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W3NCKBAHWUA HA H3OK NP U3OABAHE HA NMPOTOKOJN 3A NPOBEXAAHE HA NNIEYEHUE HA
COUHIronnnNnUAao3n — BONECT HA MOWE

[poTokon®eT ce u3gaea OT cneuuWanuaupaHa KOMWUCHA B ne4vebHu 3aBefeHUA 3a BONHWMYHA NOMOLL, CKMIOYUNW
aoroBop ¢ H30K. Cneuwanu3aupaHuTe KOMUCUM Ce Cb3JaBaT CbC 3anoBef Ha AVPeKTopa Ha CNeAgHUTe YHUBEPCUTETCKM
nevebnu 3asepenuns: YMBAI “Anekcangposcka’ - rp. Codma, CBANIOB - rp. Codus

|. PEQl 3A 3ABEPABAHE HA NMPOTOKOJTUTE

MpoTokonu 3a zano4BaHe Ha TepanuAaTa

= =  MeauumnHcka [oOKyMeHTauus, NOTBbPKAABALLA KPUTEPUUTE NO NMPUIOKEHHUe
— 1 ¥ BCUYKK HEODX0AUMUW U3CneaBaHWs, cbobpasHo npunoxeHue 2
CNEUUANTN3UPAHA = PeweHue Ha cneuuanuaupaHa KOMWUCUA C siCHA MeOMLVMHCKa MOTUBaLus

KOMMUCUSA > 3a 3anouBaHe Ha TepanuaTa
= ‘MNpoTtokon 3a npeanuceaHe Ha nekapcTtsa, 3annawann ot H30K/P30K” —
/ 0bp. M3-H30K
Komucusa no un. 78, 1. 2 .| 3aBepka Ha

ot 330 B LIY Ha H30K npotokona B P30K

n POTOKONX 3a NnpogbImKaBaHe Ha TepanuAaTa

= ‘Mpotokon 3a npeanuceaHe Ha

CNEUMANUIUPAHA nekapcTea, 3annawanu oT . 3aBepka Ha npoTokona B
KOMWUCUA H30K/P30K™ — 06p. M3-H30K »| P30K

