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M3NCKBAHWUA HA H30K NMPU M3OABAHE HA NMPOTOKOIX 3A NPOBEXOAHE HA NEYEHUE HA
CounHronunnao3n - BONECT HA ®ABPU

MpoTokonbT ce M3gaBa OT cNeuuanuaupaHa Komucus B rnedvebHu 3aBeAeHus 3a GONMHMYHA NOMOLY, CKITKOYUNK
porosop ¢ H30K. CneunanuanpaHuTe KOMMCUW Ce Cb3aaeaT CbC 3anoBej Ha AUPEKTOpa Ha ChejgHUTe YHWBEPCUTETCKW
neyebHu 3aseaenus: YMBAI “Anekcanaposcka” - rp. Codoma, CBANDOE - rp. Codus, YMBANHI  Ceetn Haym* — rp. Cochus

|. PEQ 3A 3ABEPABAHE HA MPOTOKONWUTE

Hporoxo;w: 3a 3ano4yBaHe Ha nevYeHue

=  MeauumHcka AOKyMEHTaUMS, NOTBLPKAABALLE KpuTepuuTe No npunoxeHue 1
CNEUNANTUSUPAHA > 1 BCUYKWU HEODX0AUMMW M3creasaHus, cbobpasHo Nnpunoxexune 2
KOMUCHUA =  PeweHne Ha cneunanuManpaHa KOMUCHUA C ACHA MeQuUMHCKa MOTUBALUSA 3a

3anoyBaHe Ha TepanuaTa
= ‘TpoTokon 3a npeanuceaHe Ha nekapctia, 3annawanm ot H30K/P30K" -

06p. M3-H30K
™ Komucus no un. 78, 1. 2 & 3aBepka Ha npoTokona
ot 330 B LY Ha H30K 1 B P30K

l"lporoxonn 3a npoabinKaBaHe Ha ne4vyeHue

=  ‘Tpotokon 3a npeanuceaHe Ha
CNELUMANTUIUPAHA > nekapcTBa, 3annawann ot H30K/P30K' za:;:gl‘za i TREAdRERg
KOMUCUA — 06p. M3-H30K

Il. OBLLM NONOXEHUA

1. E-NPOTOKON Ce M3aaea OT YNEHOBE Ha Cneuuanu3npaHn KOMUCUM B neyebHu 2aBefieHMA, OKa3BalluM GONHUYHA MeaULIMHCKA
nomow, (NI3BM) Ha ocHosaHve ,PeileHWe Ha cneunanuaupaxa komucus® no Alp Ne 38 ,OnpepensHe Ha nnaH Ha fevyeHue W
npocneasBaHe Ha TepanesTU4YHWUA OTrOBOP NPW NauWeHTW, Nony4aBallyy CKbNOCTPYBALLM NEXApPCTBEHN NPOAYKTU MO peaa Ha un. 78, 1. 2

™ 330" B cLoTBETCTEUE C HacToAwmTe Manckeakua Ha H3OK, kaTo NbpBUAT W BCEKM CrneaBall NPoToKoN ce nasiasar 3a nepuoa 40 365 AHu.

2. 3opaBHOOCUTYpPEHOTO NUlie yAoCcTOBepsiBa € nognuca cv B Pewenne Ha crneunanuanpara komucua” no Allp Ne 38 cneaHoto:
Menas na mu 6bae ofo6peHo neyeHve ¢ NekapcTBEHNWA NPOAYKT, KaTO Aeknapupam, Ye CbM YBEAOMEH 3a AeACTBMETO Ha Ha3HayeHaTa
nekapcTBeHa TepanuA v Aasam MHMOPMUPaHO cbrnacue chlwata Aa Mv Gbae npunarana’, CurnaceH/a CbM 3a U3NON3BaHE Ha NUYHUTE
MW AaHHW 3a uenuTe Ha ekcnepruaara‘; Menas ga 6waa ysegomeH/a 3a pesynrtata ot ekcneptusata oT P3OK no eawH ot cneptute
HauyuHKKu: no e-mail, Tenedon unn Ha macto B P30K"; PaspelsaBam 40CTbN A0 €NEKTPOHHOTO MK 34PaBHO A0cKe”.

