IIporokoa Ne 11
3acenaHus PopmyJIApHOH KOMHUCCHHU
Munucrepcrsa 3apasooxpanenus Pecnyoanku Kazaxcran
(B pexxume Webex)

r. Hyp-Cynran «03» uromns 2021 ron

IIpencenarenbcTBoBad: J[>)kycunoB baypxkaH AnUIIEepoBUY— 3aMECTUTEIND
[Ipencenarens @opMysiipHOM KOMHUCCHMM MUHHUCTEPCTBA  3APABOOXPAHEHUS
Pecny6simku Kazaxcran.

YuacrBoBaiau: baiicepkun b.C., CeiasikoBa b.M., AnsuikanoB P.A.,
EmOGeprenoa M. X., Kynkaesa I'.V., XKynucos E.A., bugatopa ' K.,  {ypmanosa
M.N., ScenoB E.A., A6apaxmanoB P.3., KaceimbekoBa C.)K., Panmkymosa I'.V.,
Anmuspoa H.T., Myxamemxkanosa I'.E., Kanra6emos H.C., Kummak6aes P.K.,
[ITamcuBanueBa K.A.

Cexperaps: Jlacran [IL.M.

OrcyrerBoBanu: bypkutoaes XK.K. (coBemanue), JrocenoB A.K., Jlayrbaen
E.K. (oryck), HaasipoB K.T. (coemanue), bexapucon O.C.(ornyck), Kemaiikun
B.M.(otmyck), Heraii H.A.(komangupoBka), MupzaxmeroBa /[I.JI. (oTmyck),
bopanbaeBa P.3. (otnyck), baitnak6aeBa XK.JK.(komannupoBka), Makankuna JL.T'.
(otmyck), AnenoB M.M., JlypmanoBa A.K. (oTmyck).

IloBecTka 3acenanus:

1. PaccmoTpeHue BOIPOCOB BKJIOYEHHUS JIEKAPCTBEHHBIX CPEACTB B
Kazaxcranckuil HalmOHAIbHBIN JIeKapcTBEHHBIN Qopmyisip u [lepeuenb opdaHHbIX
3a00JIeBaHUI U JIGKAPCTBEHHBIX CPEJICTB I UX JieueHus (ophaHHBIX);

HMoxmaguuk: JIxycunoB b.A. — gupekrop JlemaprameHTa J€KapCTBEHHOU
nomtrku M3 PK.

Coxpokaxyuku:

TabapoB A.b. — pykoBoautens LleHTpa PKOHOMHMKH M OIIEHKH TEXHOJOTHM
3npaBooxpanenuss PITI na IIXB «PecnyOnukaHCKuMi LEHTp  Pa3BUTHS
3npaBooxpanenusi» M3 PK.

Ecb6arbipoBa JL.LM. — HavalbHUK OTHENa TMOMCKa JoKa3aTenbcTB lLleHTpa
DKOHOMHMKH M OLEHKM TexHonorud 3apaBooxpanHenuss PITI na IIXB
«Pecny0nukaHCcKuil IIEHTp pa3BUTHs 31paBooxpaneHus» M3 PK;

3acenanue OTKphUT 3amectutelb [Ipencenarens PopmylsipHOW KOMHCCUU
MunuctepctBa 3apaBooxpaneHus Pecnyonuku Kazaxcran — J[>xycunoB b.A.

KBopyMm mns npusstusa pemeHuid DoOpMyIsIpHOM KOMHUCCHEW HMeeTcs
(ygactByrOT 18 yenoBek, OTCYTCTBYIOT - 13 4enoBek).

3acenanne @opmyssipHoin Komuccru 0ObSABISAI0 OTKPBITHIM.

JxxycunoB B.A.:

EcoOarsipoBa JI.M. nonoxuna cieayrouiee:
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PaccyMoTpeHHe BONPOCOE BRINYEHHS
JeRapcTBeHHBIX cpeacTts B KH® u

Ilepeyens opdanubix 3afonesanuii 0
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IIpasosan Gasa hopuvuposanua KH® u [Tepeuns opdannmx
safomeBaHuil H JTeKAPCTEEHHBIX CPEICTE LA HY JeYeHHH

+  Komewe PecoyGmuse Fazsaxetas or 7 mroma 2020 roga Me 360-VI 3PK «O smoposse HIpODa H
CHCTEME FOpaBtOEDEaHSHEAY .,

+  Ilpuras g.o. MusucTps sgopascorpansais PecmySmusn Fazaxetan ot 24 gexabpa 2020 roga
Re EP JCKI-3262020 « 6 vTBepEmSHHH [OPEERT (PopMEpOEIRHA  EasamcTaEcioro

HAOHCHATEHOTD J1SEapCTECHHOTD QopMyTapa, 3 TAKMS PSRl paspafoTEl NeRapCTESHHEIR
SOPMYILAPOE CPraHEsSaNNl 3IPaB0CRpaHe I

+  TIlpmras Mumwcrpa sopasoexpaneass Pecoyimers Fazaxceras ot 16 oxTadpa 2020 roga Ne

EP OCAI-15352020 «08 vwIBSp®OSHHE OpEEHEN  @OPMEPOBIRHR OEpedUHA OpQaEHRIX
zafoneEanni H KA TESHHED CPeOcTE IUTA HE ISHSHEAH.
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ITopagok dopMHpOBEAHHA Ka3zaXcTaHCKOTO
HANHOHATBHOTO JeKAPCTBEHHOI O (pOpMYy.IHpa

ITeprdor ghompuumosar g F GAG HUTLL L HALE G20 TEKOPCReSHH G20 @hopidUIag SETH ISR §
CERR CNSETHLSST
1} mo@msyy SENENSHIEA RPOHIEOIHTSIA K ar0 GRHIIHETEROTD EPeOCTEENTSNA E Peonybmers Fazeooras {mames
— EBASEMTSNE) E RONESGOMCTESHILGD OPTSEHMIANNO YIOMECAMOMSHEOND OPTEHS, B EDAMETSHIGSO EDTOPOH EXOOAT
EQORPOCE EPOESNSHEA SECISPTHEEL, DPEOyLSTPHESIISH OQIEHEY LEHHEDR © EHETIeCEnl GesomecHecT H
*PPEETHEROCTH TEESpCTESHEODD CPSNCTES, EOETESPIENSHHEDN ENHENTSCEHR HOORMOBSHAN, 8 TAERES E MeTa-
EHETHEEN H (M) CHCTSMETHYSCERR OOoopan (mames — Lswrp);

2) mporamamre [lxerpou Tpo@eccRoEATERNH  3EomepTRss: (30 pabomm mesi);

3} mopgroToees ITorTpoal SSEIGOTSEHA B0 DESYIIETATE ROl CHORATRIE0E m&mm%ﬂmﬁw
EDAOSOCHM FIOITHOAIOUSHEOTD OPrEks E OONscTH SOpEEcOnpEReRRS (LaTes — S0paryIiRpro EnansooH);

1) paccaoTpImEE B EPMEATHE DEImMmnes SOPMFTIAPRCHE EAOICHS 128 OOIEOESNE SEETNOTSEMA 10 DESVIIETATIM
Epode0CHOHATERDH  SECISDTHEEL;

5) SODMEPOERERS VIMITHOMOYWSHKEELL Oprasoar KHE.
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drepanaagxe oo (yaaes — XL

O 3TOPOEBE HAPOTA H CHCTEME ITPABOOXPAHEHHA
Eopexc Pecoviummot Kazaxcran ot 7 smoma 2020 ropga Ne 360-VI 3PK

[aasa 20. OKAJAHHE ME E!.H%}IEHDI‘I ITOMOIIH ITPH OCHOBHBIX

HEMHSERIITOHHBIX 3. BAHITAX

Taparpad 2. OrazaEne MeIHUHHCKOH NoMoIH Npa opdasHEY 3abfoneBaHnax

Craten 177, OxasaHne MeIHIHHCKOH TOMOWHE NpH 0pdaHHLY JafoneBaHHAY

3. epeuens opdannsx safoneBanui H TeKAPCTEEHHBIX CPEICTE I8 HY JIEYeHHA
(opdasBrx) YTECPEIAETCR YIOTHOMOYEHHLIM OPTAHOM € VYETOM CISIVIIIHY KPHTEpHEE:

