Iporokoa Ne 11
3acenanusi @ opmyJIsipHO KOMUCCHH
MunucrepcTBa 3apaBooxpanenus Pecnyoiuku Kazaxcran
(B pexxume \Webex)

r. Hyp-Cynran «03» urons 2021 rox

IpeacenareanscrBoBain: [ xycunos bayp:xan AnumepoBud— 3aMECTUTEIb
[Ipencenatenss dopmynsipHoi Komuccuu MUHHCTEPCTBA 3IPaBOOXPAHCHUS
Pecnybnuku KazaxcraHn.

YuacrBoBauau: baiicepkun b.C., CeineikoBa b.M., AnsuikanoB P.A.,
EmoOeprenoBa M.X., KynkaeBa I.VY., XynucoB E.A., bumaroBa I'.K.,
HypmanoBa M.U., AceioB E.A., AOmpaxmanoB P.3., KacsimbexkoBa C.K.,
PaumkynoBal.V., AnauspoBaH.T., MyxamemxanoBal . E., Kanra6suios H.C.,
Kunmak6aes P.K., IllamcuBanuea K. A.

Cexperapsn: Jlactan [11.M.

OtcyrcrBoBasm: bypkurbaes JK.K. (coBemanue), iocenoB A.K.,
Jlayt6aes E.K. (otnyck), HanpipoB K. T. (coBemnanue), bekapucor O.C.(oTnyck),
Kemaiikun B.M.(otnyck), Heraii H.A.(komanaupoBka), MupzaxmeroBa JI./1.
(otmyck), bopanbaeBa P.3. (ormyck), baitmakbaeBa X.JK.(komaHaupoBKa),
MakankunaJL.T'. (ormyck), AnenoB M.M., lypmanoBa A.K. (oTmyck).

IToBecTKa 3acenanus:

1. PaccMmoTpeHre BOIPOCOB BKJIIOYEHHS JIEKAPCTBEHHBIX CPEJICTB B
Kazaxcranckuil HauMOHANBHBIA JeKapcTBeHHBbIM ¢opmynsp u Ilepedens
op¢aHHBIX 3a00JI€BaHNM U JIEKAPCTBEHHBIX CPEJICTB JUIs UX JIcUeHUS (oppaHHbBIX);

Hoxumaguuk: xycunos b.A. — gupekrTop JlenmapramMmeHTa JeKapCTBEHHON
nonutuku M3 PK.

Conoxknagyukm:

TabapoB A.b. — pykoBoautens LleHTpa SKOHOMUKHU U OI[EHKH TE€XHOJIOTHI
3npaBooxpadHeHuss PITI na IIXB «PecnyOnukaHCKuid 1LEHTP pa3BUTHUS
3npaBooxpaneHusi» M3 PK.

Ecb6arbipoBa JI.M. — HauanpHUK OTJelia MOMCKa Joka3zarenbcTB LleHTpa
DKOHOMUKHM M OLIEHKH TexHonorui 3apaBooxpaHenuss PITI na IIXB
«PecnyOnukanckuii lIEHTp pa3BuTus 3apaBooxpanenus» M3 PK;

3aceganue oTkpbUl 3amectutensb [Ipencenarens dopmynsapHOl KOMHUCCUU
MunucTtepcrBa 3apaBooxpanenust Peciyonuku Kazaxcran — Jxycunos b.A.

KBopyM miss npussatus pemeHud @DOopMylsipHOM KOMHUCCHUEU HMEETCS
(yuacTtBytoT 18 yenoBek, OTCYTCTBYIOT - 13 ueioBek).

3acenanue @opmysipHon KoMuccru 00ObSBIISIO OTKPBITHIM.

Jxycunos b.A.:

Eco6arbipoBa JI.M. 1010112 CIEAYOLIEE:
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PaccMoTpeHHE BONPOCOB BRINYEHHS
NexapcreeHHBbIX cpedcTs B KH® u
Ilepeuens opdanHbIix 3ab01eBaHuH H

Ipasosasn Gaza dopuuposanna KH® u [Mepeuna opdannbix

zafoTeBaHHE H AeRAPCTEEHHBIX CPedCTE IJIH HX JeWeHHA

+  Fogerc PecoySmuss Fazaxctas ot 7 mroma 2020 roga Ne 360-VI 3PE « 0O sgopoBse Hapooa B
CHCTEME SOpaB00KPAHEHHN;

+  Ilpwusas g.o. MusncTpa sopascorpanesns PecmySmuss Fazarctan ot 24 geratpa 2020 roga
ke EP JOCKI-326/2020 «O6 +TEepEOsHEHH OPEEHRN FopMHpOEIRHE FasaxcTaHCHOTO
HAMHOHAMBHOTC JIeKapCTESHHOTO GOpMyIApE, a Takke OIPAEHT paspaloTHH IeKapCTEeHHRIX
SOopPMWIIAPCE CPraHNSalHil 3SIPaE0oRpaHe I |

+  ITpuras MusmcTpa sopascoxpaneand PecoyOmse Fazaxctan ot 16 oxtabps 2020 roma Me
EP OChI-13532020 «0O8 YTBepWOeHHH DpaEET (QOpPMEPOBIHHA DEpedHA OpQaHERIX
=a00MsEaHtil B MeEapCTECHHBE CPEOoTE LA HX JISTEHHA.
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ITopagok popmMHpoBEaHHA KazaXcTaHCKOIO
HANHOHAJIBHOIO JIeKAPCTEEHHOT O (pOpPMY.IHpa
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EHETHZEN H (FOTH) CHCTSMETHYSCERN  obsopean (mames — ITawTp);

PEF HOLUSHITEHOSS TEHORCMSSHHOZe omuILEng SHTHYISRH §

2) mpoeamarre IanTpos TpodeccHOREDTERCHE 3EmepTHEE (30 pefowro meedt);

3) mogroToees ITarTpoal seEnovsneg B0 PREVIIBTETE EpodarHORSTEROH SECISPTHERD MITH S0paryIIRpisndt
EDAOECCHH  FIEOITHOMOMSHEOTD OpTEE: E OOMecTH SOpEECONDEHSHHA (Dames — SOpaCTIADHE0H EDACHOCHH]);

4) pECCMOTPENNS B EPHEATHS DSTIEHHS SOPUFIIADEOHE EDAMOCHl Hi OCHOESHHE SSETOOUSHES 10 [ESFIETATEM
SECTIEDTHEEL;

5) DODAMHDOERHNS YVIIOITHOADUSHHEDI OpTamoar FHS.
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IMopagox ¢ opMITpOEAHIA MepeuH IeKapCTECHHBI CPedcTE HIA
nedeHnA opdaHHED 3a00neEAMITT

L. Tax sy scepemasmy:. spespaTes 3 Dpovem epd oo scepemasmeyz. cpegem yfasroe cfpapemn scepeTasnry.
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O 3TOPOBEE HAPOTA H CHCTEME 3MPABOCKPAHEHHA
Eopexc Pecnyvbmmmar Kazaxcran ot 7 sroma 2020 roga Ne 360-VI 3PK

['nasa 0. OKAJAHIHE }[E& THCKOMH ITOMOIIH ITPH OCHOBHBIX
HEHHSEKTITHOHHBIX 3ABOUIEBAHITAX

IMaparpad 2. Orazanne MeTHIHHCKOH MoMOIIHE NpH opdaHHBLX 3afoneBaHnAY

Crarea 177, OxasaHne MeIHIHHCKOH MIOMOLIH NpH opdaHHbx 3adonesaHnax

3. lepeuens opdanHbix 3afoneBaHHi H TeKAPCTEEHHBIX CPEICTE LIS HX JeUeHHA
(opdaHHBIX) YTECpATASTCH YIOTHOMOYEHHBIM OPTaHOM ¢ VHETOM CIeIVIHIIHI KPHTepHER:

1) pacopocTparernocTs B PecmyOmune Kasaxcran;

2) B200XOOHMOCTE B CHCTEMATHUSCHDOM JIEUSHHH, [UTA DIPOESIeHHA ROTOPROTO HMEHTCH
paspaloTaHAERle H SapeTHCTPHPOEAHAEIS HA TeppHTopHE Pecmyimisn KasaxcTan nexapcTEEHEELR
cpemcTEa (KypafensHES TaMHeHTE);

3) B200X0OHMOCTE B CHCTEMATHUSCKOM JISUSHHH ¢ OPHMEHEHHEM JSE3pCTESHHEI CPEOCTE,

e H HMEHOTCA B . HO HE K SHEHHI® Ha
EOTOPELD ngaﬁmﬂﬂ % M;HIPE. EDETEEIEENOENE] L ST

4) panuune 3300NSEaHHH, TR IeYSHEA EOTOPEE B MEPS 0TCYTCTEYICT paspaloTaHARE
MeEApCTEEHAEIE CPEOCTES,

5) Ee0fROOHMOCTE OKASAHHA DAUTHATHERCH METHUHHCEDH DOMOIIH B CEASHC OTCYTCTEHEM
PATHEANEROH TepamiH (HHEY pafebHElS TAIHEHTHL).
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JeEapcTESHHEL Openapat BEmouasTed & [lepeusns opanuem
MeEapCTESHAR CPEICTE OPH HATHIHE OOMCEHTENBHCHE peroMeHIamms FE
COOTESTCTEHH CNISIYICIIEM EPHTEPHAM

1) nexap<TEeHHRLNI OpeNapaT OpedHAsHAYEH LA HATHOCTHEH, TPOoQHIaKTHEY HIH
MeveHE OOHOTO HIH HECHMIBEHE OpdanHbX sa0oMeBaHul COMACHD YIBEDEISHHOTO

nepeund opbanHEx 3a00MeEaHHE (H3 MOMEHT TOIITH MPemToEeHHA ),

P) OPeapaT Saper n:npmenemnﬂa'reppnmpﬂ
Bmm KazaxcTam co crarycoMm uFampaTa{Temmm) HITH HE
FAPETHCTPHPOESH K IPHMEHERHED H3 TEpPHTOPHH Pecoy OmHER

3) nexapCTECHHBIH TPeNapaT OpedHAsHAYSH IR DaOHEHTOE © Sa00MeBaHueM, IR
HE CYIIECTEYET YIOEIETEOPHTEIBHRX METOM0E AHATHOCTHEHE,
% NEYEHHA HIH IpH HATHYHE T4KOTC METOOA, OAHHEIH JISKApCTEEHHELH

Openapar fyioeT OpHECCHTE SHANHTENbHC SONBITYVED OONbE3Y TalHEHTAM, CTPaTaroIIHM
TAEHM Za00MeEaHHeM.

[epecuotp [lepeuns opdaHHbX NeKAPCTESHARR CPeICTE IPOBOONTCA OOHH pa3 B
TPH roja H (WiH) OpH DOAENSHEH HOBRE OpaHHER MSKApCTESHHEN CPEICTE.

Ne MHH Toprosbie Ho3os0rus HePe‘leHB IIpumeyanue
HAHUM €HO BAHUS
1 [Ypconezokcux |Ypcopanbk IMykoBuCIMI03 1.He aBusiercs op¢aHHbIM
oneBast perapaTom
KHCIIOTa 2. J151s1 BKITFOYCHHS B
Iepeuens AJIO Tpebyercst
2 |Amamumymab  [(Xymupa)40 wmr- (1.FOBeHwTbHBII 1. B KII "FOBeHunbHb1it
0.4m1, /K yonaTnuecknit HIMOTIATUYECKUI  apTpuT"
apTpHT; "[lcopuarnyeckuit apTput”
2. TIcopraTHIecK uit TIPeJICTaBJICH;
apTpHT, aKTHBHOCTH
[yMEpeHHO#1 CcTerneHH; Hepecmotp KII
3. M nuonarnyeckas " nuonaruueckas
[rpoMOoLITONIEHIYeCKast TPOMOOLIMTONIEHUYECKAst
mypmypa. mypmypa" Oyner B 2021
rojy, mpenapar He
PeKOMeHayeTcsl.
2.IIpencraBiieH Kak
opdannslit B PK;
Ipencrasnen B [lepeune
AJIO npu HO30JI0THAX
" AHKWJIO3UPY IO LI MiT
cionuut”, "Icopuas”,
"Bone3ns Kpona"
Tpedyercsi 3asiBKAa B
nepededb AJIO ¢ ®OU
3 |AnexTnnu6 Auteniensa, (OHKOJIOrHUecKHe l 1.Ha paccmotpenne @K kayg

karcyna 150 mr  [3aboneBanus opdarnoe JIC

2. Pemenne @K M3 PK no
BKIIo4eHuto B [lepeuenn
AJIO

3. B Ilepeuens E/JI nocne
BKJtoYyeHus B [lepeueHs
AJIO
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4 |Ataypen HET [[Iporpeccupyromas
MbIIIIeUHasT AUCTPOd Hst
lro11eHHa, BbI3BaHHAST
Inenermeii 48-50
PK30HOB B r'eHe
Inuctpod uH.

5 |Anetwmmcren (Omymvinmn s (CTeHO3 TOpTaHH

H MHT IS LA IXpOHMYECK Uit
KaHIO JICHOCHTENb

6 |Burabarpun  Cabpmu, Tabnerka[dmmiencus
500 mr

7 |Tonmumymab  |pactBop 1ust 1.FOBeHunbHbLH
OJIKOXKHOTO unonaTHyecKnii apTpuT
BBenenusa 50 2. IIcoprarnaeck it
mr/0,5 M apTpHT, aKTHBHOCTH
HITIPUILEBI [yMepeHHO# cTeneHu
OJTHOPA30BbIE

8 |Tomommpcen [[Iporpeccupyromas
MbIIIedHast TUCTPOd Hst
Jlro11eHHa, BbI3BAHHAS
Inenenweii 48-50
PK30HOB B I'eHE
ImicTpod uH.

9 |dedmnazakopt |rabmerka 6 mr, 30([Iporpeccupyrotas

Mr MBIIIeUHasT TUCTPOG Ut
Jlro1ieHHa, BbI3BaHHAS
Inenenmeii 48-50
PK30HOB B I'eHE
IntucTpod HH.

10 | Jimverindyma |Texdunepa [PaccesHHBIH CcKIEpO3

par

11 |AunyTykcumal [Her [Helipobiactoma

12 |3onucamun 3onerpax D unencust

kancyna 100 mr
AxTo0e -25 mr

13 [V3oTpernHonH |PoakkyTan 3r10KauecTBeHHOE
[HOBOOOpasoBanue
Ha I0YeYHNK A
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Ipencrasnen B KII

CTall. ypOBHE
2.J151s1 BKITFOYCHHS B

1. B KII npexacraBien Ha

(HET perucTparym)
2. B Ilepeune AJIO

MECTHOTO 010 JDKeTa)

1. s Brroyenust B KHO
He sBysiercs opdanueM JIC

MpeZCTaBiIeH (3a cuer

TIperapaToM

JUISL BKITFOYCHUSA B

ITo HO3070THK

1. He siBiIsAETCS OphaHHBIM
2. Ectp 3aaBka3a 2020 rox
Ho3os1orui0 "FOBEHWIbHBIH

WIHOTIATUYECKUI  apTpuT"

"[Ncopratidaeckuii apTput"
Tpedyercst 3asBka ¢ GOU

opdarroe JIC

4. 1711 BKITIOYEHUS B
ITepeuens AJIO u

3a1BKa

1. B KII npencrasien
2.Ha paccmotpenne OK K:]

3.Ha paccmotpenne @K k
opdannoe JIC 8 KHO

Iepeuens EJI HeoOxoanma

opdannoe JIC

3. 1151 BKITFOYCHHS B
Iepeuens AJIO u

3adBKa

1.Ha paccmotpernne @K K:]

2.Ha pacemotpenne @K k
opdannoe JIC B KHO

IMepeuens EJI HeoOxomuma

AJIO

1. Petnenne ®K M3 PK o
BKJIIOUeHHH B Ilepedens

2.IlpencraBieH B IPOEKTE

1. KII 6yner

paccMarpuBarbesi B 2021

roay

opdannoe JIC

3.J11st BKITFOUCHHS B

DO

2.Ha paccmotpenne dK K:]

2.Ha paccmotpenne @K x
opdannoe JIC B KHO

Mepeuens AJIO u Ilepeunn
EJI neobxoamuma 3asiBKa ¢

Tpedyercs 3asiBKa
2.J171s1 BKIIFOYCHHS B

1. Ans Braroyenns B KHO

1.IIpencraBiieH Kak

3aj1BKa

opdaHHBII Ipenapar B

Mepeuens AJIO Tpebyercst




JIJ1s1 BKITFOUCHUSI B
Iepeuens AJIO Tpebyercs
3asBka ¢ DOU

1. He mnanupyercs
nepecmotp KIT
2.IIpencraBiieH Kak
opdannsii B PK

3. 115t BKITFOYEHHS B
IMepeuens AJIO u Ilepeunn
EJ] HeoOxomuMa 3asiBKa C
OOU

1.He siBsiercst op¢ aHHBIM
IperapaToM

2. Jlns Braroyenns B KHO
Tpedyercs 3asiBKa

3. 1151 BKITFOYCHHS B

HpeJcTaBieH (3a cyer
MECTHOTO OO KETa)

1.Ha pacemotpenne @K kay
opdansoe JIC

2. Ha paccmotpenne st
BKJIIO UEHHsI
JIOMOJTHUTENBHOM JIeK

¢ opms! B ITepeuens AJIO
3. Ilpu BKIIOYEHHHU B
Iepeuens AJIO,
prutoyntes B [lepeyens EJ]

He siBisiercst op¢ aHHBIM
TIperapaToM.

J171s1 BKIJTIO YeHHs B
Iepeuens AJIO u
IMepeuens EJl HeoOxomuma
3asgBka ¢ OO

1.mer KII
2.Ha paccmotpenne K kay
opdanroe JIC 8 KHO u
Opdannsrii [lepeuens

3. J11st BKITFOYEHHS B
IMepeuens AJIO u
IMepeuens EJI HeoOxomuma
3asBKa (Hozonorun B AJIO
Her) ¢ DOU

Byner Brinecen Ha
pacemotperne @K M3 PK H
pamKax Mopy4eHus
munHucTpa ot 15.01.2021

He sinsiercst op¢ aHHBIM
pEnapaToM.