3. MNpean crapTupaHe Ha npoueca no uajasaHe Ha E-npoTtokon Ha 30J1, cneunanuanpaxaTa KOMWCWA Cnej NonyyeHo paspelleHne 3a
aoctbn oT 30J1 40 enekTPOHHOTO My 34PaBHO AOCHE, NPaBu CNpaBka No ENEKTPOHEH NbT 38 U3AAAEHN NPEAXOAHN NPOTOKOIK, NO ChbLWUA
npocun Ha 3abonasane. MpouecsT no usgasaxe Ha E-npoTokon ce peanuaupa B MeauUWHCKn codTyep. B HacToswMTe M3NCKBaHWA ca
nocoveHu Heo6XxoAUMMTE AOKYMEHTM 33 nafgaBaHe Ha E-npotokon Ha 301

4. KoM Bceku E-npoTokon, ¢ KOWTO € HasHadYeHa NekapcTBeHa Tepanws, ce npunarart HeobxogumuTe 4okyMeHTn (ambynaTopHuTe nucTose,
enuKpU3n, M3CneaBaHnus U 4p.), Cres KOeTO AOKYMEHTUTE Ce u3npailar no enexTpoHeH NkT KbM WHhopmaunoHHaTa cuctema Ha H30K.
[lokymeHTuTe, KouTo cblyecTeyBat B H3WUC/uHdopmauunorHaTta cuctema Ha H30K. ce aeknapupaT B E-npoTokona ¢ TEXHUTE yHUKanHW
Homepa (HPH).

WHopmMaumaTa, OTHOCUMa KbM M3jaBaHe Ha E-npoTokona, KOATO e B AOKYMEHT, KOWTO HAMAa enekTpoHeH chopmart, ce nonbnea B
PelweHWeTo Ha cneynanuampala kKoMUCHa - OCHOBaHWe 3a u3gaeaHe Ha E-npoTokona. unu ce npunara kaTto ckaHMpaHo Konue.

5. MNpu u3pasaHe Ha E-npotokon no pega Ha ekcnepTtusarta no 4n.78, 1.2 o1 330, otnaga HeobxoaMMocTTa Aa ce NPeaocTaBAT M
cbxpaHsBsaT npunoxeHue Ne 1 u npunoxenue Ne 3 ot HacToawwmTe MauncksaHnata Ha H3OK", npu cneaHuTe ycnoeuna:

- 3a npunoxeHue Ne 1 - Npu HanNM4METO Ha TEKCT B CLOTBETHUA Yekbokc B Pelwenve Ha cneunannaupaHa komucwa® no Allp Ne 38:
JunceaT n3kniouBaLUmM KpMTEPUK 3a 3anovBane/npoAbxasaHe Ha nevexune c JIMN"

- 3a npunoxeHne Ne 3 - npu Hanu4MeTo Ha TekcT B PelleHne Ha cneunanusmpana komucus™ no Alp Ne 38: JKenas aa mun Gvae
oa0BpeHo neyeHne ¢ NekapcTBeHWs NPOAYKT, KaTo Jeknapupam, Ye CbM YBEOMEH 3a 1eACTBUETO Ha HAa3HavyeHaTa nekapcTeeHa Tepanus
1 AaBam WHOPMUPAHO Cbriacue collata A4a mu 6bae npunaraHa’
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NPUNOXEHWE 1A

