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NPUNOXEHWE 3

DEKNAPALMA 3A UHOOPMUPAHO CBITIACUE C UBUCKBAHUATA 3A 3ANOYBAHE/ NPOABINKABAHE HA
JIEMEHWETO C NEKAPCTBEHUA NPOLAYKT

A3 AONY QIEMMEBBIITIT/EATE. .. cv.vuovssissssronisissssesasnionssnsssssesions e sassssssnsamntsssstans seevesssses st rissssans st ss st seamesssstans sasans ssss snesssvs sanasnsnssmaresss et
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cres kato ce 3anosHax C usnata MW npefocTaBeHa  MHdopmauus W UenTa Ha JIeYeHMeTo C nekapCcTBeHust
TPOLYKT TN, ... icvivs ssvsisisnivsisssssronssiiivissassons it siavsnminvesnsivssos il W CneA KaTo Monyyux usdepnaTtesiHiu OTroBOpU Ha
nocTaBeHUTE OT MEH BbNPOCK, ieknapupam Ye:

1. Llle cnassam npenopbyaHaTa M1 CxeMa Ha NiedeHne U NepUoANYHOCT Ha KOHTPOITHUTE nperneau.

2. PepnoBHO Lie ce siBABaM Ha KOHTPOMHW Mpernegu W HAMa Ja NPOMEHSIM CaMOBOSIHO WNW MOA APYro BHyLIEHWe
HasHayeHaTa M1 Tepanus.

3. [pu npeycraHoBsiBaHe Ha NEYEHWeTo Mo MPUYMHUA, HEMPOU3TUYALLM OT pelleHneTo Ha KomucusTa sa ekcneptuan 8 P3OK
w/unn Komucusta no un. 78, 1.2 ot 330, we yBegoMsi HezabaBHO nuuHus cu nekap u P3OK n we BbpHa B P3OK
rocneHUs NPOTOKON, MO KOWTO CbM roflyyaBan/a nekapcTeeHnst NpoayKT.

4. Tpu HecrnasBaHe Ha MOCOYEHUTE YCMOBUSI NEHEHNETO MU C YNOMEHATUs NeKapCTBEH NpoaykT we 6bae npekpateHo u

HsIMa A4a umam npeTteHuum kem H30K.

(vme, npesume u hamunus)

Moanuc:

Hdl N3UCKBAHUA HA H30K NPU NPOBEXXOAHE HA NIEYEHUME CbC CAMPONTEPWH HA MAUMEHTU C KNACUYECKA ®EHUNIKETOHYPUA B
N3BbHBEONIHUYHATA NMOMOLLL - B cuna ot 15 centemspu 2015 roguna
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N3UCKBAHUA HA H30K NPU U3OABAHE HA MPOTOKONN 3A MPOBEXAAHE HA NEYMEHME C

CANPONTEPUH

MPU NALUMEHTU C KNTACUYECKA ®EHUNIKETOHYPUA

MpoToKONbT Ce M3AaBa OT cneuuanuiupaHa KOMMCUMA B neuyeGHO 3aBepeHue 3a GonHM4Ha nomouy,
ckmouuno goroeop ¢ H30K. CneunanusmpaHuTe KOMUCMM Ce Cb3AaBaT CbCc 3anoses Ha Avpektopa Ha J13:
CBANOB — rp. Codus - KnuHuka no eHAOKPUHOMOMMSt U KNHUYHa reHeTuka, YMBAI ,Llapuua Moana-UCYN" rp.
Codusi - KnuHuka no meTabonuTHO-eHAOKPUHHN 3a60MsBaHNS 1 AneTeTrka.

I. PEQ] 3A 3ABEPABAHE HA MPOTOKOINWUTE

MpoTokonu 3a 3anoYBaHe Ha TepanusTa

CMEUWANU3UPAHA
KOMUCUA

L] MonbnHeHo w nognucaHo npunoxenue 1A — nUCT 3a onpegensHe Ha
KpuTepuuTe (no T.A) C BCUYKM HEOBX0AMMUN n3cneasaHns.

- Enukpusa, BrIIOYBALl@ AaHHW OT aHamHesaTa, cTaTyca W Npeaxoxaallo
neyeHne .

