupaHa komucus' no Alp Ne 38:

JIMNCBAT U3KNIOVBALLM KDUTEPUU 33 3aN04YBaHE/MPOALITKERAHE Ha Nnevexue ¢ N,

- 3a npunoxedwe N2 3 - npu HanuuMeTo Ma Tekct & Pewenue Ha cneuuanuinpana komucua" no Alp Ne 38: JKenas aa mu Gbpe

0A06peHD NeueHUe ¢ NEKAPCTREHUA NPOAYKT, KaTo ASKNAPUPAM, Ye ChM yBEeAOMEH 33 AeHCTBUETO Ha HAaHaueHaTa AexapcTaeHa Tepanus

¥ A28am MHOPMUpaHoe Chrnacke chlyata ga mu Guae npunaraxa”
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NPANOXEHUE 1A

JIUCT 3A ONPEOENAHE HA KPUTEPUUTE NPU 3ANOYBAHE HA NEYEHUE HA COUHIONTMNHMAO3U -
BONECT HA ®AEBPH

lf PATEPUN 3A SATNTOYBAHE HA INbPBU KYPC (BALBITKUTEINHKW CA BCUYKKW KPUTEPUU)

6 KOHCy aqﬁncracrpoemeponoﬂ 2

Koucynfagumcbocneunanm:'r KONHU 1 seuepuqécxn Gonectn! 2

(GNLE] Bbagécr 3a¢\galsndase beta, 3a neua nog 6 roguwHa Bb3pacT 3a Agalsidase alfa v nog
'p‘ac'r 3a Mlgalastat

) nHOCT’K'bM AKTUBHOTO BELWECTBO MM KbM HAKOS OT NOMOLHWUTE BelltecTBa ¢ npoAsY Ha
.uqe“ﬁ U.IOK.:‘ L3
3 opﬁuaahpwnauueum T Temka 6ubpeyHa HegocTaTeuHOCT - GFR< 30 mi/min/173 m2

11D
EgHQé’pemeHHo npinoXerine ¢ eHaUMO3aMeCTUTENHa Tepans
= T

L}

W3NCKBAHWA HA H30K 3A NPOBEMAAHE HA TEYEHWE NPY BORECT HA OABPU B M3BLHBONHM HHATA NOMOLL 3




NPMNOXEHWE 1B

NUCT 3A ONPEAENAHE HA KPUTEPYUWATE NPU NPOOBMKABAHE HA NEYEHUETO HA CCUHIONMMNWAO3K —
BEONECT HA ®AEPH

B;(E,_@'E&gﬂ 3A MPOOBITKABAHE HA NEYEHUETO (BAOBMKUTENHW CA BCHYKU KPUTEPUNW)

inx%-‘zé'?s 2

T T
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1 Kon@ﬁ% u%k:c [gecbponor W pesynrat oT nabopatopHy u3cneasaHus (BKN. XPEATURWH, KPEaTUHUHEB KNupbHC (M),

i

o -g U3NCKBAHUA HA H3OK 3A MPOBEXIAHE HA NIEYEHWE NPU BORECT HA GABPH B M3RBHBEORHWYHATA NGMOLL, 4



NEYEBHO-OUATHOCTUYEH ANMTOPUTBM

NPUNOWEHWE 2

NEKAPCTBEHW NPOLYKTWU, ekniouenn B [punoxenve 1 na NNC, kouto H3OK 3annawa s cboTBETCTBHE ¢

AeficTBalMTe HOPMATUBHU AOKYMEHTH.

TaGnuua 1

¥ 33 noaarwpHaLlo neveHue

» 0,2 mg/kg TENECHO TETNO ABa NHTU MECEYHO KATO UHTPABEHO3HE UHGY3Us 38 HavanHo

Mpunara ce KaTo MHTPABEHO3HA MHDY3VA B TeveHWe Ha 40 MuHyTh,

3a noAAbpKaUlo nevyerne

no-manko 90 mMuHyT™.

