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M3UCKBAHUA HA H30K NPU U3JABAHE HA NPOTOKOINK 3A NPOBEXAAHE HA NEYEHME HA
COUHronnMnMao3u — BONECT HA ®ABPU

HPOTOKOII'I:T ceé un3gasea OT cneuuvanuivMpaHa KOMWCHMA B neye6HM 3aBedeHus 3a GONHMYHA NOMOLL, CKMHOYMNU

porosop ¢ H30K. CneunanuavpaHWTe KOMMCUM CE Cb3AaBaT CbC 3anoBes Ha AMpeKTopa Ha CnefgHUTe YHWBEPCWTETCKW
nevyebHu 3aeeaeHna: YMBAI “Anekcangpoecka” - rp. Cocms, CBANAB - rp. Codma, YMBAJIHI ,Ceetu Haym" — rp. Cogoua

. PE[] 3A 3ABEPABAHE HA NMPOTOKOMUTE

Il. OBLLM NONOXEHUS

L

HpoToxonM 3a 3ano4yBaHe Ha nevYeHue

=  MeanuuHCKa JOKyMEHTaUMs, NOTEbLPXKAABALLA KPUTEPUUATE MO NpUnoxeHue 1
CNEUMATIM3UPAHA ¥ BCUYKM HeoBX0aMMM U3cneasaHus, CbobpasHo NpunoxeHue 2
KOMUCUA =  PelleHWe Ha cneuManuivpaHa KOMUCHUA C AcHa MeWULMHCKa MOTUBALMA 3a

A 4

3anodBaHe Ha TepanuaTta
* “lpoTokon 3a npeanuceBaHe Ha nekapcTea, 3amnawadHn ot H3OK/P30K' -

_____ obp. M3-H30K
Komucus noun. 78, 1. 2 = 3aBepKa Ha npoTokona
o1 330 B LY Ha H30K ” B P30K

MpoTokonu 3a npoAbLITKaBaHe Ha NeveHue

= ‘Mporokon 3a npeanuceaHe  Ha
C"EUWAHW3“PAHA > nekapcTea, 3annawlanm ot H30K/P30K” > ga:;g;a G
KOMUCHUA - 06p. M3-H30K

1. E—npéwlcori ce M3[aBa OT neHoBe cneuuannaupauu KOMUCUUN B neqeﬁuu 3aBefeHun, oxasBalM BOnNHUYHA MEegWUMHCKa
nomow, (A3BM} Ha ocHoBahve [Pelierne Ha cneuuanuaupaHa komucns® no Afp Ne 38 ,OnpesensHe Ha nnaH Ha neqeHne u
npocneaseane Ha TEPaneBTMYHUA OTIOBOP NPYU NALUMEHTH, NONYYABALM CKbNOCTPYBALLM NEKADCTBEHN NPOLYKTH NO peaa Ha un. 78, 1. 2
330" B e Tcrame € HACTOALIUTE M3nckeaHus Ha HSOK KaTo MLPBUAT M BCEKM CNeABaLLY NPOTOKON Ce n3gasar 3a nepnoj ,qo 365 pHu.

2. 3ppat

JKenas ga e ¢ nexapmeuwﬂ APOAYKT, KaTo AeKknapupam, 4e CbM YBEAOMEH 33 Aewcmmem Ha Hasnaqeuara
nekapcTBeHa: OMUPEHO. CbITMAcHe ChlaTa 4a MU Gbae npvznaraaa . ,Cbrnacer/a CbM 3a M3NON3BaHE HAa NUYHUTE
MW JaHHK 33 K,

Ha4yuHK: No e-m;
3. Npeau crapt -3 :
gocten ot 3001 ao enek 4 i : 1 Ka NO €NeKTPOHEH NbT 32 W3ZaAEHN NPEAXOLHU NPOTOKONK, NO ChILNA
npocun Ha 3abonssaHe. MpoL TIPOTOKOS C8 Peanu3npa B MEANUMHCKY codiTyep. B HACTOAWMTE U3UCKBaHMSA Ca
nocoveHu HeOOXoOUMUTE now HTH 3a nanagawe Ha E-npm‘oxon Ha 30R.