- EKCNepTHO CTaHOBMLE C siCHA MeAULIMHCKa MOTUBALMA (3afbrXuUTEnHo ce
oTbensisea NUNca Ha M3KIYBALLM KPUTEPUM (MOOMUCaHO OM 6CUYKU 4leHose Ha
crieyuanusupaHama KoMucusi)

- “MpoTokon 3a MpeAnucBaHe Ha NekapcTsa, 3annawaHn ot H3OK/P30K' —
06p. M3-H30K (nodnucaH om ecuyku 4ileHose Ha crieyuanuaupaHama KoMucus)

1

Kommcus no un. 78, 1. 2 ot 330
B LIY Ha H30K

ES 3aBepka Ha
npoTokona B P30OK

MpoTokonu 3a npoALMKaBaHe Ha TepanuATa

CMEUMANTU3NPAHA
KOMUCUA »>

= MonbnHeHo u noanucaHo npunoxenne 16 — nuct 3a onpeaensiHe Ha
KpuTepuute (no T.B)
" AmbynatopeH nuct/ETanHa enuKpusa/enukpusa, BKMIOYBALLA  BCUYKM

nscriegBaHusa no Tabnuuarta 3a nNpocneasBaHe Ha NPUNoXxeHue 2 (Ipunazam ce U Ha
opueuHarnHa b1aHKa unu 3aeepeHo Konue),

- EKCNepTHO CTAHOBMILE C 5ICHA MeJMLMHCKAa MOTUBALMS (3aAbIDKUTENHO ce
ot6ensssa NWNCa Ha M3KMIOYBALLM KPUTEPUW (MOOMUCAHO OM 6CUYKU YfieHose Ha
creyuanuaupanama KoMucus)

. “MpoToKkon 3a npeanuceaHe Ha nekapcTBa, 3annawaim ot H3OK/P3OK” —
06p. M3-H3OK (nodnucar om ecuyku 4iieHose Ha crieyuanusupaHama KoMucus)

Al

Komucusi no un. 78, 1. 2 ot 330
B LIY Ha H30K

3aBepka Ha
&> npotokona B P30K

1. OB NONOXEHUA

1. 30J1 nogasa noaroTeBeHWUTe AOKYMeHTH B P30K, Ha TepuTopuMsiTa Ha KOATO € Hanpaeuno usbop Ha OMJ1. [okymeHTute

BKJIOYBaT!

1.1 3asBnenue fo [upektopa Ha P3OK.

1.2 MonbnHeHo W nognucaHo npunoxeHue 1. Monbnea ce No CLOTBETHATA TOYKA W Ce mpunara oTpaseHaTa B LUMPpPoB
MHAEKC MEAMLIMHCKA AOKYMEHTaLVs, YAOCTOBEpsBaLla BCEKN eAVH OT KpUTepuuTe.

1.3 MbaHuAT Habop uscneaBaHus (DUUKANHYW, MHCTPYMEHTaNHW 1 nabopaTtopHu), OTpaseH B NpunoxeHue 2.

1.4 “lpoTtokon 3a npeanucBaHe

Ha nekapcTBa, 3annawaHu ot H3OK/P30OK' — obp. M3-H3OK, wuspapen ot

cneuvanuampaHa komucus. Mpunara ce opurvHan Ha NpoTokona, a Npu KanauaaTcTBaHe 3a NPoAbMXaBaHe Ha TepanusTa ce
NPeACcTaBs OPUrMHaN Ha NPEAXOAHUS NPOTOKON C OTPA3EHN BCUYKM HA3HAYEHMS! M0 Hero.
1.5 leknapaums 3a MH¢opMMpaHo cbrracue no obpasel (npunoxexne 3)
2. P30OK npuema gokymeHTUTE no T. 1 cnej cnpaBka OTHOGHO 34PaBHOOCUIYpuTeNHUA ctaTtyc Ha 30J1.
3. MpBUAT U BCEKM CriefBall NPOTOKON ce u3fgasat 3a nepuog ao 180 axw.