J171s1 BKITIO YeHUsI B
Iepeuens AJIO u
Iepeuens EJI HeoOxoanuma
3asiBka ¢ DOU

14 (Vadumkenmab |nuod win3npoBaH [lOBeHMLHLIi/'I
HBIH MOPOIIOK M THOTIATHY CCK A
Aust ApTPHT,
BHYTPHBEHHHOTO  [[ICOpHUATUYECKUI
BBerenus 100 Mr [apTput, aKTUBHOCTb
[yMeneHHO# cTeneHu
15 ([Kanakmaymab |Mmapuc [FOB eHMIIb HBII
(Kanakunyma0), [nauonarmdeckuit
TOPOIIOK TSt apTpuT,
MPHUTOTOBJIEHHS  [MCOpHAaTHYECKHI
pacTBopa Uit apTpHT, aKTHBHOCTBH
uHBbeKIMH, 150  [ymeneHHOW cremeHu.
mr Nel ¢nakon
16 (Keroananoru
AMUHOKHUCIIOT
17 [Kno6azam Opuzuym 30 Mr  [Dmnencus
18 |Konuctun MOPOIIOK TSt IMykoBuHCIIIO3
(Konucrumera |mpurorosieHns
T) pacrBopa Juist
uHramsiumid 80 mMr
1000000 E]f
19 |JTakocamuz Bumvmar Tabnerka [Dmiencus
50 mr
20 |Mecanazun Ientaca 500mr [Bonesus Kpona A1L2
Tlenraca 1000 mr [roscroif KuIKw,
[TOTABEHOE TOpaKEeHHES
21 |Metpenentin  |Muanenra IBposxaeHHast
(Topowrok it [reHepaTM30BaHHASL
MPHUTOTOBJICHHS  [mumoaucTpod st
pacTtBopa Juis [BupapiuHen ceifna
MHBEKIMH B
KOMIUIEKTE C
pacrBopwureneMm 3
mr Nel)
22 |Hycumepcen  |Crmmpaza 2,4 CrHanpHast MBIIICTHAS
MI/MIT S5 M atpodyus, 1 Tem
23 |[lankpeatnn  [Her IMykoBHCIII03
24 |llepammanen  |Daiikomma D mterncust
Tabnerka 6 Mr
25 |TIOJIMBUTA [AxBanexc IMykoBucIMI03
MUHBI -wer |(Buravma K),
TTAHHBIX JKEITaTHHOBAsI
KarcyJsa

He siBnsiercst
JIeKapCTBEHHBIM CPEJICTBOM
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26

Tonatnan6 45 mr IXpornyeckmit

IMUETTONICHKO3

27

IIpenuuzonox [[Iporpeccupyromas
MbIIeqHast TUCTPOd st
JlroeHHa, BbI3BaHHAs
Inenermeri 48-50
PK30HOB B TeHE

lnuctpoduu

28

[Ipennmson [[Iporpeccupyromas
MbIIIIeUHast AUCTPOd st
JlromeHHa, BbI3BaHHAS
Inenenweii 48-50
PK30HOB B IeHe

Imictpod e

29

Crtupunienron  |500 mr (Cunnpom [Ipase

30

CynbTHam (Ocnonot) D unencust

Tabnerka 200 mr

31

Terpaxozaxtuz |Cunakten Jerno [dmmnencus

32

pacTBOp JUIL 1.MykoBucIH03
uaramsiiuu 300 [2.Bpoxxaennas
Mr OpoHX 03K Ta3Us

ToOpamuiyH

33

1.KII - Bone3nu KocTHO-
IMBILIICYHOM CHCTEMBI

2. AJIO - FOBeHWw1bHbI#
VIO TIATHY eCK M
apTpHT, 3
rcopraTnyecKuii

apTpUT, aKTUBHOCTB
[yMepeHHOI1 cTeneHu

Tomnuzymad

34

I quonaTuaeckas

[rpoMOOLITOTICHUY ECKast
mypiypa. FOBeHwIbHBIH
MIHOTIATUYECKUI  apTPUT

Dntpombomnar
25 mr

35

Ortemupcer  |9k3oHauc 51 s [[Iporpeccupyroas

BHYTPUBCHHOH  [MbImieuHass quctpodust
uady3un 100 Jlro1eHHa, BbI3BaHHAs
MI/2Mi Inenenweii 48-50
(50mr/m), PK30HOB B TeHe

U1 Inuctpo .
BHYTPUBEHHOM

Y3 500

mr/10m1

(50mr/mu1)

ITporoxon Ne 11 3acenanus @opmyisiproit komuccun M3 PK ot 03.07.2021 roma

opdannoe JIC

3. J11s1 BKITFOYCHHS B
Iepeuens AJIO u

1.Ha paccmotpenne @K K:]

2.Ha paccmotpenne @K x
opdannoe JIC B KHO

Ipencrasnen B [lepeune
AJIO npu HO30510TUM
"MBEInredHas TucTpod ust

J171s1 BKITIO YeHusI B

3ad4BKa

IMepeuens AJIO Tpebyercs

opdannoe JIC

3.J11st BKITFOUCHHS B
IMepeuens AJIO u

3asBKa ¢ DOU

1.Ha pacemotpenne dK K:]

2.Ha paccmotpenne @K k
opdannoe JIC B KHO

Iepeuens EJ] HeoOxoanma

(HEeT perucTparym)
2. B Ilepeune AJIO

MECTHOTO 00 KeTa)

1./Insa Bxiarouenus B KHO
He siBisiercs opganubiM JIC

TIpEACTaBJICH (33. CUET

(HeT perucTparyn)
2. B Ilepeune AJIO

MECTHOTO 010 [KETa)

1. s Brroyenust B KHO
He sBysiercs opganubM JIC

MpEZICTaBJIeH (3a cuer

romy
2. B Ilepeune AJIO
MPENCTaBJICH MPH
HO30JIOTHH
"MyxkoBucImno3";
Ho3zonorun Q33.4
Bposxaennoit

Mepeune AJIO

TIpEACTaBJICH

1.KIT pacemotpures B 2021

OpOHXO3KTa3UU HET B

3. B mpoekre Ilepeuns EJ]

PEKOMEHyeTCst
2. J11st BKITFOYCHHS B

3asBka ¢ DOU

1. B KII npencrasien

ITepeuens AJIO Tpebyercst

opdannoe JIC
2.J171s1 BKITFOYCHHS B

3asBka ¢ DOU

1.Ha paccmotpenne @K kay

Mepeuens AJIO Tpebyercst

2.J171s1 BKITFOYCHHS B
Iepeuens AJIO u

3asBKa ¢ DOU

1.IIpencrasnen B KIT

IMepeuens EJI TpeGyercst




(HeT perucTpanym)

2. B Ilepeune AJIO
NpezicTaBiIeH (3a cYeT
MECTHOTO OF0KETa)

1. s Bxirouennss B KHO
He siBysiercs opdanueM JIC

opdannoe JIC

1.Ha paccmotpenne OK K:]

2.Ha pacemotpenne @K k
opdannoe JIC B KHO

36 |3tocykeumun  |Cykcmen (Drmtencus
Karcyna 250 Mr
Tlennupman - 720
(AxTOO€)
37 |Pucouruiam DBpucau (CriMHanbHas MbIIIEYHAS
atpod ust
38 |TUI'MEHWYE (3amuTasiit kpeM, [bymmesnsrit
CKUE OUMIIAKO ITast briiepMosnn3
CPEJICTBA |meHa, meHa ist
BaHHBI H T.]I.
39 MU Tpaxeocromuuec [CTeHo3 ropTaHu
Kast TpyOKa, X pOHIIECK M
ITyJIbCOKCUMETD,  [KaHIOJICHOCHTENTh
oTcackIBaTellb
TOPTaTUBHBIA U
T.JL.

1 1 PaccMoTpeHne BOIIPOCOB 10
BKJIIO 4CHHUIO
I'uruennyeckux CpeacTs He
pernamentupoBanbl  HITA

1 1 PaccmoTpeHre BOIPOCOB IO

BKJIIOYeHHt0o MU He

pernamenTupoBanbl HITA

I1o pe3ysbTaTam NpoBeIeHHOI0 aHAIN3a BLIHOCUTCSI HA paccmoTpenne DK M3 PK

INe

MHH

TOpl"OBl)le HAaUMCHOBaHUA

Ho3on0rns

B Ilepevens opdaHHBIX JeKAPCTBEHHBIX CPEACTB COIJIacHO mMpuka3dy MuHucTpa 3npaBooxpanenusi Pecny6iamku Kazaxcran
ot 20 oktsa6ps 2020 roxa Ne KP ICM - 142/2020

1 AnexruHub IAnenensa, kancyJsa 150 mr Omnkosioruueckue 3a001eBaHus
2 Tlononupcen IIporpeccupytomas MpleyHast
nuctpodus J[romeHHa, BbI3BaHHAS
nenenueii 48-50 SK30HOB B TeHE
JUCTPO(UH.
3 JednazakopT radyietka 6 mr, 30 Mr IIporpeccupytomnias MbleyHas
nuctpodus J[romeHHa, BbI3BaHHAS
nenenueii 48-50 3k30HOB B reHe
IHCTPODHH.
4 JlunyTyKcumab HeT Heitpobnactoma
5 Konuctun (Konucrumerar) [TOPOIIOK JJIs IPUTOTOBIEHUS pacTBopa|MyKoBHCIHI03
st maransuid 80 mr 1000000 EJT

6 Mertpenentun Muanenta (Ilopomox 1is BpoxxnenHas renepanusoBaHHas
[TPUTOTOBICHHS PACTBOPA ISl MHBEKIMH|TUIIo 1ucTpo ust bupap nuHeniu ceitma
B KOMILIEKTE C PaCTBOPUTEIEM 3 MI
INe1)

7 IMonaTnHUO 45 mMr XpOHHUYECKUN MUETTOTIEHKO3

8 CTupHIeHTo 500 mr Cunnpowm Jlpase

9 Ontpombomnar 25 mMr HeT Wnuonaruueckas
TpOMOOLIIMTOTIEHNY €CKas My pIIypa.
IOBeHMNIBHBI MIHOTIATHY €CKUI
apTpUT

10 |Pucaumiam CrnvHanbHast MbIIICYHAS aTpodus
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MHH Toproesie Hozorormasa
HAHMEeHOBEAHHA

T omoOHupceH TMporpeccHPYIOOIAS MEIIIIeYHAad OHCTPpOoMgIIs
TrollleHHa. BEIZEAaHHAaA ODeaelreii 48-50
K30HOB B I'eHe OHCcTpodHH.

TrollleHHa. BEIZEAaHHAaA ODeaelreii 48-50
SK30HOB B I'eHe OHCTpOodHH.

TMednazaxopT TabmeTka 6 Mr, 30 Mr [ITporpeccHpPVIOIIAS MEITeYHAada DHcTpodia

PrHCcaMrLmant DEPHCOH CnHHaTbHAaA MBIIIDeYHasd arpodHsa
TTHHYITVECHMAaAD |[HeT Hetipo&macTona
MleTpelelITHH MramenTra (Ilopolllok BpodaeHHAS TeHepalIH20BaHHAS
A IIPHTOTOBIeHHA |[MHIToOHcTpods BHpap OHHeIITH celina
acCTBOPA ILITA
KITHII B

OMILITCRETES O
ACTEOPITCIISM 3 mr

N2 1Y)
TToHaAaTHHHD 45 MT N poHHYeCcKHH MHEeToIeHKO3
CTHPHIIEeHTOIL 500 mar ICHHOpoM Ipaee

MO094X08 Toaozupcen/ Golodirsen (TH-Buonauc 53)

NOPOIICE M1 IPHMOTOENSHEA KOHIOSHTPATA TR OPHTOTOENSHEA PAcTEODaE WA
mEdysEE 100w 2y 1 500w/ 10mn

EHE ﬂ'i‘l]-_m g porchk (2321]) - mwor;
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EMA - = spoycrmacs,
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M09AX08 Tomogupeen/ Golodirsen (TH-Buonauc 53)
OOpOMIOE MTA IPHTOTCENSHEA KOHNERTETa MTA TPHRTOTCENSHHA PAacTECDa M
mrEdysmE 100m2am u 500mT/10Mn

mmmmmwmm

ooy any saceoma T3

Gm&;mﬁr}—mﬁwﬂ‘.m IOTOAE DOTIRENTGE DpomyoKy azoma 31 g
CerosE AT OE STapeme I 5wy

-'L‘rm‘pn: {C DopTEspEDermOol cmoncme-MyTaped & name DD v melmamgeay nammesmos &

—RTET e T
AL - Beyrpaseennal

TEep Wirondhs I3 pacrecp puE
E;w._ Exspeeme 50 pr f mm
1 yrooEmETRE
[CRUGECOM nomz 72 ey 53593 pomm. CIILA £ = 333 339,566 Temms
[1 smmmrToa
[Cornacmo zarewe saEmmenE 53 (MHH- Tomopepoend moe &'seemoro monombeorzmere 1007 son — TR0 Terms
m!i-ﬂﬂi—l’w naE &eemmore Booombecsamme SO0V 10 e — 3 043 000 Teeme

[Ironesomay STOGEOCTH DNDEDIE {[EATEOCTHER, paiemrarme B Gp) & Tnsmmss ST TR G
[narmeerra pacoas 14 3 (4 dmawoma 0o I v ecermeesa) & Somermeeo humersmod pacmpodem Tomemma
- 164 112 000 Teems

MO2AX08 Tonooupeen/ Golodirsen (TH-Bronauc 53)
NOpOINOE MR IPHTOTOENSHRA EDHOSHTPATa WA IPHTOTCEISHEA PacTEODa A
uEdysEE 100mr2an 5 30010

1) I'P JIC =l {EIHJI'C} maT permcTpamn Updarmatt mepewms TC- =8 opepomamnee
1}szmm-5mmm:¥mmomwmlﬁw
OIECMESST KIHOSGE0S BOCRNROEETE 2K PEROMERRpOEammos | DAmemTor DOTysams Muoepons B 4 namenrs - muansho)) coomsemomsyT
. yeETMELE, TT0 E [ANNOM KIHEHTSINGS BOCTADOEANS BN VRIZEE DOCTOMDEOCTE SRR DOy RN DATT RIS MAED T
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BOCRNROEENSS IRGOCTARIET HoLEESNEcTE: XEacR L wm ranomepom Sezonace
Twmmzmmmnzmcmrmummmmmmm
Tﬂ:mmmfm}m}.m:m

Corzzcme Pedra i I8 SAPMICHITATIOPY BT GANIIT.
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Corzacmo Uniced Healds care® (CTILA) {01 04 D02 1) Vipondy 53 {mododinsn sscmer Gumy DoxouT GEE ooweme Murmsenod TecToobem
Trcmmeemmz (AT 7 Dammesor DM CoOTHST0 I LRETmn

EiPeruorpames ICHOZCE EMA! neperzaméaneamm BOS - FIA 12 peoafnr 20190 opspocmmass vew it B
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PESISHIIE & EXDETEHIO :rmp-r:-rn:m:m peaOEA E THE

JxycunoB b.A.: ITlocie oOcyxaeHuss Bompoca TMpejjaraetcsi CTaBUTh Ha
roJIOCOBaHHE BOMpOC «BriI0YMTHL JiekapcTBeHHoe cpeacTBo B Ilepeudenn
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opdaHHbIX 3200J1€BaHUI M JIEKAPCTBEHHBIX CPEACTB IS HX JIeYCHHUS
(oppannbix) u B KazaxcTaHCKHII HAIMOHAJIbHBIH JIEKAPCTBEHHbIH (GOpMYyJIsIp
o/ «Op(paHHBLIM» CTATYCOM»:

[Ipomry ronocoBars. Ko 3A? [IpoTus? Bo3aepxaics?
«3A»-17, «ITPOTHUB» - HET; «BO3JIEPKAJICS» - 1.

Unenamu @opMyJIIpHON KOMHUCCHHM OOJIBIIMHCTBOM TOJOCOB IMPUHSITO
PEIIEHUE:

Brirounrs JexkapcrBeHHoe cpeacrso «l'osoaupcen» B Ilepedensn
oppanHbIX 3200/1eBAHMII M JICKAPCTBEHHBIX CPEACTB IS HX JeYeHUs
(opdannbix) 1 B KazaxcTaHCKMI HALIMOHAJIbHBIU JIEKAPCTBEHHbIN (POPMYJIAP
noja «oppanabiM» cratycoM (BO3IEPKAJICSH — CozabikoBa b.M.).

N\

Perncrpail - HeT,

BH® (2021)u BH® nuis aereii (2021)- Jlednazakopr (tadaerka 6 mr). [Tokazanue: BocnanuTensHble 1 ajuieprudeckue paccrpoiicrsa; Hedpotnueckuii
CHHAPOM.

Orpha.net - opdannsiii npenapar B CIIA;

EMA - He npencrabieH;

FDA - 9 ¢pespanss 2017t omo6punorabaerku (6 mr, 18 mr, 30mr, 36 Mr) nmepopanbHyocycnensuto (22,75 Mr/mi)redaazakopT A5 TeUCHUS MAlHEHTOB B
BO3pACTe OT 5 JIET U cTapliie ¢ MbIIeuHO#t quctpodueii Jromenna (MIJT).

B O3 - ne npescrasie;

HO02AB13 leprazaxop? Deflazacort (TH — ®nanTagun)
tabmetka 6 Mr Ne 20 n Tabnetka 30 mr Ne 10

MKP - BMJ Best Practice «Msimeansie guctpodum (ot 23.03.2021 pednazakopt (0,9 Mr/Kr nepopaibHO OJNH pa3 B CYTKH).

Nationallnstitutes of Health (NIH)u The Genetic and Rare Diseases Information Center (GARD)/Hngopmayuonnsiit yenmp no 2enenuyeckum u
peoxum 3adonesanusm CILIA — JlehnazakopT OpeaCTaBIeH.