Il. OBLLW MNONOXEHUA

B4 OT YIeHOBE Ha CNeyManyuaupaHn KOMWMCHM B neveGHU 3aBeAeHMs, OKa3Bauwn GONHWYHA MeaULIMHCKA
oBaHue PelueHie Ha CneuuannaupaHa kommcus' no Alp Ne 38 ,OnpegensHe Ha nnaH Ha neveHue W
i HUA OTFOBOP MPU NAUWEHTH, NONyYaBall CKuNOCTPYBALLW MIEKAPCTBEHW NPOAYKTA NO peda Ha yn. 78, T. 2
: e Maucksanus Ha H30K, kaTo NLpBUAT U Boeku crieaBsall NPOTOKON Ce M3ZaBaT 3a Nepuoa A0 365 AHW.
OTO IMUe YAOCTOBEpABa C noanuca cv B PelugHue Ha cneuwanuaupana komucua® no Alp Ne 38: cnegHoTo:
ROBpEHD neveHne - APCTBEHNA. NPOAYKT;- kaTO JleKnapupam, ye CbM YBEAOMEH 3a AeiCTBUETO Ha HasHayeHaTa
aHO ChItacue ChiliaTa a M Bbae npunarana®; Cbrnacen/a CbM 3a W3NOM3BAHE HA NUYHKTE
~Kenas ga Obja yBefomen/a 3a pesynrtara oT excnepTusata ot P30K no eawH oT cnegHute
HauYuHU: no e-mail, Tesedon AcTo B P3OK", ,Paspeiliagam 40cTbn 40 ENEKTPOHHOTO MK 34PaBHO Aocue”.
3. Mpeau crapTupaHe Ha NpoLeca Mo U3faBaxe Ha E-npotokon wa 30J1; cneuwannanpaHaTa kOMUCUS Criej NONyYeHo paspeluexne 3a
AocTen o 30J1 40 eNnekTPOHHOTO My 3APABHO AOCHE, NPABYU CNPABKA NO ENEKTPOHEH NBT 32 U3AaAEHM NPEAXOLHN NPOTOKONM, N0 ChLYNS
npodun Ha 3abonseane. MpoyecsT no uagasane Ha E-npoTokon ce peanuaupa B MeanunHckn copTyep. B HacToswmuTe M3ncKBaHMA ca
noco4yeHU HeOBXoaMMUTE NOKYMEHTH 3a u3gaBaHe Ha E-npoTtokon Ha 301,
4. KoM Bcexku E-npoTokon, € KOATO e HasHayeHa nekapeTeeHa Tepanua, ce npunarat HeobxoaumuTe LOKYMEHTU (amBynaTopHUTe NNCToBe,
€nuKpU3N, U3CNeABaHNA W Ap.), CNEA KOBTO AOKYMEHTWUTE CE U3NpaLlaT no enekTPOHEH MbT KbM UHOPMALMOHHATA cucTema Ha H30K.
DoxymenTute, KouTo cblectsyeaT 8 H3UC/mHdopmauyuonHaTa cuctema Ha H30K, ce Aeknapupat B E-npoTokona ¢ TeXHUTE YHWKanHu
HoMepa (HPH).
WHpopmaumaTa, oTHOCMMa KM n3gaBaHe Ha E-npoTokona, KosTo € B AOKYMEHT, KOWTO HAMAa eneKkTpoHeH (hopMaT, c&é nonbnea B
PelUeHneTo Ha cneunanuanpaHa KoMUGHs - OCHOBAHWE 3a U3aaBaHe Ha E-npoTokona, unu ce npunara kato CKaHWpaHO Konue.
5. MNMpw u3gasave Ha E-npoTokon No peaa Ha ekcnepTvaaTa no un.78, 1.2 or 330, ornaga Heo6X0AMMOCTTa Aa ce NpefoCcTaBaT u
CbXxpaHABar npunoxexHue Ne 1 u npunoxexue Ne 3 ot HacToAwmTe Wauckeanwsra Ha H30OK", npu cnegHute YCINOBKA:
- 32 npunoxeHue Ne 1 - npu HanNMUYMETO Ha TEKCT B CLOTBETHUA YeKDOKC B ,Pewerwe Ha cneuuanusvpana komucua“ no Alp Ne 38:
JIMNCBAT M3KMIOUBALM KPUTEPMM 33 3aN04YBaHE/NPOAbMIKABAHE HA NEYEHWE C nrr;
- 3a npunoxenne Ne 3 - npu HanMuMeTo Ha TexkcT B ,PelleHwe Ha cneunanusnpada komucus“ no Alp Ne 38: Kenas ga mu 6Guge
0/,06peHo neveHne ¢ nekapcTBEHNUA NPOAYKT, KATO AEKNapUPaM, Y€ CbM YBEAOMEH 33 AEHCTBHETO Ha HAa3HAYeHaTa nekapcTeeHa Tepanus
¥ AaBaM UHDOPMUPAHO Cbrnacue chbllara ga mu 6Lae npunaraHa’.

nekapcTeeHa Te
MU AaHHW 33 Len

M3NCKBAHUA HA H30K 3A NPOBEXIAHE HA NEYEHWE MPWU GONECT HA MOLE B M3BBHEONHWYHATA nomoty




NPUNOXEHWUE 1A

nUCT 3A ONPEAENAHE HA KPUTEPUWUTE NPU 3ANOCYBAHE HA NEYEHUE HA COUHIONUNKWAO3W - BONECT
HA NOWwE

W 3A 3AMOYBAHE HA MBPBM KYPC (3ANBMKUTENHN CA BCUYKU KPUTEPUM)

| MKBE752

032 — KNUHWUYHATA CUMNTOMATUKE, NOTBbPAEHA Ha Da3arta Ha eH3nMHa akTueHocT U IHK ananus ' 2

-xemartonor ' 2

s ¢ kapauonor — EKT, ExoKr .2

4 Hunt;a Ha Mslcmoqaaum KpuTepuK No Touka b

'pewenue Ha
2 MeANUNHCHK

omucus no Aflp Ne 38
TBbLPXAasalja KpuTeprre no rlpmomeﬂue in BCI.‘I‘#KH HeoGX04MMK n3cneaBaHus, %oﬁpaaﬂo npunoxeHue 2 -
T J3HHU OT reHeTUYHYN TECTOBE, AO0KA3BALN 3a60naBaHeTo.

