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M3NCKBAHWUA HA H3OK NP USBABAHE HA NMPOTOKOMK 3A NEYEHWE HA NALIMEHTA C KUCTO3HA
PUBPO3A IMYKOBUCLINAO3A/

TIpOTOKONBT Ce M34aBa OT CReLuanuavpaHda KOMUCHUA B fleveGHM 3aBeneHna 3a GONHWYHA TIOMOLW, CRITIOYWANK
poroepop ¢ H30K. CneunanuavpaHuTe XKOMHMCUM Ce Ccb3fapaT CbC 3anoees Ha pupexropa B cnepnute J13: YMBAJ
JAnekcaHgposcka® — rp. Cocua, YMBAIN ,Ceetv MNeopru” — rp. MNnosave, YMEAJ , O-p I'. Cypawucku™ — rp. Mneeen, YMBAN ,Ceeta
MapuHa® — rp. BapHa.
3abenexka: 3ancysaHe M NpoaL/MKaBaHe Ha NeYeHWeTo ¢ TpaHcMembBpaHHw perynaTopW Ha NPOBOAWMOCTTA NPU KUCTO3HA
dmbpoaa (CFTR) ce ocbuecTRABA NP3 NLPBATA rOAUHA ¢ U30ABAHE Ha NPOTOKONM CbC CPOK Ha BanKAHocT A0 180 AHW eQUHCTBEHO
oT cneuwanusupaHa komucena B YMBAN ,Anekcanaposcka™ — rp. Cocua. MNopenHUTe NPOTOKONM, NpW foxa3ada edhekTUBHOCT OT
neyeHWeTOo CNef NbpeaTa roauHa, Morar Aa ce u3flaeart OT BCAKAa €iHa OT cneyvanuanpadute komucun: YMBAT Anexcanpposcka”
- rp. Cocpua, YMBAN ,Ceetun leopr™ — rp. Mnosaus, YMBAN , [-p . Ctpaucku” — rp. MNneeen, YMBAI ,Ceeta Mapuna® — rp.
BapHa.

1. PEQl 3A 3ABEPABAHE HA MPOTOKONUTE

MNioTokosx 3a 3anoyBaHe Ha nevenue

-

=~ oAb AHEHO-H-HOARKCEHO-RPURGKEHKE T — RKCT 33 ONPeAERAHE HA KPUTCPUKTE
{Ro-FouKa-A) 6 BEHUKM-HEODXOAUMI-UICABABAHUA:

& *  MeAMUMHCKA AOKYMEHTALUS, BRAHOUBILE SaHHI-0T-aHaMHE3aTa,—CTaTyca |
S APEAXOHAAINO-ASUEHS NOTBBPKAABALLA KPUTEPUTE Mo mpuUnoxenne 1 K
CNEUNATTAIUPAHA BCHUKKM HeobXoauMK nscneaBaHus, cLoBPazHo NpUnoxeHve 2

KOMKCUA

A 4

PeilleHNe Ha CNeUManU3VPaHa KOMMCUA C ACHA MEAWLMHCKA MOTUBAUMA 33
3anouyBaHe Ha MeueHWe, 3aABIIKUTENHO ce OTOENA3Ba MUNCA HA W3KMIoYBaWM
KPUTEPUM fROORUCAHO-OM-BOUUKL-HROHOBO-HI-CROUUGRL,

‘MpoTokon 3a npeanvceaHe Ha NekapcTea, 3annawadu o1 H30K/P30K™ — ofp.

2A7 LIS

Komucuanoyn. 78, 1. 2
o1 330 8 LIY Ha H30K

3aeBepka Ha npoToKoOna B
P30K
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MNpoToxony 3a NPOABLIIKABAHE Ha NeYeHue

apz

CNEULVANU3UPAHA
KOMWUCUA

*-—HoleAHeHo-W-ROARUGIHO -APHROMOHUE 1 — RKCT 23-ORPEARCARHE HAKPUTEPUKTE

{reroua-b)

MeauumHcka QOKYMEHTALMA, BERIGHBAS- NAHHA OT—aH3MHE3ATa—CTaTYEa -1
APSAXOMASG--ASUEHWEe NOTELPXKAABAWE KPUTEPUUTE No npunoxeHue 1 w
BCHUKKM HeoOXxoauMu U3cneaBaHna, cvobpasHo npunoxenue 2

PeweHune Ha cneliManu3npaHa KOMUCHUA G SCH3 MeaWUMHCKa MOTUBILMSA 3a
38MOMBAHE HA NEveHWe, 3a0b/IKMTENHO Ce oThens3sa nNUNca Ha WaKNoYeawu
KPUTEPUN {OORHCAHO-OM-GEULKL-IAGHEBE-HE-CREHUENU3Y,

‘TipoTokon 3a Npegnuceare Ha NekapeTaa, sannawanv ot M30K/P30K" - obp.