B 06HOBIEHHOM PYKOBOACTBEAM epHKAHCKO# akanem un HeBpoioruu (AAN) « KopTukocreponaHoe JiedeHue M bl e4HO i 1ucTpo ¢ nylom enna»

(2016) a5t ynyqIICHUAMBIIIEYHON CUITBI M CHHXPOHH3MPOBAHHO IBUTaTeIbHOM (yHKIHK K OTCPOYKH BO3pACcTa MOTEPH CIOCOOHOCTH MepeaABUraThes Hal 4
2,5 rona (yposenb C); 115 yTydIIeHHUs JIETOUHOT (YHKIMH, 4TOOBI CHH3UTB TOTPEOHOCTH B OTIEPATHBHOM JICUCHHH CKOJIM03a M OTCPOUUTH HAJIO
kapanoMuonatuuk 18 rogam (yposens C); 11 yBeTHUeHUS BBDKUBaeMOCTH uepe3 S5 u 15 ner nabnroaenus (yposens (.

Medscape «Muscular Dystrophy» 13 Bcex 1ekapcTB, KOTOpbIE MOSBISUINCH H HCUE3ANIH, SAMHCTBEHHBIM JJOKA3aHHBIM 1P eUMY IIECTBOM SBIISCTCS PEAHU3OH
JednazakopT, TPOU3BOAHOECOKCA30INHA IPEAHU30I0HA, SBISIETCS HOBBIM TEpAeBTHYECKUM IpernapaToM Beidopa. Coobimaercs, uronedasakoproiee
Ge3ormaceH [J1s KOCTEH U yriIeBoJHOT0 0OMeHa ¢ MeHbIMM 3 dexkrom Habopa Beca i yrydmaet ity u GyHKiun . i3a orpaHideHHOT0 KOJTHYecBa
m0604HBIX G (PEKTOB U OJIE3HBIX CBOFCTB COXPAHEHHS MBIILIL] H 3aMEeJICHHOTO MPOrPECCHPOBAHHS CKOIHO3a1e(Ia3aK0PT UCIIOIB3Y €TCS, HECMOTPS Ha
MOCTOSHHBIN CTAaTyC MAalMeHTa B MHBAIUHOM KOJIsCKeE.

The Cochrane library— 1CO Emma Matthews et al (2016) B cuctemariueckoM 0630p€e OILEHUIH BIUSHAE KOPTHKOCTEPOHUIOB Ha MPOIICHHE CIIOCOOHOCTH

XOJIHTb, MBIIIEYHY IO CHITY, (hy HKIIMOHATBHBIE CIOCOOHOCTH M KauecTBO XK U3HU pu MJIJ; 1St pelieHus Bopoca 0 TOM, COXPaHSETCs JIU MOJIb3® TeUeHHe

Gosee JUIUTETBHOTO TIepHoa (0oiee ABYX JIET); IS OLIEHKH HEX elaTeNbHBIX IBICHUH; H CPAaBHUIH 3()EKTHBHOCT M OO0 UHBIE 3D(EKTHI paBUUHBIX

[penapaToB U CXeM KOPTHKOCTEpOUI0B. ABTOPHI BEIOpaiu 12 nccnenoBanuii (667 y4acTHHKOB) M JBa HOBBIX TEKY IIMX HCCIESI0BAHMUS 15 BRITFOYCHHUSL. B 910

o6HoBeHne ObuTH BKIIOUeHBI mecTh PKH, a Takke oy 6J1MKoBaHbI Bk HEICHEPaH [0 MU3HPOBAHHBICKOTOPTHBIE HCCIIE/I0 BAHUSL.

Jlaunsie PKM ymMepeHHOT0 KauecTBa CBUCTEILCTBYIOT O TOM, YTO TepaIust KOPTUKOCTeponaaMu mpu MJIJ] yrydmiaeT MBIIIEUHY IO CHITY M (yHKIHIO B

KPaTKOCPOUYHOI NepCIeKTuBe (IBCHAALATh MECAIEB), @ TAKKE MBIIICYHYO CHITY JIO IBYX JICT.

3 Corticosteroids for the treatment of  Duchenne muscular dystrophy. Emma Matthews, Ruth ~ Brassington , Thierry Kuntzer, Fatima Jichi, Adnan Y Manzur. 5 May 2016.
https ://www.cochranelibrary.com/cdsr/doi/10.1002/14651858.CD003725.pub4/full? highlightAbstract=deflazacort

PubMed 1o witoueBoMmy cioBy noucka «deflazacorty ¢ orpanudeHneM Mo TUITY Iy OIMKAIMK: CHCTEMaTHYecKnit 0630p, merananus u PKU 3a nocnenuue 10

ner Haiinensl 8 myOnuKanuii, ykasaust 3

KII PK «IIporpeccupyiomas Mbimeunas guctpod us Jromenna/bexkepa» (01 03.06.2021 r [IporoxomNel39) B nepeune ocuoBHbIX JIC npencraBnex

nedrazakopT.

16
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HO02AB13 [ledaazaxkopv Deflazacort (TH — dnanTagun)
tabneTka 6 Mr Ne 20 u tabnetka 30 mr Ne 10

1 O6miee ommcanune JIIT [IPOM3BOAHBIM MPEAHU3O0IOHA; OH 00JIaaeT MPEUMYIIIECTBEHHO DIFOKOKOPTUKONIHON aKTHBHOCTBIO.

2 P PK/npuuuna oTCyTCTBHS HET
lperucrpaimy/ opQaHHbIH

3 Opdannoe 3a6oneBanne B PK IMbrmieanast aucrpodust Mrormensa (M)

4 Opdannslii cratyc 3a pyoexom  |op¢ annbliis CIIA npu MIJ

5 0630p KU The Cochrane library — 1CO Emma Matthews et al (2016)
PubMed mo kiroueBoMy ciioBy nowucka «deflazacorty ¢ orpanuitdennem no Tuity IyOIHKaim:
lcricrematiyecknii 0630p, mera -ananus u PKU 3a nocnepume 10 ner Haiiiens! 8 myOnukarmii, ykazaHsl 3

6 BapeructpupoBanusie anamoru B (1-s1 imuus: [penuusonon, Jednazaxopt

IPK Mop ¢ 0JIMHO-AHTHCMBICTOBbIE 0JHIOMepPbI:

[DTeninpcen (c MOATBEPKAEHHOH MyTarweii resa DMD , koTopast nojaercst IpoIycKy 3k30Ha 51 s
l1edeHns MaJIbuUKOB CTaplle 5 JIeT);

JATaypeH (c HOATBEP>KACHHOI « HOHCEHC» - MyTarueil B reHe DMD y amOyaTopHBIX MALIEHTOB B BO3pacTe
2 et u crapuie)

Calcort 6mg tablets (Sanofi) Deflazacort 6 mg

60 tablet prescription only medicine

INHS indicative price = £15.82

Drug Tariff (Part VIIIA Category C) price = £15.82

IComacHo 3asiBKE 3as BUTENIS. Dnantanun (Jedasakopr ) 6 mr Ne 20 — 13 000 tenre.
|DnantanuH (deduazaxopt ) 6 mr Ne 20— 16 500 Tenre. JlaHHbIC LieHB! OyqyT IOAAHBI JUIsl PETUCTPALUHU B
HIDJIC
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HO02AB13 ledaazaxopv Deflazacort (TH — ®nanTannn)
tabnetka 6 Mr Ne 20 m tabaetka 30 mr Ne 10

1) I'P JIC uMHM (HIIDJIC) — et peructpamy; Opd annbliinepedens JIC- He mpencrapiew;

2) Knuanueckas 3¢ ¢ ekTuBHOCTB- | KOKpeiiHOBcknii 0030p Emma Matthews et al (2016)

3) Besonacuocrs JIC - Diane E Frank et al (2020): 6e3onacHoCTs ¥ (papMakoKMHETHKa OBLIM IEPBHYHBIMU U BTOPHYHBIMU LETIMH dacTH 1. D10
HCCIIE/IOBAHKE MPEAOCTABIISCT JOKa3aTeIbCTBA Kiacca [, 4to  ronomupcen 6e3omaceH.

Jednazakopt He 3apeructpupoBat B PecrryOmmke Kasaxcran, B cBs3u ¢ 4eM HeT JaHHBIX Ha caifte HI[DJIC mo HexxenarenbHBIM sBIICHISAM
Tomonmpceena mo Pecrry6muke Kasaxcran .

PubMed - Shieh PB et.al.(2018) B anocreprioprom ananmse/moct -HOC uccnemoanus ACT DMD cpaBrunu 3dheK THBHOCT U 6€30MaCHOCT
nedrasakopTa M MPEIHU30HA / MPEIHU30JIOHA ISl MOAACPKAHMUS IBUTATEIbHON (DYHKIMH M OTCPOUKH HOTEPH CHOCOOHOCTH NMEPEeBHUraThCs
Contacio EudraVigilancemo ¢ apmakonanzopy npencrasiesa HHGOpMALWs MO KOJMYECTBY HMHIWBUIYATbHBIX CIy4YaeB MO BO3PACTHBIM
rpyImam.

ITo manmpiM RxISKmo nedimazakopty ykaseiBatorcst 100 oCHOBHBIX MOOOYHEIX A((MEKTOB , W3 HUX ToI-10:

Veemuuen macce! Tena — 4558 Ipuvenerne off label — 276$ Cnabocts — 247; PBota— 195; Henomorarue — 184; Iupekcust — 181; Bone- 178;
Hazogapuurut - 174; F'onosuas 6ome- 173; [prmm- 163.

4) Op¢ annoe3agosesanue (cratyc) B PK: mbimeunas gucrpod ns/liomenna/Bexkepa— opdanroe 3a6onesanue B PK.

ITo cocrostrmo Ha 13 mast 2021 roza B Kazaxcrane ¢ quarHo3oM « Mermednas auctpodus dromenna » cocTout 571 60JabHO, M3 HUXB3POCTBIX —
300 (52,5%) 6osbHBIX, Aereii (B Bo3pacte 017 Jer) - 271 (47,5%) 60s1bHOIL

5) KII PK - «IIporpeccupyromas mbimiednas aucrpodust romenna/bekkepa» (ot 03.06.2021 r IIportokon Ne139)B nepeune ocHoBHbIX JIC
nedrasakopr.

6) MKP/KP/ KIT O9CP - BMJ Best Practice « Mbrmeunsie quctpodum» (ot 23.03.2021) nednazaxopt (0,9 mMr/kr nepopaibHO OMH pas B
cytkn); National Institutes of Health (NIH) u The Genetic and Rare Diseases Information Center (GARD)/ Un(popMaImoHHBIH HEHTp 110
TeHeTHIecKiM ¥ pekuM 3aboneanusm CILA; B 00HOBIEHHOM pyKOBOACTBE AMEPUKAHCKOM aKajeMHH HeBpOJIOTHH (AA!

«KopruxocreponHoe euenne MpinreqHoit auctpodun  [romenna» (2016) yposens C; Medscape « Muscular Dystrophy»

7)JIC BO3/BH®/Bo3memaemble cincku U JI® OICP - [Tednasaxopr (tadnerka 6 mr). [lokazanue: BocnanurenbHble U aliepraueckKue
pacctpoiictBa; HedpoTuueckuii cuHAPOM.

8)Perncrpauust ICH/O93CP/ EMA/ nepexBanu¢p uxamnun BO3- 9 despans 2017t oxodpmino tabierku (6 mr, 18 mr, 30mr, 36 mr) u
HepOpaTbHYIO CyCreHs o (22,75 Mr/mi) jedasakopT A JiedeHHs MAIMEHTOB B BO3pAcTe OT 5 JIeT U CTapIlle ¢ MBIIMIEIHOH AUCTpoduei
Jromenna (M/1J1).

9. MopmyspHas KOMHCCHSI paccMaTpHBaeT NpeicTaBienHoe [leHTpoM 3aK/II04ueHHe U OIIEHNBAET COOTBETCTBHE JIEKAPCTBEHHOT 0
cpeacTsa noAnyHkram 1), 2), 3), 4) uoonomy u3 nodnyukmogs), 6), 7), 8) nynkra 7 Hacrosumx IIpaBuj, ¢ yueroM KOTOPOro npuHUMAETC
pelleHHe 0 BKJIKYEHUH JeKapcTBeHHoro cpeacrsa B KHD.
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[Tocne o6cyxnenuss Ynenamm P®K M3 PY npunsto PEHIEHMUE:
BKJIIYHTH JIeKapCTBeHHOe cpeacTBo «/leduiazakopa» B [lepeyensb oppaHHbIX
3a00/1eBaHMI M JIEKAPCTBEHHBIX CPEICTB JJs MX JiedyeHHus (Op(paHHBIX) U B

Ka3axcranckuii  HAUMOHAJIBLHBIM  JIEKAPCTBEHHbIH  (opmyuasip mnox
«oppannbim» ctatycom — EJIMHOTJIACHO.

MO09AX10 Pucaumiam Risdiplam(TH — IBpucan®)
TMOPOIIOK JAJIs PUTOTOBJIEHHS PacTBOPA JUIS IpUeMa BHYTPb 2 T

Orpha.net - opdannblii npenapar B EBpomne;

EMA -26 despans 2019 roaa npucsomna npenaparyP ucaunnamkomnannu Roche RegistrationGmbH, [epmanns, cratyc opannoronpenapara (EU /
3/19/2145) qns neveHus cnuHANBHON MpImeyHON arpopunEvrysdi— 3To ekapcTBo, HCTOTB3yeMOE AT JT€IEHN AlEHTOB BBO3PACTe 0T 2 MecseBco
CIIMHATBHOM MbleyHOHU aTpodueit (SMA) 5q, reneTnueckuM 3a001€BaHHEM, KOTOPOE BBI3BIBACT C1a00CTh M UCTOIICHUE MBIIILL, BKITIOYasi MBIIIIbI JETKUX. OH
npefHa3HadeH [ naueTo ¢ CMA tuna 1,2 ninu 3, a Taroke 171 TeX, y KOTo ecTb 110 4 KoTuil reHa, u3BecTHOro kak SMN2;

FDA - 07 asrycra 20200x06puinpenapar OBpucau (pUCAUIIIAM) 15 JIeUSHUS ALUEHTOB B BO3PACTe ABYX MECSLIEB U CTapILIE CO CIMHAIBHO M MbIIICYHO I
arpodueil (CMA), peKiM 1 4aCTO CMEPTENBHBIM ['eHETHYECKIM 3a00J1eBaHHEM , BIUSIOIIMM Ha MBIIICUHYIO CHITY U IOABHKHOCTE. DTO BTOPOil 1 BPBBI
nepopanbHbIi Ipenapar, 0100peHHblit 1714 TedeHus 3Toro 3abonesanusEvrysdicoepkuT BELK MBI MoAuuKaTopcnnaiicuura PHK, nanpasnennplii na 2
JIBUTATENbHBIX HefipoHa. D dexrnHoCcTs Evrysdias neueHns naueHToB ¢ MIaeHIeckuM i Ooee mo3HIM HadatoM SMA OLieHHBANach B IBYX
KINHHYECKHIX UCCITE/[0BAHMUSAX.

BO3- ne npescrasnen;

MKP - BMJ Best Practice «Mpiuieunsie quctpodums (o123.03.202) PucnuanamnpencrapieH B KauecTBe IKCIIEPHM eHTAJI bHOT0, HOBOTO JI e4eHHsI.
Pucoumnam monudukarop crunaiicunra PHK, HanpaBneHHEIH Ha BBDKHBaHHE IBUTaTeNbHBIX HelipoHoB2 (SMN2), ono6pen FDA u EMA nns nevenns
CIMHANBHO# MblleqHO# aTpodun (SMA) y B3pocibIX 1 fieTeil 0T 2 MecsIeB 1 cTapiue. ITo MepBoe HepOPalbHOE ICUCHHE, KOTOPOE NALHEHTEMOTY T
IPUHAMATH 10Ma. B HcciIe10BaHusX ¢ yuacTHeM alHeHTOB B Bo3pacTe OT | Mecsa gmuunnaMGLm CBSI3aH C KIMHUYECKH 3HAYUMBIMH Yy YIICHUIMH
JBUTATENbHON (yHKIHMH 1 JOCTHXEHUEM BeX pa3BuTHs y maruentoB co CMA 1,2 u 3 THTIOB, a TakkKe ¢ IOBBIICHHOH 3Kcpeccueii (yHKIHOHATBHOTO OenKa
SMN vy nauuentoB co CMA 1 tuna. .

B pykosoacree UpToDate (CIUA) «Crnmnanbnasi mbimeunas atpo¢ us» (CMA) mpemapaT mpejcTaBieH B KauecTBe HOBOU NOCTYNHOH 6one3H
MoauQuuupyomeitepanuu. [Ipenapar pekomMeHyercs:

JUIS MJTaJICHLIEB M OYeHb MaleHbKuX JeTell (Bozpact <2 net) ¢ CMA, KOTOpBbIE He 3aBUCAT OT MCKYCCTBEHHOM BEHTHIISALIMY JIETKHX;

UL fieTeli crapiero Bo3pacta (Bo3pact >2 JieT) M B3pOcCibiX ¢ yMepeHHbIME cuMnToMamu CMA.