NACT 3A ONPEOENAHE HA KPUTEPUWUTE NPU 3ANOYBAHE HA NNEYEHWME HA COUHIONMUNUAAO3W ~
BOJNIECT HA ®ABPU

A. KPUTEPUU 3A 3ANOYBAHE HA MBbPBU KYPC (SAOBLIMKUTENHU CA BCUYKW KPUTEPUWN)

MKB E75.2

1 | CurypHa guarHosa Ha 6asa pesynTaTt OT eH3UMHa aKTUBHOCT (Mbxe), Lyso-Gb3 (xeHu) n reveTuuHo nacnegsane -2

2 | bvbOpeyHa GUoncus 1 Npu BL3MOKHOCT ENEKTPOHHA MUKpockonus ' 2

3 | KoHcyntauwms ¢ Hesponor ' 2
4 | Koncyntaums c kapawonor - EKI, exokapavorpadms ' 2
£ bl o i
5
5 | KoHcynTaums cbc creunanqct o4Hn Bonecty — 3cneaBaHe Ha OuHU fbHa ' 2
6 | Koucyntaums c ractpoenteponor ! 2

7 | KoHcynTauwsi CbC cneuuanucT KOXHN 1 BeHepuyecku bonectn ' 2

8 | Ilunca Ha U3KNK4BaLUKU KpUTEPUK NO TouKa B

'pewenue Ha crieynanuaupasa komucua no Allp Ne 38
2 MesVUMHCKa AOKYMEHTaLMA, NOTBLPYAABALLA KPUTEPUUTE NO NPUMOKEHNE 1 11 BCUUKI HEOBXOANMN N3CEABAHMS, cL00pa3xHo NpunoxeHue 2 -
3a0bIKUTENHO Ce NPEACTaBAT AaHHWU OT reHEeTUYHW TECTOBE, AoKas3Balim 3abongBaHeTo.

B. U3KINIOYBALLU KPUTEPUU (MPU 3AMOYBAHE HA NNEYEHME)

. 1. [eua nog 8 roavwHa Bb3pacT 3a Agalsidase beta, 3a geua roa 6 roauiwHa Bb3pacT 3a Agalsidase alfa v nog
16 ropuviwHa Bb3pacT 3a Migalastat, 3a geua noa 18 roguwHa sbapacT 3a Pegunigalsidase alfa

BpemeHHOCT ¥ KbpMeHe

CBpPBbXUYYBCTBUTENHOCT KbM AKTUBHOTO BELUECTBO UMW KbM HAKOE OT NOMOLLUHWTE BELeCcTea C NPOsSBU Ha

aHachunakTUyeH LWoK

4. Migalastat He ce npenopbyBa npy NauMeHTH ¢ Texka 6vbpeuna HepoctaTbyHocT - GFR< 30 ml/imin/173 m2

5. Migalastat c eqHoBpeMeHHO NpUNOXeHWe C eH3UMO3aMEeCTUTENHA Tepanus

w
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NPUNOXEHME 1B

NUCT 3A ONPERENAHE HA KPUTEPUUTE NPU NPOABIMKABAHE HA NEMEHWETO HA COUHIONUNKUAO3N —
BONECT HA ®ABPU

B. KPUTEPUU 3A NPOOBMKABAHE HA NEYEHUETO (BAOBIMKUTENHWU CA BCUYKU KPUTEPUWN)

MKB E75.2

Kom?jg*réuﬂﬁ c ﬁécbponor W pesynTar oT nabopaTopHu U3cneaBaHusa (BKN. KpEaTUHUH, KpeaTUHUHOB KNUPBHC (M),
244. NpoTeNHYpUs, CbOTHOLUEHWE NPOTEUH/KPEATUHUH B MPSACHA ypyHa)

AbpomuHanHa exorpadus ¢ HacodeHocT 6bOpeyvHo n3cneasaxe

KoH cyntauusa ¢ Hesponor

KoHcynTauus ¢ kapavornor

Nunca Ha U3KNIYBaLM KPUTEPUK NO Touka I

o

r. U3KNKOYBALLW KPUTEPUM (NPU NPOOABLIMKABAHE HA NEYEHUETO)