MA-HANK

Komucusnoun. 78, 1. 2
oT1 330 B LIY Ha H30K

3aeepka Ha NpPOTOKONA B
P30K
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1%*“E,nﬁ§i'pkorﬁca“ H?&@Ba 'Q@s’-_lnbnose Ha CNeUVanH3KpaHy KOMHCHN B rieuetdY JaBeseHUR, OKa3BauM GONKKYKA MEHUKHCKA AoMOLY
(ﬂ35l‘l Eﬁfﬁﬁagﬂue. euu&xrra_cueuuaanampaha sommcmn no Aﬂp Ng 38 ,Onpepensse Ha nnaH Ha neueHue i npocnenﬂsaue Ha
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i r;'enom mme ygozérobgpnaé & rlo.qnucé cn 8 Powenre Ha cneuuanmaupaua komucua® ro Allp Ne 38: cneaHoroe: Kenas aa
”é : *éxapcréeam NPOAYKT. KaTO" Aemapmpam 4Ye CbM YBEAOMEH 33 JEACTBUETO HA HAIHAYEHATA NEKAPCTBEHA TEPANUA

atlsuim:'nlss1'?,:35:"‘(‘*‘.&m Paap_é Bamwéﬁm .qo enenjponﬂom MW 3ADEBHD gocue”.
3. ﬂpe.uvn crdpTipane H&ﬁpﬁue_éa no-dagashné Ha E-nporokon Ha 30J1, cneunanuaupadaTta KOMHUCHUA Chej nofyuYeHo paspelleHie 3a JOCTHN OT
30/t-ao:EnekrpoHHdTo My-3ApaBHOACCHE; NPABU CNPaBKa NO ENEKTPOHER MLT 33 M3AAACHN NPEAXOAHW NPOTOKONYM, NO CLUMA NPOdUN Ha
3gbonnEaHsE. Tlpouecﬁf;go. Masaﬁé. Ha E-NpoTOKOA €& peanusupa B MEAMUMHCKR cobTyep. B HACTORINTE MIUCKBAHMA CA MNOCOMGHU
HEpBXOARKMTE NbKyMBHTH 53 W umaBaHe Ha E~npcﬁ'ouon Ha 30/.

g "R‘bl\.ﬁécemE‘ﬁpOToﬁ’éﬁ’E'ﬂéﬁ’?E"e Ha3Hadéria NekapcTedha Tepanua, ¢e npunarar HeoGXOARMUTE AOKYMEHTY (aMByNaTopHUTE NMCTOBE, @MUKDU3Y,
wsqﬁnaaﬂun WAH.F; Enedd HOBTS onymemme Ce M3NPAWAT N0 ENEKTPOHEH NLT KbM MHbOpMaLmoHHaTa cucTema Ha H3OK. JokymeHTnTe, kouto
bnu.té?fﬁayaafsmﬁsmu]wdcbb MaﬂmbﬂHaTa chcTeMa Ha H&OK Ce AeKnapupat B E-npoTokona ¢ TExHUTe yHukaniu Homepa (HPH).

‘ n ﬂagmuero Ha Texcf B CLOTEETHUA qexﬁoxc B -, Pelierue Ha cneumanmsmpana Komucua" no Allp Ne 38:
n aat"ﬁ’a[(moqaaux_ PUTE] pvm 33 3anoq3afgefnpo,qukaaaﬂe Ha nedeHue ¢ INY,
P 3§ﬂﬂ‘p'ﬁnoxcenueNe: 1 pv.:ﬂ Hqﬂew“na‘rexcr B PeluenvigHa cneuManuaupana komueua® no Allp Ne 38: MKenan ga mut Gbae ogobpeHo nedexue
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KUCTO3HA ®UBPO3A / MYKOBUCUUMAO3A/
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PHRISPUUIME-£-HOCONEHE- G HHEDIPa 8-UHOBKE-U-3a8LIVRINNEAHO

Al KPMTEPﬁﬁéﬁ SAﬁOqBAHE HA NEYEHWE C MULTYENZIMES (3AOBMKUTEMHU CA BCUMKHA KPUTEPUN
MKBE E84.1

Huarkosa, AbkazaHa upes KNVIHWYHM NOKA3ATENM 3@ MAHKPEACHa HEeAOCTATLYHOCT, TMOTEH TECT W reHEeTHUHO
no*rm;pneua‘ 2