CornacHo Medscape mo nedenuio manueHtoB co CnmHaibHOH Mblme4Hoil aTpod meii npencrasnen Pucammiam (Evrysdi) — 310 Moguduxatop
BepkuBanus MPHK motoproroHeiipona 2 (SMN2), npeaHa3Hay eHHBIN 1JI5 JIeUSHUs My Tallil B XpOMOCOMe 5q, KOTOPbIe MPUBOAAT K Jeduuuty 6enka SMN.
[Toxa3aH mpH CIHHANBHON MBIIIEYHOH aTpoduu, BKIOUas THIB 1, 2 1 3, BSEOCHLIX u 1eteil B Bo3pacre 0T 2 Mecsnes. Oxo0penue ObL10 TOATBEPK ACHO
pesyabraramu Heckonbkux ucnbiranuit gaszel 3 (FIREFISH, SUNFISH, JEWELFISH, RAINBOWFISH)

The Cochrane library —mo xroueBomy crnoBy «Risdiplamy KoxpeifHoBckre 0030p5l He HallTeHbL

PubMed 1o wiroueBoMy cioBy noncka «Risdiplamy ¢ orpaHnYeHHeM N0 TUITY Ty ONUKAIMK: cHcTeMaTHdeckuii 0030p, Merananu3 1 PKU 3a mocnennue 10
JeT HaiiieHa 1 cOOTBETCTBYIOMIAs HAIIMM 3aIpOocaM Iy OnuKaIust

B N Engl J GiovanniBaranelloet al (2021) mpezcraBIeHs! pe3yIbTaThl 4aCTH | OTKPHITOTO HCCIE0BAHUSPUCIUILIAMA, COCTOAIIET0 H3 ABYX YacTeil, a3l
2-3 y MutajieHIeB B Bo3pacte OT | 10 7 MecsIeB, y KOTOPBIX Oblla CIIMHATbHAS MbIIIeYHAs aTpodus | THIIA, KOTOpas XapaKTepu3yeTcst OTCY TCrBHEM y
MJIaJIeHIa CII0COOHOCTH cueTh 6e3 ormopsl. OCHOBHBIME HCX0JaMH ObUTH 6e30TacHOCTh()apMaKOKHHETHKA, (hapMaKo AMHAMHKA (BKITI0Yast KOHIEHTPALHIO
6enxa SMN B kpoBH) i BBIOOP 03Bl PHCAUILIAMA IS 4ACTH 2 HCCIeq0BaHus. P e3ynbTaThl BRITIOYATH BO3ZMOXKHOCTD CHAETh 0€3 M0 1AepIKKil He MeHee 5
cekynn. B uccinenosane 6611 BRI0UeH 21 peGeHOK. ABTOPbI IPHILUTH K BBIBOY, UTO Y MJIaACHIEB CO CIMHAIBHO MBIIIEYHOIT arpodueii | THnatedenue
OpaNbHBIM PHCAUIIIAMOMIPHBOAMIO K OBBIIEHHO SKcnpeccnn pyHKuuoHanbHOTo 6emka SMN B kposu. (Ounancupyercs F. Hoffmann — La Roche; Homep
ClinicalTrials.gov, NCT02913482).

KII PK «CrnnHaabHble MbleyHbIe aTPo( uu y AeTeit» (0T «5» mapTa 2020 roga Ilporoxosn Ne8®ucaumiamue npecTaBIeH.
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MO09AX10 Pucaunaam Risdiplam(TH — IBpucau®)
MIOPOIIIOK J1JIsl IPUTOTOBJICHHMS pacTBOPA JJIA MPUeMa BHYTPh 2 T

1 O6mee ormcanue JITT IPrcumuiam mpesicTaBiisier co0oi Mou(UKaTOp CIUIaiicHHra IpeIIecTBEHHHKA MATPUYHOH
lprOoHyKiTenHOBOM KHcioThl (mpe -MPHK) reHa BEIKMBaGMOCTH JABHraTelibHbIX HEHpOHOB 2 (SMN2),
[pa3pabOoTaHHBIN ISl JICYCHHsI CIIMHAIBHOM MbIlIedHOH atpoduu (CMA), MpUYUHOIT KOTOPOH SIBIISIOTCS
IMyTali B XpOMOCOMe 5q, 4TO NPUBOJUT K HEJOCTaToYHOCTH Oenka SMN;

2 I'P PK/mpuunna oTCyTCTBUS HET
peructpary/  opdaHHbIi
3 Opdannoe 3a6oneBanue B PK .46 Bonesnp nBurarensHOro HeBpoHa. CeMeiiHas GOJIC3Hb JABUTaTeIbHOIO HEBPOHA.

[BoKOBOI1 CKIIEPO3 aMHOTPO(HUECKHIA, POTPECCUPYIOIIasi CIMHATbHAS MblIIeYHas atpodusi. Bonesuu
lHepBHOii cucremsl. G 12.2— opdannoe 3aboneBanue B PK.

4 Opdannsblii craryc 3a pydbexom  [EMA 26.02.2019 r npucBowna npenapary Pucaumiam kommanun Roche Registration GmbH, Tepmanns,
craryc opdannoro npemnapara (EU / 3/19/2145) s nedeHust COMHAIBHOM MBILIEUHO# atpodum;

IFDA omo6pwi npenapar DBpucau (PUCAUILIAM ) ISl JIEUEHHs NALKCHTOB B BO3PACTE IBYX MECALEB U
crapiie co cMHaNbHOM MbIIeuHoH atpodueii (CMA), peIKuM M 4acTo CMEpPTETbHBIM I'€HETHUECKUM
BaboJieBaHieM, BIMSIOIIMM Ha MBIIIEYHYIO CHIIY U HOJBIKHOCTb. DTO BTOPOH M MEPBBIil MepOpaIbHbIi
[mpenapar, 000PEHHbIH JUISl JISYeHHs ITOTO 3a00JIeBaHus .

5  |0630p KN [The Cochrane library — ner CO.

Mo KJIr0ueBOMY CiI0BY nomcka «Risdiplam» ¢ orpaHndeHveM 1o Tuity Iy OJHKAIH: CHCTEMATHIECKHUi
lo630p, mera-ananu3 1 PKU 3a mocnenxue 10 ser HaiineHa 1 cOOTBETCTBYIONIAs HAIIUM 3alpocam
Imy6smkarmsi: B N Engl J Giovanni Baranello et al (2021)

6 BaperucrpupoBanusie ananoru B [[1. 84 MO9AXO07 Hycuxepcen B opdanHom nepeune. HycHHepceH BBOIMTCS HENOCPEACTBEHHO B

PK [MO3BOHOYHBIH KaHA (MHTpaTeKaTbHO ). [t 3Toro Tpedyercs MoMOaTbHas MyHKIWS WM CIIHHHOMO3TOBast
[Ty HK ST
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MO09AX10 Pucaumnam Risdiplam(TH — DBpucau®)

HOPOUIOK JIJIs IPUTOTOBJICHHUS pacTBOpa AJisl pUeMa BHYTpb 2 T

j [113JIC) — wet peructpayy; Opd annbliinepedens JIC- He npencrabieH;

2) Knnaudeckas 3¢ ¢ eKTHBHOCTb- KOKPEHHOBCKMI 063(3 Her. PubMed 1o xiroueBoMy ciioBy momcka «Risdiplam» ¢ orpaHndeHneM 1o THIty
Iy OJIMKAIHK: CHCTeMaTHYecKHii 0030p, MeTa -aHamu3 1 PKU 3a nocnennue 10 net Haiinena 1 cOOTBETCTBYIONIAs HALIMM 3apocam My OKaLus:
B NEnglJ GiovanniBaranello et al (2021)

3) Besonacuocrs JIC - B 6a3e nannbix ClinicalTrials. gov mpencraBiieHO MHOTOLIIEHTPOBOE PaHAOMI3HPOBAHHOE ABOIHOE clieroe mianedo -
KOHTPOJIMPYEMOE HCCIIEIOBAHUE JUIsl OLCHKU OE30IMACHOCTH, NMEPEHOCUMOCTH,  (hapMaKOKUHETHKH , (hapMaKkoJUHAMUKH ¥ (D(HEKTHBHOCTH
pucanuiama 'y B3pocibix u aereif ¢ CMA 2 u 3 tuma (SUNFISH) . MccnenoBanme coctouT U3 IByX 4acTeil: MCCIIEN0BATENbCKOM YacTH 10
onpenenenuto 1o3bl (Hacts 1) pucaumnama B Tedenue 12 Henenb U noaTBepxkatomied yacty (acte 2) pucnumuiama B TedeHue 24 Mecsiles.
Stefan Sturm et al (2019) ormeHmwIH 6€30MACHOCTH, MEPEHOCHMOCTh,  (apMmakokuHeTuky (PK) u dapmakoArHAMIKY pPHCAMIUIAMA , @ TAKXKe
BIMSHKS cubHOro MHrHouropa CYP3A urpakonazona Ha OK pucaumiama y 310poBbIX JOOPOBOJBLEB MYXKCKOTO Moja (n = 25), MoiyYaBIine
OJTHOKPATHBIE BO3PACTAOIIUE NepopaibHble 03l pucauuiama (ot 0,6 1o 18,0 mr, n = 18) wiu miauedo (n = 7)Pucoumnam B COCTOSTHUM
HAaTOIaK WM HOCNIE (bl XOPOIIO TEPEHOCHICA. ABTOPHI NPHIILIA K BBIBOJY, YTOPUCAHMILIAM XOPOLIO MEPEHOCKICA, U JI0KA3aTelbCTBO
MeXaHH3Ma OBLIO IPOAEMOHCTPUPOBAHO MPEJTIONIaraeMbIM CABUroM B cruradicuare SMN2 B cropony nmoiHopasmeproii MPHK SMN2. Ha
OCHOBAHHH 3THX JaHHBIX B HACTOSIIEE BPEMs IPOIOIDKAIOTCS HUCcIenoBaHms (assl 2/3  pHcaumuiama y narpeHToB co CMA.

4) Op¢ annoesadoaesanue (craryc) B PK: n.46 bonesus npurarensHoro HeBpona. CemeiiHas 00JIe3Hb JBHTaTeIbHOIO HEBPOHA.

BoxoBoii ckiiepo3 aMHOTPO(UUECK U, TPOrpecCUpyONas CIMHANbHAS MbllIeuHas atpodus. bonesnu HepBHO# cuctembl. G 12.2— opdannoe
3abonesanue B PK.

To nannbeiv UC «ET[]», B PK Ha 31 nekabps 2019 ropa Ha aucriancepHoM yuere coctouT 113 0onbHBIX, pacnpoctpaneHHOCTh coctasiser 0,0 6
Ha 10 000 HacemeHus .

5) KII PK - KII PK «CrnnanbsHsle Mpliedssie atpodun y aereit» (ot «5» mapta 2020 roxa IIpotokon Ne86)PucaumiaM He NpeicTaBieH.

6) MKP/KP/ KIT O9CP - BMJ Best Practice «Mbimeunsie gucrpoguu» (ot 23.03.202) Pucnimam npescraBiieH B KauecTBe
9KCIEpUMEHTATIbHOTO, HOBOTO JiedeHus. B pykoBoacree UpToDate (CIIA) «CnimHanbHasi MblmeuHas atpod us» (CMA) npenapar
THpPE/ICTaBIIeH B Ka4€CTBE HOBOM JOCTYIHOM OonesHb -Moauduimpyomei tepammy. Comiacho Medscape no nedenuio nauuentos co CMA
npencraied Pucmumiam (Evrysdi). OnoOpeHye ObII0 MOATBEPIKICHO pe3ylibTaTaMH Heckosibkux ucrbiTanmit gassl 3 (FIREFISH, SUNFISH,
JEWELFISH, RAINBOWFISH).

7)JIC BO3/bH®/Bo3memaembie cnucku U JI® OICP - KanaackuM areHTcTBOM MO JIeKap CTBEHHBIM NMpenapaTaM 1 TeXHOJOTUsM B
c epe 3apaBoox panenns (CADTH 2020r puciumiaM BKIIIOYEH B CIIMCOK BO3MEIIAEMBIX TIPENApaToB JUlsl JIEUEHHs! CIHHANLHOM MBIIIEYHOM
arpoum (CMA) y manuenToB oT 2 MecsIeB H CTaplie.

Pharmaceutical Benefits Advisory Committee (PBAC)/KoHcyIbTaTHBHBIN KOMHTET 110 JIEKAP CTBEHHOMY o0eclie4eHHI0 ABCTPAJINM B
mapTe 2021 rosa nayan paccmotpenue Pucaumama. Ha 01.06.2021 r naxomutes Ha paccMOTpeHHH BKItodeHus B CxeMy (apManeBTHUecKIX
nbroT (PBS) /Pharmaceutical Benefits Scheme (PBS).

8)Perncrpanusi ICH/O9CP/ EMA/ nepexsannd nkanuu BO3-EMA 26.02.2019 ropucsomna npenapary Pucaumiam komnanuu Roche
Registration GmbH, I'epmanns, craryc opdanroro npenapara (EU / 3/19/2145) mns nedeHus CIMHATLHOHM MBIIIEYHOH aTpouiL.

9. @opMmyJIsIpHAsi KOMHCCHSI paccMaTpHBaeT npeacrasiennoe LlenTpoM 3akilouenne H OleHHBAET COOTBETCTBHE JIEKAP CTBEHHOI 0
cpeiacrsa noanyukram 1), 2), 3), 4) uodnomy uz nodnynkmoes), 6), 7), 8) nynkra 7 Hacrosimux IIpaBui, ¢ y4eroMm KOTOPOro NpuHUMAETC
pellenne 0 BKIIOYeHNH JIeKap CTBeRHOro cpencrsa B KH®. 21
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[Tocne o6cyxnenuss UYmaenamm P®K M3 PY npunsto PEHIEHUE:
BKJIIOYHTH JIEKAPCTBEeHHOe cpeAcTBO «Pucaumiam» B Ilepedyens oppaHHbIX
3a00/1eBaHMI M JIEKAPCTBEHHBIX CPEICTB JJs MX JiedyeHHus (Op(paHHBIX) U B
Ka3axcranckuii  HAUMOHAJIBLHBIM  JIEKAPCTBEHHbIH  (opmyuasip mnox
«op¢aHHBIM» CTATYCOM — PACCMOTPETh AAHHBIH Mpenapar NOBTOPHO MOcJie
TOro, kak BKIKWYMTCA B KII mo «CnuHajgbHas MbIlIeYHast aTpogus»
EAUHOI'JIACHO.

L01XC16 {unyrykcumad 0era/ dinutuximab beta

BH® (2021)ub] Jm neteii (2021)- Dinutuximabbeta (koHLEHTpAT 111 PUTOTOBIEHUS pacTBOpa AusnHy3uit Qarziba20 mr/4,5 Mt Bo durakoHe B
cooTHOmeHuH /i HyTchnM36 6era 4,5 mMr Ha | M) npeacrasines. JInHy TykcuMab 6eTa - XHMepHOe MOHOKIOHATBHOCAHTHTENO0; OH cneumbnqccm HaleNnexH
Ha YTJIeBOHYIO cocmBﬂmomy}oumnanoraHrnno3m[a2 KOTOpasi CBEPX3KCIPECCHPYETCs Ha KIETKaX HeipoOiacToMbl Tokasatine - Hetipo6mactoma
BBICOKOT'O PHCKa (TOJIBKO JUIS CHELNANNCTOB) (BHY TPHBEHHO AeTsiM 1-17 er);

Orpha.net - sBisiercs opdannsM npenapatoM B Eporne n B CIIIA nmpu Heiipo0Oiacrome

EMA - 08.11.2012r nunytykcumab 6eta «opdannoesekapcTBoy» . Kap3uba - 970 JeKkapcTBO OT paka, HCIOIb3yeMoe LISl JIedeHUSIHEHpo0IacToMb] paka
HEPBHbIX KIIETOK, Y alKeHToB cTapuie | roja. JIekapcTBo COLEPKUT JIEHCTBY IoIIee BEUIECTBO JUHY TyKCHMa0 Oera;

FDA - 82010 roay ono6penlunytykcumad kak opdaHHblii mpemnapar.

BO3- ne npencrasieH;

MKP - NICE «/lunytykcumad 6eta 1715 1edenus HeiipoonaCTOMb» (aBryct 2018 r.) lunyTykeumab 6era (Qarziba®) PCKOMEH/TyeTCsl B Kau€CTBE BAPHAHTA

JICYCHUA HCPlpO6JTaCTOMBIBBICOKOFO puckay nojei B BO3pacTe 12 MecsiueB u CTapme 4ybe 3a00JIeBaHUE XOTS OB YaCTHYHO MOICHCTBOBAIO HA UHAYKIHOHHYIO
XUMHOTEPAIHNIO C HOCJ'IeIlleI]_[CI/[MMCHO&GH&THBHOI/ITCPal'lI/ICI/I u TpaHCl'lJ'IaHTaHI/ICI/I CTBOJIOBBIX KII€TOK, TOJIBKO €CIIH

*OHH €llIe He POLIIH UMMy HOTepanuio npotus GD2,u

*IIPOM3BOIUTENBIIPE0CTABIISICT JHHY TYKCMad 6eTa B COOTBETCTBUH C KOMMEPUECKOH J0TOBOPEHHOCTBIO.

B pykoBoacTBe AMepHKAHCKOTO 0HKOJI0rHuecKkoro odmecrsaAmerican Cancer Society yka3bIBaeTcs, 4TO AETSAM U3 TPYTIIBI BEICOKOTO pHCKa Tpedyercs
6oJiee arpeccHBHOE JIeYEHHE, KOTOPOE YacTO BKIIIOYACT XUMHOTEPAIHNIO, XHPYPTHYECKOe BMEIIATEIBCTBO, 001y YeHHE, TPAHCIIIAHTAIINIO CTBOJIKBIX KIETOK,
HMMYHOTEpAIuIo U TepanuioperuHounaamu Jleuenne yacto npooautcs B 3 srana: MHayKius, Koaconuuaunz; TMonnepxanue: [loaaepxanue: uenb 3Ton
(a3bl IeueHNs - CHU3UTb BEPOATHOCTD PELIMIMBA PaKa. P eTHHOMAHBIANPenapaT 13-1uc-peTHHOEBO KHCIOThI (M30 TPETHHOMH) 4aCTO HA3HAYAIOT B TEUEHHE 6
MeECALEB 10CIIE 3aBEPLICHHS APYTHUX Ky PCOB TedeHHs. Taloke 4acTo Ha3HAYaeTCd UMMYHOTEPalUAMOHOKIOHATbHBIMAHTUTENOM AuHY Ty KcuMadom (Unituxin
BMecTe ¢ HMMYyHOakTuBupYyomumuntoknaamu (GM-CSF u IL-2).