. 1 mglkg TeNEeCHO Terno Aba NbTU MECeYR0 KaTo WHTPaBEHO3HA MHbe’SHﬂ 33 HaYanHo 1

-1 MHuLuanka wHgyaus - ckopogT He noseve oT 15 mg/iuac, a nopegHUTe — 33 BpEMETPaeHe He

s oz

gintsy

v, MYk TENECHO Terno BeAHLK HA BCEKM BE CEAMULM KATO MHTPRBEHOIHA MHDYIUR

nepopankua npuem/.

e 123 mg neﬁ‘opanHo BEAHBLXK Npe3 AEH, NO eQHO W CbLUO BpeMe Ha AEHs, C OCUTYpPEH
nepuoa Har- AnagysaHe OT MuMMMyM 4 vaca /2 4aca mpedu W ABa Yaca crief

MNepuopn Ha nevenue
N2XOHM + 12 meceya* + 36 meceya*

X X X

X X X

X X b4
TPOMBOUNTH ) X X X
06w, 6enTek X X X
AnBymun g X x X
ASAT X X X
ALAT X X X
T x % X
AnkanHa ¢ocdaTtaza X X X
CepyMHO ®ennso X e X X
HCK X X X
CepymeH xanuwi x X X
dacatu T x T X
06wy xonecrepon X X X
Tpurnuuepuan X X X
Kpbeha 3axap b B X X
KpeaTuHWH, MMKoUHa KUCEMWHA W Ypes X | X b

WU3INCKBAHWUA HA H30K 3A MPOBEXOAHE HA NEYEHWE NP BONTECT HA ABPU B M3BLHBONHWYHATA rnomoL

(¥



KpeaTuHuHOB KIMPBHE (TP) ' X X X

Wacnensare Ha ypuHa - 0BL10 U CRAUMEHT 1 CHOTHOWEHUE « % x

NpoTeUH/KpeaTUHNH

MporeunHypus X

AbaomuHanHa exorpacdus

BxOpeyHa BUoncKA BKI. eNeKTPORHa MUKpockonus, (No

npeuerka sTopa) (Bes Guoncus npu npoTUBONOKa3aHNUa — XB3- X

4-5 cTeneH, xemopariyHa auaresa, Bb3nanumTensH npouec Ha

OTAEeNUTENHE C-Ma) .

AMP(no. ﬂneuemca OT Kapauonor) X X

Koﬁcygl % qnecbponor X X X
X T X X
X X X
X X X
X X X

Kou“cmjé q C‘bC CReLNanucT KoXHK ¥ BeHepnyeckn Bonectu X

i

1. anpacrgpa'ra rpauuua C8 W3UMCMHBA B HaBLPWEHM TOAMHW - T.e. BXMIOUMTENHO KbM AaTaTta Ha W3paBaHe Ha nporoxona of
cneuuanmampaﬁara o Ir(c =%
rte A3, Tepggun&no NPOTOKON 38ABH)|(HTG.I‘§HO ce CLofpasaBaT BLIPACTOBKTE OIPAHUHEHNA, CLIMACHO KPaTKaTa XapakTepucTuka
Ha C‘bOTBETﬂﬁH %icé Isij’npb YKT, YTELPAEHA N0 PeAa Ha 3MNXm,

anndila nqurme W3BLH YKA33HATA BL3PACTORA MPEHULIA B KPATKATA XADAKTEpUGTIKE Ha NPOAYKTa.
4 H30K He 3annau.|gr[e\1EHug.c AO03M HaJ, MAKCUMAaNHO Pa3peleHnTe NO KpaTKa XapakTepucTUKa Ha NPCAYKTa.
5B cnyuaﬁ, Hanécrbnkn‘é?noﬁoanpana HEXENaHa NexkapcTseHa peakuws, nekapaT ysegomaea VAT no peaa Ha yn. 184 ot INNXM. Konue or
cboﬁmenﬁf’gf : npwj %réfcﬁucaa ¥uM/B MEUUKHCKaTa AokymeHTauua Ha 30JT npu kaHgr4aTCTBaHE 33 NeveHue.
6. Beekn agﬁ"po:mxomce u;gapa 813 OCHOBA Ha U3ABAEH MEAWMLMHCKN AOKYMEHT: crieuuanuanpana xomucua & NI3BMN na ocrosaHue AMp Ne 38
Onpenenﬁﬂgxgigjnnau ! 'ﬁm emaﬂe Ha TepaneBTU4HWA OTTOBOD Np¥ NAUWEHTN, nonyydapawy cKuLAQCTRYBALLW nexapcreesu

NPOAYKTY ﬂo‘;pén&na-tun 7,
EKSEMnnﬂﬂakxépTHeH!HOCMTéQ oT /(Eﬁ.'ﬂg}s& Onpe,qenﬂue Ha NNaH Ha NeYeHne U NPOCNeAABaHe HA TepaneBTUHUA OTFOBGP APW NALUEHTH,
nonyuyasaiu g&hocré’y’s neﬁgpmnw PORYETH-NO peaa Wa un, 78, T, 2 330", koiTo & OCHOBaNWE 3a U3aBaHE Ha NPOTOKON, MOANKCEH OT

cheunannaypata ommcm%é_oﬂ ce BDA_I_d “Pef. Aﬁpe £NeH OT NevyebHoTo 388e/1eHHE 1 C8 CLXPaHABa B KabuHeTa Ha KOMUCHATA.

