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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

MpoToKON M 32 3anoYBaHe Ha Nevexne
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=~ 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.
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Komucuanoyn. 78, 1. 2
o1 330 8 LIY Ha H30K

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

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

{reroua-b)

MeauumHcka QOKYMEHTALMA, BERIGHBAS- NAHHA OT—aH3MHE3ATa—CTaTYEa -1
APBAXOMAAIO--AOHOHHE NOTBLEKAABAILA KpUTEpUUTE NO NpuNoXeHue 1 w
BCUYKM HeoOxoauMu U3cneaBaHusa, cbobpasHo npunoxerue 2

PelweHune Ha creliManv3npala KOMUCHS C SCHA MEAMUNHCKA MOTUBALIMRK 3a
38M0MBAHE HA NEYEHWE, 3a0bKWMTENHO Ce OTOENs38a NUNCA Ha W3KNIYBaWM
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
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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:
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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 paé cA‘EBﬁocﬁ‘ad 1 Meceu Npeau KaHANAATCTBaHETD
?yao e
ALl KPMTEPMH?A SAHGLIBAHE HA NEMEHUETO C MULTYENZIMES W DORNASE ALFA (BAOBLIDKUTENHW CA BCUYKK
KPUTEPHUN) | -

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-!
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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 ®3KNYBaLUM KPUTEPUM 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
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5&(‘ M3NCKBAHUA HA H3CK NPU NEYEHWE HA KUCTO3HA GUEPO3A / MYKOBUCLIMAO3A/ B U3BBLHBONHWYHATA NOMOLL,



OGTOBER a-60-C oA G FHROHOBEFE-HA KO + pmqomeuue#ﬂa—naeromunre-ume«sawn
B. KPUTEPAM 3A TPOILIDKABAHE HA NEYEHWETO (SADBIIKUTEITHU CA BCUMKU KPUTEPUM)
MKE E84.0, E84.1
KnMHUYHA OLIBKKS U MHTEPNPeTaLUs Ha MachesanuaTa !

TIunca Ha W3KMoYBaLLM KPUTepUK no Tovka B 1 o
1 MegUUMHCKA OKYMEHTALMA N WICNEABAHNA B CLOTBETCTBIE C T36NMUa 2; NPY HANWUME Ha XOGNUTANN3IaUMA 6B APUASES & HeeOXOAMMO enuKpUaaTa
C HOMep Ha 13 aa e ¢ AaBHOCT A0 1 Mecel, Npean KaHZUAATCTBAHETO
? YADCTOBOPABA ¢0-C NOARNGH-HA YRCHDBETE : AT3-BNPHROKEHUS-T-HE HACTOAUTE HIUCKBAHUA

B. U3KNIOYBALLU KPUTEPHUN
1. T[losea Ha HenorOCUMOCT keM Tobramycin u Dornase alfa
2.  KnueuuyHa HeedeKTUBHOCT NpU NPEAXOXOALIC NeYeHne

NPUNOXEHWE 1A
nuéfﬁj@lﬁfﬂEﬁﬂﬁE HA KPUTEPUUTE-NPU 3AMNOUBAHE U MPOOBLINKABAHE HA NIEYEHUETO C

TPAHGMEMEPAHHM PETYNIATOPY HATIPOBOQUMOCTTA MPU KUCTO3HA ®UBPO3A {CFTR) -
Pl NEYEHUE C LUMACAFTOR / WACAFTOR
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PUTIBPH IO 0-OEONeHE--6—HHEBDE 8- UREBKE H-3a8BITHUMGRHO

ﬁE HA NEMEHUE C LUMACAFTOR/IVACAFTOR (3AABIDKUTENHU CA BCUYKWA KPUTEPUW)

e

AnouBA

A. KPUTEPUN 3A-
MKEG E84.0

leHeTUYHO anr_Bbpgééa aRarHoza - XoMo3uroty sa F508del myTauuaTa Ha reHa 3a TpaHcmembpaneH perynatop Ha