IOYBALLM KPUTEPWM (TPU 3ATIOYBAHE HA NEYEHWETO)

1. CBPBXYYBCTBMTENHOCT C MPOSABM Ha TEXKN aHAMUNAKTUMHA PeakLmm

2. BpemeHHOCT W nakTaums

3. 3a Cerdelga - Texxo YyepHoapoGHo unu 6u6peyHo 3abonsesane

4 38 Cerdelga - NAUNEHTH CBC 3aCTOMHAa CbPAEYHAa HEeAOCTATLYHOCT, HACKOPO MpPeKkapaH OCTbp MUOKApAEH
pAusi, ChpfieueH Bnok, kamepHa apuTMIs, CMHAPOM Ha yabmkeH QT uHTepean, npuem Ha

*KapCTBEHU NPOAYKTY oT knac IA v knac || .

LMEHTH ¢ YepHoapoBHO yBpexaaHe

&

VI3NUCKBAHMWA HA H30K 3A NPOBEXAAHE HA NEYEHWE NPW GONECT HA FOLLE B WM3BBHBONMHWYHATA MTOMOLLL




OPUNOXEHHUE 1B

NNCT 3A ONPEAENAHE HA KPUTEPUMTE NPU NPOABMKABAHE HA NEYEHMETO HA COMHIONUNUAO3U -
BONECT HA IOLUE

B. KPUTEPUM 3A NPOABIIKABAHE HA NEYEHUETO (SAABMKUTENHN CA BCUYKKW KPUTEPUW)

MKB E75.2

1 | XeMaTonoruyHu nokasarenu

2 | AbaomuHanHa exorpacusn

3 | KAT urm MP Ha KocTu/cTasm

4 Koucymmmn cbe cneunanucT kapauonor — EKI, ExoKlr

5 | Jlunca Ha m3aknIOYBaWM KpUTEpUM No Touka N

r. U3KRHOUYBALLI KPUTEPUU (NPU NPOOBIMKABAHE HA NEYEHUETO)

- Texxu aHathunakTUUHN peakuum
- BpeMeHHOCT 1 nakTaums
3a Cerdelga - Texko yepHoapo6HO unn 6bBpeuHo sabonssaHe
3a Cerdelga - nauveHTH CbC 3acTOfHa CbpAeYHa HEAOCTATBYHOCT, HACKOPO MPEeKapaH OCTbP MWOKapAeH
“uHdapkT, 6paankapaws, cepaeveH GNok, kKamepHa apuTMMS, CUHOPOM Ha yabmkeH QT wHTepsan, npuem Ha
. @HTHapUTMUYHU NeKapCTBEHW NpoaykTh oT knac |A v knac |l
5. 3a Miglustat - nauuenTu ¢ yepHoapobHO yBpexaaHe

RwNn

M3NCKBAHWA HA H30K 3A NPOBEXJAHE HA NEYEHWE MPW BONECT HA FOLLE B W3BLHEONHUYHATA nomotuwy
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NPUNOXEHMUE 2

. JNEMEBHO-AWATHOCTUYEH ANITOPUTBM

1. NEKAPCTBEHW NMPOAYKTWU, skniovenn B lMpunoxenne 1 Ha TMJIC, kouto H3OK 3annawa B CbOTBETCTBUE C
AENCTBALUMTE HOPMAaTUBHWN JOKYMEHTH.

Tabnuua 1
INN [03A OrPAHUYEHUA
IMIGLUCERASE = 15-60U/kg TenecHo Terno agga NbTM MECEYHO KaTo =  3anuua no v Hag
: MHTPaBeHO3Ha MHDY3Ns 18 roauHm

VELAGLUCERASE ALFA = 15-60U/kg TenecHo Terno aga nbT MECEYHO KaTo *  NMua Hag 4 roauHu,

WHTpaBeHOo3Ha UHY3uA ¢ Tun 1 Gonect Ha lNowe
: AT * = 100 mg Tpu NbTK AHEBHO s nuua Hag 18 roawuum,
MIGES AT . ¢ Tun 1 GonecT Ha MNowe
= - = a Hap 18 rogvHu,
ELIGLUSTAT = 84 mg gBanbTU gHeBHO npu IMs n EMs nuy,
. 84 mg BeAHBLX AHEBHO Npu PMs ¢ Tun 1 6onect Ha MNowe