1} pacopoctpanesarocTs B PecoyGmuse Kasaxcran;

2) Bec0ROOHMOCTE B CHCTEMATHUSCHOM JISUSHEM, TR DpOESIeHHA KOTOPOTO HMEITCR
paspaloTaRARle § SapeTHCTPRPOBARAEIE Ha TeppuTopHd Pecnyiminn KazaxcTan nexapcTEeHHRE
CpedcTER (KypafenbHEle DaHERTEL);

3) B2o0ROOEMOCTE B CHCTEMATHUSCEDM JISUEHHH ¢ IPHMSHSHHEM JISKApPCTESHHER CPEICTE,

HOTOPEIE pmrg&ﬁ-urmmn HMEFOTCA B MEpPE, HO He S3PETHCTPHPOEAHE K IPHMeHEHHID HA
TeppHTopHE Pecmyimiss KazaxcTan; 2l

4) HamuamEe 3300MeBAHWN, A JeUSHEA MOTOPX B MHEpPE OTCYTCTEYIOT paspaboTanaem:
MeKApCTEEHHRIE CPENCTED,

b)) H200R0IHMOCTD OKA3AHEA DAUTHATHEHOH METHIHHCKCH DOMOIOH B CEASHC OTCYTCTEHEM
PATHEANEHOM TEpamuu (HEEYpafennHEle TAIHEHTEL).
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ym OpEenapa
MeqeHHd OJHOTO HITH HeCHOTBENK
Oepednd opfaHHbx Sa00MeEaHHE (H3 MOMEHT DOJ3TH MpemI0me R ),

JleKapCTECHHEELN] DpeOapaT BEModacTed B [lepedsHs opdaHARR
NeEapCTEEHERN CPSOCTE OPH HAMHIHE TOM0MHTENsHH peromengammn PE u
COOTESTCTEHH CNSTYIOMEM EPHTEDHAM

T DpPeOHASHAYEH MTA DHATHOCTHEH, OpOQRTAKTHEN HIH
3300IEEARNEN COMIACHD YTEEPHISHHCTO

P) H OpenapaT 3aperucTp. n:npmenemuﬂamppm
er:ﬁe';% KazaxcTaH co cTaTycoM urﬂugan:apm‘a Temmum}mmae
HH

SAPErECTPEPOEAH K IPHMEHEHHED HA TEppPHTOD

3} AREApCTEEHHBIN DPeNapaT OpedHasHATSH IR DAOHEHTOE ¢ SafonesaHues, DA
r0 He CYIISCTEYET YI0BNSTEOPHTATLHEN METON0E THATHOCTHEH,

HTAKTHEHR, JIEHEHHA HTH TPH HAMHTHE Tammuemmnammnmpcmmm

OpeTapat E},.-::e-r OpHECCHTE SHATHTENLEC CONBITYVED IONL3Y TaOHSHTAM, CTPaTarIIHM
TAKHM Za00TSEIHMEM.

Iepecuorp [lepeuns opdaHEbn J8KAPCTESHARR CPeICTE IPOBOINTCA OOHH pas B
TPH roja H (JUIH) OpH D0AEISHEH HOBREK CpaHHRN MSKApCTECHHEBN CPEICTE.

MHH

Toprosbie
HAHMeHOBAHUS

Ho3osorust

Ilpumeuanue

'Ypconezokcux
oJieBast
KHCIIOTa

Ypcodanbk

1.He siBisieTcs opdhaHHBIM
npenapaTom

2.J171s1 BKITIOUEHHUSI B
Iepeuens AJIO Tpebyetcs
3asiBka ¢ ®OU

MyKOBHCITHI03

A manumymao

(Xymupa)40 mr-
0.4m1, /K

1. B KII "FOBeHMIIBHBIH
MANONIATHYECKUN naMONaTUUeCKuid apTput"
apTpuT; "Ilcopuatuyeckuii aprput"
2.11cOpHaTHYECKUI TIpe/ICTaBlIeH;

apTPHUT, aKTUBHOCTh
YMEpEHHOI CTeneHu;

3. Uauonaruyeckas
TPOMOOIUTOIIEHHYECKAs

Iypmoypa.

1.YOBeHUITBHBIIH

Tepecmotp KIT
"HnnonaTuyeckas
TPOMOOIUTOIICHNIECKAS
mypmypa" Oyzet B 2021
roxy, mpenapar He
peKoMeHayeTcsl.
2.IlpencraBieH Kak
opdanusii B PK;
Ipencrasnen B Ilepeune
AJIO npu HO30JIOTHSX

" AHKMJIO3UPYIOLMI
crionunut”, "Tlcopuaz”,
"Bone3np Kpona"
TpedyeTcs 3asiBKa B
nepeueHb AJIO ¢ ®OU

|ATTeKTHHHO

AnerieHsa,
karicyna 150 mr

(OHKOJIOTHYECKHE
3a00J1€BaHUs

1.Ha paccmorpenue OK kax|
opdanunoe JIC

2. Pemenne ®K M3 PK o
BIJTIOYEHHIO B [lepedeHb
AJIO

3. B Ilepeuens EJ] mocie
BrUIoYeHus B [lepeuenn
AJIO
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4 |Aramypen HEeT

[Iporpeccupytomas
MBIIICYHAsE AUCTPOduUs
J{rormeHHa, BbI3BaHHAS
nenerueii 48-50
9K30HOB B I'¢HE
mucTpoduH.

IIpencrasien B KIT

1. B KII mpencrasieH Ha
CTall.ypoBHE

2.J171s1 BKIIIOUEHUS B
Ilepeuens AJIO u
Tlepeuens EJI TpeOyercs
3asiBka ¢ ®OU

5 |Auernnuucren |[@nyumunun s [CTEHO3 rOpTaHUA
H MHTAIAIHA XpOHUYECKUI
KaHIOJICHOCUTEIb
6 |Burabarpun |Cabpui, Tabnerka/Dnunencus

500 mr

1. s Brarouenus B KHD
He sBisieTcst opdanHbiM JIC
(HeT perucTpanum)

2. B Ilepeune AJIO
TpeJICTaBIICeH (3a cUeT
MECTHOTO OIO/KETa)

7 Fomumymad  [pacTBOp st
[TOJIKOKHOTO
BBEIEHUS 50
mr/0,5 M
[ITTPALIBI
0ZIHOpa30BbIC

1.}OBeHuIbHBII
MANOTIATHYECKUH apTpH
2.IIcopuaTtnueckuit
apTPUT, aKTUBHOCTh
YMEpeHHOI1 cTeneHn

1. He siBIsieTCST OphaHHBIM
penapaToMm

2. Ectb 3asBKa 3a 2020 rox
JUTSE BKJIFOUCHHUS B
HO30u0rHI0 "HOBEHMIIBHBIN
nAMONaTHYeCKUl apTpuT"

Ilo Ho30MOTHN
"Ilcopuatudeckuii aprpur"
Tpedyercs 3asBka ¢ DOU

8 [[omomupcen

[Iporpeccupyomas
MBIIICYHAsE AUCTPOPUs
/lromenHa, BoI3BaHHAS
nenerueii 48-50
DK30HOB B IeHE
mucTpoduH.

1. B KII npexncrasiex

2.Ha paccmorpenune OK kax
opdannoe JIC

3.Ha paccmotpenne @K kax|
opdannoe JIC B KHD

4. J171s1 BKITIOUCHHSI B
Ilepeuens AJIO u
Ilepeuens EJl HeoOxomuma
3asBKa

9 |dednaszaxopr |rabnerka 6 mr, 30
Mr

[Iporpeccupyromas
MBIIICYHAast AUCTPOduUs
/lfomeHHa, BbI3BaHHAS
nenerueii 48-50
9K30HOB B I'eHE
mucTpoduH.