4. Kbm Bceku E-npoTokon, ¢ KOWTO @ HazHadyeHa nexapcreeHa Tepanusa, ce npunarat HeoGxoaumuTe LOKYMeHTH (amBynaTopHuTe NUCTORE,
€NVKPU3W, U3CNEABAHNA U Ap.), Cnej KOETO AOKYMEHTWTE CE M3NPalijaT No eneKTPOHeH NbT KbM MHMOPMaLUMOHHATa cucTeMa Ha H30K.
HokymeHTuTe, kouTo chiuecTeyeaT B H3UC/uHpopmaumonHata cucrema Ha H30K, ce aeknapupat B E-npoTokona ¢ TexHuTe YHUKaNHU
Homepa (HPH).

MHdopmauusaTa, oTHOCMMA KoM W3faBaHe Ha E-NpoTokona, KOATO € B AOKYMEHT, KOWTO HAMA enekTpoHeH (DOPMAT, Ce nombnea 8
PeleHneTo Ha cneunanuanpaHa KOMUCKs - OCHOBaHUE 3a u3gasaHe Ha E-npoTokona, Unv ce npunara kato CKaHWpaHo Konwe.

5. MNpu n3gasaHe Ha E-npoTokon no pesa Ha ekcnepTusaTa no 4n.78, 1.2 ot 330, oTnapa HeobXoauMOCTTa Aa ce npeaocTaBsAT U
cLxpaHaBar npunoxeHue Ne 1 u npunoxenne Ne 3 ot HacToAwmTe ManckeannaTa Ha H3OK", npu cnegxuTe yonosuns:

- 33 npunoxenne Ne 1 - Npu HANUYMETO HA TEKCT B CLOTBETHUA YeKBOKC B ,PelleHne Ha cneunanuanpaHa KOMUCWA® no Alp Ne 38:
JIMNCBAT N3KNIOYBALLM KPUTEPWUK 33 3aN0YBaHE/NPOALMKaBaHE Ha Nevenne ¢ NM*

- 3a npunoxenve Ne 3 - npu HanuumeTo Ha TekcT B ,Pewenne Ha cneuuanuaupada komucua“ no AMp Ne 38: JKenas ga mu bwvpe
0408peHo neveHne C NexapCTBEHNA NPOAYKT, KaTo AEKNapupaMm, Ye ChM YBEAOMEH 3a ASHCTBNETO HA HA3HAYEHATA NeKapCTEeHa Tepanus
1 fasam HGHOPMIPAHO Cbkrnacue cblata ga mu 6u4e npunarana’.
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NPUNOXEHWE 1A

JINCT 3A ONPEOENAHE HA KPUTEPUUTE NPU 3ANOYBAHE HA NEYEHWE HA COUHIONUNUOO3U —-
BONECT HA ®AEPU

A, KPUTEPUU 3A 3ANOYBAHE HA NbPBU KYPC (BAABIMKUTENHW CA BCUYKU KPUTEPUN)

| MKB E75.2

“Ha Da3a peaynTaT OT eH3UMHA aKTUBHOCT (Mbxe), Lyso-Gb3 (keHn) u reHeTnuHo nscneasane ' 2

2 | bubpeyHa Guoncus BkN. enekTpoHHa MuKkpockonus ' 2

3 Koucyh'_féimﬁ' c Hesporor "2

4 | Kowe 5 ¢ kapauonor - EKT, exokapavorpadus ' 2

5 | Koxcynratius cbe cneyuanmcT ouHu 6onecTu — W3CNeABaHe Ha OYHW AbHa " :

6 | Kon

Tauus ¢ ractpoeHTeponor ! 2

7 | KoHcynTaums cbe CNeumanncT KoxXHU U BeHepudeckn Gonectn - 2

8 | Nunca Ha W3KNIYBaLLM KPUTEPUK NO TOYKa B

pel.uenue Ha sneunannaupana KoMucua no Allp Ne 38
2 Me g MLINHEK? AOKYMEHTaUWA, NOTBLPXKAABALLA KPUTEPMUTE NO NpunoxeHue 1 n Bouduku HeoGxoaumu uacnessaHusa, cLobpasHo npunoxenne 2 -
3a0bITXNT 10 Ce NPeacTasnaT A2HHW OT TEHETYHW TECTOBE, A0Ka3BaLn 3abonABaHeTo.