AHacunakTuueH Wok

BpPeMeHHOCT 1 KbpMeHe

Migalastat He ce npenopbuBa npw nauneHTn ¢ Texka 6vbpeyna HegoctaTbyHoCT - GFR< 30 ml/min/173 m2
Migalastat c eaHoBpemMeHHO NPUNOXKEHUE C eH3UMO3aMecTUTeNnHa Tepanus
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NPUNOXEHUE 2

. NEYEBHO-OWATHOCTUYEH ANTOPUTHBM

1. NEKAPCTBEHW MPOAOYKTWU, skniodenn B [Mpunoxenne 1 Ha [NIC, kouto H3OK 3annawa B CbOTBETCTBUE C
AeicTealumMTe HOPMaTUBHW AOKYMEHTN.

Ta6bnuua 1 e e e
INN OO3A
. e 0,2 mg/kg TenecHo Terno Asa NbTU MECEYHO KaTo UHTPaBEHO3HA MHMDY3WS 33 HAaYanHo
AGALSIDASE ALFA 1 33 NOAABLPXKALLO NeYeHne
lMpunara ce kaTo MHTPaBeHO3HAa NMHY3NA B TeueHue Ha 40 MUHyTH.
* 1 mg/kg TENecHo Terno ABa NbTW MECEYHO KaTo MHTPABEHO3HA MHAY3NA 3a HavanHo u
; 3a nogavpXxallo nevyeHue
AGALSF_DASE_ BETA

MHWumanHa nHdysus - ckopocT He noeede oT 15 mg/uac, a nopegHvTe — 3a BpEMEeTpaeHe He
no-manko 90 MUHyTK.

PEGUNIGALSIDASE
ALFA e 1 mg/kg TEMECHO TErMO BEAHBX Ha BCEKW [IBE CEAMWLIM KaTO WHTPABEHO3HA MHAY3Us

ey e 123 mg nepopanHo, BeaHbX Npe3 [eH, N0 /IHO W CbLO BpeMe Ha [EeHs, C OCUrypeH
MIGALASTAT* nepuos Ha rnagyeaHe oT MWHWMymM 4 vaca /2 vaca npeau W ABa 4aca cneg
' nepopanHua npuem/.

* 3a MyTauuu*, KOWTO OTroBapAT Ha ToBa neveHne! GLA wmyTauuure ca ROCTBAHKM 33 MEAUUMHCKUTE CMELMAannCTH Ha
www.galafoldamenabilitytable.com

2. NPOCNEQABAHE

Tabnuua 2 SR
G _ Nepwog Ha neuexve

MokasaTenu u uacneasaHus M3X0MHM + 12 Meceua” + 36 Mmeceuya*
TenecHa maca X X X
PvecT ; L i - X X o X
ApTepuanHo KpLBHO HanaraHe X X X
MKK (xeMorno6uH, XeMaToKpUT, epUTPOLIMTMI, NEBKOLMTH, L . "
TpomGounTh ) ;

Obuw 6enTbk X X X
AnBymuH X X X
ASAT x x x
ALAT X x x
mT x X X
AnkanHa dgocdarasa i X . X X
Cepymro xensso _ox L x x
XCK X X X
CepymeH kanuui X X X
docdatu x 1 X X
06w xonecTepon X i . " X
Tpurnuuepuam X X X
KpbeHa 3axap ox 1 X X
KpeaTHuH, NUKOYHa KMcenuHa v ypes X X X

N3NCKBAHUA HA H30K 3A MPOBEXXOAHE HA NEYEHUE NPU BONECT HA ®AEPW B U3BHLHBEONHWYHATA NOMOL
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KpeatuHWHOB KnupbHC (D) X X X
MacneppaHe Ha ypuHa - 06LL0 U CEAUMEHT U CLOTHOLLEHWE g & 7
NpoTenH/KpeaTUHUH A

