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M3UCKBAHWA HA H3OK NPU U3OABAHE HA MPOTOKOJX 3A NEYEHWUE HA NALMEHTW C KUCTO3HA
PUEPO3A IMYKOBUCLIMAO3A/

[MpoToKkoN®T Ce u3aaBa OT crneunanvvpaHa KOMUCUA B nNevebHW 3aBedeHus 3a BONHUYHA nomMouy, cknoyunu gorosop ¢ H30K.
CneuunanuanpaHuTe KOMMCUM Ce Cb3AaBar cke 3anoses Ha AupexTopa B cneghute 13- YMBAN Anekcanaposcka’ — rp. Cocous, YMBAJ ,.CeeTn
lFeoprun” - rp. Mnosgue, YMBAN , O-p . CtpaHckn” - rp. Mnesex, YMBAIN ,Ceeta Mapuna” - rp. BapHa
3abenexka: 3anoysaHe W NPOAbMKaBaHE HAa NEYEHWETO C TPaHCMeMBPaHHU perynaTopu Ha NPOBOAMMOCTTa Npu kucTo3Ha dubposa (CFTR) ce
OChLLUECTBABA Npe3 NbpsBaTa rogvuHa C U3 aBaHe Ha NPOTOKOMMW CbC CPOK Ha BanuaHocT Ao 180 AHW eAWHCTBEHO OT CNeuuanianpaHa KoMUcusi B
YMBAN ,Anekcanaposcka” — rp. Codunsa. MNopeaHuTe npoTokonw, npu AokaszaHa edhekTUBHOCT OT NeYeHUeTo cnej Nbpearta rogvHa, morat aa ce
n3faear OT BCAKA eAHa OT cneynanuaupanute komucun: YMBAN Anekcanapoecka” — rp. Cochua, YMBAN Csetun leopru” —rp. Mnosauns, YMBAN
»4-p . Ctpaxckun” — rp. MNneseH, YMBA ,Ceeta MapuHa™ — rp. BapHa.

I. PEQ, 3A 3ABEPABAHE HA NPOTOKONUTE

MpoTokonu 3a 3ano4BaHe Ha fevyeHue

*  MegMuMHCKa AOKYMEHTaUMA, NOTBLPKAABALLA KPUTEPUMTE NO NpunoXexue 1
1 BCUUKW HEOBXOAUMN U3creasaHmns, cLobpasHo NPUNnoXeHue 2

CNEUMANU3INPAHA . PelweHne Ha crneuManusMpaHa KOMUCUS C SCHa MeUUMHCKa MOTUBALIMS 3a

KOMUCHUA 3ano4YBaHe Ha nedYeHve, 3aabiMKUTENHO ce oTbenssBa nNunca Ha WU3KNKYBaLWmM

Y

KpuTEpUK
*  “MpoTtokon 3a npeanvceaHe Ha nekapcTea, 3annawann ot H3OK/P30K" — obp.
M3-H30K

Komucusa noun. 78, 1. 2 .| 3aBepka Ha npoTokona B
ot 330 B LY Ha H30K "l P30OK

[poTokonu 3a npoAbMKaBaHe Ha Ne4YeHUeTo

=  MeguuMHCKa AOKYMEHTaUUA, NOTRLDXAARALLE KpUTEpPUUTE NO Npunoxexue 1
1 BCUYKM Heobxoaumu nscnensadusi, cbobpasHo npunoxeHue 2

anuMA‘nMSMPAHA < PeweHwne Ha cneuynanuanpaHa KOMMcusa C ACHa MeguunHCKa MoTuBauna 3a
KOMUCWKA 3anoyBaHe Ha NnevyeHue, 3a4bIMKNTENHO ce O0TOEna3Ba Nunca Ha U3KMIYRALLN
KpuTepuu
/ =  “TpoTokon 3a npeanuceaHe Ha nekapcTea, 3annawanv ot H30K/P30K" — obp.
M3-H30K

Komucua noun. 78, 1.2
ot 330 B LIY Ha H30K

3aBepka Ha NpoToKona B
P30K

h 4

Il. OBLLUWX NONOXEHWUA

1. E-npoTokon ce u3fasa OT YNEeHOBE Ha CMeuyuanu3aMpaHu KOMUCUU B neyebHW 3aBeAeHWnA, OKasBawu BonHWYHA MeaMUMHCKa nomoLy
(N3BMN) Ha ocHoBaHue ,Pellenne Ha cneuwanuaupaHa komucus“ no AMp Ne 38  OnpefensHe Ha NNaH Ha reyeHne W npocnejssaHe Ha
TepaneBTUYHWA OTrOBOP NPW NauUWeHTH, Nony4YyaBaly CKbNOCTPYBALLM NEKapcTBEHW NPOAYKTW no peaa Ha yn. 78, 7. 2 330" B cbOTBETCTBME C
HacToswmTe Uaucksanus Ha H3OK, kaTo npes nbpeara roguHa npoTOKONUTE Ca CkC CPOK Ha BanuaHocT A0 180 AHW, a BCEkM cneaBaly NpoToKon
MOXe Aa Ce u3gaBa 3a nepuog 40 365 AHv NO NpeLeHka Ha cneyuannanpaHaTa KoMUCUus.