B. M3KMIOYBALLIM KPMTEPVIM {ﬂPM 3An0qBAHE HA NEYEHVE)

1 : ,ﬂeua na}a & ro;;muﬂa BBL3pacT 3a Agalsidase beta, 3a gpeua noa 6 ro.quHa Bb3pacT 3a Agalsidase alfa n nog
_18 rqumt-la Bbapacr 3a Mlgaiastat
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NPUNOXEHWME 16

NUCT 3A ONPERENAHE HA KPUTEPUUTE NPU NPOABLMKABAHE HA NEYEHWETO HA COUHIONUNAAO3N -
BONECT HA ®AEPH

B. KPUTEPUU 3A NPOABLMKABAHE HA NEYEHWETO (SAABMKUTENHU CA BCUYKW KPUTEPWWN)

MKB E75.2

1 KoncynTauus ¢ Hedponor v pesynTat oT nabopaTopHu M3cneaBaHns (BKN. KDEATUHMH, KPEAaTUHUHOB KNUPBHC (IP),
24\, NPOTEUHYPUSA, CLOTHOLLEHUE NPOTEMH/KPEATUHWUH B NPACHa ypuHa)

2 AGAMM exorpacus ¢ Haco4eHocT GbBpeyHo nlcneasaHe

3 | KoHcynTaums ¢ Hesponor

4 KOHcysﬁ'aunn c Kabp,monor

5 | llunca Ha u3knouyBaLLM KpUTEepuu No Touka I

r. MSKMIOYBALLM KPUTEPUM (NPU NPOLBIKABAHE HA NIEYEHUETO)

1. AHagUnaKkTUueH WoK
BpemeHHoCT 1 KbpmeHe

igalastat He ce npenopvyBa Npu naumeHTyH ¢ Texka 6bbpeuHa HegocTaTuHOCT - GFR< 30 miimin/173 m2
alastat c eJHOBPEMEHHO NPUNOXEHVE C EH3MMO3aMecTUTENHa Tepanua

ﬁ ¥ M3NCKBAHUA HA H30K 3A NPOBEXIAHE HA NEYEHWE NPW BONECT HA ®ABPY B U3BBHBONMHUYHATA NoMOLL 4
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NPUNOXEHWE 2

l. TNEYEBHO-OUATHOCTWYEH ANTTOPUTBM

1. NEKAPCTBEHW NMPOAYKTW, sknwodenn B Mpunoxenwe 1 Ha MJIC, kouro H30K sannawa 8 cbOTBETCTBME C
AeAcTBalTe HOPMATUBHN JOKYMEHTH.

Tabnuuya 1

OO3A

e 0,2 mg/kg TenecHo Terno Asa NbTU MECEYHO KaTo UHTPaBEHO3Ha MHAY3NA 3a HAYanHo
1 32 NOAABLPXKALLO NeYeHne

lMpunara ce KaTo UHTPaBeHO3Ha an)yauﬂ B TEUEHWE Ha 40 MuHyT!.

* 1 mg/kg TenecHo Terno 4sa MbTM MECEYHO KaTO MHTPaBEHO3Ha MHAY3NA 3a HavanHo 1
32 NOAABLPXALLO NeYeHne :

MHMUManHa uHy3Ws - CKOPOCT He noseve oT 15 mgfuac, a nopeaHUTe — 3a BpeMeTpaeHe He
no-manko 90 MUHYTK.

e 123 mg nepopanuo BeOHBLXK Npe3 AeH, N0 €4HO U CbLUO Bpeme Ha AeHs, C OCurypeH
nepuoa Ha FnajysaHe OT MWMHUMYM 4 4aca /2 Jaca npeaM W fgBa vaca cnep
nepopanHua npuem/.

2.