Menuuwucxa p,OKyMEHTauﬁH ¥ N3CHeABANUA B CLOTBETCTBUE cTabnuua 2; npu HaNUuMe Ha XOCTINTANNIALMA GE-NPUASRS € HEoBXOANMO ennKkpuaaTa
cHomepHa U3 pa é cA‘EBﬂocﬁ*ad 1 Meceu npeau KaKAnLaTCTBaHETo
*yae oo
Al KPMTEPMH?A 3Aﬂ0'-iBAHE HA NEYEHUETO C MULTYENZIMES A DORNASE ALFA (BAOBLMKXWTENHW CA BCUYKK
KPUTEPHUN) | L P F L.

MIKE E84.0, E84.1--
FEHETMUHO NOTEBY ”é:ua'ﬁuar’ﬁosa 1
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PYHKUMOHAIHD N3CNEABAHE Ha AvwaneTd 31
Nvnca na wauﬁioqaaﬁm* p’“ﬁ?ﬁﬁhu no:rd" G B3

! mepuumHcka .q.oxymenraﬂuﬁ W uscnenaanua B cg;d‘rse-rcfame cTabnuua 2; Npu Hanuuue Ha XOCNUTANMMIAUNA GO-APKAAFE & HBOBXCAMMO eMMKpUaaTa
cHomep HaW3 pae, c .a.aiﬁqc‘r ,q€r1 mecel] npeau. xan,qup.arc‘raaHeTo
2 o

- IL '- AﬂdeAHEHHA J'IEL{EHVIETO C MULTYENZIMES, DORNASE ALFA W TOBRAMYCIN/
COLISTIMETHATE SODIU___ ML »EVQFLOX%&CIN (3A}J,'bJ1>KMTEnHM CA BCUYKHA KPUTEPUW)

MKB E84.0, E84.1 s
leHeTUYHO NoTEbpAEHa AlErHoaa-!

- - S

DYHKUMOHANHO M3CNeABaHE Ha p.ﬁu.lal-fem a1 i

XPOHHUYHO HOCWUTENCTBO Ha Pseudomonas aerugmosa ROTELPAEHO C TP MUKPOBMONOIMUHU W3CNEABAHWA Ha
BpoxxuaneH cexpert unu AeNEOK rb-prex teékber, Npteseaety 33 Nepros oT ABe rofuHn 21

Jlnnca Ha ®3KnYBaLIM KPUTEPUH Mo Tovka B 4!

1 mepuumHcxa AOKYMEHTALIWA U M3CAEABAHUA B CLOTBETCTBAE CTAONULA 2; NPU HANHYWE HA XOCTIMTANMIAUMA 6O-IPURAFE & HeoBX0AMMO enukpu3aTa
€ Homep Ha U3 na e ¢ AaBHOCT A0 1 Mecel Npean KaHANAATCTBAHETO

-l‘
5&(‘ H3UCKBAHWUA HA HIOK NPU NEYEHWE HA KMCTO3HA SUBPO3A f MYKOBUCLIMAO3A/ B U3ELHEONMHUYHATA noMoLy,



ROGTOBED 3-Go-C-HOA G A AOHOBETFEe-HA-KO + W%MHG—H&GTQMMFG—K}MGMHM
B. KPUTEPUN 3A NPOABMKABAHE HA NEYMEHUETO (SAREBTKUTENHU CA BCUYKU KPUTEPUW)
MKB E84.0, E84.1
KnMHUYHA OLIBKKE U MHTEPNPeTaLUs Ha MacheBaHusTa !

TIunca Ha W3KNYBaLLM KPUTepUM no Tovka B 21
1 MegUUMHCKA OKYMEHTALMA N WICNEABAHNA B CLOTBETCTBME C TaG6NUUA 2; NPY HANWUME Ha XOGNUTANN3IaUMA e APUASES & HeeOX0AYMO enuKpUaaTa
C HOMep Ha W3 aa e ¢ AaBHOCT A0 1 Mecel, Npean KaHZUAATCTBAHETO
? YADCTOBOPABA ¢0-C NOARNGH-HA YRCHDBETE : ATa-B-NPHAOHKEHUE-T-Ha HACTORWUTE WIUCKBAHUA

B. U3KNIOYBALLU KPUTEPHUN
1. T[losea Ha HenoroCUMOCT keM Tobramycin u Dornase alfa
2.  KnueuuHa HeedeKTUBHOCT NpU NPEAXOXOALLI0 NeYeHne

