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N3UCKBAHUA HA H3OK NP M3QABAHE HA NPOTOKOMNW 3A NPOBEXOAHE HA NEYEHUE HA
COUHIroNMNNAO3W — BOJNECT HA MOLLE

MpoTokonbT ce M3naBa OT CNeUNanW3MpaHa KOMWCHMS B nevebHM 3aBeneHnA 3a BONHMYHA NOMOL, CKRKYUITU
AoroBop ¢ H30K. CneuwanuaMpaHuTe KOMMCMM ce cb3fasaT cbC 3anocses Ha AWPEKTOPA HA CNeAHUTE YHUBEPCUTETCKM
nevebru aaseaenns: YMBAI “Anekcanaposeka” - rp. Cogun, CBANGB - rp. Codpun

I. PER 3A 3ABEPABAHE HA NPOTOKONMWUTE

MNpoTokonu 3a 3ancuyBaHe Ha TepanwATa

* MMonvnHeno w nognucawo npunoxeHuwe 1A — nUCT 3a onpegensHe Ha
KpUTEpUUTE ¢ BCUYKM HeoBX0aNMM M3cneaBaHus

* MeavunHCKa NOKYMEHTaLUMs, BKIOYBAWA AAHHW OT aHaMHesaTa, cTaTyca
U NPeaxoxaallo neveHue

Pewenne Ha cneurannaupaHa KOMWCWA C AGHA MEAMLIMHCKA MOTWUBAUMS
3a 3anoyeaHe Ha TepanusTa (ModMucaHO OM  8CUYKU JNEHOEE Ha
Creyuanu3upanama KoMucus)

/ * “flpotokon 3a npeanuceane Ha NeKapcTsa, 3annaulaqu ot H3OK/P30K" -

CNELMUANU3UPAHA
KOMUCUA

A 4
.

obp. M3-H30K
Komucus no «n. 78, 1. 2 o 3aBepKa Ha
ot 330 B LY Ha H30OK aportokona B P30K

FlpoTokonu 3a NpoALXKaBaHe HA TePanNMATa

* [lonenHedo u noanucano npunoxenwe 16 — AUCT 3a onpefensHe Ha
KPUTEPUMTE C BCHYKM HEOBXOAMMW M3CNEaABaHNA

T
CMEUNANU3INPAHA R *  MeAnumHCKa AOKYMEHTAUMSA, BKNIOYBAILA AaWHW OT aHaMHe3aTa, crTaTyca
KOMUCUA ¥ eheKT OT NPOBEXAAHOTO NeYeHne

s Peuwerue na cneuvanuiMpaHa KOMHUCHMA C ACHA MeguuMHcKa MOTHUBaLWA

3@ 3anouBaHe wWa TepanwaTa (ro0nNUCaHo Om  8CUYKY  YileHoee Ha
creyuanusuparama KoMucys)
* ‘“flpoTokon 3a npeanuceaHe Ha nexkapcTea, sannawauu o7 H3OK/P30K" -

06p. M3-H30K
Komucust no un. 78, 1. 2 e .| 3aBepka Ha npoTokona B8
o1 330 8 LY va H30K P30K

Il. OBLWLWN NONMOXEHUA . .

1. 307 nogasa NoAroTEEHUTE AOKYMeNTH 8 P30K, 1a TepuropusiTa Ha KOSTO @ HanpaBuno uasop Ha O,

HdokyMeHTMTE BKNOYBAY: . © -

1.1. 3aseneHwe a0 Jupektopa Ha P3OK. o .

1.2. NMonenHeHo u nognucaHo npurroxenue 1. MonknBa ce No CLOTBETHATA TOYKA W Ce NpWnara oTpaseHaTa & UWPOB MHOEKS
MEANLMHCKA AOKYMEHTaLMSA, YA0CTOREPRBALLE BCEKW E4MH OT KpiTepuuTe.

1.3. NbnuuaT HaGop nacneaBanus (hUsKanHy, MHCTPYMEHTANKK W naBopaTopky), OTPa3eH B NPUNoXeHue 2.

1.4. “MpoTokon 3a npeanucBaHe Ha NexapeTsa, 3annamaxn or H30K/P30K™ — obp. M3-H30K, uagageH OT creumanuer oT
cneuwanusvpada komucus. [punara ce opurMHan Ha NpPOTOKONa, @ NPU KAHAWAATCTBAHE 33 NPOABLIKABAHE Ha TepanuaTa ce
NPeAcTass OPUrMHaN Ha NpeaxoaHus NPOTOKO.