2. 30paBHOOCUIYPEHOTO NULle YAOCTOBEpABa ¢ nognuca cv B Peluenne Ha cneynanuanpana komucns” no Allp Ne 38: cneaHoto: enas aa
mMu 6bae 0400peHO NeYeHmne ¢ NeKapcTBEHUA NPOAYKT, KAaTO AeKNapupam, Ye CbM YyBEL0MEH 3a AeNCTBUETO Ha Ha3HauyeHaTa NnekapcTeeHa Tepanua
1 AaBaMm MHOPMWPAHO cbrnacue cbiyata pa Mu Obae npunarana’; .CvurnaceH/a cbM 3a WU3NONM3BAHE HA MUYHWTE MU JaHHA 32 UENnUTe Ha
ekcnepTuaarta“; enas ga 6baa yBeqomen/a 3a pesynrara oT ekcneprusata ot P30K no egud ot cnegHute Hauvuiu: no e-mail, TenedoH unn Ha
macTo B P30K"; ,Pa3peluaBam 4ocTbN 40 ENEKTPOHHOTO MU 34paBHO focue’.

3. MNpeawn cTapTupaHe Ha npoueca no uaaasaHe Ha E-npoTokon Ha 30/, cneunanuanpaHarta KOMUCUA CNEeA NoNy4YeHo paspelexue 3a AoCTeN OT
301 40 eNneKkTPOHHOTO MY 34PaBHO AOCMe, NMPaBu CMPaBKa MO ENeKTPOHEH MbT 33 W3AaAEHN NPEAXOAHW MPOTOKONW, N0 ChWMA npodwmn Ha
3abonssaHe. lMpoueckT no u3gasaHe Ha E-npotokon ce peanuavupa B MeAuuuHcky cohTyep. B HacTOAWMTE U3WCKBAHWA Ca NOCOYEHW
HeobxoaMMHUTe AOKYMEeHTK 3a usnaeaHe Ha E-npotokon Ha 30J1.

4. Kem Bcekn E-npoTokon, ¢ KOWTO € HasHauyeHa nekapcTBeHa Tepanws, ce npunarart HeoGxoaumMuTe J0KyMEHTU (amBynaTopHUTE MUCTOBE, ENUKPU3N,
W3CNEABaHNA W Ap.), CNej KOBTO AOKYMEHTUTE Ce M3NpallaT Nno enekTpoHeH NbT KbM MHgOpMaunoHHaTa cuctema Ha H30K. [lokymeHTuTe, KOoUTo
cblyecteysat 8 H3UC/uHcbopmaumonHaTa cuctema Ha H3OK, ce feknapupat B E-npoTokona ¢ TexHuTe yHukanHn Homepa (HPH).

WHchopMaumaTa, OTHOCUMA KbM W3faBaHe Ha E-npoTokona, KosTo & B AOKYMEHT, KOWTO HAMA enekTpoHeH (hopMaT, ce nonbnea 8 PeleHneTo Ha
cneuvanuaupaHa KOMUCUS - OCHOBaHWe 3a U3pasaHe Ha E-npoTokona, unu JOKYMEHTa Ce npunara KaTto CKaHupaHo konuve.

5. Mpu n3pasaHe Ha E-npoTokon no peaa Ha ekcnepruaata no y4n.78, 1.2 ot 330, oTnaga HeoGXxoAUMOCTTa fia ce NPefoCTaBAT U CbXpaHABaT
npunoxexue Ne 1 u npunoxeHue Ne 3 ot HacToawwmTe MancksanunaTa Ha H30K", npu cneanuTe ycnosus:

- 3a npunoxenne Ne 1 - NpW HanWuUMETO Ha TEKCT B CbOTBETHUA dekBokc B PelweHve Ha cneuwanuaupana komucua® no Alp Ne 38:
JIMnceaT nsknYBawm KpUTEpUM 3a 3anodeaHe/NpoLmxaeaxe Ha nedenne c J1MN"; - 3a npunoxexue N2 3 - npn HANWUWETO Ha TekcT B PeweHne
Ha cneunanuaupana komucua“ no Alp Ne 38: Kenas ga My 6bae o406peHo neYeHVe ¢ nekapcTBEHUA NPOAYKT, KaTo Aeknapupam, Ye CbM YyBEAOMEH
3a AeWCTBWETO Ha Ha3HaYyeHaTa NekapcTBeHa Tepanus W Aasam MHAOpMUpaHo ckrnacue cblyata aa My 6uae npunaraHa”

h ‘ M3NCKBAHWUA HA H3OK NPU NEYEHWE HA KNCTO3HA ®WUBEPO3A / MYKOBUCLIMO03A/ B U3BBLHBEONHWYHATA NOMOLY
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NPUNOXEHWE 1