NPUNOXKEHWE 1A
nuéfﬁj@lﬁfﬂEﬁﬂﬁE HA KPUTEPUUTE-TIPU 3AMNOUBAHE Y MPOABLIDKABAHE HA NIEYEHUETO C

Tf{&ﬁGﬁE"nﬁs_PAHHM PETYNATOPU HA-NPOBOOUMOCTTA NMPU KUCTO3HA ®UBPO3A {CFTR) -
Fig JIEYEHUE C LUMACAFTOR ! IWACAFTOR

[ Wme: e | [ [ [ T T [T T T ]

MOPHHIO-0-660H0HE-6-HHHPE 8- UHABKEL-3a0BIPHUMGRHO

EHEN

A, KPUTEPUM 3A 3 nn‘om;éﬁé HA NEYEHUE C LUMACAFTOR/VACAFTOR (3AOBIDKUTEIHU CA BCUUKIA KPUTEPUN)

MKE E84.0 e

SioTa T

leHeTUYHO nqrpbi)éééa ARArHo3a - XoMo3uroTn 3a F508del myTauuATa Ha reHa 3a TpaHcMemBpaKeH perynaTtop Ha

nposonumocﬁ{nﬁ@%ﬁﬁ?ﬁﬁ?(fiﬂﬁpoaa (NOTBBLPAEHO HanuuMe Ha F508del MyTauma v & ABaTa anena Ha CFTR resa)
. ,

myHKuMOHaannaéﬁéﬁ;aﬁe Ha juianéTo= thopeupan exchupatopen ofem 3a egHa cekyHaa (GEQ1) 21

LT =T T%

MoTex Tecr31- z = :

Exorpacusn Ha*geﬁéﬁfgp;:hﬁ?:?j = -

JlaGopaTopHy nokasaTeri i
gy

Nunca Ha uamrﬁﬁaﬂ%ﬁnﬁi&m@yfﬁqwq
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1 MeAKUMHCKE nowmémﬁng ﬁyS@e&g@Hg&? cvoTBETCTBME crabnuua 2; npu HaNWYKE Ha XOCHWTanW3auma ce-RpUnara @ HeobxoAuMo enukpusarta

¢ Homep Ha U3 ga e chéfﬁac;ﬁ“l mecel| npeaitangupatéraarero
23 Rt L =k
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E. KPUTEPUM 3A NPOLBIDKABAHE ‘HA NEYEHMETO C LUMACAFTOR / IVACAFTOR (3AILIDKUTENHA CA BCAYKM
KPUTEPUWN) Z .

Ee

MKB E84.0 R

KnuHWYHa olEHKa u nHTepnpeTauus Ha uéénéﬁgayﬁma 1

MoteH Teet 31

-
‘ﬁl&q WINCKBAHMUA HA H3OK NPW NIEHYEHWE HA KMCTO3HA OUBPO3A | MYKOBUCUMAO3A B W3BLHEOMHUUYHATA NMOMOLL



Exorpacius Ha uepen gpo6 31
NaGoparopHu nokasarenw !

NMunca Ha U3KNoYBalLYM KpUTepun no Touka B 1

1 Me4MUMHCKE OKYMEHTAUNA ¥ MACNEABAHNUA B CHOTRETCTBIE C TABANLA 2; NPY HANWYME HA XOCTIMTANU3SLMA S8 APUASFA € HEoBXOAUMO €nuKpu3aTa
G Homep Ha U3 aa e ¢ aaBHoCT o 1 Mecel npeav KaHanAaTCTRAHETO

%%WW%WW
4WWWWWPWWMHW U3INGKBAHUA

B. U3KINIOYBALLU KPUTEPHUH

CBpbX4YBCTBATENHOCT KbM aKTUBHOTC BELLECTEO WK KbM HAKOE OT NOMOWHWTE BEWecTBa

Buvapact noa 2 roauku

KpeaTMHHHOB KNUpBLHC Hag 30 ml/min

Texxa crensH Ha yepHoapobHo yepexaaHe (knac C no Child-Pugh)

Mpu nosuwenve Ha ALT unu AST>5 x ropHaTa rpaniua Ha Hopmarta [ULN] unu ALT, nan AST>3 x ULN ¢ 6unupyGuH >
2 x ULN nnm KnuHNYHO TIPOSAIBEHA XBATEHMUA NPUNOXKEHNETO Ha NymakadiTop/usakacdTop TpRbEa 4a ce npekparn
TpaHcnanTUpany nauveHTv

ohWN=

@

MNPUINOKEHUE 1B

J'IMC%’-‘;SA OI'ﬁ’EﬂEHFlHE HA KPUTEPUATE NPU 3ATTOYBAHE U NMPOABMKABAHE HA NIEYEHWUETO C

TLHCMEMEPAHHM PETYNIATOPY HA NPOBCAUMOCTTA NPU KUCTO3HA ®UEPO3A (CFTR) -
2 JIEHEHUE C IVACAFTOR / TEZACAFTOR / ELEXACAFTOR