1.5. PeweHue Ha cneuuwannavpaHa KOMMCHA OT NeueGHO 3aBedeHMe — M3NLNHMTEN Ha AMBynatopHa npoueaypa Ne 38
»OnpejensHe Ha nnaH Ha neveHre W NPoCneasBaHe Ha TEPANEBTMYHMS OTFOBOP NPM NALMEHTW, nonyuasalw CKBMNOCTPYBALLU
nekapcTseHy NpoaykTU No peaa Ha 4n. 78, an. 2 330" - 6n. M3-H30K Ne 13,

1.6. lexnapauusn 3a nHchopmupaHo crnacue no obpasey (MpURoxeHwe 3).

2. P30OK npuema okyMeHTUTE O TOYKa 1 crief] CPaBka OTHOCHO 34PABHOCCUIYPHUTENHMA craTtyc wa 30/,

3. NLpeMAT U BCekn cneaBal; NPOTOKON ce W3Aasa 3a cpok A0 365 oM.

n@r‘_ W3NCKBAHWA HA H3OK 3A NPOBEXIAHE HA NEYEHWE NPW BONECT HA IOWE B M3BBHECNHUYHATA NOMOLY, 2




NPUNOXEHUE 1A

NACT 3A ONPEAENAHE HA KPUTEPUMUTE NPU 3ANOYBAHE HA NEYEHWUE HA COMHIONUNULO3U — BONECT
HA TOLLE

Ume: EFH

3abenexxa: meduyunckama dokymMenmayus, yOOCMOSEpRSaLUa BCEKL OM KDUMEPUUME & fOCOYeHs ¢ yudpa & UrdeKe U 3a0bIKUMEnHo
npudpyxaea HacmoALOMO APUAONKEHUE.

TEPUN 3A SANOYBAHE HA MBbPBU KYPC (SAABIIKUTENHU CA BCUYKK KPUTEPHU)

MKB E75.2

AMATHO3a — KNMHMSHATA CUMNTOMATUKA, NOTBLPAGHA Ha Ga3aTa Ha eHauMHa akTuBHOCT U OHK aHanus '

o | Koneynrauus ¢ xematonor 2

KoHeyriraiina ¢ kapanonor — EKI, ExoKr ?

4 Hunpié HA M3KNIO4BAWN KpUTEpUU no 1. B °

1aHaMHecrmnm A8HHK, KNUHWMHATA CUMNTOMATHKA W . @BOFIOTMBHUA X0 ce ONMCEaT B peweHneTo no AMp.Ne38. HeobBxoaumure
MICROABAHWA Ca OTPaleHit B Tabnuua 2 Ha NpuNoKeHMe 2 - 33 bIKUTENHO C& IPEACTABAT Ha OpuruHanHa GraHka oT NaGoparopna W
33BEPEHO ¥ MOAMWCAHO KONWE, MPW HaMMYMe Ha XOCNUTAAN3AUMA Ce npunara enWkpWza ¢ Homep W3 c paskocT A0 1 Mmecey npeau
KaHANAATCTBAHETO, JAAM/KWTENHO ce NPeACTABAT JAHHW OT FEHETWYHW TecToBe, AoKalaBawm 3a6ONsBAHETO HA ODMIMHANHA NOANMCAHA W
nogne4aTaH HKS.

amMGynaTopHm NKACTOBE OT NIPErneau NPY CNeLUanincT

ynocrosepaaa_cé C IOANUCHTE HA YNEHOBETE HA KOMUCHATE B NPUNOXEeHUE 1 HA HACTONLWTE N3WCKBaHUS

E. U3KITIOUBALLN KPUTEPWH (ITPM 3ANIOYBAHE HA NEYEHUETO)

'C_apbxtiysci’sn‘renﬂom C MPOABK HA TEXKN aHahMNAKTUYHW peakuMK
‘BpemenHocT  nakTaiun
32 Cerdelga - rexxo yepHogpobHo unv 6wbpeuro 3abonasane

honN=

wHehapkT, Opaaukapamns, coprieuen BNoK, xamepHa apuTMuA, CUHAPOM Ha yabmxked QT MHTepsan, npuem Ha
AHTUAPWTMIYHW NEKAPCTERHM NPOAYKTH OT Kriac 1A v knac [
5. 3a Miglustat - nalenTs ¢ yepHoapobHo yBpeKaane

r aHe H
OTroBaps Ha KPUTEPUUTE 32 3aNoYB a & aHeBHa no3a
neyeHueTo C L CETEEREARESE