NPOBOAUMOCTTA NP KuCTOSHS iiBposa (NOTELPAGHO Haruune Ha F508del MyTalms v & 4BaTa anena Ha CFTR rexa)
s _
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myHKuuonaannafiﬁéﬁ;aﬁe Ha AnnanéTo> thopcupan ekcrmpaTopeH obeM 3a eaHa cexynaa (PEO1) 21
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MoTex Tecr31- z

Exorpacusn Ha*geﬁéﬁfgp;:hﬁ?:?j = -

JlaGopaTopHy nokasaTeri i
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Nunca Ha uamrﬁﬁaﬂ%ﬁnﬁi&m@yfﬁqwq
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1 MELUUMHCKS AOKYMéHTE'ﬁiMF! fgs@q&g@ﬂm 8 CboTBETCTBUE crabnuua 2; npy HaNUYKe Ha XOCHUTanu3ayun ce-RpUnara @ Heobxo Mo ennkpusarta

¢ Homep Ha U3 ga e chéfﬁac;ﬁ“l mecel| npeaitangupatérearero
23 T S T, <"
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E. KPUTEPUM 3A NPOLBIDKABAHE ‘HA NEYEHVMETO C LUMACAFTOR / IVACAFTOR (3AILITDKUTENHN CA BCHUYKM
KPUTEPUWN) Z .

MKB E84.0 R

KnuHWYHa olEHKa u nHTepnpeTauus Ha uéénéﬁgayﬁm’a 1
MoteH Teet 31 ’

-
ri"sq W3NCKBAHUA HA H3OK TTPW NIEYEHWE HA KUCTO3HA SVEPO3A f MYKOBUCUNAO3A B M3BBLHBEONHUYHATA noMotul



Exorpacius Ha uepen gpo6 31
NaGoparopHu nokasarenw !

NMunca Ha U3KkMoYBaLLM KpUTepun no Touka B 41

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

%%WW%WW
4WWWWW&HPWWMHW U3INGKBAHUA

B. U3KINIOYBALLU KPUTEPHUH

CBpbX4YBCTBATENHOCT KbM aKTUBHOTC BELLECTEO WK KbM HAKOE OT NOMOLWHWTE BEWEecTBa

Buvapact noa 2 roauku

KpeaTMHHHOB KNUpBLHC Hag 30 ml/min

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

Mpw nosuwenve Ha ALT unu AST>5 x ropHaTa rpaniua Ha Hopmarta [ULN] unu ALT, nan AST>3 x ULN ¢ BunupyGun >
2 x ULN nnm KnuHUYHO TIPOSIBEHA XBITEHMLA NPUNOKEHNETO Ha NymakadTop/usakadTop Tpabea 4a ce npekpatm
TpaHcnanTUpany nauveHTv

ohWN=

@

NPUINOXEHUE 16

l'lMG}:f";iA qrﬁ’EﬂEHﬂHE HA KPUTEPWATE NPU 3ATTOYBAHE U NMPOABLMKABAHE HA NIEYEHWETO C

TAHCMEMEPAHHU PETYJIATOPU HA MPOBOOMMOCTTA MNPY KUGCTO3HA ®UEPO3A (CFTR) -
2 ¢ NEYEHME C IVACAFTOR / TEZACAFTOR / ELEXACAFTOR

- =5 I Y A A A A

BBCIGEaPASIHA - GCONI-OF - KPUMEP LM 8- AOCOYOH- G- LD a—6- LHOBNKE U 3A0BIHURGRHG

Eﬁ':BéE@EA NEYEHUE C IVACAFTORITEZACAFTOR/ELEXACAFTOR (SAITLIKMTENHM CA 1, 2,

L 1,18 KPUTEPUM)