B =5 I Y I I A

QBCIGEEPABAILA - G6ONI-OF - KPUMBP LM -8 -AOCOYOH- G- DD a—6- LHOBNKE U 30 LIINUTCRHG

A.K 34 ﬂj& EEHA NEYEHUE C IVACAFTOR/TEZACAFTOR/ELEXACAFTOR (AITLIDKUTENHU CA 1, 2,
56

FeHequHo no‘ra;p.qeﬂawﬂnaruosa; au-.mamco eaHa myTauns F508del 8 reHa Ha perynaTtopa Ha TpancMemBpaHHaTa
npoaoAuMoc"‘? n%km@msua‘ tbuﬁposa {CFTR) 1
2 | dyHkumoHarHo W3CHaasaHg Ha .qmufaHe:romd>EO1 21

eHeTMYHO" no;ra‘apgema Awnario3a - xdMosurotu sa F508del MyTaunsTa Ha reHa 3a TpaHcMembBpaHen perynarop Ha
'éga“cbhﬁposﬂnd‘ra’ép.qeuo Hanuuue Ha F508del myTauna v B grara anena Ha CFTR rewa)

4
IVACAFTOR 3

5 | Noren Tecr 31 2

6 7 G

7 | NaGopatophu noxasaTemt’ i =

8

Nunca Ha usknoysalm varrepnuno o fouka'B ‘”

T meanumncka AOKYMEHTALMA ¥ U3CReABAHUA B ChofaeTcTBNe cTaﬁnuua 2, NPY HANWYWE Ha XOCTMTANUIALMA Ge-APUASFE & HeoGX0ANMO SruKkpuaaTa
¢ Homep Ha V13 Aa e ¢ gasHocT ao 1 mecey npe,qu‘ KabdnpatcTeaneTo

23 OpUEMHANEH- I AR ROATNCHO-U-3380PEHO-KOMME
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ﬁé}k W3NCKBAHWA HA H30K NPW NEMEHWE HA KUCTO3HA GUBPO3A / MYKOBUCUMAO3A/ B M3BBLHBEORHUUHATA MOMOLL



B. KPUTEPUY 3A NPOOBIKABAHE HA NEYEHWMETO C IVACAFTOR/TEZACAFTOR/ELEXACAFTOR (3AINLIDKUTETHU
CA BCHAYKU KPUTEPWW)
MKEB E84.0

KniuHnvHa ougeHka U wHTEpnpeTauua Ha nicneasaHuATa 1

Morex Tecr !
Exorpacus Ha wepeH gpob !
NaGopatopru nokasarenu !

IMnca Ha W3KNMIoYBALLM KPUTEPUH no Touka B 21

1 MEANMLIKHCKE AOKYMEHTALMA Y U3CNEBAHIA B CHLOTBATCTBIE CTABNNLA 2; NPW HAMWUKE HA XOCNUTANWAALIMA Ga-ARMAAFA & HEoDXOLUMO eNuKpU3aTa

C HOMEpP Ha M3 pa e ¢ AaBHOCT 40 1 MeceuU Npean KAHZUAATCTBAHETO
2 BOL OBE80 Bd 48 G 1O A L cl PRLE OBET18 - H-H

B. U3KNHOYBALLU KPUTEPHUI

. CBPbX4yBCTBUTENHOCT KbM aKTUBHOTO BELECTBO UMW KbM HAKOE OT NOMOLLHUTE BEWECTRa

BwvapacT nog 6 roguHK

KpeaTMHuHOB XKNUpBHC Hag 30 mi/min

Texxo yeproapobHo yepexgare (knac C no Child-Pugh); ¥mepeno (knac B no Child-Pugh) — oTHocuTenso uakniousaly
Kpﬂ&gg@;}ﬂ?& KOHGYNTaUMWA C racTPOEHTEPONCr U OUEHKAa NoN3a/puck OT NeYyeHnaTo

MplgnoekilieHe Ha ALT vnu AST>5 x ropHata rpakuua Ha HopmMata [ULN] unv ALT, urau AST>3 x ULN ¢ Bunupy6un >2
X U_E 1V 1_’__ {HUYHO NPOABEHA XbNTEHMLA NPUNOXEHWETO Ha nymarkadrop/ueakadTop Tpabea fa ce npekpaTn