NOANMUCH HA YNeHoBeTe Ha KOMMCUATA ...............oooiiiii s

. 3
@ W3NCKBAHWA HA H3OK 3A NPOBEXIAHE HA NEMEHWE NPKU BONECT HA MOLLE B MABBHBEONHUYHATA NOMOLL,



NPUNCEHWE 16

JUCT 3A ONPERENAHE HA KPUTEPAUTE NPU NPOOBLMKABAHE HA NEYEHUETO HA COUHIONUNKUAO3N -
BONECT HA FOIWLE

WUme:

ErH

3aberexka: meduyuHcKama Goxymenmauyus, yAocmoaepseaa eceKy om Kpumepuuime e nocodeHa ¢ yugpa 8 UHOeK: u 3a0u/maumento
npudpymaea Hacmomqomo npunoxenue.

EPWN 3A NPOABINKABAHE HA NEYEHUETO (3AQBLMKUTENTHU CA BCUYKM KPUTEPW)

MKB E75.2

1 | Xemaronormusm nokasatenn '

2 | ABa

anHa exorpadua |

3 | KAT:

MP Ha kocTu/cTaem !

4 | Kowey

LMS CbC CNeUManicT Kapauonor — E&(I" ExoKI™ 2

5 ﬂuncﬁ Ha M3KIO4BaWM KpuTepuu no 1. I 2

"' B

MEANLMHCKA OOKYMEHTAUWA ¢ OTPAleHa CTENeH Ha NOBNMABAHE Ha NOKa3aTEAMTE CAEA 3aNONBaHe Ha NeqeHweTo, Heobxogumute
H3CNeABAHNF A GTPRIEHH 8 TRENULA 2 Ha NPUNOXKEHNE 2 - 3G LITKUTENHO Ce npe.qcraau‘r Ha opurMHanHa GnaHka oT naopaTopua UK 3aBepeHs
¥ NOANMCAHD KONNE

amMBynaTopHn NHCTOBE OT NPerneay NpK CNeLUanucT
YROCTOBAPABA Ge C NOANRMCHTE HA YNEHOBETE HA KOMMCHATA B NPUNOKeHUe 1 Ha HACTOAWMTE UINCKBAHWA

. U3KNIOHBALLW KPUTEPUM (TIPY NPOLBIKABAHE HA NEYEHWETO)

Tenxn aHaduNakTiHK peaKumm
BpemenHocT 1 nakTaiys
‘Ba Cefdelga - TIALUMEHTH CbC 3ACTOWHHA CbpAevHa HeJOCTATLYHOCT, HACKOPO MpekapaH OCTbP MWOKapAeH
: unqaaplrr Gpagwukapaus, cepaeden ONOK, KamepHa apuTMWA, CUHAPOM Ha yabmkeH QT wHTepean, npuem Ha
AHTHADATMITMHI NEKAPCTREHM NPOAYKTY 0T KNac 1A 1 knac |1
5. 3aMiglustat - nauneHT ¢ YepHOAPOGHO yBpEXAaHE
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OTI'DBapﬂ Ha KpUTEPUKTE 332 NPOoALNXKaBaHe
HaneYyeHweToCc e PEEEEEEREEE .
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W3IUCKBAHUA HA H30K 3A NPOBENIAHE HA NEYEHWE MPW BONIECT HA TOLWE B W3BBHECOAHUYHATA NOMOL,




. AEMEBHO-AWATHOCTWUYEH ANMFOPUTBM

1. NEKAPCTBEHW NPOAYKTW, skniouenn B Fpunoxenne 1 Ha MAC, xouto H3IOK

NENCTBALLNTE HOPMATUBHU JOKYMEHTH.

Tabnuua 1

NPUNOXEHWUE 2

3annawa B CeOTBETCTEWE C

AO3A

OrPAHUYEHUA

» 15-60U/kg TenecHo Terno Asa NbTH MECEYHO KaTo
MHTpaBeHO3Ha MHGy3NuA

= 33 5MAua [0 W Hag,
18 roavHn

»  15-60U/kg TenecHo Terno Apa NbTM MECEeYHO KaTo
WHTPABEHO3Ha UHy3un

" nuda Hap 4 roauHK,
¢ Tun 1 6onect Ha MNowe

» 100 mg Tpu NBTW GHEBHO

= nuuya Hag 18 roavHm,
¢ Tun 1 Bonect Ha lowe

84 mg Apa MbTu AHEBHO npu [Ms u EMs
84 myg Begz-i_bxc AHeBHO Npy PMs

»  nuuya Hag 18 roauHw,
¢ Tun 1 6onecr Ha MNowe

3aMecTEALLETA TEPANWA € HENOAXOARLIA

2. [POCNEOABAHE

Tabnmua 2

*3a NGPOPANIHO NeveHNe Ha BLIPaCTHU NALMEHTU © N1BK A0 yMepe Tun 1 na GonecTTa na Gaucher Camo NPW NAUMEHTH, MPU KOUTO BHIUM-

flepuoa Ha neveHue

Moka3laTenu 1 WIcnegBaHnA

HIXOAHU

6 mecely

+ 6 meceua*

+ 12 meceua”