[MpoTenHypus X X X
AbpomuHanHa exorpacus X X X
BvbpeuHa Buoncus BKN. ENeKTPOHHA MUKpockonus, (No

npeueHka BTopa) (6e3 Guoncusa npu NnpoTUBonokaszaHus — X63- y

4-5 cteneHd, xemoparuwyHa guaresa, Bb3nanuteneH npouec Ha

oTAenuTenHa c-ma) R | o

AMP(no npeueHxka oT Kapawonor) ] )

KoncynTauus ¢ Hecponor X X

KoHcynTauus ¢ Hesponor X X X
KoHcynTaumsa ¢ kapavonor - EKI, exokapaworpadcus X X X
KoHcynTauus cbe cneumanvct o4Hv BonecTu - 04HM AbHa X X X
KoHcynTaumsa ¢ ractpoeHTeponor X X X
KoHcynTaumsa cbe cneymanncT KOXHW U BeHepuyeckn Bonectu X

+12m.* - M3BBLpILBaT Ce Ha Bceku 12 meceua; + 36 M.* - U3BBPLWBAT ce Ha BCekMn 36 meceua;
W3cnensaHuATa cneaBa oa ca C 4aBHOCT 40 1 MECceu npean KaHAnaaTCTBaHETO 33 NEYEHUE.

Il. OBLLUK UBUCKBAHUA

1. BbapacTtoBata rpaHvua Cce W34YUCNSBA B HABLPLWEHW FOAWMHU - T.e BKNIOMUTENHO KbM JaTaTa Ha u3jaBaHe Ha npoTokona ot

cneynanuanpaHara KOMUCHS.

2. Mpu HazHayaBaHe Ha Tepanua No NPOTOKON 3aAbLIKUTENHO ce CkobpasnBaT BL3PACTOBUTE OrPaHWMEHWS, ChINACHO KpaTkaTta xapakTepucTuka

Ha CbOTBETHUA NEKAPCTBEH NPOAYKT, YTBBPAEHA No peaa Ha 3JIMXM.

3. H3OK He 3annauwja nevyeHne U3BLH yKkasaHaTa Bb3pacToBa rpaHiLa B KpaTkaTa xapakTepuCTHKa Ha NpoaykTa.

4. H3OK He 3annaiua nedYeHue ¢ 403U Haj MaKkCUMAsHO pa3peLLeHNTE No KpaTka xapakTepUCTUKa Ha NpoaykTa.

5. B cnyyail Ha HacTLNWNa NOAO3NPAHA HEXenaHa NekapcTBeHa peakuws, nekapsT yeesomsasa WA no pega Ha un. 184 ot 3NIMXM. Konue ot

ctobleHueTo ce npunara/onucea kbm/B MeguuMHckaTa gokymeHTauus Ha 30J1 npu kaHaWaaTCTBaHe 33 NeYeHve.

6. Bcekn e-npoTOKON Ce M3AaBa Bb3 OCHOBA HA W3AafeH MEAWULMHCKM AOKYMEHT: cneumanuanpaHa komucus B JI36MM Ha ocHoeaHue Allp Ne 38

,OnpegensAHe Ha NNaH Ha nedYeHue U NpocnefABaHe Ha TepaneBTUYHWA OTTOBOP NPV NaUWEHTW, NOMNyYaBally CKbNOCTPYBAWM NEeKapCTBEHM

NPOAYKTW NO peaa Ha un. 78, 7. 2 330"

Eksemnnap Ha xapTvueH Hocuten ot Aflp Ne 38 ,OnpepensHe Ha nNnaH Ha NeyeHWe W NpocneAdBaHe Ha TEPaneBTUYHUA OTTOBOP NPW NALMEHTH,

nonyvyasalliy CKbLNOCTPYBaLM NeKkapcTBEHW NPOAYKTM No peaa Ha yn. 78, 7. 2 330", KOWTO e OCHOBaHWE 33 U3JaBaHe Ha NPOTOKON, NOANUCAH OT

cneuvanuanpana komucusa u 30J1, ce Boamn no ped, onpeaeneH ot ne4ebHOTO 3aBEAEHUE W Ce CbXPaHABa B kKabWHeTa Ha KoMUCKUATa.