JIUCT 3A ONPEOENAHE HA KPUTEPUUTE NPU 3ANOYBAHE U NMPOOBINKABAHE HA JIEMEHWUETO HA
NAUMEHTU C KUCTO3HA ®UBPO3A /| MYKOBUCLUMOO3A/

A. . KPUTEPUU 3A 3ANOYBAHE HA NEYEHUE C MULTYENZIMES (3AIBITDKUTENHN CA BCUYKN KPUTEPUM
MKE E84.1

[InarHosa, AoKasaHa upes KNMHWYHW NOKA3aTEnW 33 NaHKPEacHa HEeAOCTATLUYHOCT, MOTEH TECT W FeHETUYHO
notebpaeHa ' B S

" megnuntcxa AOKYMEHTaUMA W N3CNeABaHUA B CbOTBETCTBME C Tabnuua 2; Npy HAaNW4ue Ha XOCINTaNU3aLUva ce npunara e HeobxoanMo ennkpu3ara
¢ Homep Ha W3 aa e ¢ gasHocT A0 1 Mecel Npean KaHAWAATCTBAHETO

A. Il. KPUTEPUU 3A 3ANMOYBAHE HA NEYEHUETO C MULTYENZIMES W DORNASE ALFA (BAOBIDKUTEINHU CA BCUYKK
KPUTEPUHN)

MKBE E84.0, E84.1
MeHeTU4HO NOTBBPAEHA AWarHosa '

DYHKUNOHANHO n3cneasaxe Ha auwaxeTo !

Nunca Ha M3KNIOYBaLLM KpUTEpUmn no Touka B '

" meanumHcka LOKYMEHTALMA ¥ M3CNeABaHNA B CbOTBETCTBUE C Tabnuua 2; npu Hanuyue Ha XxocnuTanusauna e Heobxo4MMo enukpusaTa ¢ Homep
Ha U3 pa e c gaBHoOCT 40 1 Mecel Nnpean KaHAWAaTCTBAHETO

A. Ill. KPUTEPMA 3A 3AMOYBAHE HA NEYEHWETO C MULTYENZIMES, DORNASE ALFA W TOBRAMYCIN/
COLISTIMETHATE SODIUM/ LEVOFLOXACIN (3AIB/DKUTENHN CA BCUYKN KPUTEPUM)

MKE E84.0, E84.1
MeHeTMYHO NOTBBLPAEHa anarHoaa '

dyHKLUWOHANHO n3cnegeaHe Ha auwaxerto '

XpOHWUYHO HOocuTencTeo Ha Pseudomonas aeruginosa, NOTBLPAEHO C U mepoﬁuonoruquu' n3acneaBaHusa Ha
BpoHXxManeH CekpeT unu AbnBoK rbpneH CekpeT, NPOBEAEHN 3a NepUo, OT ABe roauHu '

INunca Ha naknoYBawm KpuTepum no Toyka B '

MELULUMHCKE AOKYMEHTALMUA U N3CNeBaHNA B CbOTBETCTBUE C Tabnuua 2; npu Hanuuue Ha XocnuTanu3auvs e HeoGxoanmMo envkpusata ¢ HoMep
Ha W3 na e ¢ 4aBHOCT 40 1 Meceu NPeAn KaHAUAAaTCTBAHETO

1

B. KPUTEPUU 3A MPOOL/MKABAHE HA NEYEHMETO (AIB/MKUTENHMU CA BCUYKUN KPUTEPUW)
MKE E84.0, E84.1

KnuHuuHa oueHKa 1 WHTepnpeTauuns Ha uscnegeanusTa '

Nunca Ha W3kNoYBalM KpUTepuK no Touka B '

1 MeaNUMHCKa OKYMEHTALWSA U N3CNe/BaHUS B CbOTBETCTBIME C TabnnLa 2; Py Hanuuue Ha XOCNUTanu3auua ce-Rpuara e HeoBX0AMMO eNuKpU3aTa
c Homep Ha U3 aa e ¢ gaBHocT A0 1 Mecey npeAun KaHAWAATCTBAHETO