+ 24 meceua”

Tenecxa maca

X

X

X

X

PweT

X

X

X

X

ApTEpUanHo KpLBHO Hansramne

X

X

X

KK (xemornobup, XeMaToKpHT, epuTpoLMTY,

>

=

b

nesxouwTH, TpoMboLwv ) :
CYE : L

06wy Bearsk

ASAT

ALAT

MoPx | x| X

Arkanna thocdarase -
CepymHo Xensiso

06w xonectepon. .

Tpurnuuepnan

KpbeHa 3axap _

KpeaTuHuH, NMKOMHA KWCRANHA U ypea

MacnengaHe Ha ypuHa - OBLLO ¥ COAMMENT

ABpomMuHanHa exorpadua

oMM I M X g x| x| X

HAMP(no npeueHka)

olw ] [ I I x M X I X |X

XATOTPUO3KNLa3a

KoHcynTauma ¢ Heeponor npu Il Tun

o [ [ i Ex 3 X (XX XXX X

s 3 [ ¢ |2 I3 [x [ ]2 X EM I X XM X

KoncynTauwn ¢ kapauonor - EKT,
exokapauorpadvs

>

=

@j

+ 6 M. - 3RLPLIBAT C& HA Beeku § meceua; + 12 M." - MIBBPWBAT ce Ha BcekM 12 Meceua; + 24 M.* - U3BLPWBAT ce Ha BCekn 36
Meceua; M3cneABaHMsaTa Ce NPeaCTABAT HAa OPUrMHanHW ONaHKW vnv 3aBEpeHn KOnuA C NOANMG W nevat Ha N3 (NpyW Hanw4we Ha

XOCTIMTANN3aUnA C 43BHOCT A0 1 MECel| NpeAN K3HAWASTCTBAHETO C8 NPUNara 3aBepeHn KONWe OT BnWkpu3a ¢ HoMep n3).

P1E: | v: O

JlexyBauy nekap:

WN3WCKBAHWA HA H30K 3A NPOBEXIAHE HA NEMEHWE MPW BOMNECT HA MOUE B U3BBLHEONHWYHATA NOMOLU







OPANOMEHUE 2

Il. OBLLUWX U3UCKBAHWA

1. Bu3pacToBaTa rpanMua ce U34ucnNABa B HABbLPLWEHW FOAWHW - T.€. BKIIDYUTENHO KbM AaTaTa Ha u3faBaHe Ha npoTokona ot
cneunanusnpaHaTa KoOMUCHS.

2. MNpu Ha3HauaBaHe Ha Teparnus No NPOTOKON 3aABLMXUTENHO Ce CbobpasnBaT Bb3pacTOBMTE OfPAHUUEHNS CBINACHO KpaTkaTa
XapaKTepucTUKa Ha CbOTBETHWUA NEKapPCTBEH NPOAYKT, YTBLPAESHA NO peaa Ha 3NNXM.

3. H3OK: NN@a NeveHUe MIBLH YKasaHaTa Bb3pacToBa rpaHnLa B KpaTkaTa XapakTepucTuka Ha nposykTa.

4. H30OK #2 sannalua neveHre ¢ 03N HAA MAKCUMAITHO PA3PEWEeHNTE NO KpaTKa XapakTepucTika Ha npoaykTa.

5 B cnw HACTBNUNG NOOO3VPAHA KEXENnaHa NekapcTBeHa peaKkuns, NekapaTt yBenomAsa WAN no pepa wHa un. 184 ot
3NMXM . Korie: OT CbOBLIEHMETO Ce NPUNAara KbM MESWUMHCKaTa AOKYMEHTaUMUA Ha 30N npn KaHguAATCTBAHE 3a NeveHune,