'I'Iepuo.q Ha neYeHue
M3XOAHU + 12 meceua* + 36 meceua*

X X X

X X X

X X X

pT, epmpaum NEBKOLUTH, 5 — -

X ¥ X

X X X

% oy X

x X X

= X o X

AnkanHa cdocchatasa X X X

CepyMmHO xens3o % X X

XCK x X X

CepymeH kanuui X X X

doccaTu X X X

06w xonecrtepon X X X

Tpurnuuepnan X X X

KpbeHa 3axap X X X

KpeaTUHWH, NUkoyHa KUCENUHA U ypes X X X

KpeatuHuHos knupbHC (M) X X X

M3cnepeaHe Ha ypuHa - 00LLUO M CEAUMEHT M ChbOTHOLUEHKE

npoTenH/KpeaTUHWH - ’ !

MNpotennypus X X X
AbpomunanHa exorpadus X X

'.g 5 V3UCKBAHWA HA H3OK 3A NMPOBEXIAHE HA NIEYEHME NPU BONECT HA ®ABPW B M3BBHEONHUUHATA NOMOLL ?
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BvbpeyHa Bruoncus BKkN. €NeKTPOHHA MUKpockonua, (No

npeueHka BTopa) (6ea Guoncus Npu NpoTUBONOKa3aHms — Xb3- .

4-5 cTeneH, xemoparniHa guaresa, Bb3nanuterneH npouec Ha

oTAenuTenHa c-ma)

HAMP(no npeueHka oT Kapauonor) X X
KoHcynTauus ¢ Hecbponor X X X
KoHcynTauus ¢ Hesponor X X X
KoHcynTauwa ¢ kapavonor - EKIT, exokapauorpadua X X X
Kowcy éum_ﬁ CbC CneunanucT o4HU BonecTu - oMHU gbHa X X X
KOHGYRTaLMSA C racTpoeHTEponor X X X
K umcuc CREUNanucT KOKHU ¥ BeHepudeckn Gonectu X

W3BLPWBAT Ce Ha Bceku 12 meceua; + 36 M.* - u3BLPWBAT ce Ha Beeku 36 Meceua;
€neaBa Aa ca C AaBHOCT A0 1 Meceu npean KaHANAATCTBAHETO 38 NeYeHue.

: rpaunu,a ce Wn3yncnAsa B HaBbpPLUIEHW TFOAWHW - T.€. BKMIOYWTENHO KbM JaTata Ha w3gaBaHe Ha npoTokona oT

. aBaHe Ha Tepanusa No NPOTOKON 3a4BLMKUTENHO Ce cwobpasaear abapac;Tonvrre OrpaHNYEHNs, CbINACHO KPaTKaTa XapakTepucTuka
Ha CLOTBETHWA NEKAPCTBEH NPOAYKT, YTBLPAEHa no pesa Ha 3NMXM.

Cboﬁmeumem Ce-NPUNara/onucea KoM/B MefuLMHCKaTa onymerrrauun Ha 3OJ'I npu Karmma-rcraaue 3a neveHne.

6. Bceku e-NPOTOKON Ce M3AaBa Bb3 OCHOBA HA M3AALEH MEAVLIMHCKM LOKYMEHT: cneuwannanpana komucus B 3B Ha ocHosaHue Alp Ne 38
LOnpeaensHe Ha nﬂaH Ha NIBYGHUE W NPOCNeAABaHE Ha TEPaneBsTUYHMA OTTOBOP NPW NauueHTH, nonyuaaaum ‘CKbMOCTPYBALLM NEeKapCTBEHN
NpoAYyKTHU NS pe
Eksemnnap Ha xapTuen HOCI‘IT&H or Al'ip Ne 38 ,OnpeaensiHe Ha nnaH Ha neyeHwne u npocnenﬂaaue Ha TepaneBTWIHIS OTrCBOP NPY NaUWeHTy,
nonyJasaun CKBLROCTRYBALLN NekapCTBEHM NPOAYKTW Mo peAa Ha un. 78, 1. 2 330", koiTo e OCHOBaHWe 33 W3jaBaHe. Ha NPOToKON, NOANUCaH OT
cneuvanuaupara komncus # 3011, ce Bogu no pea, onpesenet oT neyeBHOTO 3aBEAEHNE U CE CEXPAHABA B KaGNHETa HA KOMMCHSTA.