1.Ha paccmorpenue OK kax|
opdannoe JIC

2.Ha paccmorpenne @K kax
opdannoe JIC B KHD
3./11s1 BKIIIOUCHMS B
Tlepeuens AJIO u
Tlepeuens EJ] HeoOxonuma
3asiBKa

1

o

dumernndyma [Tekduaepa
par

PaccesHHBIN CKIIepo3

1. Pemienne ®K M3 PK o
BKJIIOYeHHH B IlepedeHn
AJIO

2.IIpencraBieH B IPOEKTE
Iepeuns EJ] (cormnacuo
peuiennio OK)

1. KIT 6y et
paccmarpuBartbes B 2021
roxy

2.Ha paccmorpenne @K kak|
opdannoe JIC

2.Ha paccmorpenne OK kax
opdannoe JIC B KHD
3.1 BKIIFOUCHMS B
Iepeuens AJIO u Ilepeunn
EJ] HeoOxoanma 3asiBka ¢
DOU

1.J1ns Brmtouenus B KHO
Tpedyercs 3asBKa

2. 17151 BKITIOUCHHSI B
Ilepeuens AJIO u
Ilepeuens EJl TpeOyercs
3asiBka ¢ ®DOU

11 |[AunyTyKcuMab|HeT Heiipobnactoma
12 [3onucamun 3oHerpan Dnuierncus
karncyna 100 mr
AkTOGE -25 Mr
13 [M3oTpeTnHOMH [PoakkyTaH 3710Ka4eCTBEHHOE
HOBOOOpa3oBaHUE
HaOYCUHNKA

1.IlpencraBneH Kak
opdaHHBII NpenapaT B
PK(6e3 ykazanun
HO30JIOTUH)

2.J171s1 BKITIOUEHHUSI B
Tlepeuens AJIO TpeOyercs
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Vudaukcumad

ITHOGUIN3UPOBaH
HBIH TOPOIIOK
Wyt
BHYTPHBEHHHOI'O
BBeneHus 100 mMr

FOBeHWITBHBII
MIHONAaTHYCCKUM
apTpuT,
[1COpHaTUYCCKUH
apTpHUT, aKTUBHOCTH
YMETICHHOH CTEeHH

JL1st BKIIFOUEeHHUS B
Iepeuens AJIO Tpebyercs
3asiBka ¢ ®OU

1. He nnanupyercs
nepecmotp KIT
2.IIpencraBien kak
opdannblii B PK

3.1 BKIIIOUCHUS B
Tepeuens AJIO u Ilepeunn
EJ] HeoOxoanma 3asBKa ¢
DOU

1.He siBnsieTcst opdaHHBIM
npenapaTom

2.J1ns BkiroueHus B KHO
Tpebyercs 3asBKa

3.Jlns BKIIIOUCHMS B
[lepeuens AJIO n
Tlepeuens EJ] HeoOxonuma
3asiBka ¢ ®OU

B Ilepeune AJIO
[PEe/ICTaBNIEH (3a CYeT
MECTHOTO OrO/DKETA)

1.Ha paccmorpenue @K kax|
opdannoe JIC

2. Ha paccmorpenue s
BKIJIFOYCHHS
TIOTIOTHUTEIBHOI JIeK
(opmer B [lepeuens AJIO

3. [Ipu BKIJIIOUCHUH B
Tepeuens AJIO,
Brutountest B [lepeuens EJI

He siBnsiercst opaHHBIM
[IperapaToM.

L5 BKITFOYCHHUS B
Tlepeuens AJIO u
Tlepeuens EJ] HeoOxonuma
3asBka ¢ ®OU

He SIBIISIETCSI Op(aHHBIM
npenapaTom

l.uer KII

2.Ha paccmorpenue OK kak|
opdannoe JIC B KH® u
Opdannslii [lepeuens

3. 151 BKITIOUCHUS B
Tlepeuens AJIO u
Iepeuens EJ] HeoOxonuma
3asBKa (Ho3omoruu B AJIO
Her) ¢ ®OU

Byner BeIHECeH Ha
paccmotpenne @K M3 PK |
paMKax Iopy4eHHs
MuHKCTpa ot 15.01.2021

HE SBISIETCST OpYAaHHBIM
rperapaTomMm

He siBisiercst opdaHHbBIM
TIpemnapaToMm.

Jl71s1 BKOTIOUEHUS B
Ilepeuens AJIO u
Iepeuens EJ] HeoOxonuma
3asBka ¢ POU

15 [Kanakunymab [Mnapuc HOBeHMITBHBII
(Kanakunyma0), |[MIMOTaTHYECKUi
[TOPOILOK JUIst apTpHT,
[IPUTOTOBICHUS  |[ICOPHATHICCKHI
[pacTBOpa s apTPUT, aKTUBHOCTh
MHBEKIMH, 150  |yMeneHHO! cTeneHH.
mr Nel ¢akoH
16 [Ketoanassoru
AMHHOKHCIIOT
17 [Kio6a3am Dpuzuym 30 Mr  [Dmmnencus
18 [Konuctun TOPOILOK ISt MyKOBHCIHI03
(Konmmctumera [mpuroToBieHus
IT) [pacTBOpa IS
uHraysnui 80 Mr
1000000 EZL
19 Ulakocamuy ~ [Bummnat Tabierka |[Dnuiencus
50 mr
20 [Mecanasun  |[lenraca 500mr  |bonesns Kpona A1L2
Tlenraca 1000 Mr [TOJNCTOW KHMIIKH,
TOTaIbHOE MOPaXKEHHUE
21 Metpenentun [Muanenta BpoxneHHas
(ITopowiok st [reHepaJn30BaHHAs
[IPUTOTOBICHUS  [TUIOTUCTPODUS
[pacTBOpa IS BupapauHeu ceiina
MHBEKIIHI B
KOMILJICKTE C
[pacTBOpUTENEM 3
mr Nel)
22 Hycunepcen |Crnmupasza 2,4 CrimHaJIbHAS MBIIIICYHAS
MI/MIT 5 MI aTpodust, | THI
23 [[laakpeatus  |HET MyKOBHCIIHIO3
24 [[lepammanen  |Paiikomma Dnunencus
'TabeTka 6 Mr
25 [IOJINMBUTA |AkBangekc MyKOBHCIIHI03
MUHBI - et |(Buramun K),
TAaHHBIX PKEeJTaTHHOBAS
Karcya

He siBisieTcst
JIEKapCTBEHHBIM CPEICTBOM
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2

(o]

TlonaTrHUO

45 mr

XpoHHUYeCKHit
MUeInoeiiko3

1.Ha paccmorpenue @K kax|
opdannoe JIC

2.Ha paccmotpenune OK kax
opdannoe JIC B KHD
3.J11s1 BKITIOUCHUS B
Iepeuens AJIO u
Iepeuens EJ] HeoOxonuma
3asiBka ¢ ®OU

27

IIpenHn3onoH

HET

Iporpeccupytomas
MBIIIEYHAsT TUCTPOUS
J{rormeHHa, BhI3BaHHAS
inenenuein 48-50
SK30HOB B 'eHE
MCcTpouH

Ipencrasnen B Ilepeune
AJIO npu HO30JI0TUH
"MBel1ieqHast MCTpOhus
Jlromenna"

28

[penunzon

HET

ITporpeccupytormas
MBbIIICYHAsT JUCTPO(US
JlforeHHa, BEI3BAHHAS
inenerueit 48-50
5K30HOB B I€HE
mucTpoduH

Jlns BKJIIOYCHHUS B
Iepeuens AJIO TpebyeTcs
3asiBKa

2

©

CTHPHIIEHTOI

500 mr

Cunnpowm [Ipase

1.Ha paccmorpenue @K kax|
opdannoe JIC

2.Ha paccmorpenne OK kax
opdannoe JIC B KHD
3.5 BKIIIOUCHMS B
Tlepeuens AJIO u
Ilepeuens EJ] HeoOxonuma
3asBka ¢ POU