1 FeHe'mqﬁoi.n’g"ﬁ;}pzlena?ﬁp{a"moaé Ex é@:ma;}xo efHa myTayns F508del 8 reHa Ha perynaTtopa Ha TpaHcMemBpaHKaTa
npoaonmgogfpp‘@;(g@ogp{@uﬁpﬁag {EFTR)*
2 myukuuouagjﬁééﬁa%gﬁéﬁsaﬁa Ha .qm[i‘féﬁi’éid;i&@&O] 21
I‘eneruwo"_n’ofsﬁpgeﬂé ﬁu_atggga - x@gaurog 3a F508del myTaunsTa Ha rena 3a TpaHcmembpaHen perynartop Ha
3E_|a“cb_!/16po:§é:§f’ﬁj'ra'§pqeuo Hanuuue Ha F508del myTauna v B grara anena Ha CFTR reka)
L s h

4 | dyHkunoHanHoisEne '.cﬁﬂ;u';éHQTo ¢ GEOA < 40 vni nnca Ha oTrosop ot nevenneto ¢ LUMACAETOR /

IVACAFTOR 21,

N E T ] N
NaBopatopuu nokasatenifl =~ 4 =

e ~| & O,

Tlunica Ha M3KnIoYBALIM KPHTEPUM S Tobka'B 4

1 meauumHcka fokyMeHTaums u M3CREeABaHUA B ChOTBETCTRME CTabnuua 2; npu HaNWuMe Ha XOCIMTaNUIaLA 6e ApKAaHa @ HeaOXOQUMO eMKkpMaaTa

¢ Homep Ha V13 Aa e ¢ gasHocT ao 1 mecey npe,qli“xaﬂé’una‘r,ci'aaﬂe"ro
23
~ OpHFBHAREH UL UAR-ROAANCEHO-U-3380PEHO-KOANE

4 BEFE-HA- KOMUCHATA-B- ADUROWOHME-1-HA - HACTORMUTE MINCKEAHKA

ﬁék W3NCKBAHWA HA H30K NPW NEMEHWE HA KMCTO3HA GUBPO3A / MYKOBUCUMAO3A/ B M3BBLHBEORHUUHATA NOMOLL



B. KPUTEPUY 3A NPOOBIKABAHE HA NEYEHWETO C IVACAFTOR/TEZACAFTOR/ELEXACAFTOR (3AQBITXKUTENHA
CA BCHUYKU KPUTEPWM)

MKB E84.0
KiuHMURa oLeHKa 1 MHTepnpeTaLMa Ha u3cneapaHusTa |

MoTten Tecr !

Exorpacus Ha wepeH gpob !

NaGopatopru nokasarenu !

Iunca Ha W3KMIOYBALLMA KPUTEPUH No Touka B 21

1 MEANMLIKHCKE AOKYMEHTALMA Y U3CNEBAHIA B CHOTBATCTBHE CTa5NNUA 2; NPW HAMWUKE HA XOCNUTANWAALIMA Ca-ARMAAFA & HeoBXOAUMO eNuKpPU3aTa

C HOMEpP Ha M3 pa e ¢ AaBHOCT 40 1 MeceuU Npean KaHZUA3TCTBAHETO
2 BOL OBE80 Bd 48 G 1O A L cl PRLE OBET18 23 H-H

B. N3KMOYBAUIX KPUTEPKUN

1. CPpbX4yBCTBUTEMHOCT KbM aKTKBHOTO BELUECTBO MU KbM HAKOE OT NOMOLLHWTE BELecTha

2. Bwvbapact nog 6 roguHK

3. KpeatuHuHoB xnupbHC Hag 30 mi/min

4. Tesnxo yeprogpobHo yepemaane (knac C no Child-Pugh); Ymepeto (knac B no Child-Pugh) - oTHocutenHo maknousaly
Kpﬂ&gpﬂjj}‘a{?@ KOHCYNTAUMWSA € racTPOSHTEPONOr U OUEHKA NON3a/pUcK OT NeYeHneTo