JluHy TyKenMa® MOHOKTOHATBHOCAHTHTEIO BBOJHTCS BMECTE C IUTOKHHAMHU (TOPMOHAMU HMMYHHOH cucteMsl), TakuMu kKak GM-CSF u untepaneiikun-2 (IL-
2). B BuJie BHY TpUBEHHBIX BnuBaHui (IV) B TeueHNE HECKOIBKIX YacOB B TeUeHHE 4 HEH MoApAA — IPUMEPHO pa3 B MECAL, 00BIYHO B 001IEH ClT0KHOCTH
OKOJIO 5 IMKIOB JIedeHns. JJpyrue iekapcTBa HA3HAYAIOT JI0 U BO BPEMs Kak 10 HHH(Y 31K, 4TOOBI TOMOYB C BO3MOKHBIMU 1000 UHBIMH () (ekraMut, TAKUMHI
KaK 00J1b N ajyieprUdecKie peakiiui. B HacTosee BpeMst AUHY TyKcHMaO sBISETCS YacThio Py THHHOTO JIEUeHHUs MHOTHX JieTeii cHefipobmactoMoit
BBICOKOTO PHCKA, YaCTO MOCJI€ TPAHCIIAHTALIMM CTBOJIOBBIX KIIETOK.

OTH K€ JaHHBIE YKa3bIBAIOTCA U B pyKkoBoAcTBe Hanmonaabhoro uaeruryra 3noposbs/Nationallnstitutes of Health (NIH)

BMJ Best pactice «Heiipobnactoma » 3abos1eBaHMe BLICOKOT0 pHCKA: Bolie3HN BRICOKOTO pricka ObIBAET TPYIHO BBUICUHTD, U 'y 3HAYHTEIHHOM
YaCTH 3TUX TALMCHTOB BO3HUKAIOT pewuayBbl. Takum 00pa3oM, 3TH MAIMEHTHI HOMYYaloT arpecCHBHOE JICYECHUE — MyJIbTUMOJAIbHOI Tepanyeti,
BKJIK0Yasd XUMHOTEPAIKIO, XMPYPIUYECKOE BMEIIATENCTBO, dyTOJIOTMYHYI0 TPAHCIUIAHTALMIO KOCTHOTO MO3Ta, JyYEBYIO TEPAIHIO,
MMMYHOTEPAIUIO ¥ OUIEPKUBAOLLYIO TEPAIMIO  U30TPETHHOUHOM .

The Cochrane library —o witouesomy cnoBy «Risdiplamy KoxpeitnoBckue 0630psi HeHaiinenst, KU — 11.

PubMed no witoueBomy cnoBy noucka «dinutuximabbetay ¢ orpaHuueHneM 10 THITY My OIHKAIMK: CHCTeMaTHYeckuii 0030p, meranann3 u PKU 3a
nocnenue 10 et Haitnens 6 myGaukanuii, n3 Hux PKI3. B nacrosmmit 0630p 6butn Britouenst 3 PKU, 1meraananus u 1 0630p U3 HUX, Kak caMmble
3HAYHUMBIE.

KII PK «Heitpo6aacromay nereii» (ot « 13» urons 2016 rona I[Ipotokos NeZjunyTyKkcumab GeTa He MpeacTaBJIeH.
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L01XC16 IunyrykcumadoeTra/ dinutuximab beta

Dinutuximab beta (koHIEHTpAT 15l IPUTOTOBIECHUS pacTBopa misuHby3uit Qarziba20 mr/4,5 M Bo daakoHe B
coornomenun lunyrykeumab Gera 4,5 Mr Ha 1 Mir) nmpejcrasied. JuHy Ty kcumab 6era - XaMepHOe MOHOKIOHAIBHOE
aHTUTEN0; OH CrIenM()UIECKH HALIENIEH HA YIIIEBOAHY K0 COCTABISIOILY FOM3HATONaHITHO3H/Ia , KOTOPast
cBepXaKCIIpeccHpyeTces Ha KIeTKaX HEelpo0J1acTOMBI

2 [P PK/nmpuunHa O0TCYTCTBHUA HeT
perncrpannn/ opd aHHbIi
3 Op¢ annoe3zadoseBanue B PK He npencrasnen B Opdannomnepeane PK.

Cornacno nanubM 2011 roga BectnukKasHMY 13 npoananu3upoBaHHbEIX 2951 60IBHBIX JeTeil 3aperucTpupoBaHHBIX
a1997-2006 roasl B Kazaxcrane Heiipo6aacroma—y 114 (4,0 %).

4 |Op¢ annblii cratyc 3a py6eskom  (Orpha.net - opdannsiii 8 EBporne u B CILIA npu  HeiipoGiactome

EMA —08.11.2012 raunytykcumab 6era «oppannoeiekaperso» . FDA - 82010 roay ono6pen/lunytykcumad kak

opdanHbli mpenapar.

5 |0630p KH The Cochrane library— mer CO.

6 PBaperucrpupoBaHHble aHa 0T B [B opdannomnepeune- 18 D1I0BAO1M30tpernHonu(ATC/DDD - D10BAO1 isotretinoin 30 mg O)

IPK

BbICOK0/103HASI XHMHOTEPAIIUS U JIy4eBasi TePalusi ¢ CliaceHUeM CTBOJIOBBIX Kideur fblastomalreatment (PDQ @Patient VersionPDQ Pediatric Treatment Editorial Board.

Published online: June 10, 2021https://www.ncbi.nlm.nih.gov/bools/NBK65838/

Toe pAw BaOIAs TePAN HTIPOBOJIUTCS TIOCJIE BBICOKO/I03HOM XMMHOTEPATIHH H JTy4CBO#H TEPaTK C CIACCHNEM CTBOJIOBBIX KJIETOK B T 6 MecsIeB 1 BK

H3ompemHonH13-nuepeTH HOE Basi KN CJIOTA)BHUTaMIHOTIONOOHEIIpEeapaT, KOTOPHIi 3aMeUIAeT CIOCOGHOCTH paka MPOM3BOAUTH GOJIbINe PAKOBBIX KJIETOK M M3MEHAET HX BHEIIHUI B

JIeHCTBYA. DTOT IpenapaT NPUHUMAIOT BHYTPb.

JMHVIVKCHMAD THIT TEPanIMOHOKIIOHAIb HbIMIRA HTUT €JIaMH, IIPH KOTOPOM HCIIOJIb3YIOTCS AHTHTEIa, TOJIy4EHHbIE B JJA00PaTOPHH U3 OJHOIO THIIA KJIETOK HMMYHHON CHCTEMBI . JIUHYT

HISHTHQHULIMPYET U NPUKPEIUIeTCs K BeeCTBY, HaspiBaeMoMy GD2, Ha noBepXHOCTH KrépobiacToMbl. Kak TonbKko auHyTykcuMamkperusiercs k GD2, IMMyHHO CHCTEMe MOChUIa

CHTHAJI O TOM, YTO HHOPOJHOE BEMIECTBO ObUIO OOHAPYKEHO U €r0 HEOOXOIMMO YHHUTOXKHUTE . 3aT€M MMMYHHAsl CUCTEMA OpraHu3Ma yOrsy e Epooi1acToMbl. JIMHYTyKCHMB80UTCS B

Bujie MH(Y3Uit DTO Pa3HOBHIHOCTKAPre THOMI € PATIMH .

IpanyJjonuTaps eMaKpod arajibH biikco0HuecTHMY M pyioum kb ak1op (G MCSF): m1TOKHH, KOTOPBIH TTOMOTAET TIPOM3BOMTH OOIIBINE KJIETOK MMMYHHOH CHCTEMBI, 0COOCHHO IpaHyl

1 Makpo(haroB (KJIETOK KPOBH), KOTOPHIC MOTYT aTaKOBaTh U yOMBAaTh PAKOBHIC KICTKH.

Hurepneiiknu2 (WJE2): THIT IMMYHOTEPAIHH, KOTOPBIH YCHIHBAET POCT H aKTHBHOCTH MHOTHX MMMYHHBIX KIIETOK, 0COOEHHO JTMM(OIMTOB (THI KJIETOK KpoBH). JInMdrymuasakoBaTh

YOuBaTh paKoBbIe KICTKH.

B PubMed B pamkax nporiecca oOLeHKd equHo# TexHonornu (STA) HaioHanbHbIH HHCTHTYT 3/{paBOOXpaHeH s U epeioBoro onsira Benuko6puranuu (NICE)
npurnacun npoussoautens (EUSRharma) 6era-aunytykcumabqQarziba®) npeacTaBuTh 10Ka3aTeabCTBA €r0 KIMHUYECKON U SKOHOMHUUECKO# 3 (DEeKTHBHOCTH /17
JIeYeHHAHEHPO06I1aCTOMBIOBLT IPOBEICH IePBOHAYATbHbII MCCIIe0BATENbCKHIT aHAIN3 B Ka4eCTBE MEPBOTO IIIara K IPeo/10IeHUI0 HAaUBHO# o1leHK! 2 deKkTHBHOC
nedenns B Mojenu. Ananusz ERG ouennn ICER B 111 858 ¢yHTOB cTepaiHIoB Ha Kasx [1blii moiydeHHbid QALY . CoritacHO MX [epecMO TP GHHIIBY, a
BrItouatoniemy MAIC u apyrue n3MeHeHHs, BHECEHHBIE B COOTBETCTBHHU € TpeOOBaHUAMMU olleHouHOT0 KomuTeTa, ICER xoMnanuu cocrapivi y@T crepanHros
Ha Kax b1 momyuenHbiii QALY . Korga DSU BRIIOYHI J0ATOCPOYHBIC JAHEHTPETHHONHA BHEC MONPaBkK B Moaeib, ICER yBenuuuiacs no 62 88%7 164
¢ynToB crepiunros Ha QALY B 3aBHCHMOCTH OT BIGOpa MO Jenu BebkHBaeMocTH. KoHpuaeHunanpHas cxema gocrymna nanuentos (PAS) cd@BERIACER ¢ PAS
cocrapisui 6oiiee 40 000 GpyHTOB CTEpIMHIOB Ha Kax b1l oayuenHbiii QALY , Ho komuter NICE 1010 THUTENBHO PAcCMOTPEN MOy JIALFOOBAIBE pa3Mep,
TSK ECTh 3200J1€BAHUS.
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! 3JIC) — Het peructpaimy; - Op ¢ annbiiinepedens JIC- He npescraBiieH;

2) Knnangeckas 3¢ ¢ exruBaoctb- The Cochrane library —no kiroueBomy crnoBy «Risdiplam» KokpeitHoBckue 0630psl He HaiineHs, K — 11.
PubMed no kmoueBoMy ci1oBy noucka «dinutuximab beta» ¢ orpaHuueHHeM 10 THITy IyOIMKALMK: CUCTEMaTHYeCcKuii 0030p, MeTa -aHamus u PKU
3a nocnexnue 10 jer Hadnens! 6 my6mmkammid, u3 Hux PKH -3. B mactosmuit 0630p Osutn Brimrouens! 3 PKU, 1meraananms u 1 0630p U3 HUX, Kak
caMble 3HAYNMBIE.

3) Besonacnoctb JIC - Marachelian A et al(2016) B paH1oMH3UpOBAaHHOM MEPEKPECTHOM HCCIICAOBAHUN C ABYMS MOCIIEIOBATEILHOCTIMHU 28
MALMEHTOB B BO3pacTe <8 jieT ¢ HeWpo61acTOMON BBICOKOTO pucka (roirydann sxkBuBaieHTHbIe 1036l ch14.18 -UTC wm ch14.18
NCI/nquayTyKcnMa0 ) oneHWIH (papMakOKMHETUYECKYIO COIIOCTaBUMOCTh, Oe3omacHocTh 1 epeHocnmoctb UTC u NCI. ABTOpBI IpHnum K
BBIBOJIY, 4TO SKBHBaIeHTHbIC (akTiueckue 1036l ch14.18-UTC u ch14.18NCI BbI3Banu cpaBHUMbIC BO3/ICHCTBUS O3 3aMETHBIX Pa3inyHil B
6€30I1aCHOCTH WIN NEPEHOCUMOCTH.

4) Opd annoe3zadoaesanue (craryc) B PK: HeiipoGiactoma e mpeacrasiena B oppanHom nepedne PK.

Coenacro oannvim 2011 200a Becmuux KazsHMY u3 npoanamzuposannvix 2951 6onbHbix demetl 3apecucmpuposantuix 3a 1997-2006 200b1
Kasaxcmane wueiipoonacmoma —y 114 (4,0 %).

5) KII PK - KII PK «CriHanbHble MplIedHble arpodun y aerei» (0T «5» mapta 2020 rona [Ipotokon Ne86)Pucnuiuiam He HpeacTaBiieH.

6) MKP/KP/ KIT O9CP - NICE «/lunyTtyxcumab Oera 1u1s edeHust Heiipobmactomsl » (aBryct 2018 r.); pyKoBOACTBO AMepHKAHCKOI 0
OHKO0JIOTHYecKoro odmecrsa/American Cancer Society; HanmonanbHoro mHCTHTYTa 310poBbsi /National Institutes of Health (NIH)
BMJ Best pactice «Heiipo6iactoma » .

7)JIC BO3/BH®/Bo3memaembie cnuckn 1 JI® O3CP — BH® - Dinutuximab beta (KoHIEHTpar JUIsi IPUTOTOBJICHUS PAacTBOpA JUIS MH(Y3Hit
Qarziba 20 mr/4,5 mi Bo ¢uiakoHe B cootHowennn J{uHytykcumab Oera 4,5 mr Ha 1 mur) npencrasie. JluHyTykcnmad Oera - XumepHoe
MOHOKJIOHAJIbHOE aHTHUTEN0; OH CIEeHM(pUIECKH HALEIeH Ha YIICBOAHYIO COCTABIISIONIYIO  [M3MAIOTaHNIHO3UAA 2, KOTOpas
CBEPXIKCIPECCHPYETCsl Ha KJIeTkax HeripoOmactomsl . Tlokasanue - Hefipobnacroma BBICOKOTO pUCKa (TOJIBKO IS CHELMATHCTOB) (BHY TPUBEHHO
nersm 1-17 ner);

8)Perucrpanus ICH/O9CP/ EMA/ nepekBanu¢ ukanun BO3-Orphanet siBisercs opdannsiM npenaparom B Epore n B CILIA npu
Heiipobmnacrome ; EMA 08.11.2012r auHyTykcumab Gera «opganHoe sexkapcrBo» . FDA - B 2010 roxy ompo6pen IuHyTykcumad Kak opdaHHbIit
mpernapar.

9. MopMmyJIsipHast KOMMCCHSI pacCMATPHBaeT NpeacTaBienHoe LleHTpoM 3aK/TI04eHHe U OLeHNBAET COOTBETCTBHE JIEKAP CTBEHHOT0
cpencrsa noanynkram 1), 2), 3), 4) nodnomy u3 nodnyukmoes), 6), 7), 8) nynkra 7 nacrosmmx IIpaBui, ¢ yueroM KOToporo npuHHMaerc
peleHne 0 BKIKYeHUH JeKkapcTBeHHOro cpeacrsa B KH®.
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MeauuuHckod nomomm M3 PK mo paccmoTrpeHuro Bompoca BKJIIOYEHUS
Ho3oJiorun «Heiipodsactroma» B Ilepeuens opdaHHbIX 3a0oeBaHud —
EAUHOI'JIACHO.

= MeTpenentTua(Muanenra)

HOPOLIOK J1JIs IPUTOTOBJIEHUS. PACTBOPA Il UHBEKIMIA B KOMIUIEKTE C
pactBopurenieM 3 mr Nel

MCTpeHeHTHH— 9TO peKOM6l/IHaHTHHﬁ aHaJIOT Y€JIOBEYECKOTO JICIITHHA, KOTOpBH:I CBA3BIBACTCA C PELECIITOPOM JICNITUHA U aKTUBUPYET €0, 4TOOBI YBEIUYUTH
pacuICIeHue )X upa B KpOBU, MBIIIIAX U [IEYCHHU, TEM CaMBbIM KOPPEKTUPY S HEKOTOPBIC aHOMAJINH y ITAlITUCHTOB C Hl/IHOL[HCTpO(i)HePI

[MTokazauwue: Jle) MUMT JI1eNTHHA NPH JIHNOAUCT PO (] HU(TOTBKO /IS CIICHHATUCTOB) [y TEM IT0AKOK HOM HHBEKIHH AeTsM ¢ 2-17 ter.