30

CynbTHam

(Ocnosnor)
Tabnerka 200 mr

Dnuiencus

1.Jns Bxarouenus B KHO
He sBisieTcs: opdannsiM JIC
(HET perucTpanyn)

2. B Ilepeune AJIO
TpecTaBiIeH (3a cueT
MeCTHOro OrOJKETa)

31

TeTpako3akTH

Cunakten Jemno

Dnuencus

1. s Brarouenus B KHO
He siBisercst opdanHbM JIC
(HeT perucTpaLyn)

2. B Ilepeune AJIO
TpeJcTaBiIeH (3a cueT
MECTHOT0 OHOJIKETa)

3

N

TobpamuuuH

pacTBOp s
uHrasun 300
MT

1.MykoBHCIIHI03
2.BpoxneHHas
OpoHXO03KTa3Ms

1.KII paccmotpurcs B 2021
romay

2. B Ilepeune AJIO
TIpe/CTaBiIeH IpH
HO30JIOTHH
"MyxkoBucuuo3";
Hozomorun Q33.4
BposxaeHHoi
OPOHXO’KTa3UH HET B
Tlepeune AJIO

3. B npoekre Iepeuns EJ]
IpesicTaBIeH

3

w

Towmnsymad

1.KII - Bone3nu kocTHO-

MBIIIIEYHON CHCTEMBI

2. AJIO - FOBeHMIIbHBIH
MIHONAaTHYCCKUM
apTpur,
1COpHaTUYeCKU
ApTPUT, aKTUBHOCTh
YMEpEHHOI1 cTeneHu

1. B KII npeacrasiex
PEKOMEHIyeTCst
2.Jl1s BKIIIOUCHMS B

34

Dnrpombonar
25 Mr

HCT

nnonaTuyeckas

TpOMﬁOHHTOHCHI/I‘IeCKaX

nyprypa. KOBeHMIIbHBIH
MIMOTIaTUIECKUN apTpH

1.Ha paccmorpenue @K kax|
opdannoe JIC

2. 171 BKIIFOYCHHMSI B
Iepeuens AJIO Tpebyercs
3asiBka ¢ ®OU

35

DTEITMPCEH

Dx30H1UC 51 musa
BHYTPUBEHHOM
mapy3nn 100
MT/2MT
(50mr/m),

st
BHYTPUBEHHOMH
uHpy3nn 500
Mr/10M1

(50mr/m)

[Iporpeccupyromas
MbIIIEYHAsT JUCTPOUS
/JlfoleHHa, BEI3BaHHAS
imenenuein 48-50
PK30HOB B TeHE
MCTpOdUH.

1.Ipencrasnen B KIT

2. 171 BKIIFOYCHHMSI B
Ilepeuens AJIO u
Tlepeuens EJI TpeOyercs
3asiBka ¢ DOU
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36 |91

ocykcumuy, (Cykcuien
Karcyna 250 mr

Tlenauaan - 720

DnuIeTcus

1.Jns Bxrouenus B KHO
He sBisieTcs opdanHbM JIC
(HET perucTparyu)

2. B Ilepeune AJIO
pecTaBieH (3a cueT
MECTHOTO OHOKETa)

1.Ha paccmorpenue OK kax|
opdannoe JIC

2.Ha paccmotpenne @K kax|
opdannoe JIC B KHD

ITyJIbCOKCHMETD,

OTcachIBaTENb
TMOPTaTUBHBINA U
T.1.

(AxTobe)
37 |[Pucmumnam  |[9BpUCIH CriuHanbHas MbIILICYHAS
aTpodust
38 TMI'MEHWYE [3amutHsli KpeM, |Byne3Hbit
CKUE OUMILAOIIAS PIUAECPMOIIN3
CPEJICTBA |neHa, meHa Juist
BaHHBI U T.J.
39 MU Tpaxeocromuuec (CTEHO3 TOPTaHH
Kas TpyOKa, XPOHHYECKHI

KaHIOJICHOCHUTEIIb

PaccMoTpeHne BOIPOCOB MO
BKJTIOUEHHIO
['MrueHYecKuX CPeACcTB He
permamenTtupoBansl HITA

PaccMoTpenne BOPOCOB MO
BKItoueHuto MU ne
pernamenTuposanbl HITA

ITo pe3yJbTaTaM NpPoBeIeHHOr0 AaHAJIN3Aa BHIHOCUTCH HA

Ne MHH

Toprosbie HauMMeHOBaAHUSA

Ho3zonorus

ot 20 oxTsi6pst 2020 roga Ne KP ICM - 142/2020

B Ilepeuens opdaHHBIX JeKAPCTBEHHBIX CPEACTB COTIAacHO NMpuka3sy MuHucTpa 3apaBooxpanennsi Pecnyonnku Ka3axcran

1 |AJTIeKTHHHO

Anenen3a, karcyna 150 mr

OHKOJIOTHYECKHE 3a00JIEBAHUS

2 Comoaupcen

IIporpeccupyroniasi MplleqHas
muctpodust [lromeHHa, BhI3BaHHAS
nenerueii 48-50 5K30HOB B reHe
mucTpouH.

3 Jlednazakopt

Taberka 6 mr, 30 Mr

IIporpeccupyromasi MpllIeqHas
muctpodus JfonieHHa, BhI3BaHHAS
nenenueit 48-50 5k30HOB B rene
mucTpouH.

/InHyTYyKCHMaO

HET

HelipobiacToma

Kommerun (Kommcrumerar)

MOPOIIOK JJIsl TPUTOTOBJICHUS pacTBOpa
st maTamsiuid 80 mr 1000000 EJT

MyKoBHCLIII03

6 MetpenenTux Muanenta ([lopomok s BpoxneHHas renepanu3zoBaHHas
[PUrOTOBJICHHMS PACTBOPA ISl MHbEKIMHTHIoaucTpodus Bupapnunennu ceiina
B KOMIUIEKTE C pACTBOPUTEIEM 3 MI
Nel)

7 [MoHaTHUO 45 mr XpOHHYECKHI MUETIOIEHKO3

8 CtupuneHTon 500 mr CunnpoM [Ipase

9 Dnrpombonar 25 Mr HET M anonaruueckas

TPOMOOIMTONICHUYECKasl Ty pIypa.
HOBeHUIBHEIN HAHOTATHYECKUI
apTpHUT

10  |[Pucaumiaam

CrHAIbHAS MBIIICYHAS aTPOQUST
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MHH Toproesie Hozororas
HaAHMEeHOBAHHA

T omooHpceH TTporpecCcHPYHOIOIAE MEBIIIIeYHAA THUCcTpodsa
JTromreHHa, BhI3BaHHAaA nelelimeii 48-50
PK2O0HOE B IT'eHe OHCTPOMIITH.

TMednazaxopT TatneTka © Mr., 30 Mr [ITporpeccHpPVYIOIIAd MEITewdHada nucTpodira

JTromreHHAa., BhI3RBaHHAA ODemelrneii 48-50
PK2O0HOE B IT'eHe OHCTPOMIITH.