6. CN TM3UPAHATA KOMWUCUA usgapa Pewenwe no o6paset CbIMacHO HaUMOHANHWA pamkoB J0rosop 3a

MeauLMHCKATe BedwocTu 3a amBynatopHa npouenypa Ne 38 "OnpedensHe Ha NNaH Ha nedyesue u NpocneasieaHe Ha
TepanesTHYHIUS GTTOBOP NPY NAUWEHTH, NONYy4aBaLM CKbNOCTPYBAILW REKAPCTBEHN NPOAYKTU NO peAa Ha un. 78, 1. 2 330" o1
npunoxagué.?&-? ¥bM 4r. 1 oT HapenBa Ne 9 ot 2019 r. 3a ofpedensHe Ha nNaketTa OT 34pABHU AEWHOCTKN, rapadTupas oT
Ha HauuoHanWaTa 3apaBHoOOCMIypuTENHa kaca M npegocrameda or 30J1 meauuUMHCKA AOKYMEHTALUS.
PaHaTa KOMUCUA CbXPaHABA €4WH eKk3eMnnsp ot Pewenveto. Tpu U3gaeaHe Ha npotokon Ha 301, cexpanasa
D HA NPOTOKONA, BCWUKM HEODXO0AMMY AOKYMEHTY 33 U3[ABAHETO MY U KORUE OT Npunoxexve 1 Ha HacTOAWMTE
HONBMHEHO MO CLOTEETHATA TOUKA U NOAMACAHO OT HNEHOBETE Ha CNELManvanpanaTa KoMUCKA.

Hacmos ‘wauCcKeaHus ca ymabpdenu om ynpasumens na H30K crned Pewerue Ne Pf-HC-88/26.07.2021 2. Ha HadsopHus
creem Hi HSOK u npedsapumenno cbenacyeaue ¢ BIIC., Ha ocHosaHue yn.52, an.8 ene ap. ¢ an6 om [lpasunHuka 3a
yempod mo u-deliHocmma Ha HayuoHanuama 39pasHooCuzypumen+a kaca. Wauckeanusma enuzam 8 cuna om Gamama Ha
obHapodaaemo um & JbpkaeeH eecmHUK.” U OMMeHAM Oelicmeallume U3UCKSaHUS, & cuna om 15 wnu 20192. Ha ocHoGaHUE
peuwerug Ne PL-HC-04-59/05.07.20192.

@ W3MCKBAHMSA HA H30K 3A MPOBEXIAHE HA NEYEHWE NPWU BONECT HA MOWE B W3BBHBCONHUYHATA NOMOLL




OPUNOXKEHHWE 3

BEKNAPALWA 3A UHOOPMWUPAHO CBIMMACHE C UBNCKBAHWATA 3A 3ANOYBAHE/ MPOOBITKABAHE HA
NEYEHUETO C NEKAPCTBEHUWA NPOOYKT
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A3 JONYROANMMCAHUATIATA ...ooiiitiiiir ittt eee e er ke er et st e e e et st ea e eh e et e et e eae e

cnep  KaTos e  3ano3Hax C uUAnata MW npeaoctaseHa uHthopMaLns W uenta Ha neJveHneTo C nekapcrecHWA

W cnef KaTto NoNy4dux v3depnatenHyu OTroBopu Ha

1. 1ile cnassam NpenopbHaHaTa My CXema Ha NeYeHNe 1 NePUOAUUHOCT Ha KOHTPONHKTE Nperneaw.
2. PenoBHO ule Ce ABABAM HA KOHTPONHWU Mperney ¥ HAMA A3 NPOMEHAM CAMOBOMHO WA NOA APYrO BHYLUEHME
: 'eﬂa’ra M# Tepanus.

3. ﬂm npeymuoanaane Ha NEYEHNBTO MO NPUHMHK, HENPOU3ATUYALLW OT pelweHueTo Ha KomucunaTa 3a excnepTinan B P3OK

/anu Komncnma no un. 78, 1.2 or 330; uje yeeaoms HezabasHo Nu4HUA cu nexap u P30K 1 we sbpHa B P3OK
"WH% MPOTOKO, MO KOWTO ChM NOMYWABAN/A NEKAPCTBEHNS MPOAYKT.

Flpu Hecrna3saHe Ha NOCOYEHNTE YCNOBUS - NEUESHNETO MU ¢ YNOMEHATUA REKapCTBEH NpOAYKT We Obhe NpekpateHo u
4;r-mma 0a uMam npeteHuun kem H30K.

5. }l'lpu‘remaaaml HE npmemaaam aKkTyanHo TEﬂK peiwleHe BLB Bpb3Ka Cbe 3abonapaneTo.

Harai... i

JLeKRAPATOD ..t tee ittt et e ee e asas e

@ WU3UCKBAHMUA HA H3OK 3A NPOBEXAAHE HA AEYEHWE MPW BONECT HA MOWE B M3BHLHBOMHUYHATA NIOMOLL