*3a nepopaﬂuo nevyeHue Ha BL3PACTHU NauweHTH ¢ nek Ao ymepeH Tun 1 Ha Gonectra Ha Gaucher camo Npu NALWEHTU, NPU KOMTO EH3UM-
3JamecTBalllata Tepannsa € Henoaxoasiia

2. iﬁPOCJ’IEﬂHBAHE

Tabnuua 2

: = Mepuoa Ha neyeHune
lNokasarenu u nacnefaBaHUA WU3XOOHU 6 mecey | + 6 meceua® |+ 12 meceua® | + 24 meceua*
TenecHa maca X X X X
PocEe— = X X X X
ApTepuanto KpbBHO HansraHe X X X X
MKK {xeMOrno6uH, XeMaToKPUT, EPUTPOLIATY,
NeBKOLMTH, TPOMBOLUTY ) : : . - .
CYE = X X X X
061y 6enTbk X X X X
ASAT X X X X X
ALAT X X X X X
Ankanua cdoccparasa X X X X X
CepyMmHO xens3o X X X X
06w xonectepon X X X X
Tpurnuuepuan X X X X
KpbBHa 3axap X X X X
KpeaTuHWH, NUKOYHa KUCENWHA U ypes X X X X
W3cnepBaHe Ha ypuHa - 06LLO ¥ CEAUMEHT X X X X
AbpomunanHa exorpacdus X X X X
AMP(no npeueHka) X X X
XuToTpuosmaasa X X
KoHcyntauua ¢ Hesponor npu Il Tun X X X
KoHcynTauus ¢ kapawonor - EKT,
exokapauorpacus ¥ % .

+ 6 M." - u3BLPWBAT Ce Ha BCekn 6 Meceua; + 12 m.* - M3BLPLIBAT Ce HA BCekM 12 Meceua; + 24 M.* - uaBbLpWBAT Ce Ha Bcekn 36
Meceua;
WU3cnensanuaTa cneasa Aa ca C AaBHOCT A0 1 MeceL NPeAu KaHAUAaTCTBAHETO 33 NeYeHne.

W3NCKBAHWNA HA H30K 3A MPOBEXOAHE HA NEYEHMWE NPW BONECT HA FOLWE 8 M3BBbHEONHUYHATA nomouy 5



NPUNOXEHWE 2

Il. OGLLX UBNCKBAHWUA

1. BnL3pacToBaTa rpaWmua ce W3YACNABA B HaBLPWEHW TOAWHM - T.e. BKNKUMTENHO KbM jJatata Ha u3jaBaHde Ha npoTokona ot
cneuuanuauwsa'ra KOMUCHA.

2. MNpw Ha3HayaBaHe Ha Tepanus No NPOTOKON 3aAbMKUTENHO CE CbODPa3ABaT Bb3PACTOBUTE OrPaHMYEHNA, CbIMACHD KpaTKaTa XapaKkTepucTuka
Ha CLOTBETHUA NEKaPCTBEH NPOAYKT, yTBbpAEHa No pega Ha 3JMXM.

3. H30K He 3annatia neuyeHne U3BbH yKkazaHaTa Bb3paCTOBA rPaHnLa B KpaTKaTa XxapakTepucTuUKa Ha NPoAYKTa.

4. H30K e 3annawa neyexue ¢ 4031 Haj MaKCUMAaITHO Pa3peLLeHUTE NO KpaTka XapakTepUCTUKa Ha NPOAYKTA.

5. B cnyJyail Ha HacTenuna nNOA03MpaHa HexenaHa nekapcreeHa peakuws, nekapaT yeseaomasa WMAJ no pesa Ha un. 184 ot 3MMXM. Konue ot
cbobLleHneTo Ce npunara/onucea KbM/B MegnUMHCKaTa AoKymeHTauus Ha 301 npu KaHAMAATCTBaHE 3a NeYeHue.