5. Mpighosyillienie Ha ALT vnu AST>5 X ropHara rpaniua Ha Hopmata [ULN] unu ALT, unu AST=>3 x ULN ¢ Bunupy6un >2

x UENSAIWKI#HUHHO NPORBEHA XBITTEHKLA NPUIIOXEHNETO Ha NymakadTop/ueakadTop Tpabsa Aa ce npekpaTh

oty -4 ) 3 s
5. Tp?nga WBERM nauueHy

JIEYEHVE C IVACAFTOR
= =75 N N N ) O

DGO PRBELYA—B0eK-OR] PUMOPUUME— 6860 HOHE—C—HUEPa-8-UHBOKE 330 LIDRURIGRHO

A. KPMTEPUH 3A 3’@10‘4 ‘C IVACAFTOR (3AOBIMKUTENHW CA BCUYKN KPUTEPUN)

MKBE E84.0:%, 7= WK

1 [ = e SO Sy
eneTuuHO noTEBpAeHavariosa.- R1 1‘%_H CFTRMyTaums unn eana o7 CReAHNTE BOASLM A0 KaHANONATUM MyTaLIMK
{knac I} B rgfg;f?aﬁtg‘aﬂ%?@g;{ahﬂm pergn‘amp Ha MposoavMOCTTa npu kucto3na dwmbposa (CFTR): G551D,
G1244E, G1 ggig_ETZ?B_,g&ng 1251N $1255P, S549N unu S549R.

2 | ®yHkumonano wiknienpake A AnluareTo GOEOT 21

3 {Motewrect 31 "5 - T T .

4 | Exorpadms Ha uepeH Fpob f, L

5 | Naboparopwu nokasarenu™ <. .

6 | Nunca Ha uakmousawm kpuTepin 16 TouKa B &

i w5l oS - -
MeANLMHCKA ACKYMEHTALNA N U3CNEABAHUA B caogggmu_e_gra_ﬁngua % Py HAJTW4ME HE XOCNMTaNU3auws ce-RPUAAFa e HeoBXOANMO enuKpU3aTa
¢ HoMep Ha U3 ga e ¢ pasHocT A0 1 mecel npeau kanguEdFeTRanaTo., i
23 - "
" OPUFAHAASH-BUL-MAN-ROSRUGAHE- M 2aBOPEHO-KORKUE

4
BETEeHI-KOMUGHATA-B-IPHAGKEHUE-1-HA HACTORWMTE HBUCKBIHHA

-y
?\7}Q M3WCKBAHWA HA H3O0K NMPY NEYEHUE HA KUCTO3HA DUBPO3A / MYKOBUCUMAO3A/ B M3BBHEONMHUYHATA NOMOLL



6. KPUTEPUK 3A NPOOBLITKABAHE HA NEYMEHWETO C IVACAFTOR (BADBMKUTENHNA CA BCUYKW KPUTEPWIA)
MKB E84.0

KnvHMYHA CUSHKE W MHTePNPETaumMA Ha uicnieaBaHusTa |

Motex Tect !

Exorpachua Ha vepeH apo6 31

NabopatopHu nokazaTenu !

Tunca Ha W3KNIOYBALLM KPUTEPHM no Touka B 21

13 Meavuuicka AOKYMENTAUMA W M3CNEABAHUA B CLOTBETCTBUE G TAGAMLA 2; TP HANWMME HA XOCNWTANW3AUWA Ce-NPUAEFE € HeoGXoAMMO
envKpusaTa ¢ Homep Ha W3 43 e ¢ 4aBHOCT 4,0 1 Mecey Npeay KaHAWAATCTBAHETO

2 YHOGTOBEPABA-CO-C-HOAMMGH-HA- HASHOBETE- HA KOMHUCUATA-B NPHAOKOHHUE 1 HE HAGTOAINTE UIUGKBAHUA

B. K3KNKHOYBALLK KPUTEPUX

CBpbXYYBCTBUTENHOCT KbM 2KTUBHOTO BEWECTBO UMK KbM HAXOE OT NOMOLHUTE BellecTra

Bwapact nog 4 meceua u Terno nog 5 kg

KpeaTuHuros xnMpsHC Kag 30 mi/min

Te)EKMe‘p‘H;‘mﬁbGHo yepexnaHe (knac C no Child-Pugh)