Orpha.net - sBisiercst opdannbM npenaparom B Espornie u 8 CIIA;

EMA — metpenenTuH paspelies Kk npuMenenuto B Esponeiickom Corosze. MuasenTa - 370 JIeKapCcTBO, HCIIOJIb3yEMOE B IOTIOJIHEHHE K JINETe JUIs JIe4eHUs
JIUNOAUCTPO(HY KOT /1A y MALIMEHTOB HabJII01aeTCs O TePs XK UPOBOH TKAHU 1101 KOXK el U HAKOIIGHHE KUPa B IPYTHUX YACTAX Tejla, HAIpUMep, B IEYeHH U
Mbliniax. JlekapcTBo npumeHseTcs npu:

*B3POCIIBIC U I€TH CTaplIe 2 JIeT C FeHepaln30BaHHo#i (110 BeceMy Teny ) unoauctpodueii(cuaapom bepapaunennwCeiina u cunapom Jloypenca);
*B3pOCIIbIe M 1eTH cTapiie 12 jieT ¢ yacTuuHO# (J1okanbHO)munoauctpodueii(sritouas cunapom bappakepa-Cumonca), Korjia CTaH1apTHbIE METO b
JIeYCHHs HE TOMOTIIH

FDA - B ¢espane 2014 rogaFDA merpenenTuH (METPEICHNTHH 11 HHBEKIHI) 3aperHCTPUPOBAH B Ka4E€CTBE 3aMECTHTEIBHO M Teparuu A1 J1eU CHUs.
OC/TOKHEHNH NedHIuTa IENTHHA, TOMUMO JUETHI, y MAIMEHTOB C BPO3K IEHHOTeHepaa30BaHHO N HIH NPHOOPeTEHHO I eHepanu30BaHHO HITHIOAUCTP O dueii
BO3- He npexcrasieH;

MKP - B pykoBoJcTBe 110 JIHIOAUCT PO nueckum Hapymenusim HanuonanpHoii opranusauuu peakux 3a6o0.1 esanuii (NORD) merpenentun
MpeJICTaBlIeH KaK dKCIepHMeHTanbHbIi MeTo nedenns. B CIIIA mpenapar 10oCTyneH TOTBKO Yepe3 NporpaMMy OTpaHHYEHHOTACIpOCTPaHeHH s .
PykoBOCTBO 110 y3K0CHenHaa u3upoBaHHbIM TexHo1orusam NICE HST14 MeTpeJenTuH /151 Jl e4eHUs1 J1MIOHCTPO( Mu[y nallMeHToB B Bo3pacre 2
JIeT U cTapuie ¢ reHepa/in3oBanHoiiaunoauctpod udi] (despans 2021 1) 1 Pekomenganun

1.1MeTpesenTiH peKoMEH 1y eTCsl B PaMKax ero perucTpalMOHHOI0 y0CTOBEPEHUs KAaK BAPUAHT JI€UEHUS OCJI0KHEeHUH 1edUIuTa JeNTHHA IPU

JIUIO AUCTPO GUUAIS JTI0ACH B BO3pacTe 2 JIeT ¥ cTaplie ¢ FeHepalu30BaHHOHINIIO AUCTP O Bueit

1.2MeTtpenenTuH peKOMeHIy eTCsl B KaueCTBE BApHAHTA JICUESHHUS OCIOKHEHNH NedUIuTa IenTHHA P WINIO AUCTPoGHUIA TIoaeii B Bo3pacTe oT 12 et n
cTapiie, MMEIOIIHX YaCTHIHY 0 JIUIIOAUCTPO (PUION HE MMEIOIINX aJIeKBATHOTO METab0THYECKOT0 KOHTPOJISI, HECMOTPS Ha CTAHAAaP THBIE METO bl JIeYeHHs. DTO
PEKOMEH Ty eTCsl TOJIBKO B TOM ClIydae, eclH y HuX ypoBenb HbA 1¢ Bbie S8MMounb/ Mok (7,5%) WK TPUIIHIEPHIbI HATOWAK BbIe 5,0 MMOJIb/ JT, UK 1
TO, M Ipyroe

CornacHo Medscape KIMHHUECKUMHU Ipo6IeMaMu, TpeOy OIMMH JICUEHUS TP CHHIPOMAXIUIIOATPO(GUH, ABNAIOTCS AHabeT ¥ TUIepTpuriunepuaemus B
¢espaine 2014 rona FDA ono6punaerpenentud (Muanent), pekoMOMHAHTHBIN aHAIOT JICNTHHA, B KAYECTBE 3aMECTUTE/IbHON Tepanuy JJ1s JIedeHIUs
OCJIOKHEHUH NedHIuTa IeNTHHA, TOMUMO JHETHI, IPH BPOXK ICHHO! HIIM IPHOOPeTeHHOeHep aTu30BaHHOMINTIO AUCTPO GHHY JieTeif M B3pOCIIBIX.
Ono0penne 6bLT0 0CHOBAHO HA Pe3YJIbTATAX OTKPLITOr0 Hecaea0BaHus HanuoHa I bHBIX HHCTHTYTOB 31PAaBO0XPAHEHHS ¢ y4acTHeM 48 MalMEHTOE
BPOIXKACHHOMN HJIH NPHOOPETEHHO ITeHepaIu30BaHHO MU0 AUCTPO BHUE] y KOTOPBIX TAloKe ObUI caxapHbIil JHabeT, THIeP TPUIITHLEPUIEMHsH / NITH
MOBBIIICHHBIH yPOBECHb HHCYJIMHA HATOIAK, B KOTOPOM METPENIENTHH CHIKaeT ypoBeHb HbA 1 C, r1fok03bl HATOIAK M TPUITHIEPHIOB.

Hau6Gouee yacteiMu o060 4HbIMHU dheKTaMu OBUIN THITOTITHKEMHUS, TOIOBHAs 00JIb, 00JIb B )KHBOTE, CHIIK CHHE Beca.

The Cochrane library — cucremarndeckue 0630psI He Haitnensl, 44 KU.

B PubMed 1o kioueBbIM C10BaM MOKCKa «metreleptiny ¢ orpaHnueHHeM 110 TuIy Iy OJIHKaLMK: cucTemMaTnieckuit 063op, merananus u PKU 3a nocnennue
10 ner Haitnenst 17 myOIMKaIHK COOTBETCTBY FOIIUM KPUTEPHUSIM ITOHUCKA.

KII PK HET B PK.
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MeTpenenTun(Muanenrta)
MOPOIIOK /IJisl IPUTOTOBJIE HUSI PACTBOPA /I HHBE KM B KOMILIEKTE C
pacTBopuTeiem 3 mr Nel

1 [O6mee IMeTpenenTus- 5T0 PeKOMOHHAHTHBINA AHANOT YEI0BEUECKOTO JENTHHA, KOTOPbIi CBA3BIBACTCS C PEIIENITOPOM JICNITHHA U
[AKTHBHUPYET €TI0, 4YTOOBI YBEIMYUTh PACIIEIIEHUE XK UPa B KPOBH, MBIIIIAX U IIEYEHHU, TEM CAMBIM KOPPEKTHPY s
[HEKOTOpble aHOMAJIMH y TIALMEHTOB C THIIOAUCTPO uei

2 [P PK/npu4nHa oTCyTCTBHS [HeT

[perncTpanun/ opd aHHbII

3 |Opd annoesadosesanue B PK IHe npencrasiied B Opd annomnepeune PK B posxaennas renepaJi u3oBanuasi JJunoauctpod usabepapaunenim
ICeiina) He MpeaCTaBJeHA.

[HeT 1aHHBIX 110 CTATHCTHKE

4 (Opd anusiii ctaTye 3a pydoexxom  |[Orpha.net - Bposkaennasiaunoanctpod uabepapaunennwCeiina spisercs opd aHHbIM3200.1eBaHHeM
[xapaKTepH3yeTcst CoYeTaHUEM JINMOaTPO Y IHIIEPTPUTIIHLEPHACMHUY rerlaToMerarui u akpomeraaonaos. BSCL
JOTHOCHTCS K TpyTITIIe CHHAPOMOB KpaiiHeil HHCY THHOPE3UCTEHTHOCTH, B KOTOPYIO TakK € BXOAATIENPEKOHA, CHHAPOM
IPaGconaMeHieHX01J1a, MPUOOpeTeHHas FeHepaln30 BAHHAS JIMIIO JUCTPO QUM HHCY THHOPE3HCTEHTHOCTHTUIIOB A U
IB.OP®A: 528

ICoraacuno Orpha.net Merpeientun siBiasiercsi op anubivM npenapatom B Espone n CIIIA:

B EBpomne Jisi Ie4eHUS MTALHEHTOB IPH:

I IMproGpeTeHHas YaCTHYHASITUITOAUCTPO s

I Bposx aenHasumno auctpo dpusbepap nunennu3eiina;

I ITpuoGpeTeHHasreHepan30BaHHAs IUIIO IUCTPO hHs

I Cemeiinast yacTHyHAas TUNOAUCTPO(us

B CIIIA 115 iedeHus nauenTos c: IlepBUyHasnuno AucTpo pus.

[EMA metpenenTuH paspelieH k npumeHennto B Esponeiickom Corosze B2018 r. u opdannsliicTatyc.

IFDA MeTpenenTHH (METpEeNenTHH 115l HHbEKINi) 3aperucTpUPOBaH B KAYECTBE 3aMECTUTEIbHOI Tepannu 1J1s JeueHus
ociosK HeHUi HedHIUTa ISNTHHA, TOMHMO JAUETHI, y MALUEHTOB C BPO3K ACHHOTeHepalli30 BAHHO M HITH IPHOGPETeHHOH
reHepann3oBaHHoiHIoHCcTpohueii B 2014 roay opdanusiii craryc B CLIA. Jlata okoHYaHHUS 9KCKITIO3UBHOCTH
24.02.2021 r.

5 1063op KN [The Cochrane library— cucremarndeckie 00630pbl He HaiieHsl, 44 KU.

IB PubMedmo k1r04eBbIM CIIOBaM MOKCKA « metreleptiny ¢ orpaHMYeHHEeM IO THITY Iy OIHKALMI: CHCTeMaTHYECKUii 0630]
era-ananu3 1 PKU 3a mocnexnue 10 ner HaiiaeHs! 17 myOIMKALHKA COOTBETCTBY OIMM KPUTEPHSIM ITOHCKA.

6 [BaperncrpHpoBaHHbIE aHAJIOTH B
IPK
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MeTtpeaentud (Muanenra )
TIOPOILIOK JJIs MPUT 0TOBJICHHUS PACTBOPA /ISl MHBEKIHIi B KOMILIEKTE ¢

pacTBoputesieM 3 mr Nel
BJIC) — ner perucrpaumy; Opd annbliinepedens JIC- He npescTaBieH;

B PubMed 110 KITFO4YEBBIM CIIOBaM MOMCKa «metreleptiny ¢ orpaHMueHHEM TI0 THITy MyONMKAIMK: CHCTeMaTHYecKuii 0030p, Mera -ananu3 u PKU 3a
nocneanue 10 et Haiinens! 17 my6GauKaiuy COOTBETCTBYIOMMM KPUTEPUM MOKMCKA.

3) Besonacuocrs JIC - B Clinical Trials npenapar BKJIIOYEH B CIHCOK MCCIETYEMBbIX TPENapaToB B Psijie MCCICAOBaHUIA, I/Ie IPOBEPSIETCS ero

3 dekTMBHOCTB, 6€30MaCHOCTb ¥ MMMYHOTEHHOCTb. Pe3ylibTaThl HCCIIENOBAHN €llle HE OITy OJIMKOBaHbI

AsTtopavu Alexander J Rodriguez et al (2015) npencrasyieH 0630p 10 peKOMOMHAHTHOMY METHOHMJUIENTHHY YEIOBEKA HIIH METPENECHTHHY .
Tocre MHOTHX yCHEIIHBIX UCTIBITAHMI YIIpaBJICHHE MO CAHUTAPHOMY HAJ30pY 3@ KaueCTBOM IHIIEBBIX NPOAYKTOB M Meaukamento CIIIA
0J100pUII0 METPEJIENTHH JUIS JiedeHns He cBsizaHHbIX ¢ BUYU (opmrenepanizoBaHHON JTHIIOAMCTPOGUH . 3aMECTUTENbHAS TEPAIUs JIEITHHOM
METPENENTHHOM BO MHOTHX CIy4asxX oOpaliaia BCIATh 3TH METaOO0IHYECKHE OCIOKHEHHS, YIIyylllas FOMEOCTa3 NIIOKO30 -MHCYJIMHO -JIMIIMIHOTO
TUITA U PErPECCHpYsl KMPOBYIO 60j1e3Hb NeueHH. TToMuMo 3(D(PEKTHBHOCTH, €XKEHEBHOE MOJIKOXKHOE BBEIGHUE  METPEJICHTHHA B LENIOM
6e301acHO, HO MPUYHHHO -CIEJCTBEHHAs CBSI3b MEX/y METPEICNTHHOM M UMMYHHBIMH OCIOXHEHHSAMH (TAKMMHM Kak JIuM(pOMa ) BCe el HEesICHA.
boiee Toro, HEOOXOAMMBI JTa/b HEHIITNE UCCIIEIOBAHMS JUISl BBISICHEHNs: MEXaHH3MOB, C TIOMOIIbIO KOTOPBIX METPEJIENTHH INPHBOIUT K Pa3BUTHIO
AHTHTEN POTUB JICNTHHA. ABTOPBI PACCMATPHBAIOT KIIMHUYECKHE aCTeKThl  I'eHEepATH30BaHHON Jinmnoauctpodun 1 hapMaKkosormdeckuit npoguibs
MeTpeJIenThHa .

4) Op¢ annoesadonesanne (cratyc) B PK: He npencrasnen B OpdantHom nepedne PK BposkaenHasi reHep aan30BaHHAS THIOAUCTP O ust
Bepapamnenu - Ceiina» He npescrapieHa. Her 1aHHBIX MO cTaTHCTHKE

5) KII PK - KITPK ner.

6) MKP/KP/ KI1 O9CP — B pykoBoacTBe 110 J1unogucTpo ¢ nuecknm Hapymennsim HanuoHa bHoii oprannsamun penknx 3a6o.esanuii (NORD)
METpEJIeNTHH TPECTABICH KaK IKCIIEPHUMEHTaTbHBIN MeTo 1 aedenns. B CIIIA npenapar 1ocTyIeH TOJBKO Yepe3 MPorpaMMy OrpaHHdeHHOTO
pacnpocTpaHeHus. PykoBo1cTBO 110 y3Kocnennaau3upoBaHubiv TexHo1orusM NICE HST14Merpesentun 17151 J1e4eHust JTunoauctpod nuly
NalHeHTOB B BO3pacTe 2 JIeT U cTaplle creHepaJu3oBaHHO i 1unoaucTpod ueif (¢ espannb 2021 r.)l Pexomennanuu

1.1MerpenenTuH peKOMEH/IY eTCs B paMKax ero perucTpaliMoOHHOTO YI0CTOBEPEHNUS KaK BADHAHT JICUCHHS OCII0K HEHUH Je(QUIUTA JICNTHHA IPH

JTMIOANCTPO GUHUIS JII0JeH B BO3pacTe 2 JIeT U CTaplle ¢ FeHepaIn30BaHHOMIHIO AUCTPO pueit

1 ZMETpeJ'lel'ITI/IH PEKOMEHIyeTCs B KaueCTBE BAPHAHTA JIeUeHHUs OCI0KHEHU aecbuunTa JIeNTHHA npununoawm‘po@mnanﬂ JI0Jiei B BO3pacTe OT 12 nerun
cTapiie, HMEIOIIHX YaCTHIHY 10 JTHIIO AUCTPO (PUION HE MMEIOIINX aIeKBATHOTO METab0THIECKOTO KOHTPOJIs, HECMOTPS Ha CTAHAaPTHBIE METO 1B JIeUeHHs. DTO
PEKOMEHAYETCs TOJIBKO B TOM CiIy4ae, eciii y HuX ypoBeHb HbA 1 ¢ Bbime 58MMoib/ Moab (7,5%) Mt TPUTITHIEP B HATOIIAK BbIlie 5,0 MMOIIB/ T, HITH 1
TO, U IPyToe.

Cornacno Medscape npejicraBieH.

7)JIC BO3/bH®/Bo3memaembie cniucku 1 JI® OICP — BH® merpernentus (IOPOIIOK JUIsl PUTOTOBJICHUS PAacTBOpA JUIsl MHBEKIMA 3 Mr; 5,8
mr; 11,3 Mr) npezacrasiieH.

8)Perucrpanusa ICH/O9CP/ EMA/ nepekBanup ukanun BO3-Orphanet Merpenenmun siBisiercst ophaHHbIM TIperapaTtoM B EBpone n ClIA;
EMA B 2018 1. nopdannsiii craryc. FDA B 2014 roay opdannsiii craryc B CILIA. [lara okoHdanust skckitosuBHoctd 24.02.2021 1.

9. @®opmy isipHasi KOMHCCHSI paccMaTpUBaeT npejcrasiedHoe leHTpoM 3aK/Il0YeHne U OLlGHHBAET COOTBETCTBHE JIEKAPCTBEHHOI 0

cpencrea noanyHktam 1), 2), 3), 4) nodnomy u3 nodnyukmogs), 6), 7), 8) nynkra 7 Hacrosmmx IIpaBui, ¢ yueroM KOTOpPOro NpuHHMAETC
pelieHne 0 BKJIIOYEHHH JeKapCcTBeHHOro cpeacrsa B KH®.
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[Tocne obcyxnenuss Ymenamm ®K M3 PY npunsto PEHIEHUE:
HANPAaBUThL MNHUCHLMO - MNpelJo:KeHrMe B JlemapraMeHT oOpraHu3anuu
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MeauuuHckod nomomm M3 PK mo paccmoTrpeHuro Bompoca BKJIIOYEHUS
HO030J10T UM «Bpo:xxkneHnas reHepaIu30BaHHAS JIMnoaucTpodus
bepapaunensmm- Ceiina» B Ilepeuens op¢paHHbIX 3a0o0eBaHuid —
EAUHOI'JIACHO.

LO1EAOS ITonatunu® Ponatinih 45 mr

Peruc ‘\ 1 é’r;

BH® (2021)llesatnnnb (Tad1erkn 15 mr, 30 mr, 45 mM). TToka3an 11s: J1e4eHUs] XDOHHIECKOT0, YCKOPEHHOT0 HJIH XPOHHYECKOT0 M HeJI0HIHOT0
J1eiiko3a B 0J1acTHOM (hasze y mauneHToB ¢ MyTanueit T3 151, pe3nCTEeHTHOCTBIO HITH HEMEPEHO CUMO CThIIA3aTHHIOA MITH HIITOTUHNGE 1 11 KOTOPBIX
MOCIeAyOIIee TeUeHHeHMaTHHNOOM KIIHHHY €CKU Hellenecoo6pasHo;

- JIe4eHHs 0cTPOro TuM 061acTHOTOI eiiko3a ¢ hunagenbduiickoit XpoMocoMoi y nauneHTos ¢ myTauueit T3 151, pe3ucTeHTHOCTBIO MK

HeIep eHO CHMOCTBIO 1a3aTHHHOA, H JIUIs1 KOTOPBIX MO CIeYy IoIIee JTeYeHHEe MMATHHIOOM KITHHUYECKH Heles1ecoo0pasHo (epopaiabHO B3POCIBIM 45 MI OJTHH pas
B JICHB)

Orpha.net - opd annsriinpenapat B EBpomne;

EMA — 82013 rogopdaHHslii crayc 1 3aperucTpupoBaH;

FDA - onoGpenponatinib(Iclusig ais redenus B3pOCIbIX MAUEHTOB ¢ XpOHUUYECKOH (a3oit, yckopeHHo# dase ninm 1oMeHHBIH Ga3bl XpOHUIECKOTO
muenosneitkoza(XMJI) wiun punanensHiickoit XpOMOCOMOKTIONOKUTENBHBIH oCTpbIiinuMdobracTHEIiNeiK03 (ALL), KOTOPHIM HE IOKa3aHa Teparus
JIPYTHMH HHTMOUTOPAaMUTHP O3UHKMHA3EL U IS JISYCHHs B3pOCIbIX manueHToB ¢ T3 1 5Fnonoxurensasiv XMJI (xponudeckas pasa, yckopeHHas haza uin
GmactHas ¢aza) win T3 1 5FnonoxurensasiM OJUI ¢ punanenbhuiickoit XpOMOCOMOii.