7. Mpwn n3gasaHe Ha E-NpoTOKON NO peaa Ha ekcnepTwsara no yn.78, 1.2 ot 330, oTnasa HeoGxoANMOCTTa Aa ce npercraBnT M CbXpaHABaT
npunoxexne Net unowenne Ne3 ot HacroawmTe ,M3nckeaHus Ha H3OK‘

8. Ma.qaaa'ﬂefro-n POTOKON Ce OCHLIECTBABA B ChOTBETCTBME ChC ChBMECTHU ,Yka3aHua 3a paGoTa ¢ NOAaAeH NO eNEKTPOHEH MbT NPOTOKON
IA/IB/IC (e~npo1‘axon} - mexqy Haunonannara :m;paanoocwrypmenﬂa Kaca ¥ Bbnrapcku nekapcku cbio3 3a npunarase Ha HauwoHanHws pamkoB
AOrosop 3a Meguunﬁcmre Aevmocrrw =

Hacmoauwume q;_;‘uc;c_saﬂu;t ca ymebpOeHll ont yApasumens Ha H30K cred Pewerue Ne PLO-HC-04-25/14.02.2024z2. Ha Had3opHus cbeem Ha
H30K u npedeapumento cwenacysare ¢ BIIC, Ha ocHosaHue 4n.51, an. 10 eva ep. ¢ an.8 om lpasunHuka 3a ycmpolicmeomo u dedHocmma Ha
HayuoHannama 3dpasHoocuaypumenna kaca. Hsuckeanusma enusam e cuna om damama Ha obHapodsaHemo uM 6 . [lbpxaseH eecmHuk” u
ommensm dedcmeaume uaLckeanus, e cuna om 01.04.20212. Ha ocHosaHue pelenue Ne PL-HC-04-37/19.03.20212.

M3NCKBAHUA HA H3OK 3A NPOBEXIAHE HA NEYEHUWE MPW BONECT HA ®ABPW B M3BbHEONHWYHATA nomouy, g




OPUNOXEHUE 3

OEKNAPALMA 3A UHOOPMUPAHO CBHIMACUE C U3UCKBAHUATA 3A 3AMOYBAHE/ NPOABINKABAHE HA
NEYEHMETO C NEKAPCTBEHUA NPOAYKT

SeseEssEENEEsREENSREERRRNRERRRNERRERRRES wsasssssssases SNSRI EEEREEEREE NN N RN TR E RN sssssssssssanssane

cnen Kam Ce 3ano3Hax ¢ uanata Mu npegocTaBeHa MHQ)OpMauHH M uUenta Ha nedYeHneTo C nekapcTBeHus

NpoAykISsE I = e e M cneg KaTo NONyuYux u34epnaTtenHd OTrOBOPM Ha

HOCTaBemrc:!T'.MEHV BBLNPOCH, AeKnapupam ye:

1. llle cna3sam npenopbyaHaTa MM CXeMa Ha NeYeHne U NEPUoANYHOCT Ha KOHTPONHUTE Npernean.
2. PepoBHO We ce ABABAM Ha KOHTPONHWU Nperneau U HAMa Aa NPOMEHAM CamMOBOIHO UMW NOA APYro BHYLIEHWe
HasHaveHaTa MW Tepanus.
3. Tlpu npeycraHoBsBaHe Ha flEYEHMETO MO MPUYUHK, HEMNPOM3TUYAWM OT pelseHueTo Ha Komucuata 3a
exkcneptusn B P30K u/munn KomucusaTta no 4n. 78, 1.2 ot 330, we ysegoms HeaabaBHO NUYHWA CK nekap.
4. Tpv Hecna3eaHe Ha MOCOMEHWTE YCMOBUA FIEYEHUETO MU C YNOMEHATUS NEKapCTBEH NPOAYKT we 6bae
npekpaTeHo ¥ HAMa Aa UMam npeteHuuy kem H30K.

V3NCKBAHUWA HA H30K 3A NMPOBEXJAHE HA NEYEHME NPU BONECT HA ®ABPUW B M3BLHEONTHUYHATA nomoLy /