ﬂpifno lllaHl?Ié Ha ALT vnu AST>5 x ropHata rpanuiia Ha Hopmata [ULN] unm ALT, unv AST>3 x ULN ¢ Gunnpybud >2
il uvﬁmsigmwo NposBeHa XbATeRULa NPUNoXeHUeTo Ha eaxadTop Tpabea aa ce npekpaty

g

TpchﬁaszTnpaHu nayueHTH
=

ah L=

®

OPWUITOXKEHUE 2

Ppny 'M,;BkmoquM 8 [punoxenue 1 Ha TIO3UTUBHUA NEKAPCTBEH CRUCHLK, XouTo H3OK 3annawa e
B in're ,qoxymeum 3a ycnosuaATa.

DDD
Sopium ﬂoxaaaﬂa scapbquacrsmenuocr KbM 3 My
; aﬁonucm cyncba‘!‘ HIIA nomwuxcm-l B
TOBRAMYCIN
1500 mg
LEVOFLOXACIN* 240 mg

._'.
E%‘ WM3NCKBAHMA HA H3OK MPU NNEYEHME HA KUCTO3HA OUEPO3A / MYKOBUCUWAO3A/ B U3BBHEONHUYHATA MOMOLL,



= [loa 5 roguwHa Bb3pacT 12m
DORNASE ALFA = Npu naunenty ¢ $PBK <40% 3 -2 M9
MULTYENZIMES
IVACAFTOR * Tlop 4 MeceyHa BbL3pacT
LUMACAFTOR /
IVACAFTOR Mop 2 1 rogniHa BB3pacT
IVACAFTOR/ T T
TEZACAFTOR *  [lop 6 2 rogvwHa BL3pacT
ELEXACAFTOR

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

2. nPOCHEﬂHBAIiE”_

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

KpbBHa 3axap ] Menxﬁeﬁamo Ao 10 roguwna swapécr). X X
‘-IepHo.qpoﬁﬂw EHEMW-“ 7 — ASAT, ALAT, ITT ” X X
2
2 £ ar
EvnupyGuH i - _ X X
MukpoBuonorvuno wicneneaHe 2 X X
KpeatutuH un ygeﬂ Ha BCeKM WECT NbiHKU UMKbia Ha Tepanus
(180 ,quBHa ainMHO{J:MK@a}ana Tepanua) v no npeyeHxa * X X
cT/aMP & - J X X
KoHcynTtauws cbe ﬁﬁeut@anﬁbr Y_HI,' & X X
KoHcynrauus c*l-leq: Tl ) X X
KoHcynTaums ¢ HeBE ﬁ’"&i‘z’éﬁm o X X

o

KoHcynTauus c. enwnoﬁoﬁ?ﬂ;- '

g o5

; 'e HBOGXOAHMO enukpnaaTa c Homep Ha 1/13 Aaec ,uasnocr A0 1 Meceu npenm K28HAUAATCTBAHETO,

3abenexxa: MNpu neqehug rf aiuc e,% qmm -PefynaTopy Ha npoBoAUMOCTTa NP KUCTO3HA 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,

& 3 WM3NCKBAHWUA HA H3OK MNPKY NEYEHUE HA KNCTO3HA GUEPO3A / MYKOBUCLIMOO3A/ B U3BLHBONHUYHATA NMOMOLL,



Ii. OB USUCKBAHUA

1. BnapacroBarta rpaHMUa ¢ n3YMCIABa B HABDPILUEHW rO/UHK - T.€. BKIMOYWTENHO KbM OaTaTa Ha U3aaBaHe Ha NpoTokona ot
cneLuanuanpaHaTa KOMUCWA.