. U3UCKBAHWS HA H3OK MPU MPOBEXOAHE HA NIEYEHVE CHC CAMPOMTEPWH HA MNALMEHTYU C KNACUYECKA ®EHWUNKETOHYPUA B
7« WN3BBHEONHUYHATA MOMOLL - B cuna ot 15 centemspy 2015 roauHa
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NPUNOXEHWE 1A

JIUCT 3A ONPEQENAHE HA KPUTEPUUTE NMPU 3ANOYBAHE HA JIEYEHUE CHC CAMPONTEPUH HA MALUMEHTU

C KNACUYECKA ®EHUINTKETOHYPUA

Hwe: [eri T T T T T T [ 1

3abenexka: MeduyuHckama AoKyMeHmauus, ydocmosepsisalia eCeKku Om Kpumepuume € nocodyeHa ¢ yughpa e uHlekc u 3a0bInKUmMenHo

npudpyxasa HaCMOSAW,OMO NPUITOXEHUe.

A. KPUTEPUN 3A 3ANOYBAHE HA MbPBU KYPC (SA0BIMKUTENHU CA BCUYKU KPUTEPUWN)

MKB E70.0

1 Curypua AWarHosa — KnuHu4yHaTta cCMMnTomMaTuka, NoTBbpAeHa Ha 6asarta Ha HeoHaTaneH CKPUHUHT 1 HHK aHanus !

1
2 | HuBO Ha )eHMnanaHnH B KpbBTa

3 | MNMonoxuTeneH OTroBOp Ha TecTa CbC CanpoONTEePUH ;

4 | KoHcynTauus CbC CneumanucT Heesponor, uscneasane EEI 1

1
5 | PesynTar oT peHTreHorpachusi 3a onpefensiHe Ha KOCTHa Bb3pacT*

1
6 | NaGopaTopHM M3crefBaHUs: XeMaToNOrMyYHU, BUOXUMUYHK

7 | Nunca Ha u3knYBaWyM Kputepun no T. 6 &

T Heo6xoauMMUTE M3CTieABaHUA ca OTPa3eHW B Tabnuua 2 Ha NpunoxeHue 2 - 3a4BLIKUTENHO C& NPEACTABAT Ha OPUrUHanHa Gnaxka ot
naBopaTopus UM 33BEPEHO M MOAMUCAHO KOMMe, MPW Hanuuue Ha XOCTMTanu3auns ce npurara enukpusa ¢ Homep M3 ¢ aasHocT Ao 1 mecey
NPEAM KaHAWAATCTBAHETO; 33afbLIDKUTENHO Ce NPEeACTABAT 33BEPEHW KOMWA C [AHHW OT HeoHaTaneH Ckpuur u [HK ananus, aokassaiuu

3abonasaHeTo
yAoCTOBepsiBa Ce C NOANMCUTE Ha YNeHOBEeTe Ha KOMUCUATa B NPUIOXeHue 1 Ha HaCTOAWMTE U3UCKBAHUA
*MscneaBsaHe 3a onpegerisiHe Ha KOCTHa Bb3pacT ce npunara 3a 30/ go 18 roguwHa Bb3pacT.

B. U3KIMIOYBALLU KPUTEPWUU (MPU 3AMOYBAHE HA NNEYEHUETO)

1. CBpbX4yBCTBUTEMHOCT KbM aKTMBHOTO UMM HSIKOE OT NOMOLLHWTE BeluecTsa
2. Bwb3pacTthu Hag 65 roauHu
3. MaumenTu c 6b6peyHa unu YepHoapobHa HefoCTaTEYHOCT

OTroBaps Ha KpuTepumuTe 3a 3anoyBaHe

B AHeBHa go3a  ....................
Ha nevyeHueTo C A A

noanuc Ha cNeUMarnmeTa: ............oovviiinnenenns

. M3UCKBAHWA HA H30K NPWU NPOBEXXAAHE HA NEYEHWE CbC CAMPOMTEPUH HA MAUUEHTU C KITACUYECKA ®EHUJIKETOHYPUA B
N3BBHBOJIHUYHATA NMOMOLL - B cuna ot 15 centemepu 2015 roauHa

w
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NPUNOXEHUE 1B

TIUCT 3A ONPEAENSIHE HA KPUTEPUUTE NPU NPOABINKABAHE HA NIEYEHUE CbC CAMPONTEPUH HA
NALMEHTU C KNACUYECKA ®EHUNKETOHYPUA

[Awe: [erw] T T T T T [T [ [ ]

3abenexka: MeduyuHckama OoKymeHmayusi, ydocmosepsieaya 6CeKu OMm KpUMepuume e nocodeHa ¢ yugpa 6 UHOEKC U 3adbrKumesHo
npudpyxasa HaCMOAWOMO NPUITOXKEHUE.