B. U3KNKO4YBALLK KPUTEPUM
1. TNosea Ha HenoHocumocT kbM Tobramycin u Dornase alfa
2.  KnuHW4Ha HeeheKTUBHOCT NpY NPeaxoXaallo neyeHue

oy
*‘

N3NCKBAHWA HA H3OK NPU NEYEHWE HA KWCTO3HA ®WUBEPO3A / MYKOBUCLINAO3A/ B U3BBHEONMHNYHATA NMOMOLLY
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NPUNOXEHWUE 1A

NUCT 3A ONPEOENAHE HA KPUTEPUUTE NPU 3ANOYBAHE WU NPOAB/MKABAHE HA NEYEHUETO C
TPAHCMEMBPAHHW PEMNYNIATOPU HA NPOBOAUMOCTTA NMPU KUCTO3HA ®UBEPO3A (CFTR) -
NEYEHWE C LUMACAFTOR / IVACAFTOR

A. KPUTEPWUM 3A 3ANOYBAHE HA NEYEHWE C LUMACAFTOR / IVACAFTOR (3AABIMKUTENTHU CA BCUYKW KPUTEPUW)
MKBE E84.0

FeHeTUUHO NOTBLPAEHA AVArHO3a - XOMO3UroTH 3a F508del MyTaumaTa Ha rena 3a TpaHcMembpaHeH perynatop Ha
npOBO.D.VIMOCTI’a npu KMCTo3Ha hubposa (noTebpaeHo Hanuune Ha F508del myTauwa v 8 nata anena Ha CFTR rexa)

PYHKLWMOHANHO U3cneaBaHe Ha auliaHeTo - chopcupaH EKCHMpaTODEH o6eM 3a eaHa ceKyH,qa (CDEO1)

MoteH Tect

Exorpachus Ha yepeH apob '

Na6opatopHn nokazarenu '

Nunca Ha n3kNYBaLLKU KpUTepum no Touka B '

T meanumHcka A OKYMEHTaLMA 1 N3CNeABaHus B CbOTBETCTBME ¢ Tabnuua 2, npu Hanuyne Ha XocnuTanu3auvs ce rpunara e Heobxognmo ennkpusaTa
C HoMep Ha U3 Aa e ¢ AaBHOCT A0 1 Mecel Npeau KaHAAaTCTBaHETO

B. KPUTEPUM 3A NPOABITKABAHE HA NEYEHWMETO C LUMACAFTOR / IVACAFTOR (SAABIDKUTENHU CA BCUYKKU
KPUTEPUW)

MKB E84.0

KnuHuyHa oueHka 1 MHTepnpeTauua Ha uscnegsaHusaTa 1

MoteH Tect '
Exorpacus Ha YepeH apob '

Na6opaTtopxu nokasatenu

Nunca Ha M3KNYBaWK KpuTepuu no Touka B’

1 MeaVUMHCKa 4OKYMEHTALMA 1 W3CNEABAHNS B COTBETCTBUE C Tabnuua 2; Npy Hanuuve Ha XOCMUTanU3aUma e HeoBX04MMO enuKkpU3aTa C HOMEp
Ha U3 pa e c paBHocCT A0 1 Mecel npeawn kaHAWAATCTBAHETO

B. M3KJ1IO'-IBALI.M KPUTEPUU

CBpBbX4YBCTBUTENHOCT KbM aKTMBHOTO BELLECTBO WNW KbM HAKOE OT NOMOLLHUTE BELLEeCcTRa

Bw3pact noa 1 roauHa

KpeaTuHuHoB knupsHCE Haa 30 mi/min

Texka cTeneH Ha YepHoapobHo yepexaare (knac C no Child-Pugh)

Mpwu nosuwenune Ha ALT unu AST>5 x ropHara rpansuua Ha Hopmata [ULN] wunu ALT, wnu AST>3 x ULN ¢ 6Bunmpybun >
2 x ULN unm knvHWYHO NposiBEHa XbNTEHWLA NPUNOXEHNETO Ha nymakadhTop/meakadtop Tpsbsa aa ce npekpartu
TpaHcnaHTMpaHu NaumeHTy

el e

o

ﬁ?k U3UCKBAHWUA HA H3OK NMPU NEYEHUE HA KUCTO3HA ®MBEPO3A / MYKOBUCLIMAO3A/ B U3BLHEOIHUYHATA NOMOLL,



NPUNOXEHUE 16

NUCT 3A ONPEAENAHE HA KPUTEPUUTE NPU 3ANOYBAHE U NPOABL/MKABAHE HA NEYEHUETO C
TAHCMEMBPAHHU PEMNYNATOPU HA NPOBOOUMOCTTA MNMPU KNCTO3HA ®UBPO3A (CFTR) -