PricIHrmran DEpHCIH CnHHaTbHadA MBIIIDeYHadA aTpodisa
JIHHYTYECHMAS |[HeT HefipoSmacToMa
MeTpeTerITIHE MuanenrTra (Iloponok Bpom#aeHHadA IeHepalTlz0oBaHHASR
A IPHUTOTOBIeHHA |[MHITonHcTpodms BHpapoHHelTH celia
acTBOPA ILILa
KITHII B

OMILIICEKTES O
ACTEBOPDITTCIICM 3 mar

™Nel)
TToHATHHHIG 45 mT N poHHYeCcKHH MEIeToneHKo=
CTHPHIIEHTOJ 500 mMT CoaOoponM Jdpase

MO9AX08 Tomogupcen/ Grolodirsen (TH-Buonanc 33)
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AMO9AX08 Tonogupcen/ Golodirsen (TH-Buonanc 53)

NOPOIIoE AR TPHTOTORISHRA KOHOEHETPATa ANA TPHTOTORISHHA PacTE0pa AN
aEgysEE 100w 2an 5 3000/ 10mn

DEFATEE MATTHRRNGOE STApeDs J parn
PER S DOTTEADELAEEGE cEomom Ty Tamed § rame DD v aebrmarmoemay mrmpmeerros 5

poTe 1 DeT B CTEEns)

[DRUGEOOM pema 22 eqmoeomy 53995 pome. CTILY S =358 3580 568 repmm

[Corzacmo paErs TaTERTAIE o 33 (MHH- Tomopmpoend TEr 5'seemcrd scocmbeosamr 00T s — TR0 Teems
33 (MHH- Tomoqmeposed max &'seemono scnombeasermer 500010 wm — 5 545 000 merme
RS STOMAGTTH DAY (fREATEOCTHGE, (iR TATHEE B G0 K Tepannes OENGT0 DO HIE

164 102 000 meemrs

MO09AX08 Tonoaupeen/ Golodirsen (TH-Bronanc 53)
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JxkycunoB b.A.: Ilocne oOcyxneHuss Bompoca TMpeiaraeTcs CTaBUTh

Ha

rojocoBaHue BoOMpoc «BKJIWYHMTH JiekapcTBeHHOe cpeacTBo B IlepedeHnb
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oppaHHBIX 3200/IeBAHMH U JIEKAPCTBEHHBIX CPEACTB ISl HX Je4YeHHsd
(opdpannbix) n B KazaxcTaHCKHii HAMOHAJIbHBI JIEKAPCTBEHHbIN GopMyJsip
1noja «op(paHHBIM» CTATYCOM»:

[Tpomry rosocoBats. Kto 3A? Ilpotus? Bo3znepxkancsa?
3A» -17, «ITPOTUB» - HET; «BO3JIEPKAJICS» - 1.

Unenamu DOopMyNIapHOH KOMUCCHH OOJBIIMHCTBOM TOJOCOB MPHUHSTO
PEIIEHUE:

Brirouurs JiekapcrBeHHoe cpeacrBo «l'omogupcen» B Ilepeuensn
ophaHHbIX 32001€BAHUM M JIEKAPCTBEHHbIX CPEICTB I MX JeYeHUus:
(opdpannbix) n B KazaxcraHckuii HAIMOHAJIBHBIN JIEKAPCTBEHHBbI GopMmyJsip

HO02AB13 ledparazaxopv Deflazacort (TH — ®uantagun)
tabnetka 6 mr Ne 20 u tabnetka 30 mr Ne 10

Pemc'rp}i s B PR "'-/ue'r;

BH® (2021)u BH® st xereii (2021)- Jlepnasaxopr (tabierka 6 mr). ITokasanue: Bocnanutenbiple H aniepruyeckue pacerpoiictsa; Hedpornueckuii
CHHIPOM.

Orpha.net - opdannsiii npenapar s CIIA;

EMA — He npesicTanieH;

FDA - 9 despans 20171 ogobpunorabnerku (6 mr, 18 mr, 30Mr, 36 Mr) nnepopansHyrocycienso (22,75 mr/mu)teda3akop T uis IedeH s NallHEHTOB B
BO3pacTe OT 5 JIeT i crapiie ¢ MpluedHoi auctpodueii/lomenna (MJUT).

BO3 - ne npencrasien;

MKP - BMJ Best Practice «<Mbimeunsie quctpodum (ot 23.03.2021 pedasakopt (0,9 MI/Kr niepopaabHO OIHH pas B CyTKH).

Nationallnstitutes of Health (NIH)u The Genetic and Rare Diseases Information Center (GARD)/Hugopmayuonnsiit yenmp no zenenm4eckum u
peoxum zabonesanunm CIIA — Jledprnazakopt npeicTasieH.

B 06HOBIEHHOM PYKOBOACTBEA M epuKaHCKO#H akaxem un Heppoaoruu (AAN) «Koprukocreponinoe Jievenne Mbimednoii guctpod uylomenna»

(2016) ans yrydmeHHSIMBIIICYHOT CHIIBI H CHHXPOHH3HPOBAHHOM JIBHTaTeIbHOI (Y HKIMH H OTCPOUKH BO3PACTa IIOTEPH ClIOCOOHOCTH Mepe/iBHraThes Ha |4
2,5 rona (yposens C); Juist y1yuIleHHs IETOYHOM (yHKIMH, YTOObI CHH3HTH TOTPEOHOCTH B ONIEPATHBHOM JICYCHHH CKOJIHO3a H OTCPOYHTD HAIO
kapauomuonaruuk 18 rogam (yposens C); 1/1s yBelInyeHNs BBDKHBACMOCTH yepes 5 u 15 et nabmiogenus (yposens (.

Medscape «Muscular Dystrophy» 13 Bcex exapcTB, KOTOpBIE IOSBISUTHCH H HCUE3ATH, SAHHCTBEHHBIM IOKA3aHHBIM [PEHMY IICCTBOM SIBISICTCS IPEHH30H
JlednazakopT, IpoH3BOIHOCOKCA30IHHA IPETHH30I0HA, ABISETCS HOBBIM TepaneBTHUECKHM npenapatoM Beibopa. Coodmaercs, utonediasakoptbonee
Gesonacen Juis Kocreli H yriieBoHoro ooMena ¢ MeHbmM >pdekrom Habopa Beca H ynydmaer iy H GyHKiHH. F3a orpaHnyeHHOro KoJnyecsa

1060 uHBIX () PeKTOB H 0JIE3HBIX CBOHCTB COXPAHEHHS MBIIIIL H 3aMeUIGHHOTO NPOTPECCHPOBAHHS CKOTHO3d1e(Ia3aKoPT HCIOIB3Y €TCs, HeCMOTPS Ha
MOCTOSHHBII CTAaTyC NAlMEHTa B MHBAJMIHOI KOJIsCKe.

The Cochrane library— 1CO Emma Matthews et al (2016) B cuctematiueckoM 0630pe OHECHHIN BIHSHHE KOPTHKOCTEPOHIOB Ha PO UICHHE CIIOCOOHOCTH

XOJIHTH, MBIICUHY O CHITY , QY HKIHOHATBHBIE CIOCOOHOCTH H KauecTBO X H3HH npH MJUL; 271 peneHns Bonpoca o TOM, COXpaHACTCS JIH MOB3® TeueHHe

Gollee INTEABHOTO NIepHoIa (GoJiee ABYX JIeT); JUIS OLEHKH HEX elIaTe/bHBIX SBICHHH; H CPaBHIIIN 5P YEKTHBHOCTD H OO0 Y HbIC 3G PEKTbI pABHUHBIX

IIPenapaToB H CXeM KOPTHKOCTEpOHA0B. ABTOPHI BeIOpann 12 ncenegoBanuii (667 yuacTHHKOB) H 1Ba HOBBIX TEKY IIIHX HCCIIeI0BAHHS 15 BRI eHus. B 1o

obHoBIeHHe ObL1H BRIIOYeHbI IecTh PKH, a Taoke ony61HKoBaHbI BaK HbIe HEDAHIOMH3HPOBAHHBIEKOT O P THIE HCCII €10 BAHUSL.

Jannsie PKH yMepeHHOT0 KauecTBa CBHACTENBCTBYIOT O TOM, YTO Teparus KopTukocrepousamu npu MJUL yaydmaer MblledHy 10 CHIY U GyHKIUHIO B

KpaTKOCPOYHOI TepCreKTHBe (JBeHalaTh MECSLEB), @ TAKK e MBIIIEYHY O CHIY 10 JABYX JIeT.