B. KPUTEPWM 3A MPOOBIMKABAHE HA NEYEHUETO (BAOBIDKUTENHN CA BCUYKU KPUTEPUW)

MKB E70.0

1
1 | OueHKa Ha pM3nN4ecko pas3BUTME — PbCT U TErMo

2 | CepyMHO HMBO Ha beHunanaHuH !

3 | NNaBGopaTopHu uscneasaHus !

4 | Nunca Ha uaknoYBawWwm kputepum no 7. I £

1 aMSynaTopeH NUCT UMM eTanHa enukpu3a C OTpa3eHa CTeneH Ha nosnusBaHe Ha nokasaTenute cnej 3anoysaHe Ha neyeHweTo,

HeobxoguMUTE M3CriefBaHus ca OTpaseHn B Tabnuua 2 Ha npunoxeHue 2 - 3aABMKUTENHO Ce MPeACTaBAT Ha OpUrMHanHW 6GnaHku oT
gaﬁoparopuﬁ Wy 3aBepeHn U NoANUcaHu Kkonus
yAocToBepsiBa ce C NoAnucuTe Ha YrneHoBeTe Ha KOMUCUATA B npunoxexHve 1 Ha HacCTOALWMUTE U3NCKBAHUS

3abenexka: PasBUTUETO HA HEXENaHN NeKapcTBeHU peakLun CrpsiMO ONpeAeneH NekapcTBeH NPOAYKT Ce NoTBLPXAaBa Yped NpeAcTaBAHe Ha
amGynaTopeH NMCT OT CbOTBETHUS NPErNeA UMk Konve ot yseaomneHuneto kem WA no peaa Ha un. 183 ot 3JIMXM.

. U3KMIOYBALLU KPUTEPUM (MPU NMPOABLIMKABAHE HA NEYEHUETO)

CBp'bX"IyBCTBI/ITenHOCT KbM aKTMBHOTO WUIK HAKOE OT NOMOLLHUTE BELlecTBa
Bb3pacTHu Hapg 65 roauku

Mauvertu ¢ 6b6peyHa unu YepHoapobHa HeAOCTaTbYHOCT

Bknto4eaHe Ha BoNHUSA B KIUHWYHO NpoyYBaHe™

BN

* KoMmucusiTa, KOSITO € HasHauuna neveHueto u Habniopasa 30J1, e anbxHa HesabasHO Aa yBenomn Komucusta 3a
ekcriepTuau no un. 78 T. 2 B LIY Ha H30OK. Tesu GonHu ce 3anucBart B OTAENEH PErucTLP U He ryGAaT npasoTo cu 3a
npoab/bKaBaHe Ha fieYeHNETO Crief NPUKIIOYBaHe Ha KMWHMYHOTO NpoyYBaHe.

OTroBapsi Ha KpUTEpUUTE 32

B AHEBHa K
npoab/kKaBaHe Ha JleYeHUeTo c ... A Ao

noAMUC Ha CNELMASTMCTAL ......c.vvininiiiiiiiiiians

W3NCKBAHWA HA H30K NPU NPOBEXOAHE HA NEYEHWE CbC CAMPONTEPUH HA MAUMEHTU C KNACUYECKA ®EHUIIKETOHYPUS B
N3BBHBEONIHUYHATA MOMOLL| - B cvna ot 15 centemspu 2015 roguHa
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OPUNOXEHWE 2
. NEYEBHO-AWATHOCTUYEH ANMOPUTHBM