7. Mpwn napasaHe Ha E-npoTokon no pesa Ha ekcnepTuaata no un.78, 7.2 or 330, oTnaga HeobxoAMMOCTTa Aa Ce NPeoCTaBAT U CbXpaHsABaT

npunoxexune Ne1 n npunoxerune Ne3 ot HacToawwmTe Mauckeanua Ha H30K".

8. WspaBaHeTo Ha E-npoTokon ce ocblecTBABA B CbOTBETCTBUE CbC CHBMECTHW ,YKa3aHuAa 3a paboTa ¢ NodafieH No eneKTPOHEH NbT NPOTOKON
/IB/IC (e-npoTokon)*, Mexay HauuoHanHata 3ApaBHOOCHIYPUTENHA Kaca W Bbnrapcki nekapckv Cblo3 3a npunarake Ha HaunoHanHwa pamkos

,OrOBOP 38 MEANLMHCKUTE JEWHOCTH.

Hacmosawume u3uckeaHusi ca ymebpdeHu om ynpasumens Ha H30K cned Pewenue Ne P[-HC-04-54/26.06.20252. Ha HadsopHus cbeem Ha
H30K u npedeapumento cvenacyeare ¢ BIIC, Ha ocHosaHue un.51, an. 10 ebe ep. ¢ an.8 om [MpasunHuka 3a ycmpoiicmeomo u deliHocmma Ha
HayuonanHama 3dpasHOOcu2ypumenHa kaca. Mauckearusma enuzam e cuna om 0amama Ha obHapodsaHemo um 8 [bpxaseH 8eCMHUK" u
ommeHsm delicmeawyume usuckeaHus, & cuna om 08.03.2024z. Ha ocHosaHue pelweHue Ne PL-HC-04-25/14.02.20242
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NPUNOXEHWE 3

AOEKNAPAUWA 3A MUHOOPMUPAHO CBIMACHE C U3BUCKBAHUATA 3A 3ANOYBAHE/ NPOOABMKABAHE HA
JIEMEHUETO C NEKAPCTBEHWA NMPOOYKT

D T

A3 BONMYMOAMUCAHNAT/ATE L.....vetcie ittt ettt ettt ettt

cnen Karo ce 3ano3Hax ¢ usnata MM npeaoctaBeHa  MHopmMauus M uenta Ha TnedYeHneTo C IneKapcTBeHus
[lelo e\ B e R AT W cnej Kato nony4ux wv3depnaTtenHu OTroBopu Ha
nocTaBeHUTe OT MEeH BbNPOCK, AeKnapupam 4Ye:

1. UWe cnassam npenopbYaHaTa My CXEMa Ha neyveHne U NEPUOAMYHOCT Ha KOHTPOMHNTE Nperneam.
2. PenoBHO LWe Ce ABABAM Ha KOHTPOMHKM NPErfean N HAMa Aa MPOMEHAM CaMOBOMHO UMK NOA APYIO BHYLUEHWe

~y HaszHayeHaTa My Tepanus.
3. [lpu npeyctaHoBsBaHe Ha NEYEHMETO MO MPWYWHW, HEMPOM3TUYaLLM OT pelleHneTo Ha Komwucuata 3a
exkcnepTtuan 8 P3OK n/unn Komucuarta no un. 78, 7.2 ot 330, we yseaoms He3abaBHO NUYHUS CU nekap.
4. T[lpwn HecnaseaHe Ha NOCOYEHWUTE YCMOBUA NEYEHWETO MW C YNMOMEHATUs NeKapcTBeH NpoaykT we bvae
npekpaTeHo U HAMa Aa uMam npeTeHumn Kbm H30K.
™
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