NEYEHUE C IVACAFTOR /| TEZACAFTOR / ELEXACAFTOR

A. KPUTEPUM 3A 3ANOYBAHE HA NEYEHMWE C IVACAFTORITEZACAFTOR/ELEXACAFTOR (3AAB/HKUTENHU CA 1, 2,
5

,6,7,M8UNN3,4,5,6,7, U8 KPUTEPUWN)

MKBE E84.0

1 leHeTUYHO MOTBBLPAEHA ANArHo3a - Han-Manko eaHa mytauws F508del B rena Ha perynatopa Ha TpaHcMembpaHHaTa
NPOBOAMMOCT NpU KUCTO3HA chubposa (CFTR) |

2 ®yHKUMOHANHO U3cneagaHe Ha avwwaneto ¢ ®EO1 1

3 | TeHeTUJHO NOTBbPAEHa ANarHo3a - XoMo3nroTh 3a F508del MyTaumMsTa Ka reqa 3a TpaHcMeMGpaHeH perynarop Ha
NpPOBOAUMOCTTA NPU KNCTO3Ha (mbpo3aa (NoTBbpaAeHo Hanuune Ha F508del myTauma n B asarta anena Ha CFTR rexa)
1 s

4 | DyHKUMOHANHO MacnieaBaHe Ha AnwareTo ¢ PEO1 < 40 unw nunca Ha oTrosop ot nevenneto ¢ LUMACAFTOR /
IVACAFTOR !

MNoteH Tect !

~N| | o

Exorpadus Ha YepeH apo6
NaGopaTopHu nokasateny !

8 | Nunca va uaknOYBawWM KpUTEpPUM No Touka B

1 MeguuMHCKa AOKYMEHTALMS W M3CNesBaHWA B CbOTBETCTBIE C Tabnuua 2; Npu HanuuMe Ha XOCNUTanu3auns e HeoBxoAMMO ennukpKU3aTa ¢ HoMep
Ha U3 pa e c 4aBHOCT 40 1 Mecel Npean KaHAWAaTCTBAHETO

B. KPUTEPUU 3A NPOABIMKABAHE HA NEYEHWMETO C IVACAFTOR/ITEZACAFTOR/ELEXACAFTOR (3AOB/TKUTENHU

CA BCUYKU KPUTEPUMU)

MKBE E84.0

KnuHunyHa oueHka v WHTEpNpeTauua Ha nacnegpaHnaTta !

T e -

MoTeH Tect

Exorpacus Ha yepeH apob '

Na6opatopHu nokasateny

Nunca Ha M3KNYBaLM KpUTEpPUK No Touka B '

T meauumHcka AOKYMEHTALMA 1 U3CNejBaHnA B CbOTBETCTBUE C Tabnuua 2; npu Hanu4yue Ha XxoCnNUTann3auus ce-Apunara e HeoOXoANMOo enukpuraarta
c Homep Ha M3 aa e ¢ gaBHoCT A0 1 Mecel Npeaun KaHAMAATCTBAHETO

B. U3KMIOYBALLU KPUTEPUK

7

€

A L0 I

o

CBpbX4yBCTBUTENHOCT KbM aKTMBHOTO BELLECTBO UMK KbM HRKOE OT MOMOLLHUTE BellecTsa

Bbapact nog 2 roanHn

KpeatuHuHoB knupbHE Hag 30 ml/min

Texko yepHoapobHo yepexaane (knac C no Child-Pugh); Ymepeno (knac B no Child-Pugh) — oTHocutenHo uskniousaty
KpUTEpWin, Cries KOHCYNTaLUWA C racTpOeHTepPONOor U OLeHKa Non3a/puck oT NeYyeHneTo

Mpu noeuweHue Ha ALT unu AST>5 x ropHaTa rpanuua Ha HopmaTta [ULN] unu ALT, unu AST>3 x ULN ¢ Bbunupybux >2
x ULN mnv KNMHWYHO NposiBeHa XbnTeHuua NpunoxeHveTo Ha nymakadtop/usakadtop Tpsbsa Aa ce npekpatu
TpaHcnaHTupaHu NauueHTy

N3NCKBAHWA HA H3OK NPU NEYEHWE HA KWCTO3HA ®UBEPO3A / MYKOBUCLIWOO3A/ B U3BBLHBEONMHUYHATA NMOMOLL



NPUNOXEHVE 1B

NUCT 3A ONPEAENSIHE HA KPUTEPUUTE NPU 3ANMOYBAHE U NPOOBMKABAHE HA NEYEHUETO C
TAHCMEMBPAHHUW PEMYNATOPU HA MPOBOOUMOCTTA MNMPU KUCTO3HA ®UBPO3A (CFTR) -

NEYEHUE C IVACAFTOR

MKB E84.0

T | renernano noTebpAeHa avarHosa - R117H CFTR myTaunsa unuv egHa o1 cregHuTe BoAelln A0 KaHanonatui MyTaLuu
(knac 1) B reHa Ha TpaHCMeMBpaHHWA perynatop Ha NpoBOAMMOCTTA npu kucTosHa cubposa (CFTR): G551D,
G1244E, G1349D, G178R, G551S, S1251N S1255P, S549N unu S549R.