1. NEKAPCTBEHMW NMPOAYKTMW, Bkniouenu B MJ1C, kouto H3OK 3annawia B CLOTBETCTBUE C AEACTBALLUTE HOPMATUBHU

AOKYMEHTH.
INN AO03A
SAPROPTERIN 5-20 mg/ kg TenecHo Terno AHeBHO

2. MPOCNEAABAHE:

Mepuon Ha neveHue

Moka3aTenu n uscnenBaHus U3XOAHO Ha Bceku 6 meceua* | Ha Bceku 12 meceua**

XEMATOJIOrM4HU

XemornotuH

XeMaTOKpUT

epuTpoLmMTH

neBKouuTUu

x| x> |x|x

TpombouuTi

BUOXUMUYHU

ASAT

ALAT

06w 6enTbk

anbymuH

X [ X |x|x|x

heHunanaHuH

obwy xonectepon

x| [x|x|x|x|x

CEpPYMHO Xens3o

APYru

EEl o npeLeHka

KOHCYNTauusi C HeBponor no npeueHka

peHTreHorpadms Ha KuTka** no npeuexka

x [x |x|x

pBCT

TenecHo Terno

x
x

* M3BLPLUBAT Ce Ha BCeku 6 Meceua;
** U3BBLPIUBAT CE Ha Bcekn 12 meceua;
*** 3a 30J1 nog 18 roaviLHa BL3pacT;
W3cneasaHusTa ce NPeACTABSAT Ha OPUrMHAmNHY GNaHK1 UK 3aBepeHu Konus C MoANKMC u neyar Ha J13

Il. OBLLUU U3UCKBAHUA

1. Bb3pacTtoBaTa rpaHMLia Ce U3YKUCrABa B HABbPLUEHN FOAVHM - T.e. BKMIOYUTENHO KbM AaTaTa Ha u3jasaHe Ha npoTokona ot
cneumanuanpaHara KoMUCHs.

2. Mpwn HasHauyaBaHe Ha Tepanusi Mo MPOTOKON 38AbLINKUTENHO Ce CbobpassaBaT Bb3pacTOBUTE OFPaHUYEHUs!, CbINAcHO KpaTkaTa
XapaKTepUCTUKa Ha CbOTBETHMUS NIEKAPCTBEH MPOAYKT, yTBbpAEHa no peaa Ha 3JMXM.

3. H3O0K He 3annaiya neyeHue U3BbH ykasaHaTa Bb3pacToOBa rpaHuLia B Kpatkara XapakTepucTuka Ha NpoaykTa.

4. H30K He 3annatiya neyeHue ¢ 403N HaJ MakCMMarnHo paspeLueHnTe Mo KpaTka xapakTepucTuka Ha NnpoaykTa.

5. B cnyuyail Ha HacTbnuna noAo3upaHa HexenaHa nekapcTBeHa peakums, nekapsT yseaomssa WAJI no pepa Ha un. 183 ot
3MIMXM. Konune oT cboblieHneTo ce npusiara kbM MeauLnHckaTa AokymeHTaums Ha 30J1 npu kaHauaaTCcTBaHe 3a neveHune.

6. KOMUCUATA, uagana npotokona Ha 30J1, cbxpaHsiBa BTOPU €K3EMIUISIp Ha NPOTOKONa M BCUYKM Heobxoaumu
AOKYMEHTM 3a U3laBaHeTo My.

Hacmosujume usuckeaHus ca pa3pabomeHu Ha ocHogaHue 4i. 56 om HauuoHanen pamkoe 002080p 3a MeOUUUHCKUME
detiHocmu 3a 2015 2oduHa (06H., 1B, 6p. 6 om 23.01.2015 2.) u enu3am e cuna om 15 cenmemepu 2015 2., cbeniacHo yin. 10 Ha
Haped6a Ne 10 om 24 mapm 2009 2. 3a ycrogusima u peda 3a 3annawjaHe Ha fiekapcmenu npodykmu o yi. 262, an. 6, m. 1 om
3aKkoHa 3a nexkapcmeeHume npodykmu e xymaHHama meduyuHa, Ha MeOUUUHCKU u3denus u OuemuyHU XpaHu 3a crneyuasnHu
meduyuHcku yenu (06x., [B, 6p. 31 om 2007 e.).

N3NCKBAHWUA HA H30K NPU NPOBEXOAHE HA NEYEHWE CbC CAMPONTEPUH HA MAUMEHTU C KNACUYECKA GEHWIIKETOHYPUA B
N3BbHBEONHWYHATA NOMOLL, - B cuna ot 15 centemspu 2015 roauHa