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

PubMed no xitoueBomy croBy moncka «leflazacorty ¢ orpanuyernem mo THIy nyOIHKaIHK: cHcTeMaTnyeckuii 0630p, merananus i PKH 3a nocneanne 10

net Haiiaens! 8 myGiuKaiuii, ykazanst 3

KII PK «IIporpeccupyomas mbimeunast guctpod us Jiomenna/Bexkepa» (01 03.06.2021 r IIpotokomNel 39) B nepeune ocnosubix JIC npeacrapien

nedrazakoptT
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H02AB13 [ledpaazakopv Deflazacort (TH — ®ianTaaun)
tabsetka 6 mr Ne 20 u tabyetka 30 mr Ne 10

1  [O6mee omacanue JIIT [MPOH3BOIHBIM MPEHU30JI0HA; OH 00JIaTaeT NPEeHMYINECTBEeHHO IIIOKOKOPTHKOMIHOH aKTHBHOCTBIO.

~

[P PK/npuunna oTcyTeTBHS HeT
erictpaimy/  opdaHHbIi

[Opdannoe 3aboneBanne B PK IMbrmegnas aucrpodust ronreana (MJ1J1)

[Opdannbiii craryc 3a pybesxom  |op¢ annbiiis CHIA npu ML

0630p K1 IThe Cochrane library — 1CO Emma Matthews et al (2016)

IPubMed no kimoueBoMy ciioBy noucka «deflazacort» ¢ orpaHuYeHHeM 1O THITY ITyOJIHKAIHHN:

cucreMarideckuii 0630p, Mera -anamus u PKU 3a nocaennue 10 ner Haiinensl 8 nyOiukanmii, ykasaHe! 3

6  [3apeructpupoBannble aHanoru B |1-st mmaus: Ipexausonon, Jleduasakopt

IPK IMopd 0JIMHOAHTHEMBICTOBbIE OJINTOMEpPbI:

D Tenuinpcen (¢ NOATBEP:KAeHHOH MyTaimeii reda DMD , kotopast nozytaercst nporycky 5k30Ha S1 st

|1edenns MabIHKOB cTapiie S jer);

IATasypen (¢ MOATBEPKICHHOH « HOHCEHe» - MyTatmeif B TeHe DMD y aMOy1aTopHBIX MalMeHTOB B BO3pacTe

2 et u crapiie)

Calcort 6mg tablets (Sanofi) Deflazacort 6 mg

60 tablet prescription only medicine

INHS indicative price = £15.82

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

n|&|w

IComtacHo 3asiBKe 3asiBUTENS Dianraus (Teduazakopr ) 6 mr Ne 20 — 13 000 renre.
Dianranun (Jeduazaxopr) 6 mr Ne 20— 16 500 tenre. Jlaunble 1ens! Gy/yT 0/aHbl Ul PErHCTPalUK B
IHL[DJIC
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HO02AB13 Jledaazaxkop? Deflazacort (TH — ®inantaaun)
tabsetka 6 Mr Ne 20 u tabnetka 30 mr Ne 10

X ”
1) I'P JIC MU (HIIDJIC) - ner peructpayy; Opd anupiiinepeyens JIC- He npejicrasiier;
2) Kinunnueckast 3¢ ¢ exruBHOCTB- | KOKpeitHoBekuii 0630p Emma Matthews et al (2016)
3) Besonacnocrs JIC - Diane E Frank et al (2020): GesonacHocTs u (hapMakoKHHETHKA ObLIM MEPBHYHBIMH U BTOPHYHBIMU LIsiMH YacTH 1. D10
HCCTIE/IOBaHNE MPEIOCTaBIIsIeT IoKa3aTenbeTBa Kiacca I, yro  ronoampeen GesonaceH.
Jlepmazaxopt He 3apeructpupoBan B Pecriy6mnuke Kasaxcran, B cBsi3H ¢ 4eM Her faHHbIX Ha caifte HIIDJIC no Hexenare bHBIM sBJICHHAM
Tonoaunpceena no Pecry6mmke Kasaxcran .
PubMed - Shieh PB et.al.(2018) B anocreproprom anamuse/noct -HOC ucenenopannst ACT DMD cpapmmm ek THBHOCTE B 6e30MacHoCTh
JedriazakopTa M NPEIHU30HA / NPEIHH30JI0HA JUISl MOUIEpKaHHs JBUIaTe/IbHOM (yHKIMH U OTCPOYKH HOTEPH CIOCOOHOCTH Hepe/IBHIaThes.
Comacio EudraVigilanceno ¢ apmakonansopy npescrapiena uupopmarist o KoJu4ecIBy HHIMBHAYATbHBIX CIYYaeB 10 BO3PACTHBIM
rpynmam.
ITo manueim RxISKrio nedazaxopty ykassiBarorest 100 ocHOBHBIX MOOOYHBIX d(phekTOB , M3 HHX ToT-10:
VBenmiaen Macebl Terra — 4558 Tlpuvenenne off label — 2768 Cnabocts — 247; PBota— 195; Heomoranue — 184; ITupexcust — 181; bone- 178;
Hasodapuurur - 174; Tonosrast 6ot 173; T'prm- 163.
4) Opd annoesadoaesanne (cratyc) B PK: mbimeunas mucrpod ns/Tiomenna/Bexkepa— opdannoe 3abonesanne B PK.
ITo cocrostamio Ha 13 mast 2021 roxa B Kasaxcrane ¢ jmarnosom « Mermeunas auctpodust ronrenHa » coctout 571 60J1bHOM, U3 HUXB3POCTBIX —
300 (52,5%) 6oabHbIX, jaereii (B Bo3pacre 617 jer) - 271 (47,5%) GoapHoOIR
5) KII PK - «IIporpeccupyiomast Mpimednast aucrpodus [lromenna/bekkepa» (ot 03.06.2021 r Ipotoxon Nel39)B nepeune ocHoubix JIC
Jieriazakopt .
6) MKP/KP/ KIT O3CP - BMJ Best Practice « Mpimeunsie gucrpodum» (ot 23.03.2021) gedmasaxopr (0,9 MI/Kr nepopaibHo OIHH pa3 B
cytkn); National Institutes of Health (NIH) i The Genetic and Rare Diseases Information Center (GARD)/ HudopmatmoHHb!i LeHTp 110
TeHeTHYecKHM 1 petknM 3adoseBanmsiM CIIA; B 0GHOBIIEHHOM PYKOBOZICTBE AMEPHKAHCKOH aKaJleMHH HEBPOJIOTHH (. )
«KopmukocreponsHoe nedenne MpimeyHoit aucrpodun  [ronrenna» (2016) yposens C; Medscape « Muscular Dystrophy»
7)JIC BO3/BH®/Bosmemaembie ciinekn 1 JI® OICP - [ledmasakopr (tabierka 6 mr). Ilokasanne: BocrnanutensHbie n autepruiecke
paccrpoiictsa; Hedporaeckuii cHrapoM.
8)Perncrpanus ICH/O9CP/ EMA/ nepexpaaud nxanun BO3-9 deppans 2017r ogodpmio tadiaerku (6 mr, 18 mr, 30mr, 36 Mr) u
TepopaIbHyIO cycriensmio (22,75 mr/mim) jeduiasakopT JUTst JIGYEHHS TIAIMEHTOB B BO3pacTe OT S5 JIET U CTapllie ¢ MBIIIEYHOH JucTpodueit
Jlromenna (MJ1JT).
9. ®opmyIsipHAs KOMHCCHSI paceMaTpHBaer npeacrasiennoe Llentpom 3akiiouenne u oneHHBaET COOTBETCTBHE JICKAD CTBCHHOT0
cpencrBa noanynkram 1), 2), 3), 4) woduomy u3 nodnynukmoss), 6), 75’, 8) mynkra 7 macrosmmx IIpaBmi, ¢ yueroM KOTOPoro npHHHMAaeTc
peleHne 0 BRIOYCHHH JIeKapersennoro cpeiersa B KHO.
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[Tocne oOcyxaenuss Yiaenamu DPK M3 PY npunsaro PEHIEHUE:
BKJIIOYUTH JIEKAPCTBEeHHOE cpeacTBo «/dedunazaxkopa» B Ilepeuens opdaHHbIX
3200/1eBAaHUI U JIEKAPCTBEHHBIX CPEACTB /ISl MX JiedeHHs (Op(paHHBIX) U B

Ka3zaxcranckuii  HAIMOHAJIBHBIN  JIEKADCTBEHHbI  (opmyJassp  mox
«oppannbim» crtatycom — EJIMHOT' JIACHO.