DYHKUMOHAMHO M3cneaBaHe Ha avwadeto ¢ ®EO1 L

MoTex Tect !

Exorpachusi Ha YepeH apo6

NabopaTopHu nokasatenm '

D | AWM

Nunca Ha M3KNYBaLM KpUTepUu no Touka B '

! MeguumHcka AOKYMEHTALMA 1 U3CNEABAHWA B CbOTBETCTBINE C TabNULa 2. Npu HaNW4Me Ha XOCTMTanu3auns ce Apunara e HeobxoANMo envkpuaaTa
¢ Homep Ha U3 aa e ¢ aasHoCT Ao 1 Mecel Npeaun KaHAMAATCTBAHETO

5. KPUTEPUM 3A NPOABMKABAHE HA NEYEHMETO C IVACAFTOR (3AQBLIDKUTENHN CA BCUYKU KPUTEPUN)

MKB E84.0

KNWHWYHA OLIEHKA W WHTepnpeTauus Ha uscneasaqusaTa '

MoteH Tect !

Exorpachus Ha yepeH apo6

NaBopaTopHu nokasatenu '

Jlunca Ha M3KNKYBaLM KPUTEPUK NO Touka B '

1 MeAWUMHCKA 4 OKYMEHTAUMA U N3CneaBaHusa B CbOTBETCTEUE C Taﬁnmua 2; npn Hanuyue Ha XOCNUTanu3auua ce-Rpniara e Heoﬁxo,quo enukpusaTta
¢ Homep Ha M3 fa e ¢ 4aBHOCT 40 1 Mecey npean KaHanAaTCTBaHETo

B. H3KI'IIO'~IBALI.M KPUTEPUK

Oy o N

o

CprX‘-IVBCTBMTEI‘IHOCT KbM aKTMBHOTO BELWECTBO UNKW KbM HAKOE OT NOMOLWHNTE BellecTBa

Bv3pacT noa 4 meceua u Terno nofg 5 kg

KpeaTuHuHoB knupbHC Haa 30 mi/min

Texko yepHoapo6Ho yepexaane (knac C no Child-Pugh)

Mpw noBuweHne Ha ALT unu AST>5 x ropHaTa rpanmua Ha Hopmata [ULN] wnu ALT, unu AST=>3 x ULN ¢ 6unupybux >2
x ULN unu KNUHUYHO NposiBEHa XBbNTEHULA NPUNOXeEHWeTo Ha ueakadTop Tpsabea aa ce npekpatv

TpaHcnaHTUpaHu NauneHTw

M3NCKBAHWA HA H3OK MNPU NEYEHWE HA KNCTO3HA ®UBEPO3A / MYKOBNCUMAO3A/ B U3BBbHBONHWYHATA MOMOLL



NPUNOXEHWE 2

I. NEYEBHO-AWATHOCTUYEH ANIFTOPUTBM

1. NEKAPCTBEHW MPOOYKTW, Bknioyenn B MNpunoxenne 1 Ha Mo3nTueHnA nekapcteed cnuckbk, kouto H3OK sannawa s
CbOTBECTBME C HOPMAaTUBHWUTE JOKYMEHTW 3a yCnoBuaTa.

Tabnuua 1 . e B
INN OrpaHuyeHUn ‘ DDD
[ ] 0,
COLISTIMETHATE I'lpwD nsauueHm c ®EO1<25% wnu OEO
>75%
SODIUM 3 MU
*» [lokazaHa  CBPBXYYBCTBUTENHOCT  KbM
KOMUCTUH cyndpaT unu nonumukcuy B
= [loa 6 roguwHa BbL3pacTt
= [pu naumentn ¢ ®EO1<25% wunu PEO
TOBRAMYCIN >75% 2
= CTOWMHOCTM Ha KpeaTuHuHa =177 mmol/l by
= [lokasaHa CBPbX4yBCTBUTEMHOCT KbM KOWTO
W 4a e aMUHOIMUKo3ng
LEVOFLOXACIN* = [opa 18 rognwHa BBL3pacT 240 mg
.+...‘ it i i
= [loa 5 roguwHa BB3pacT
DORNASE ALEA = [lpu naumeHtn c ®BK <40% ° 1.2mg
MULTYENZIMES
IVACAFTOR = [loa 4 meceuHa Bb3pacT
LUMACAFTOR / T ——
IVACAFTOR A1 IoanwRa Beapdar
IVACAFTOR / o
TEZACAFTOR// = [loa 2 roguilHa Bb3pacT
ELEXACAFTOR

*Cnen nposeaeHo nedyenue ¢ Colistimethate sodium unu Tobramycin u yyBcTBUTENHOCT Ha Pseudomonas aeruginosa,
KaKTO U NPy anepruyHu NaLUeHTH.