TTonatunu® 6611 IepBOHaUaNbHO 0,100 peH B ekabpe 2012 roja B pamkax yckopeHHOH nporpaMmmsl ogo6pennst FDA. Tepanus nonxyuuia ctaTyap paHHOT 0
npenapara FDA, moToMy 4To OHa npe/Ha3HaYeHa JIs JIeUeHUs PEIKOTO 3a00J1eBaH s HITH COCTOSHUSA .

MKP - pykoBojacrse no ouenke TexHoaoruii [TA451] NICE IlosaTHnu6 115 J1eveHHsI XpPOHHYECKOT0 M HeJI0HIHOTO JIeiiko3a H 0CTPOro
aum odaacTHororeiiko3a . OnydaukoBano: 28 mionst 2017 Pexomenganuu 1.1 [ToHaTHHHG pEeKOMEHAYETCS B paMKaX €r0 PEerHCTPalHOHHOTO
YIOCTOBEP CHHSI KAK BAPUAHT JICYCHUS XDOHUUECKOTO, Y CKOPEHHOTO HIIHGIaCTHOTO XPOHUYECKOTO MUEIOMIHOTO JISHKO3a Y B3POCIBIX, KOTJa:

*3a060J1eBaHHE yCTOHYMBO K 1a3aTHHUOY MIIM HUITOTUHUOY MITH
*[IPH HETIEPEHOCUMOCTH 1a3aTHHNOA MITM HUITOTHHHOAM 1715 KOTOPBIX MO CIeayIolIee Je4eHHe UMaTHHUO OM KIIMHUYECKH Helleaecoo0pasHo, min
*puCyTCTByeT MyTanus reda T3151.

1.2 [TonaTuHuO pekoMeH 1y eTcst B paMKax ero PY kak BapHaHT J1edeHus 0cTporoinMdo01acTHOroIeHKo3a ¢ Mook UTeNbHOI rtanenbduiickoit
XPOMOCOMOH y B3pOCIIBIX B CIIEAY FOIIUX CIIyYasix:

*3a00JIeBaHNE yCTONYHMBO K 1a3aTHHUOY MK

[P HEIEPEHOCUMOCTH Aa3aTHHNOA U 151 KOTOPBIX OCIIEAY IOLIee JIeYCHIEe UMATHHHO OM KIIMHUYECKH HEeLleIeco00pa3Ho, NIH

*TIpUCYTCTBYeT My Tarus resa T3151.

1.3 IloHaTHHMO PeKOM EHAYETCS TOJALKO B TOM cJy4ae, ec/l i KOMIAHUSA NPea0CcTaB/iseT NpenapaT co CKHIKOi, COI1acoBaHHOIi B cXeMe 10cTyna
NALHEHTOB.

BMJ BestPractice «Xpounueckuii Mues 0.1 eiiko3» [ToHaTHHHO IpeACTABICH KaK TPEThs THHUS TEPAHU - 45 MT IEpOPATBHO OJHH Pa3 BICHb.

B pyxoBoacree ESMO)/ EBponeiickoe 061mecTB0O M eJHIHHCKO I 0HKOJIOTHH 10 JI e4eHHI0 XPOHHYeCKo i MueaouaHoi Jeiikemun(2017)[Nonatuanb
npexctasiser co6oit TKI tpeTsero nokosnenns u nepssiii B coeM kiacce TKI, nposistronuit akrusHocTh TpotiB CML ¢ myTarmeii T3151.

B pykosoacree The NationalComprehensive Cancer Network® (NCCN®)/ HannoHa 1 bHast KOM I eKCHAsl OHKoJ1orndeckasi cerb CIIIA 2020)

The Cochrane library — Koxpelinosckiie 0630psI He Haiinensl, KI1-41.

B PubMed 1o xnoueBbiM cioBam noucka «Ponatinib npu «chronicmyeloid leukaemia» ¢ orpannuenuem 1o Tumy myOJIMKALMK: CHCTEMaTHUYECKuii 0630p,
Mmera-ananu3 u PKU 3a nocneaune 10 net naiigenst 12 myGiuKkannyu COOTBETCTBY IOIIMM KPUTEPHAM MOUCKa. B HacTosmuii 0630p OblTa BKIIOUEHA TORKO 6
myGIHKaIus, Kak caMoe 3Ha4UMOe HCCIIe0BaHUEe, COOTBETCTBY IOIIEE HAILIEMY 3alpocy

KII PK «Xpouudecknii Muenoeiikod» (o1 «3» okrsadps 2019 rona IIporokon Ne74JonarnHn6 npeacrapien Ha aMOyJIaTOPHOM U Ha CTALlHOHAPHOM
YPOBHSX KaK IIpenapar Bropoii IMHUM TEPaN1y NPy Hey/aue NepBoii TMHAN Tepanuu HUI0THHUGA M 1a3aTUHNO2) M KaK TPETHs JTMHUS TEPAIIMU TIPH MY TaUMAS
T3151 (BHE 3aBUCUMOCTH OT CTaAuK 3a00J1€BaHNU) B pAMKaX KIMHUYECKUX HCCICA0BAHMUIA.
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LO1EAOS ITonatuuu® Ponatinib 45 mr

[[ToHanHKUO SBIAETCS HHTUOUTOPOM THPO3HHKHHA3BI, HaneleHHBIM Ha BCRABL, aHOManbHY 10 THPO3UHKHHA3Y KOTOPast
prenpeccupyercst mpu XMJI u OJII ¢ monoxuTensHoit dunanensuiickoit xpomocomoii IToHaTHHNG HALEIEH HE TOJIBKO
lHa HaTuBHBIH BCR-ABL, HO 1 Ha ero n30()opMbl HECyIUE My TallHH, KOTOPbIE TPHAAIOT YCTORUUBOCTD K JICUEHHIO,
BroTiouas MyTaruio T3 151, koTopasi cBi3aHa ¢ yCTOWYMBOCTBIO K APYTUM 0100 €HHBIM HHTHOUTOPAMIHP 03 HHKHHA3BL

IB BH®, EMA, FDA mnpeacrasiens Tabdaerku 15 mr, 30 mr, 45 mr
2 [P PK/npu4nna oTcyTcTBHS IHet peructpaunu

[perncTpanun/ opd aHHbII
3 |Opd annoesadoaesanue B PK Mpuka3 M3 PK 0120.10.2020 r Ne KP JICM- 142/2020- 11.19 MuenouaHslii JTeiKo3 (MUeT0IeiK03) XpOHHIECKHI
HeJONIHBIH Jeiiko3 HoBooOpa3zosanus C 92.1

4 |Opd aunblii cratyc 3a pyde:xkom  [Orpha.net- I[Tonatnun6 ssisiercs opdanHsM penapatoM B EBpome

IEMA 07.01.20130pdannslii cratyc

IFDA ono6pen ponatinib(Iclusig juis nedeHns B3poCIbIX MALMEHTOB C XpOHUUYECKO#t (a3oii, yckopeHHoH (a3e niu
InoMeHHBIit (a3l XpoHHUIECKOTO MEenoelko3a(XMJI) nnu dpunaneabGuiickoit XpOMOCOMOFIIOT0K UTEINbHBIH OCTPBIi
ItiMoGnacTHbIiIeHK03 (ALL), KOTOpBIM HE II0Ka3aHa Tepanus JpyTUMH HHIHOUTOPaMITUP 03UHKHHA3BL U IS
lmeuenus B3pocnblxX nanueHtoB ¢ T3 15knonoxutensusiv XMJI (xpornueckas dasa, yckopenHas dasa unu 6nactHas
ibasa) wau T3 15Fnonoxurensusiv OJIT ¢ hunagenbduiickoit XxpoMOCOMOii.

[MonaTiHu6 ObLI IepBOHAYANBHO 0J00peH B Aekabpe 2012 rona B paMkax ycKopeHHOI nporpammsl og00penus FDA.
[Tepanus noxyuunna crarycopdannoronpenapara FDA, noToMy 4To oHa npeHa3Ha4yeHa JUis ICYSHUs PEKOTO
BaboJIeBAHNS I COCTOSHUS.

5 10630pKH [The Cochrane library— KokpeitnoBckue 0630psI He Haiiaens:, KU 41.

IB PubMedmo k1ro4ueBbIM ciioBaM moucka « Ponatinib» mpuchronicmyeloid leukaemia» ¢ orpaHudeHHeEM 10 THITY

My OJIMKALMU: cUCTeMaTHYeckuid 0630p, Metaananu3 u PKU 3a mocinexnue 10 set Haiinens! 12 my6nuxannu
ICOOTBETCTBY IOILIMM KPHTEPHAM MOUCKA. B HacTosmuit 0630p ObuU1a BKIIOUEHA TOIBKO 6 My OJIMKAIHS, KAK CaMoe
BHAYMMOE HCCIIE[0BAHUE, COOTBETCTBYOIIEE3aNpocy.

6 [BaperncrpupoBaHHble aHANOTH B [[ToHaTHHUO Npenapar BTOPOH JIMHUY TEPANTUK NP HEyauye NepBOH JTMHUU Tepanuy @UI0THHHOAY 1a3aTHHIOA) U KaKk
IPK [TpeThst TuHMs Tepanuu npu MyTauuu T3 151 (BHE 3aBUCHMOCTH OT CTaHH 3a001eBaHM)
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[Tocne obcyxnenus Ymaenamm P®K M3 PY npunsto PEHIEHMUE:
BKJIYHTH JieKapcTBeHHoe cpeacTBo «Ilonatunn6d» B Ilepevyenn oppaHHbIX
3a00/1eBaHMI M JIEKAPCTBEHHBIX CPeICTB sl MX JiedyeHus (Op(paHHBIX) U B

KazaxcTtaHckuidi  HAIMOHAJIBHBIA  JIEKAPCTBEHHbIM  (OpMYJsip  MOX
«oppanabim» cratycom — EJIMHOTJIACHO.
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LO1XE36 Anexktunu6/ Alectinib
Karncyinsl 150 mr

Perucrpanus B PK- ectb, PK-JIC-5Ne024157;
KH® — npencrasiex
BH® (2021) u BH® nas nereii (2021)- Alectinib (kancysa 150 mr). [Toka3zanue: AHarwtactiueckas TuMpOMaKHHA3a

(ALK) -no3uTUBHBIH Ip Orp eccHp y FOLMHHEMEITKOKJIETOUHBIH pak JIerkoro (mep op anbHo B3pocibiM 600 Mr aBa pasa B
JIeHb, JUTSL KO P eKTHP OBKH 03B K3a MOOOYHBIX 3P (EKTOB - 00paTUTECh K JIMUTEP ATy p e IO 1P Oy KIHI

Orpha.net— se npeacrasicH;

EMA —paspereH k npuMeHeHuto B EBp onelickom corose;
FDA - ono0per Anextnnu6 siBisercs op panasiMB CIIA.
BO3 - ne npexacrasiiex;

The Cochrane library- CO ner, K- 127

MKP - BMJ Best Practice B pyKoBOACTBE &l eMeIKOKICTOUHBIN paK JETKOr0»- Ip €ACTaBIeH AJIEKTUHHIO. PyKoeodcmeo no
kaunuyeckou npakmuxke ESMO no memacmamuueckompemenkoknemounomypaxy neekozo (NSCLC)— AnektuHub

TIp €/ICTaBJICH.

PykoBoactBo NICE TAS536 Anextunn6 st HenedeHHOTO A LK-I10J105KUTETE HOTO TP OT'P €CCUP Y FOIIEr OHEMETKOKIIETOYHOT O
pakauerkoro (aBrycr2018 r.). Alectinib (Alecensa®) p ekOMEHIY €TCSI, B paMKaX CBOETO P ETUCTP ALlIOHHOTO YIOCTOBED CHUS,
B KauecTBe BapHaHTA JICUCHHs HEJICUCHHOW aHamacTHieckod JmMdombl kuHa3bl  (ALK)-monoxurensHoro
pacnp ocTp aHEHHOT 0 HEMEJIKOKJIETOUHOT'O P aKa JIETKUX Y B3P OCIIBIX

NICE [NG122] Pak JierkuX: AMarHOCTHKA Wie4yeHHe- AJEKTHHUO IIp eICTaBJICH.

KII PK «Pak serkoro»(ot 01.03.2019 r [IpoToxon Ne56)
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[Tocne oocyxnenns (Adoagpaxmanos P.3.) Unenamu @K M3 PY npunsarto
PEHIEHUE: wHanpaBurhb NHMCbMO - THpeatoxkeHue B JlenmaprameHt
opranmzanuu mMeauuuHckoil momommu M3 PK mo paccMoTpeHHMI0 BOmpoca
BKJIIOYECHHS HO30JI0THH «AHAILIACTHYECKAs JUM(POMAKHHA3A MO3UTHBHbBIH
HEMEJIKOKJICTOYHbIH pak Jerkoro» B Ilepedens opgaHHbIX 3200/1eBaHMIl —

EAUHOIJIACHO.
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B02BX053arpomoonar/ Eltrombopag

KH® - npejicraBieH
BH® (2021) u BH® nus nereii (2021) — npencrasiien « Eltrombopagy» (tabnerkn 12,5/25/50/75 Mr) npu clieayrolux MOKa3aHUsX :

- XpoHuueckas MMMyHHas (MIMOTATHYECKasi) TPOMOOLMTONCHHYECKas My pITypa y NalMeHTOB, HEBOCIPUUMYHUBBIX K JAPYTHM BHAM JICYCHHUS
(HarpuMep, KOPTHUKOCTEPOUIaM I HMMYHOIIOOYIHHAM  );

- Jleuenne TpPOMOOLIMTOTICHHH, CBSI3aHHO ¢ XpOoHHYecKol uH(ekpei renaruta C, Korjaa CTerneHb TPOMOOLMTOIICHHH SIBJISIETCS OCHOBHBIM
(hakTOpOM, TPEISITCTBYIONIMM Haualy MM OTPAHUIMBAIOLIMM BO3MOXHOCTb MOUICPKUBATh ONTHMAIbHYIO TEPAIMIO HA OCHOBE
uHTepdepoHa (1o HAOIIICHHEM CIICIUATHCTA)

Orpha.net— ORPHA:3002 VmmyHHas TpoMOOLMTONICHYS SBJISIETCST  Op(aHHBIM 3a00JIeBaHMeM . DIITPOMOOIIAr OJIaMUH SIBIISIETCS Op(haHHBIM

npenapatoM B EBpone u CIIA;

EMA — paspelien k npuMeHeHHto B EBporeiickoM corose;

FDA - ono6pen, Dntpombonar siBisiercs opdanaeim B CIIA.

BO3 — ne nperncrasie;

MKP - BMJ Best Practice B pyKOBOACTBaX «AIUIACTHYECKAs aHEeMHsS y B3pOCHbIX» M « MIMMyHHas TpOMOOLMTONEHHS» - IPEICTaBIIeH

DntpomoOorar.

The Cochrane library — o xmouesomy cioBy «Eltrombopagy» npezcrasiensl 5 CO, u3 Hux npu «Idiopathic thrombocytopenic purpuray - 1.

PykoBojcrBo Pekomenanun AMepHKaHCKOI0 0011eCTBAa IeMaTo 10roB 110 HMMYHHOI TpomGouuTonennu, 2019 Pexomennanus 6.

V B3pocnbix ¢ UTTI>3 mecsues, KOTOpbIe 3aBUCAT OT KOPTHKOCTEPOUIIOB WIH HE PEArHPYIOT Ha KOPTUKOCTEPOH/IBI M OYIyT JIE€UNThCS arOHHCTO M

TpoMbonoaTHHOBBIX perentopoB (TPO-RA), rpyrma pexomennaimii ASH npeytaraer mmbo sntpomooIiar, JIH60 pOMUILIOCTHM (yCITOBHAsE

PEKOMeH/TaIs, OCHOBAHHAs HA OYeHb HHU3KOH yBepenHocTH B nokasarenbetax sdopexktos @ OOQ). Mpumedanne: HHAMBHIYATHHbIE

TPEATIOYTEHHS TAlMEeHTa MOTYT UMETh OOJIbIlIee 3HAYCHHE MPU UCTIONb30BAHMH SKEIHEBHBIX MEPOPAIbHBIX MPENapaToB WIH eXCHEAEbHBIX

TOJIKOXKHBIX HHbeKIMA. Pexomenmamuun SMC Ne 625/10 (aBrycr 2010 r.)- Eltrombopag (Revolade®) npuimaercst 171k OrpaHHYEHHOTO

ucnonb3oBanust B NHS Ilomnanguu [uis JiedeHns: 000MX CIUICHIKTOMUPOBAHHBIX M HE CIUICHIKTOMHPOBAHHBIX ITALMEHTOB C TSKEIOM

CUMNTOMATHYECKOH MMMYHHOM (MIMONATHYECKOH) TPOMOOLIMTOIIGHMYECKO! Ty PITyPOii HIIM BEICOKHM PHCKOM KPOBOTEUCHUS .

B pyxoBozctee BMJ Best practice «IMMyHHasi TpoMoonnToneHusi» JIedenue y fereil ArOHHCTHI MUKO(EHONIaTa , pUTyKcuMada 1

TPOMOOTIOITHHOBOT'O PeLenTopa (31TpoMOorar WM POMUILIOCTHM ) CIIETYeT paccMaTpUBaTh y JieTel, KOTOpbIe He CMONIH WM HE TIEPEHOCAT

JIeYCHHE TIePBOM JIMHKUK (Harpumep, Koptukocteporasl, UTBB ).