6. Tpahciatrvpdiim nauveqtn

Swp s

o

NPUNOXEHUE 1B

IR TV,

TACT-3 QBBEHEﬁHHE HA KPUTEPUUTE NMPU 3ANOYBAHE U NPOABITKABAHE HA NEYEHHUETO C

B S Rl I - YR N
MEMBPAHHW PETYIIATOPU HA NPOBOAMMOCTTA FIPW KMCTO3HA GUBPO3A (CFTR)—
FEL x T JIEYEHME C IVACAFTOR
[ Ymre: e el [ [T T T T [T T 7]

PUMEBUURMG—B-AGCOUSHA- 6 LUGIPa-8-UHOOKE 1330 LIDNUERNHD

= " -‘-’%‘:;5:,:, - e .,
A. KPMTEPUH 3A 3’3 ‘C IVACAFTOR (3AOBIMKUTENHW CA BCUYKN KPUTEPUN)
MKB E84.07%,: WK
1 ¥E SRR =SS %.1“” T =
eneTuuHO noTEBpAeHavariosa.- R1 1‘%_H CFTR MyTaums unn eana o7 CReAHNUTE BOAESLUIM 0 KaHANONATUM MyTaLMK
{knac I} B rgfgﬁaﬁtg‘aﬂgpjgéngg;{ahﬂnﬂ pergn‘amp Ha MposoavMOCTTa npu kucto3na dwmbposa (CFTR): G551D,
G1244E, G1 _Q ‘TZBB_,ﬁf),‘ﬁs 1251N $1255P, S549N unu S549R.
2 | ®yHkumonano wirienpake A AnluareTo GOEQT 21
3 {Motewrect 31 "5 - T T .
4 | Exorpadms Ha uepeH Fpob f, L
5 | Naboparopwu nokasarenu™ <. .
6 | Nunca a uskmiousauwm kpuTepinnG souKa B &

~

i 5T 3 w2 P =
MeANLMHCKA ACKYMEHTALNA N U3CNEABAHUA B ChOTBETCTRME gra_ﬁngua ;%; Py HAJTW4ME HE XOCNMTaNU3auws ce-RPpUAAFa e HeoBXOAUMO enVKpU3aTa
¢ Homep Ha W3 aa e ¢ pasHocT A0 1 mecel npean Kaﬂnmiﬁi'éraaﬁki“ga i

23 GPWWMMWGH&W

4
BETEeHA-KOMUGUATA-B-IIPHAGKEHUE-1-HA HACTORWMTE HBUCKBIHHA

-8
PZ?( M3NCKBAHWUA HA H30K NMPY NEYEHWE HA KACTO3HA SUBPO3A / MYKOBUCUMRO3A/ B M3BBHEOTHUMHATA [TOMOL
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B. KPUTEPUM 3A NPOALIMKABAHE HA NEYEHWETO C IVACAFTOR (SA0BMKUTENHA CA BCUYKWU KPUTEPUW)
MXE E84.0
KnvHMYHA CUSHKE Y MHTePNPETaumMA Ha uicnieaBaHusTa |

Motex Tect !

Exorpachua Ha vepeH apo6 31

NabopatopHu nokazaTenu !

TMnca Ha W3KNOYBALLM KPUTEPMM Mo Toyka B 21

13 Meavuuicka AOKYMENTAUMA W M3CNEABAHUA B CLOTBETCTBME G TAGAMLA 2; TP HANWMME HA XOCNWTANW3AUWA Ce-NPUAErE e HeobXOAMMO
envKpusaTa ¢ Homep Ha W3 43 e ¢ 4aBHOCT 4,0 1 Mecey NpeaAu KaHAWAATCTBAHETO

2 YHOGTOBEPRBA-CO-C-HOAMGH - HA YHEHOBETE - HA KOMHUCURTA-B NPHAOKOHHUE 1 HE HACTOAMTE UIUGKBAHUA

B. K3KNKHOYBALLK KPUTEPUX

CBpbXYYBCTBUTENHOCT KbM 2KTUBHOTO BEWECTBO UMK KbM HAXOE OT NOMOLHUTE BewlecTra
BwapacTt nop 4 meceua u Terno nog 5 kg

KpeaTuruHoe xnupBbHC Hag 30 ml/min

Teﬂxﬁ{éﬁ@ﬁ@’pfiﬂo yepexgane (knac C no Child-Pugh)

ﬂpi@"nﬂf_ﬁ_ﬁ%illaﬁiﬂ'é Ha ALT vnu AST>5 x ropHata rpanuiia Ha Hopmata [ULN] unm ALT, unv AST>3 x ULN ¢ Gunivpyfud >2