7. Tlpn napagan E%pomx;fﬁ no pena*uai;kmeprﬁ;a‘i“a no un.78, 1.2 ot 330, otnasa HeobxoAUMOCTTa A3 Cé NPEeOCTABAT ¥ ChXpaHABaT

npunoxenve Jef oxeuut- Ne3 oT Hamgmumyg Wakckeanua na H30K"

8. Wanaaaﬂef‘oﬂzfrnﬂqrg ﬁ!bi oc‘é_yxgmneg ﬁnpbmsemmne ChC CLBMECTHY ,YKazaHus 3a paboTa ¢ NOAZAEH NO ENEKTPOHEH NLT NPOTOXON

IAB/IC (e-npotD 11) Me) )iq:,)cgg{éuw nHata 3ng_aaﬁoocurypmenua kaca v BLarapcky Nexapckv Cblos 3a npunarade Ha Hauwonanuma pamkos
nxmé-qtliQ

frEe T

US‘?CB_

JOroBop 2a Mep,mquhcﬁvrr

Hacmoswume uatckes 1 ‘pﬂgﬂq bm, Viipagumens ta H30K cned Pewenue Ne PO-HC-04-....... foiaes e 20252. Ha Hadzopxus coeem
Ha H30K u npedeapum acyeaHs o, Sﬁcé%fa :DCHosarue 4n.51, an. 10 eva ep. ¢ an.8 om lNpasunHuka 3a yempolicrsomo u detiHocmma

¢ban
Ha HauyuoranHama 3(3_536?-;_ dé’flé? i}rd;enﬁé,kaca Qucxeamfﬁma s[lu3am e cuna om damama Ha obHapodsaHemo uM 8 . [IbpXKaseH sacmHUK" u
OITIMeHsAm deucmeamuma%upmauu&eﬁp

ina.om.08.03. 20243 Ha OcHosaNue pewenue Ne PO-HC-04-25/14.02,2024z,

-u W3NCKBAHWA HA H30K 3A NPOBENIAHE HA JIEYEHWE NPY GONECT HA ®AEPU B U3BLHEONHUYHATA nomMoLwy 6



OPUNQKEHWE 3

REKITAPALVA 3A MHOOPMWPAHO CBHITIACUE C M3UCKBAHUATA 3A 3AMOYBAHE/ TPOOBIDKABAHE HA
NEMEHUETO C NEKAPCTBEHWUA NPOLYKT

TR R LYY

=z
s
ogﬁaﬁ C yAnata Mu  NpenocTaBeHa chbopmaunﬂ W uenta Ha nNevYeHWeTy C  nekapcrseHusA

W cnef Kato nonyyux uvadepnartensy QTroBopy Ha

TEoL: BRPOCH, AEKMapupam Ye:
OF s FJ~ o, pHp
- Fille griassam npenopruaHaTAMNCXeMa Ha NEYEHIE U NEPUOANMHOCT HA KOHTPONHKUTE Nperneau.

PefioBHO W Ce ABRBAM Ha K‘Suft_;:o’ﬁﬂu‘ﬁpérnenn ¥ HAMA A3 NPOMEHAM CAMOBOMHO MM NOZ APYIC BHYLIEHUE
3

Afasnavenata mm Tepanma, ¥ %

i{6HWETO MO MPWNMHK, HENpoW3TU4awM OT peweHweTo Ha KomucwaTa 3a
£ ekcnepTusn 8 P30OK uiunu Kowicitara rio un, 78, 7.2 ot 330, we yseaoms He3aBasHo nudHus o1 nexap.
2. Tpu Hecna3eaHe Ha NOCOYEHVTE YCNCBMR NEMEHWEeTO MU C YNOMEHATMA NeKapcTBeH MpPoaykT ule Gbae

npekpaTeHo K HAMA A2 UMam npeTeHumMn Kem H30K.

_3 H3UCKBARUA HA H3OK 3A NPOBEXAAHE HA NEYEHWE [P BORECT HA QABPU 8 U3BLHBONMHUUYHATA NoMOoLL,