KII PK «MMmyHHast TpomOonuTonenus y aereii(or 29.11.2016 r Ipotokon Nd 6)
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J01XB01Koauctun (KoiuctumeTat), MOPOUIOK 5
NMPUTrOTOBJIEeHUA pacTBOpa Ajsi uHraasuui 80 mr 1000000 EJI

aperncrpupoBanKonuctumeraT HaTpusi ¢ APYroii JiekapCTBeHHOH hopMoii:

KH® — npencrasinen Konucrin, HO B ApYroi ekapcTBeHHOU Gopme
BH® nuist gereii (2021)u BNF (2020)npencrasnen Colistimethatesodium(Colistinsulfomethate sodium). (opowmoOK 11t IPUTOTOBIEHUS PAacTBOPA ISt
nabekuunit 1 Munnon EJ, 2 musinon EJl;nopiok auis naransuuii B kancyie 1,662,500 eqnHuI; MTOPOLIOK AISIPUITOJIBEHUS pacTBOpa i1 HeOynaiisepal
muutnoH EJT). IToTuMUKCHHO BRI aHTHOHOTHK, Kostnctumerat Hatpust (Colistinsulfomethate sodiun), akTuBeH POTHB TPaMOTPULATETBHBIX OPTaHU3MOB,
BrItouas Pseudomonasaeruginosa Acinetobacterbaumaniiu Klebsiellapneumoniae ITpenapar He BcachiBaeTcs B pOTOBOH MOJIOCTH M, CIIEI0BATEIBHO, €r0
HYKHO BBOJAMTB Iy TEM HHBEKIIHHU U1 CHCTEMHOTO 3¢ pekra.
IMoka3anue - [paMoTpHiaTenbHble HHPEKINH, YCTOYHBBIC K JPyTHM aHTHOAKTEepHATbHBIM IIpeiapaTaM, B TOM duciie Bbi3BaHHbIe Pseudomonasaeruginosa
Acinetobacterbaumanii u Klebsiellapneumoniae (myTem Me/ieHHON BHY TPUBEHHO N HHBEKIIMU HIH BHY TPHBEHHOHMH(Y31H); TOTIOTHUTENBHO K CTAHAAPTHO M
aHTHOaKTepHanbHO i Tepanuu npu nHdekunnP seudomonasaeruginosanpu KUcTo3HOM GpuOpo3e @HrATSALIUOHHO).
Orpha.net —Colistimethatesodiumopdaunsiii npenapar B EBpone. Myxkosucunmo3 — opdannoesabonesanne (ORPHA:586)
EMA — paspemen k npuMeHenuio B EBporneiickom corose;
FDA - 3apeructpupoBaHKOJIHCTHMETAT HATPHUS B HHBEKIMOHHOH GopMme.
BO3 - B M0Ie1bHOM CITHCKE 0CHOBHBIX JIeKapCTBeHHBIX cpeacTB BO3 mus gereit Ne 7 (2019) u criicke 0CHOBHBIX JIeKap CTBEHHBIX cpeacte BO3 Ne21 (2019)
MpejcTaBieH B rpymne 3 pesepsHas rpynna antu6uotukor/Group3 RESERVE GROUP ANTIBIOTICS;
Konucrun 1 munmnon ME Bo ¢akoHe (B BH/e KONHCTEMETaTa HATPHs).
MKP — NICE PyxoBoactBomno ouenke Texnosioruii [TA276] ColistimethatenaTpust 1 TOOpaMHULH CyXHe HOPOLIKA IS HHTAIISLMH, 151 JISYCHUS
CHHETHOMHOH ero4noi nudexuuu npu kucto3noM dpudpose. lara my6nukanuu: 27 mapra 2018
NICE pyxosoacrso [NG78] Kucro3usiii pudpo3: auarsocruka u ynpasinenue. [lara myonukanuu: okrsiops 2017 r.
BMJ Best PracticeB pyxoBoactse « Kucrosusiii pu6po3» Bpasnerne « HoBble METO/IbI T€UEHUSN» yKa3bIBACTCS HHIAISIIMOHHBIKOTMCTHMETAT HAaTPUs (CyXOH
nopoiok) B EBpore konucrpumerar HaTpus (CyXoi MOpoIIOK) yKa3bIBaeTCs JUIs JI€4ESHUS XPOHUUECKHUX JIErouHbIX MH(ekiuii Pseudomonasaeruginosay
MAIHEHTOB C KUCTO3HBIM (rbOpo3oMiyKoBHCIHA030M OH He yCTyHal HHTAISIHOHHOMY PAacTBOPYTOOpaMHIIMHAB OTHOIICHHUH (y HKIUH JerKoro nocie 24
HeJIeJIb JICYCHHs B OTHOM OTKPBITOM HCCIIEJOBAHUH C IALIMEHTaMH1 C KUCTO3HBIM (Gpubpo30M (B Bo3pacre 6 jieT u crapiue) ¢ xpoHndeckoiP seudomonas
aeruginosaneroyHoi HH}eKuen.
The Cochrane library— o kinrouesomy ciosy «Colistin cucremarnueckue 0630psi3. Tracey Danielset al (2013) onennnu 3¢ heKTHBHOCTD, 6€3011aCHOCTB,
TSKECTh JIeYeHHs U COOII0/IeHHEe pex MMaHeOy 1aii3epHOATepanuy ¢ HCIOIb30BAaHUEM PA3THYHBIXHEOy1ali3ePHBIX CHCTEM /U151 TALIUECHTOB C
MykoBHcna030M ITouck BeisiBHI 40 nccnenopanuit, 20 u3 kKoTopsix (1936 y4acTHHKOB) OBITH BKTIOYECHBI B 0630D.
KII PK «MykoBucunao3» (0106perOKK M3PKot« 19» ampenst 2019 roaa [Iporokon Ne6 Honuctumerar HaTpHst IPUMEHSCTCS A HHTATSIMOHHOM
Tepanuu (¢ 0643aTeaIbHON MPEeAIIECTBY IOIIEi HHIAAINeHOPOHXOIUTHKOR MY KOJIUTHYECKOH M KWHE3UTEpannei) MpU MepBOM BbICEBE H MIPH XPOHUYECKOt
P .acruginosanndexunu. Buyrpusenno Konuctumerar HaTpus npuMeHseTcs pyu HHOEKUNH, BbI3BAHHOH MyIbTHpe3ucTeHTHOUP .aeruginosaC
IPOTHBOBOCTIATHTENBHOH 1eIbI0 IPHP .acruginosanHpeKuy Heob3y0TMakpoauasl (Yp.nokas.B)
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NO03AX17 Crupunenros, S00 mr

IJIC) — ner peructpamy; Op ¢ anusiiinepeyens JIC- He npecTasrer;

p'h ekrBHOCTE— B The Cochrane Library no xiroueBoMy ciioBy «stiripentoly» mnpu «Dravet syndrome» mnpejcraBiieH 0030p:
0 ebal (2020) ouennmn 5K THBHOCTH 1 IEPEHOCHMOCT—— CTHPHIIEHTOIIA ~B-KA4€CTBE AOMOHHTENFHOTO JIEYeHHs Ul Jionei ¢

JIeKapCTBEHHO =yCTOMINBOM (DOKAIbHOI SMIUIENICHEH, IPUHUMAIOLIHX POTUBOIIIIICHTHYECKHE IIPEeHapaThl. ABTOPEI HE MOTYT CAE/IATH HUKAKKX

BBIBOJIOB B TIOJIb3Y HCIIOJIb30BAHMSCTUPHIICHTOIA B Ka4eCTBE JOTOIHUTEIBHOTO JICYCHHS JIGKAPCTBEHHO -yCTOMYMBOM (DOKAIBHOM SMHIIENCHH.

Heo0Xx0auMBI ONOIHUTEIbHBIE KPYHbIE PAHIOMHU3UPOBAHHBIE , XOPOIIO MPOBEICHHBIEC HCCIIEI0BAHMS .

3) Besonachocrs JIC - Kenneth A Myers et al (2018) oueHm JoIrocpouHyro 6e30macHOCTb 1 3Q(EKTHBHOCTb ~ CTHPHUIICHTONA B KA4eCTBE

TPOTHUBOAIIMICITHIECKOTO Npenapara JUlsl JIoIel ¢ CHHIPOMOM  J[paBe BIT POCIIEKTHBHOM OTKPBITOM OOCEepBAIMOHHOM HccnenoBanmy (2003 —2015

IT.) y 41 nampenra.

4) Opd annoesadonesanue (cratyc) B PK: n.48 Cunapom/ipase bosiesun nepBHoii cucremel G 40.4

5) KII PK - KIT PK«9muaencus y aereii» (Onoopero OKK M3CP PKor 15.04.2020 roga ITpotokosn Ne 90) CTHpuIieHTO I HpEeICTaBIIeH Kak

JIOTOJIHUTENbHAsl Teparysi Ha aMOyJIaTOPHOM M CTALIMOHAPHOM  YPOBHSIX.

6) MKP/KP/ KI1 O9CP - B ximanueckoM pykoozactse [ CG137] NICE (12 mas 2021) «dnuiiencusi: AMArHOCTHKA H MeHeTKMeHT»JIeuenne

riepBoii JmHUM cuHApoMa JlpaBe. J{omomHUTENTHOE JIeUeHUE JIeTel, MOJIOISKN B B3pOCIBIX ¢ cuHapoMoM Jlpase. 1.9.9.306cymure co

CMELMATUCTOM T10 TPETUYHOMN DITHIICTICUH, CITH JISYSHUE 1IePBOH  JIMHUK y JIeTel, MOJIOZBIX JIIQIEH U B3POCIBIX ¢ CHHAPOMOM /[IpaBe

HeA(D(EKTUBHO MITH [IPH HEMIEPEHOCUMOCTH, ~ PacCMOTpUTE Ki100a3aM MM CTHPHUIICHTO B KayecTBE IOOIHUTEIbHOTO JeueHus. [2012]

Cornnacao UpToDate Cunapom [Ipase (DS) HanGosnee gacto ucnonb3yeMble aHTUCENTUYECKUE TIpenaparhl y nanuentoB ¢ Cunnpomom  [Ipase

BKJIIOYAIOT BAJIBIIPOAT, KJI00a3aM, TOIMpaMar, CTUPHUIICHTOJ , JIEBETUpaeTaM 1 OpOMHJIbI (B HEKOTOPBIX PErHOHAX).

Cpenyt HUX CTUPHUIICHTOJI B KA4ECTBE JOMOJIHUTENbHOW TEPAITHH SIBJISICTCS HPEMapaTtoM, MOJUICKAIINM OLECHKE B PAHIOMH3HPOBAHHBIX

HCCIICZIOBAHMUSX, HO €0 JOCTYIHOCTh OTPaHMYEHA MIIM OTPAHHYEHA BO MHOTHX CTpaHax, BKirodas CoenureHHsie 1llrarsr.

CTUPHIICHTOIT SIBIISIETCS AIJIOCTEPUYSCKUM MOJYJIITOPOM pelienTopa raMma -aMuHoMacisiHoit kuciotsl A (TAMK -A) ¢ IpsiMbIM aKTHBUPYFOLIAM

nefictBreM. OH Takke MHTHOMpYeT (hepMeHThl  1uToxpoma P450, TeM caMbIM MOBBIIIAs YPOBEHb HEKOTOPHIX aHTHCEHTUIECKHX MPENaparoB B

KPOBH, 0COOEHHO XJt00a3zama.

Tpenapar gocryneH st kKiauHudeckoro npuveHenns: B Kanane EBpore u SInonun noq  opdaHHbIM cTaTycoM. YHpaBlieHHE 0 KOHTPOJIIO 32

npoayktamu ¥ JekapcrBamu CIIA (FDA) omo6puno crupunienton B 2018 romy ass JiedeHus: OprCTYIoB, cBsizaHHbIX ¢ Cunmpomom/Ipase, y

MAlMeHTOB B BO3pacTe ABYX JIET M CTApIiIe, NMPHHAMAIONINX KiI00a3aMm.

7)JIC BO3/BH®/Bo3memaembie cnuckn 1 JI® OICP - B BNF(2021) npescrasen « Stiripentol» (karicyna 250 mr; 500 Mr; nepopainbHbIi

nopourok 250 mr, 500 Mr) npu creayromux nokasanusax: JlononHuTenbHas Tepanusi pepakTepHbIX IeHepPaTHM30BAHHBIX TOHUKO -KIIOHHYECKUX

TIPHUCTYTIOB y MALMEHTOB C TSXKEIOH MHOKIOHHYECKOM OITMIICIICHEH B MilajieHuecTBe (CHHAPOM J[paBe) B COUETAHHM C KJIOOa3aMOM U BaIbIPOATOM

(o1 HaOJTFOIEHHEM CTICIHATIHCTA ).

8)Perucrpamuss ICH/O9CP/ EMA/ nepekBanu¢ ukanun BO3-Orpha.net Ctupunenron siBisiercs opdanHbiM npenaparom B EBporte.

Contacio Orpha.net Cunapom/Ipase opd annoe3agosneBanne (ORPHA:33069).

EMA EU/3/01/071 : cruprmenton Obut nckitiodeH w3 Perucrpa CooOrectBa onpeeieHHsIX  Op(haHHBIX JICKAPCTBEHHBIX CPENCTB B siHBape 2017

roJia o OKOHYaHHH TePHO/Ia PEIHOYHOM HCKITFOUMTENBHOCTH .

20.08.2018r FDA ono6pen opdannstii crayc Ctupunentona npu Cuxapome Jlpase.

9. ®opmyIspHAsi KOMHCCHSI paccMaTpuBaer npeiacrasienHoe LeHTpoM 3aKii0ueHne H OLEHHBAET COOTBETCTBHE JIEKAP CTBEHHOT 0

cpeacrsa noanyukram 1), 2), 3), 4) uodnomy u3 nodnyukmoes), 6), 7), 8) nynkra 7 nacrosiupux IIpaBui, ¢ yuerom KoToporo r[pmmmae'rc

peleHHe 0 BKIKYeHUH JieKkapcTBeHHOro cpencrsa B KH®

(©)

1  |O6uee ommcanve JIIT [[IpOTHBOAIIIECITUYECKHE TIPEHapaThl MPOUHE.

(CTHpHIIEHTON SBIISETCS ANIOCTEPHYECKIM MOYIIATOPOM PELENTOpa raMMa  -aMHHOMACTISTHOM KHCITOTBI
A (TAMK-A) ¢ npsiMbIM aKTHBHpYIOIINM JeicTBHEM. OH Taloke HHIHOUpyeT hepMeHTh  LUTOXpOMa
P450, Tem caMbIM MOBBIIIAs YPOBEHb HEKOTOPHIX aHTHCENTHUIECKUX NPENapaToB B KPOBU, OCOOEHHO

NO03AX17 Crupunenros 500 mr

[xJ106a3ama .

2 ['P PK/mpuunna oTCyTCTBHS Her perurcparym , e opdannsiii B PK

eructpauuy/ opQaHHbIit

3 (Opdannoe 3aboneBanne B PK .48 Crmapom [Ipase bonesnn HepsHoit cuctemsl G 40.4

4  [Opdannslii cratyc 3a pyoesxom Orpha.net Ctupunenton siBasercst opdanueiM npenaparoMm B Espornie. ComracHo Orpha.net Cunapom
UpaBe opdannoe 3aboneanre (ORPHA:33069).
EMA EU/3/01/071 : crupunenTon 6bL1 uckitoueH u3 Perncrpa CoobmiectBa ONPENENeHHbIX  Op(haHHBIX
ImekapcTBeHHBIX cpencTB B siHBape 2017 rosa o OKOHYaHUHU MEPUO/Ia PHIHOYHON HCKITFOUUTEbHOCTH.
20.08.2018r FDA omobpen op¢annsiii crayc Ctupunentosa npu Cuxapome pase.

5  |0630p KN I B The Cochrane Library no kitoueBoMy ciioBY «stiripentol» mpu « Dravet syndrome» npezcraBiieH

0030p:

IFrancesco Brigo et al (2020) ouennnu 3h(EKTUBHOCTh M TIEPEHOCUMOCTh  CTHPHIICHTONIA B Ka4ecTBE
ITOTIOJTHHUTENIBHOTO JICYCHHS JUIS JIIQIEH C JICKapCTBEHHO -YCTOMYMBON (DOKAIbHOM SIMIICTICHEH,
[MPMHMMAOIIUX MPOTUBODIIICHTHYECKUE MPenapaTsl. ABTOPBI HE MOTYT C/EIaTh HUKAKHX BBIBOJOB B
[MOJIB3Y WCIONIb30BAHUS CTUPUIICHTONIA B KAYECTBE JOMOIHUTEIBHOTO JICYEHHUS JICKAPCTBEHHO -
[ycroiumBoit (okanbHo# dmwiencui. HeoOXoauMbl TOMOIHUTEIbHBIE KPYIHbIE PaHIOMHU3MPOBAHHBIE ,
[XOpOIIO MPOBE/ICHHbIE MCCIIEIOBAHNS .

6  PBapeructpupoBannbie anaioru B PK

34

[Tocne obcyxnenuss Ymenamm ®K M3 PY npunsto PEHIEHUE:
BKJIIOYUTH JIEKAPCTBeHHOE cpeacTBO « CTupunenTo» B [lepeyens opgaHHbIX

ITporoxon Ne 11 3acenanus @opmyisiproit komuccun M3 PK ot 03.07.2021 roma



3200/1IeBAHUI M JIeKAPCTBEHHBIX CPeICTB A HUX JledeHUs: (OppaHHbIX) H B
Kaszaxcranckui HAUMOHAJBHbLIH  JIeKapCTBeHHbIH  Gopmyasp noj
«oppannbim» cratycom — EAUHOT JTACHO.

Mel ucuepnany NoBeCTKY JHs 3acenanus Komuccuu.

[To3BonbTe mobaarojapuTh BeeX MPUCYTCTBYIOLIMX 324 ydyacTHe B 3ace/laHuu
Komuccuu.

Jacenanue PopmynsipHoit KomuccuM  MUHHCTEPCTBA  3APAaBOOXPAHEHUS
00BSABISETCS 3aKPbITHIM.

ﬂpnﬂaraloTcn mMaTtepHal/ibl 3aC€/laHUusl Ha JJE€KTPOHHOM HOCUTE/IE€ H
ayauorpamma.
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