2. NPOCNEQABAHE

Tabnuua 2
: Mepuon Ha nevYeHune

M3X0OsUM CTORHOCTH 6 meceual12meceua
TenecHa Mz;:a ' : ‘ . B X
PwcT
MKK (xemornobuH, XemaToKpuT, epuTpoLMTW, NEeBKOUWUTH,
TpomBoumTy, KK )+ _ x - .
CYE*'’ X X
®EO013 " :
LCI2,5 (noa 6 roguwHa Bbapam' — NpU BH3MOXHOCT) B
KpbBHa 3axap (no npeueHka camo go 10 roguiiHa Bb3pacT) X X
YepHoapoOHu eHaumu — ASAT, ALAT, I'TT X - x
Bunupy6uH ? - X . X
MuKpoBMonoruuHo uscneasare 2 X - X
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KpeaTuHWH 11 ypes Ha BCEKM LECT NbHW UMKBIA Ha Tepanvs . .
(180 AHEBHa aMMHOTAMKO3UAHA Tepanus) W no npeueHxka ' S o

cT/iamp 2™ ox X
KoHcynTauwsa cbe cneyunanuct YHI 2™ X R X
KomcynTtauus ¢ Hedpponor ? ” X , B S X
KowcynTtauus ¢ Hesporor 2 T X D X
KoHcynTtaunsi ¢ eHA0KpWUHoNor 2™ . e
KoHcynTauums ¢ ractpoeHTteponor 2 ” I B B

MoTeH TecT % X
Exorpacuvs Ha YepeH apob X - -

*

W3cnensaHusATa cneasa Aa ca ¢ aBHOCT 40 1 Mecelu npeau kaHanaatcTeaHeTo. MNpu Hanuuwe Ha xocnuTanusauws e HeoGXoAMMO enukpusaTa
c Homep Ha M3 pa e ¢ paeHoCT A0 1 mecey npeau KaHAWAATCTBAHETO
s

NpU KNMHWUYHWU NOKa3aHnsA
dededk

W3CneABaHeTo Ce N3BLPLUBA NPU NauveHTh Hag 6 roauLlHa Bb3pacT

3a6enexka: Mpu nevyeHune c TpaHcmemBpaHHKU perynaTopu Ha NPOBOAWMOCTTa NpU KMCTO3Ha hubposa (CFTR)
nokasarenute Ha yepHoapobHaTta dyHkums (ASAT, ALAT, TTT u BunupybuH) ce npocneassar Ha BCekn 3 mMeceua
npes NbpeaTa roAnHa OT NEeYeHUeTO U eXerofHo cnep Toea.

Il. OBLLM U3UCKBAHUS

1. Bb3pacroBara rpaHuua ce U34YucnsBa B HABBLPLUEHW rOAMHU - T.e. BKNIOYMTENHO KLM Aatarta Ha u3[asaHe Ha npoTokona ot
cneuunanuavpaHaTa KOMUCKA.

2. MNpu Ha3Ha4YaBaHe Ha Tepanusa No NPOTOKON 3aAbMKATENHO ce CbobpasnBaT Bb3PacTOBUTE OrpaHUYeHWUs, CbIMacHo Kpatkarta
XapakTepuCTUKa Ha CbOTBETHUS NeKapCTBeH NPOAYKT, YTBbPAEHa no peaa Ha 3MXM

3. H30K He 3annauwa neYyeHue M3BbH yKkasaHata Bb3pacToBa rpaHuLa B KpaTkaTa xapakTepucTuka Ha NpoaykKTa.

4. H30K He 3annalya nevyexue c 4031 HAJ MAKCMMAaNHO pa3peLueHnTe No KpaTka xapakTepucTuka Ha NpoaykTa.

5. B cnyyail Ha HacTbNUMa NoA03NpaHa HexenaHa nekapcTeeHa peakuns, nekapsaT yeegomsasa VATl no peaa Ha 4n. 184 ot 3MMXM.
Konwue ot cbobLieHneTo ce npunara KbM MeauunHckaTa gokymentauus Ha 3071 npu kaHAuaaTCTBaHe 3a nevexune.