X Eﬁﬁ‘ﬁﬂ‘mﬁgmwo NposiBeHa XbATEHULA NPUNOKEHUETo Ha WBaxadTop TpabBa Aa ce npekpat
Tpa_BcﬁEf[Tﬁp"é"Hu nayueHT!
=

QbW

®

OPWINOXEHUE 2

. NEYEBHO-AUAFHOCTUMEH ANIFOPUTHM

Tabnuua 1
INN
COLISTIMETHATE
SODIUM ki 3MuU
T WEELUI_-IE Bb3pacT
LYeHTY- ¢ OEG1<25% v ©EO
TOBRAMYCIN S
i Rpeatitiuna >177 mmoli 1500 mg
 CHPLXYYBCTRMTENHOCT KbM KOHTO
* w ;{;;g" T - Hol fj l
LEVOFLOXACIN Moa Tﬁgq&p_gg%p%ﬁémi - 240 mg

._'.
ﬁ%‘ W3MCKBAHNA HA H2OK MPW NEYEHME HA KUCTO3HA ¢UEPO3A / MYKOBUCUWAO3A/ B U3BBHEONHUYHATA MOMOLL,



= [loa 5 roguwHa Bb3pacT 12m
DORNASE ALFA = Npu naunenty ¢ $PBK <40% 3 -2 M9
MULTYENZIMES
IVACAFTOR * Tloa 4 MecedHa sb3pacT
LUMACAFTOR /
IVACAFTOR Mop 2 1 rogniHa Bv3pacT
IVACAFTOR/ T T
TEZACAFTOR *  [lop 6 2 rogvwHa BL3pacT
ELEXACAFTOR

*Cnea nposepeno neuexue ¢ Colistimethate sodium unk Tobramycin 1 yyBcTBMTEnHOCT Ha Pseudomonas aeruginosa,
KAKTO U NP aneprudHu NauueHTu,

2. FIPO{'.:J'IEJZ[HBN‘,_{Em -
Ta6nv| a2 5 2

CYE*” 2 X X
oE013" % i
LCi2,5 {nop 6 rp,q‘ﬁfﬁﬁysﬁapacr NPK BL3MOKHOCT)

KpbBHa 3axap ] ﬁeuenxae”éamo Ao 10 roguiwxa b3apacT). X X
‘-IepHo.qpoﬁﬂw EHEMW-“ A — ASAT, ALAT, ITT B X X
= F
2 F ks

Evnupytnx =2 _ X X
MuxpoGuonornyio wicneneaxe 2 X X
KpeatutuH un ygeﬂ Ha BCeKM WECT NbiHKU UMKbia Ha Tepanus

(180 ,quBHa aKnMHomlaxgaﬂnHa Tepanua) v no npelexka * X X
cT/aMP & - ) x X
Koxcynraums cbe érjeu@anﬁb'r YH!,' a” X X
KoHeynTauus C‘Hé&; 3 b X
KocynTaums ¢ Hep ﬁ’"&i‘z’éﬁm v X X

o

KoHcynTauus c. enwnoﬁoﬁ?ﬂ;- '

g o5

cax nask CTAC 1 Meoe anép,u KaHJJ,M,anCTBaHeTO s&npe,qsxasm—ua—ewmmu—énamwmaaaepemm
5 o : 3 AITETHA PUA
e HBOGXOAVIMO enukpnaaTa c Homep Ha 1/13 Aaec ,uasnocr Ao1 Meceu npenm KaHAWAATCTBAHETO,

3abenexxa: MNpu neqehug rf aiuc e,% qmm "PefynaTopu Ha npoBoAUMOCTTa NPU KHCTO3HA (hubposa (CFTR)
noxasaTenuTe Ha qepHoapﬁGuana¢yﬁxunﬂF(ASAT ALAT TTT n BunvpyGur) ce npocneasBaT Ha scekn 3 Mecela
npes Nbpearta roguHa ot neqehnem u"“ememm-lo cnea-Tosa,

L
6 3 W3NCKBAHWUA HA H3OK MNPKY NEYEHWUE HA KMCTO3HA GUBEPO3A / MYKOBUCLIMOO3A/ B U3BLHBONHUYHATA NOMOLL,



Ii. OB USUCKBAHUA

1. BnapacroBarta rpaHMua ¢ n3YMCHABa B HABDPLIEHW rOQUHK - T.€. BKIMOYWTENHO KbM OaTaTa Ha U3aaBaHe Ha NpoTokona ot
cneLuanuanpaHaTa KOMUCWA.