MO09AX10 Pucannaam Risdiplam(TH — IBpucau®)
TIOPOLIOK U1 MPUrOTOBIICHKUS PACTBOPA I TPUEMA BHYTPb 2 T

EMA - 26 despanst 2019 roaa npucsomia npenaparyP neaumiamkommanni Roche RegistrationGmbH, lepmanus, cratye opdantoronpenapara (EU /
3/19/2145) ana nevcHns cIHHATEHOI MBIIeunoil aTpoguuEvrysdi— 5To ekapeTBo, HeMoMB3yeMOE A ICTCHAS NAIHCHTOB BBO3pACTe 0T 2 MecANeBco
CHHHAIbHOI MbltedHOI aTpodueil (SMA) 5q, reHeTinueckumM 3ab0/1eBaHHEM, KOTOPOE BbI3BIBAET C100CTH H HCTOICHHE MBILILL, BRIIOYAs MbILILIb! JETKHX. OH
npenxazHaden 114 nauuertos ¢ CMA tHna 1,2 nin 3, a Taioke 114 Tex, y KOro ecth 10 4 KoIuii reHa, H3ecTHoro kak SMN2;

FDA - 07 asrycra 20200106puinpenapat IBpHcan (PHCAHIUIAM) UL TCYCHHA TALMEHTOB B BO3PACTE ABYX MECALICB U CTAPIIE CO CIHHATBHOH MBIIIEYHOH
arpodueii (CMA), penkum 1 9acTo cMepTeIbHLIM TeHeTHYecKiM 3a001eBaHIeM, BIHAONMM Ha MBINEYHYIO CILTY H II0ABHAKHOCTE. JT0 BTOPOIT I BPBEL1
IepopankHEl Npenapar, 0100peH s 114 nedenns aToro 3abonesannsb vrysdicoaepxut BenkuBiHii Moanukaropernaiicnara PHK, ranpaenennsii va 2
JBHTaTENBHBIX Heiipona. DdQekTiuprocts Evrysdinms newenns mannenTos ¢ MragendecknM i Gosee no3aunM Haganom SMA onenmBanach B 1ByX
KIHHHYECKUX HCCIIe0 BAHHAX.

BO3 - ne npencrasnen;

MKP - BMJ Best Practice «Mpnmeunsie nuetpodummy (o123.03.202) PucnuanaMnpeacTapicH B Ka9ecTBe DKCIIEPHM HT A1 bHOT0, HOBOTO J1eHeHHsl.
Pucnnmiam moangukarop crtaiicunra PHK, HanpagneHHbii Ha BhIK HBAHHE IBHTATENBHBIX HefiporoBs 2 (SMN2), onobpen FDA u EMA n1s nedenns
cnuHanBHOI MemIeaHoii atpodun (SMA) y B3pocibix i neteii o1 2 Mecsues H cTape. ITo TEPBOE MEPOPATEHOE JTCYCHHE, KOTOPOE MAIHESHTEMOTYT
IPHHUMATH loMa. B HecnenoBaHHsIX ¢ yyacTHeM MallHeHTOB B Bo3pacte 0T | MecAna pH3uIIaMObLl CBA3aH ¢ KTHHHYECKH 3HAYMMBIMH Y1y YIIeHHAMH
ABHraTebHOI (hyHKIMH H JOCTHKCHHEM BeX pa3pHTHA Y NalnenToB co CMA 1,2 1 3 THIOB, a TakKe ¢ NOBBIICHHOIT aKkcnpeccreli GyHKIHOHATBHOT O Genka
SMN y naunentos co CMA | nma. .

B pyxosoxctee UpToDate (CINA) «Crommaasmas mbimeunas arpog us» (CMA) mpenapar mpejcTapieH B KauecTBe HOBOMH gocTymHolH GolesHb
moauduuupyomeiitepanuu. [penapar pekoMenyercs

71 MITafIeHIIeB It OUeHb MaTeHBKUX JeTeil (Bo3pacT <2 met) ¢ CMA, KoTopble He 3aBHCAT OT HCKYCCTBEHHO{T BeHTHIISIIHI TETKIX;

JUIA fleTeii cTapinero Bo3pacta (Bospact >2 JieT) i B3pOCIIBIX ¢ yMepeHHBIMH cummTomamu CMA.

Cornacao Medscape no neuennio maupentoB co Cummaiabuoil Mpimeunoii arpod meii npexcrasnen Pucammiam (Evrysdi) — oto mozmdurarop
serkmBanis MPHK MoToproroneiipona 2 (SMN2), npenHa3sHaueHHEIH A1 JTedeHI MY TALHil B XpoMocoMe 5q, KoTopble IPHBOJAT K teduuuty Genka SMN.
[lokazan npu cHHHAIBHOMH MBIICYHON aTpodu, BKI0Yas THnb! 1, 2 1 3, Bancnux i z1ereil B Bo3pacte ot 2 Mecsues. Ogo6penne 0110 T0ATBEPK ICHO
pesyibTaraMi Heckolbkix Henbitanuit gaser 3 (FIREFISH, SUNFISH, JEWELFISH, RAINB OWFISH)

The Cochrane library—mo rouesomy crosy Risdiplany KokpeiiHosekue 0630ps! He HaiieHsl

PubMed no xnoueBomy croBy noncka Risdiplamy ¢ orparngennem no Tamy myoankanun: cuereMarndeckuit 063op, meranams u PKIH 3a mocnenune 10
JeT HaifieHa | cOOTBETCTBYHOIIAS HALITHM 3a1pocam Iy GIHKams

B N EnglJ GiovanniBaranelloet al (2021) npencrasiens pe3yabTaThl 4acTH | OTKPBITOro HecleI0BAHHAPHCIHIIIAMA COCTOSILErO H3 JBYX Hacteil, hassl
2-3 y MuajicHICB B Bo3pacTe oT | 10 7 MecslleB, y KOTOPBIX OBIIa CIHHAIBHAS MBIIIEUHas aTpo (s | THIIA, KOTOpas XapakTepH3yeTcs OTCY TCTBHEM Y
MIIQJIeHIa ciocoOHOCTH cHeTh Ge3 onopsl. OcHOBHEIME HCX01aMi G5 Ge30macHo cThapMAKOKIHETHKA, (papMaKo IHHAMIKA (BKIH0UAs KOHIEHTPALHI0
Gemka SMN B kpoBH) # BHIOOP 1031 PHCHTIIAMA A YacTH 2 AccaeoBanns. Pe3ynbTaThl BKTIOUATH BO3MOKHOCTE CHIIETh B3 MoAJepKKH He MeHee 5
cexyH. B neenenosanne 6u11 BioTodeH 21 pebeHok. ABTOPHI IPHIIUTH K BEIBOLY, UTO Y MJIa/IHIIEB CO CTMHAMBHOI MBIIeuHOH aTpodueii | THHateuenne
OpajIbHbIM PHCIAHILIAMOMIPHBOIKIO K HOBBILICHHOH SKcnpecchn ¢pyHKunoHanptoro 6enka SMN B kposi. (Qunancupyercs F.Hoffimann — La Roche; Homep
Clinical Trials.gov, NCT02913482).