6. Bceku e-npoTOKON e M3aaBa Bb3 OCHOBA Ha W3AaAeH MEeAULMHCKM JOKYMEeHT: crneumannanpana komucns B J13BMM Ha ocHoBaHwe
Alp Ne 38 ,OnpepensHe Ha nnaH Ha nevYeHve W NPOCNeAsBaHe Ha TepaneBTW4HUA OTTOBOP NMPW NMauWeHTn, nony4asalun
CKbMNOCTPYBALLM NEKAPCTBEHU NPOAYKTU NO peaa Ha un. 78, 1. 2 330"

Eksemnnsp Ha xapTueH Hocuten ot Allp Ne 38 ,OnpeaensHe Ha nnaH Ha NeYeHue U NpocneasBaHe Ha TepanesBTUMHWUA OTroBop
npu NauMeHTy, NoNyYaBally CKbNOCTPYBALLM NEKAPCTBEHM NPOAYKTU N0 peaa Ha un. 78, 7. 2 330", KoiTo e 0OCHOBaHMWe 3a u3naBaHe
Ha NPOTOKON, MOANKUCAH OT cneuunanuanpana komucus 1 3011, ce Boaw No pea, onpeaenet oT ne4ebHOTO 3aBeeHne 1 Ce CbXxpaHABa
B KabuHeTa Ha KOMUCUATA.

7. Mpw uspasaxe Ha E-npotokon no pegda Ha ekcnepTusarta no un.78, 1.2 ot 330, otnana HeobxoauMocTTa Aa ce NpeaocTaBaAT u
cbxpaHasaTt npunoxexune Net1 u npunoxenne Ne3 ot HacToswuTte Maucksanua Ha H30K".

8. N3pnasaHeTo Ha E-NpoTOKON Ce OCbLLUECTBSBA B CbOTBETCTBME CbC CHBMECTHW ,Ykazanus 3a paboTa ¢ nojajeH no enekTpoHeH
nbT npotokon IA/IB/IC (e-npoTokon)®, mexay HauwoHanHaTa 3apaBHOOCUIypWTEnHa kaca u Bbnrapcku nekapcku cblo3 3a
npunarade Ha HauuoHanHWa paMKoB JOroBOp 3a MEAWLIMHCKUTE AEWHOCTH.

Hacmoswume usuckeaHus ca ymebpoeHu om ynpasumens Ha H30K cned Pewenue Ne P-HC-04-38/22.05.20252. Ha HadzopHus
cveem Ha H30K u npedeapumenHo cwanacyeaHe ¢ bJIC, Ha ocHoeaHue 4yn.51. an.10 ewe ep. ¢ an.8 om [pasunHuka 3a
yempodcmeomo u deliHocmma Ha HauuoHanHama 30pasHoocuzypumenta kaca. ViaucksaHusima enusam e cufa om damama Ha
obHapodeaHemo um € JbpxaseH eecmHuk” u ommeHsim Oelicmealyume u3uckeanus, 8 cuna om 28.02.20232. Ha ocHosaHue
peweHue Ne PO-HC-04-12/24.02.2023 2.
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NPUNOXEHWE 3

OEKNAPALIMSA 3A UHOOPMUPAHO CbIMACUE C UBUCKBAHUATA 3A 3ATIOYBAHE/ NPOABLINKABAHE HA
NEYEHWETO C NEKAPCTBEHWA NMPOAYKT

crnea Kato ce 3anosHax ¢ usnata MW npefoctaseHa  wWHdopmaums M UenTa Ha NevYeHWeTo €  NeKapCcTBEeHWA
TUEIO LIV T s s o v 0 S N B S A U W CNea kaTto nonyyux wuayepnaTtenHn OTroBOpPWU Ha
MOCTaBEHWUTE OT MeH BBLNPOCK, AeKknapupam Ye:
1. LUle cnaseam npenopbyaHaTa M CXema Ha NeyeHue 1 NepUoANYHOCT Ha KOHTPONHWUTE Nperneu.
2. PenoBHO Le ce ABABAM Ha KOHTPOMHW Nperneauw n Hama a NpoMeHAM CamoBOSTHO UMW NOA APYro BHYLWWEHWE Ha3HayeHaTa
MK Tepanus.
3. Mpu npeycTaHoBsBaHe Ha NEYEHWETO MO NPUYUHI, HEMPOU3TUYALLM OT pelleHneTo Ha KomucnsTa 3a ekcneptuan B P3OK
n/vnu Komueuata no un. 78, 7.2 ot 330, we yBeaoma HeaabaBHO NUUYHWA Ci Nekap.
4. Tpu HecnaseaHe Ha MOCOYEHUTE YCIOBUS NIEYEHUETO MW C YNOMEeHATNA NekapcTBeH NPoaykT e Gbae NpekpaTeHo u HAMa

[a uMam npTeHumn kem H30K.
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