2, Mpw HazHauasaHe Ha Tepanus nNo NPoTOKON 3aabMXUTENHO ce cvobpainsaT BbL3PacToBUTE OrpaHMyeHna, CbINacHo Kpatkara
XapaKTepUCTHKa HA CLOTBETHUA NEKapCTBEH NPOAYKT, yTBbRAEHAa no peaa Ha JNIMXM.

3. H3O0K He sannawa neveHue U3sBbH yrajaHarta Bb3pacToBa rpaHvuLA B KPATKaTa XapakTepueTyka Ha npoaykTa.

4. H30K He sannawa neveHre ¢ J03U HaA MAKCUMANHO paspelleHUTe NO KPATKA XApaKTeprucTUKa Ha npoaykTa.

5. B cnyvail Ha HacTENUNA NOAO3KPAHA HEXENaHa NekapcTeeHa peakyun, nekapar yeegomasa VAT o peaa Ha un, 184 ot 3IMXM,
Konue ot cuoﬁme:—me‘ro ce Npunara Kbm Me,quuuucxa"ra AoxymenTauva Ha 30J1 npu kasauaaTcTBaHe 3a NeyeHue.

7 mu’iﬁnasaﬁé:ﬂa E~ng TO; r'tila“ﬁgna Ha:ekcnepvadTa no un.78, 1.2 o1 330, oTnaaa HeoBx0AMMOCTTA 4a C8 NPeaoCTasaT U
CB;p‘aHnaaTgﬁynopc @e- PAnOKeHre N9‘3 bI Hacrronmme WUancksanun Ha HIOK",

8 WM E=np TOKOJ:ECE bq:hmecnaﬂsa -] C‘bOTBETCTBMe CbC CbBMECTHM ,YKasanua 3a paboTa ¢ NogafeH no enekTpoHeH
K na[NﬁIIG%j{e pqrogoﬁ : M’ex;py HauwouanHaTa 3gpasHoOOCHIYpHMTENHa Xxaca v Bbnrapcku nekapcku Cbios 3a
np@narax-r&ua F”iauuoha HH 1 paMKOBABIO80P, 3a MeAULMHCKUTE AeAHOCTA.

P

Hacmomuumé.- uaucksaHun ca ymevpderu om ynpa‘éumqnﬂ Ha H30K cned Pewenue Ne PO-HC-04-.../ ............ 2025z, Ha
Hadzoprus m:seiﬁ ha ﬁ30K u npedeapumenHo Cbanacyea#e ¢ B11C, na ocrosanue 451, an. 10 ews ep. ¢ an.8 om [pasunHuxa
38 ycmpoucme“@ﬁo wdelinocmma Ha HayuoHanHama 30pagHoocuzypumenHa Kaca. M3uckeanusma eausam 8 cuna om damama

Ha oﬁuapoaeailpmo‘“um 8 [Llvpxasen secmuuk” u ommensm deflcmeatljurne UUCKBAHUS, 8 cuna om 28.02.2023z. Ha OCHOBAHUE
peluiiue NE LI Hc-aadzg%oz“‘zoéste




MPUNOXKEHUE 3

OEKNAPALMA 3A UHOOPMWUPAHO CBIMMACUE C USUCKBAHUATA 3A 3ANOYBAHE! MPOABINKABAHE HA
NEYEHWETO C NEKAPCTBEHWA NPOOYKT

cnea Kato ce 3anosdax ¢ uAnata MW npenocrtaseHa MH(bOpMaLIVIﬂ W Uenta Ha nedyeHueTd C  NeKapcTBeHWA
] & 1 O W Cnef Kate nonyyux nadepnartenHu QTroBopv Ha
NOCTaBeHUTE OT MEH BBNPOCH, AeKnapupam ye:

1. LUWe cnazeam NPENopbYaHaTa MU CXemMa Ha NeveHne n NepuoavyHOCT Ha KOHTPONHUTE nNperneau.

2. Pep,o;ahg_igﬁ € CE ABABAM Ha KOHTPONHW Npernegn U HAMa Aa NPOMEeHAM CamOBONHO KNK NOA APYro BHYLIEHWE Ha3HayenaTa

1 TOCOUEHUTE YCROBUR NIENEHUETO M1 C YNOMEHATIA NEKaPCTBEH NPOAYKT WWe Gb/ie NPexpaTeHo 1 HAMa

4. Mpu ljg‘,&cng_:gg‘a“_

na Mﬁgﬁ;@ﬁq@kbm H3OK.

M3KUCKBAHNA HA H3OK MPWU NEYEHWE HA KUCTOS3HA GUEPO3A / MYKOBUCLIMIIO3A/ B W3BBHBOMHWYHATA NOMOLL,
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