6. Bcekn €-NpoTOKON Ce M3faBa Bb3 OCHOBA Ha U343JeH MeJULUMHCKN AOKYMEHT: cneluanusupana komucua B J13BIM Ha ocHoBaHne Alp Ne 38
LOnpeaensHe Ha NNaH Ha NeyeHue U NpocneasBaHe Ha TEpPaneBTUYHWA OTFOBOP APW NALWEeHTW, NonydYasald CKbNOCTPYBALWM NEKAPCTBEHM
NPOAYKTW O peaa Ha un. 78, 7. 2 330"

Exksemnnap Ha xaptuen Hocuten ot Allp Ne 38 (OnpeaensiHe Ha nnaH Ha neYeHwe U NPOCNeAsBaHe HA TepanesTUYHUS OTrOBOP NPU NALMEHTH,
nony4aBailw CKeNOCTPYBALLWM NEKAPCTBEHU NPOAYKTH NO peaa Ha un. 78, 7. 2 330", KOWTO e OCHOBaHWe 33 U3jaBaHe Ha NPOTOKON, NOANUCAH OT
cneunani3vpana komucua n 301, ce Boau no pea, onpegeneH oT neyebHOTO 3aBefeHne U ce CbXpaHABa B KabUHEeTa Ha KOMUCKATA.

7. Npn u3fasate Ha E-npoTokon no peaa Ha ekcnepTtu3ara no 4n.78, 1.2 or 330, otnaga HeoBXOAUMOCTTA A3 Ce NPEAOCTaBAT U CbXpaHaBaT
npmnomeuue Ne1 u npunoxenue Ne3 ot nacToswuTe Uanckearus Ha H30K".

8. VapasaHeTo Ha E-npoTokon ce 0CbLUECTBABA B CLOTBETCTBMUE CbC CbBMECTHU ,Yka3aHus 3a paboTa C NogafeH no eneKTPOHEH NbT NPOTOKON
IA/IB/IC (e-npoTokon), mexpay HauwoHanHaTa a.qpaBHoocmypmenHa Kaca u Benrapcku nekapcku Cbi03 3a npunarase Ha HauvwoHanHuA pamkos
AOroBOP 32 MEANUNHCKITE JeiHOCTW.

Hacmosawme usuckeaHus ca ymebpdeHu om ynpasumensi Ha H30K cned PeweHue Ne PO-HC-04-25/14.02.20242. Ha Had3opHus cbeem Ha
H30K u npedsapumento cvanacyeaHe ¢ BIIC, Ha ocHogaHue 4n.51, an.10 eve ep. ¢ an.8 om lMpasunHuka 3a ycmpodcmeomo u deliHocmma Ha
HayuonanHama 30pasHoocuzypumenHa Kaca. M3uckeaHusma ejluzam e cuna om damama Ha obHapodsaHemo um & .[lbpxaseH eecCmHuUK" u
ommersm delicmeawume u3uckeaHus, 6 cuna om 17.08.20212. Ha ocHoeaHue peweHue Ne PJ-HC-04-88/26.07.2021z.
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NPUNOXEHWE 3

LEKNAPALIMA 3A UHOOPMUPAHO CBIMACHUE C USUCKBAHUATA 3A 3ANOYBAHE! NPOOABIKABAHE HA
NEYEHUETO C NEKAPCTBEHWA NPOAYKT

CneA Kato Ce 3Jano3Hax ¢ uaAnata MU NpefocTageHa  WMHopMalmus

1 Henta Ha ne4veHWeTo C nekapcTBeHwus

W cnep Kato nonydux uayepnaTtenHud OTroBopu Ha

T MEH BBNpOCH, AeKNapupam ye:
JaM NipenopbL4YaHaTa My CXema Ha neveHue 1 NepuoanuyHOCT Ha KOHTPONHWUTE nperneau.

ce SBABAM Ha KOHTPOMHW Nperneau W HAMa Aa NPOMEHSM CaMOBOMHO WAW MOA APYrO BHYLIEHWE
MM Tepanus.

raHOBABAHE Ha NeYeHUeTo NO NPUHMHN, HENPOU3TUYALLM OT pelueHneTo Ha KomucunTa 3a excneptuan B P3OK
m‘m CM___HCMHT& no yn. 78, 1.2 ot 330, we yregoms He3abarHO NMUYHIA CH Nekap.

4, ."ﬁph HecrnaspaHe Ha NOCOYeHWTE YCNOBUA MEYEHUETO MW C YNOMEHaTMs MeKapcTeeH npoaykT we Gbae npekpaTeHo u
HAMA Aa nmam npeteHuun kem H30K.

4 M3UCKBAHUA HA H30K 3A NPOBEXIAHE HA NEYEHWE NMPU BONECT HA MOLWLE B M3BLHBEONHUYHATA nomoLy, 7
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