2, Mpw HazHauasaHe Ha Tepanus nNo NPoTOKON 3aabMKUTENHO ce cvobpaidasaT BbL3PacToBUTE OrPaHMYEHna, CbINAcHo KpaTkaTa
XapaKTepUCTHKa HA CLOTBETHUA NEKapCTBEH NPOAYKT, YTBBbRAEeHA no peaa Ha JNIMXM.

3. H3O0K He sannawa neveHue U3sbH yrajaHaTa Bb3pacToBa rpaHvuLa B KpATKaTa XapakTepueTyka Ha npoayKTa.

4. H30K He sannawa neveHre ¢ 03U HaA MAKCUMANRO PaspPeLleHUTE NO KPATKA XAPpaKTeprucTUKA Ha npoaykTa.

5. B cnyvail Ha HacTENUNA NOAO3KPAHA HEXENAaHa NekapeTeeHa peakyun, nekapar yeegomnasa VAT o peaa Ha un, 184 or 3NMXM,
Konue ot cuoﬁme:—me‘ro ce Npunara Kbm Me,quuuucxara AoxymenTauva Ha 30J1 npu kaHauaaTcTBaHe 3a NeueHue.

7 mu’iﬁnasaﬁé:ﬂa E~ng TO; r'tila“ﬁgna Ha:ekcnepvsaTa no un.78, 1.2 o1 330, oTnaaa HeoBx0AMMOCTTA 4a CB NPefOCTasaT U
CB;p‘aHnaaTgﬁynopc @e- PAnOKeHre N9‘3 bI HacTosmTe ,Manckeanus Ha H30K®,

8 WM E=np TOKOJ:ECE bq:hmecnaﬂsa -] CbOTBETCTBUE ChG ChBMECTHY Y«a3aHuA 3a paboTa ¢ nogazaeH no enekTpoHeH
K na[NﬁIIG%j{e pqrogoﬁ : M’ex;py HauuonanHaTa 3gpasHoOOCHIYpHUTENHa Xxaca v Bbnrapcku nekapckm cbios 3a
np@narax-r&ua F”iauuoha HH 1 paMKOBABIO80P, 3a MeAULIMHCKUTE AeAHOCTA.
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Hacmomuumé.- uaucksaHun ca ymevpderu om ynpa‘éuqunﬂ 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 MpasunHuxa
38 ycmpoucme“@ﬁo wdelinocmma Ha HayuoHanHama 30pagHoocusypumenHa Kkaca. M3uckeanuama efiu3am e cuna om damama

Ha oﬁuapoaeailpmo‘“um 8 [Llvpxasen secmuuk” u ommensm deflcmeatljune ULCKBAHUA, 8 cuna om 28.02.2023z. HA GCHOBAHUE
peluiiue NE LI Hc-aadzg%oz“‘zoéste




MPUNOXEHWE 3

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

cnea Kato ce 3anosdax ¢ uAnata My npejocTtaseHa MHdJOpMaLlVIﬂ W Uenta Ha nedyeHueTd C NeKapcTBeHwA
] & 1 O W Cnef Kate nonyyux nadepnarenHu QTroeopv Ha
NOCTaBeHUTE OT MEH BBNPOCH, AeKnapupam ye:

1. LWe cnazeam NpenopbYanaTa MU CXema Ha nedeHue M NepuoawHOCT Ha KOHTPONHUTE nperneau.

2. PEAOB‘H_zQﬁ%e&%_gﬂ*BHBaM Ha KOHTPONHW Npernegu 1 HAMa Aa NDOMEeHAM CamMOBONHO MNW NMNOA APYro BHYLLIEHWE HA3HaYeHaTa

Mpy HeChA3
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WN3NUCKBAHWA HA H30K NPW IEMEHWE HA KMCTO3HA GUEPO3A / MYKOBUCLIMIIO3A/ B W3BBHBOMMHWYHATA MOMOLL,
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