KII PK «Crimnaaibubie Mbimednbie aTpod ua y aereit» (o1 «5» mapra 2020 roga Iporokon Ne8&pcanmnamue npenctasicH.
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MO09AX10 Pucaunaam Risdiplam(TH — DBpucan®)
HOPOLIOK /1JIsl IPUTOTOBJICHHSI PACTBOPA sl IPUEMA BHYTPb 2 T

1 |O6uree ormcanue JIIT [Pucmuiam npezicTaBiisier coboii MOJM(PHUKATOp CIUIAlCHHTa MPE/IeCTBEHHIKA MATPUIHOM
pubonykIenHoBoi Kucaots! (npe -MPHK) rena BpikuBaeMocTH JBHraTeIbHBIX HelipoHoB 2 (SMN2),
[pa3paboTaHHBI JUISL JIEYeHHs! CIHHATLHON MbleuHoi arpodun (CMA), npuunHOit KOTOPOii SBISIOTCS
IMyTAIlM B XpOMOCOMe 5q, 4T0 NPHBOJMT K HefocTatounoctH Genka SMN;

2 |I'P PK/mpuunna otcyTeTBUS HeT
eructpaiy/ ophaHHbIi
3 [Opdannoe 3abonepanne B PK .46 BosesHp aBHratenbHOro HepoHa. CeMeiiHas 60Je3Hb ABHIaTeIbHOTO HEBPOHA.

IBokoBOIf CKJIEpO3 aMHOTPO(DHUECKH I, IPOrpeccHpyIolas CIMHaIbHas MbilieuHas arpodus. bonesnn
HepBHOIi cuctembl. G 12.2— opdanHoe 3aboseBanue B PK.

4  |Opdannsiii cratyc 3a pybesxom  [EMA 26.02.2019 r npucsoria npenapary Pucmmmuiam xommasuu Roche Registration GmbH, I'epmanns,
craryc opgantoro npenapara (EU / 3/19/2145) juis siedenus COMHaIbHOM MBIIIEYHOMH aTpodum;

FDA o106pwi1 npenapar DBpHCIH (PHCIHILIAM ) [UIs JI€UEHHS NAlMEHTOB B BO3pacTe JIBYX MeCsIeB H
cTapIie co CIHHATBLHOM MbIledHoit arpodueii (CMA), peakuM 1 4acTo cMepTebHBIM TeHETHIECKUM
RaboseBaHyeM, BIHAIONIMM Ha MBIIIEYHYIO CHITY M HOJBHKHOCTH. DTO BTOPOIf H NEPBHIii MepopasibHbIi
npenapar, 0100peHHBIi LISl JICYEHHs. STOTO 3a00JICBaHHS .

5 |O630p KU The Cochrane library — ner CO.

Mo KJIr09eBoMy cl0BY Toncka «Risdiplamy ¢ orpannyenreM o THITy Iy OJHKAIMH: CHCTeMAaTHIECKHit
0630p, Meta-ananus 1 PKU 3a nocziexnne 10 ser Haiiiena 1 cooTBeTCIBYIONIas HAIHM 3apocaM
imyGnukarpsi: B N Engl J Giovanni Baranello et al (2021)

6  [3aperucrpuposannbie ananoru B [[1. 84 MO9AX07 Hycunepcen B opdanHoMm nepeure. HycuHepceH BBOIUTCS HENOCPEICTBEHHO B

IPK MO3BOHOYHBII KaHa (MHTpaTeKanbHo ). Jlnst storo tpebyercs oMOanbHasi MyHKIHS WIH CIIMHHOMO3TOBas
Ty HK IS
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MO09AX10 Pucaunaam Risdiplam(TH — IBpucan®)
NOPOLIOK JJIsI IPUrOTOBJICHKS PACTBOPA AJIs PUEMa BHYTPb 2 T

yTP MU (HIIIC) — ser perrctpatii; - Op ¢ annbiiinepedent JIC- ne npeacrasien;
2) Kinnnseckas 3¢ ek THBHOCTB- KOKpeiiHoBekuii 0630p Her. PubMed no kitoueBomy crioBy noncka «Risdiplamy» ¢ orpasuderyem no timy
nyGHKanmH: encreMarHueckuii 0630p, mMera -aHamus m PKI 3a nocnennume 10 ner Haiizena | cooTBercTBYHOMAs HalIMM 3anpocaM myOmHKanms :
B NEnglJ GiovanniBaranello et al (2021)

3) Besonacnoers JIC - B 6aze nansbix Clinical T rials. gov npejerariieHo MHOTOIEHTPOBOE paHIOMH3MPOBAHHOE JIBOHHOE clienoe marnebo -
KOHTPOJIHpYEMOe MCCIIeIOBAHHE JIIS OIICHKH Oe30TIacHOCTH, NEPEHOCHMOCTH,  (DJapMaKOKHHETHKH , (JapMakoJHHAMUKH 1 ek THBHOCTH
pucauIIaMa y B3pocabix M Jeteii ¢ CMA 2 1 3 tina (SUNFISH) . HecnenoBanmne cocTONT W3 JIBYX vacTeii: HeclleoBaTelThCKoli YacTH 1o
onpezenenmio 103kl (Yacte 1) pucaumiama B TevenHe |2 Hemenb W moaTBepixaatomedi qacti (Hacte 2) pHeaHmiaMa B TeueHHe 24 MecslieB.
Stefan Sturm et al (2019) ouemwin Gezonacnocts, nepeHocumMocts,  dapMakokuterHky (PK) u apmMakoMuaMuKy pHCAHIUIAMA , A TaKKe
BiMsHus cwibHoro unruburopa CYP3A urpakonazona na DK pucaimuiama % 3I0pOBBIX JI00POBOJIBLEB MY;KCKOIO 1oJ1a (n = 25), noiyuasiie
O/IHOKPATHBIE BO3PACTAIONINE [epopanbHble 10361 pucammwiama (ot 0,6 10 18,0 mr, n = 18) win miauebo (n = 7)Pucmiiam B cocTosHHN
HATOIAK HIIH TOCHE ¢/1bl XOPOILIO NEPEHOCHIICH . ABTOPH TIPHILIH K BBIBOJIY, YTOPHC/IMILIAM XOpOIIO NEPEHOCHIICH, W JIOKa3aTelIbCTBO
MeXaHH3Ma OBLIO TPO/IeMOHCTPHPOBAHO Mpe/IroiaraeMbiM ciBuroM B crutaticnire SMN2 B cropony nonHopasmeproii MPHK SMN2. Ha
OCHOBAHHH 3THX JIAHHBIX B HACTOSIICE BPEMsl ITPOJIOIIKAROTCS HeeeoBanus (asel 2/3  puenpiamay marmertos co CMA.

4) Opd annoesadoepanue (cratyc) B PK: n.46 bonesun apuratenbuoro HepoHa. Cemelinas Gole3Hb JABHIaTellbHOIO HEBpPOHA.

boxopoii ckiepoz aMHoTpodHecKHil, IporpeccHpYIOMIas CHHATBHAA MblledHas  arpodus. boneznu HepBHoit cueremsl. G 12.2— opdanHoe
3abonesanue B PK.

ITo pganmpim UC «ET[», B PK na 31 nexabps 2019 roza na aucnaticeptom yuere cocrour 113 Gonpubix, pacnpoctpatentocts coctasisier 0,0 6
Ha 10 000 nacenenus .

5) KII PK - KIT PK «CnunansHble MblniedHble atpoduu y getei» (o1 «5» mapra 2020 rona [potokon Ne86)Pucauriam He npejicraBiie.

6) MKP/KP/ KI1 O3CP - BMJ Best Practice «Msimeansie auerpod um» (ot 23.03.202) PucriyuiaM npeJcrapien B KauecTBe
9KCIepUMeHTaIbLHOTO, HOoBOro JieyeHus. B pykosoacrse UpToDate (CIIA) «Cnunanbnas mpimednas arpod us» (CMA) npenapar
Ipe/ICTaBIICH B KauecTse HOBOil ocTynHoii 6onesnp -momudmumpyromeii repamm.  Cormacio Medseape no jevenmio nampentos co CMA
npencrapiael Pucaumam (Evrysdi). Onobpenue 65110 MOATBepKIEHO pe3yIbTaTaMi HeckosbKHX HenblTammit ¢pasel 3 (FIREFISH, SUNFISH,
JEWELFISH, RAINBOWFISH).

TJIC BO3/BH®/Bozmemaembie cnuckn 1 JI® OICP - KanaickAM areHTCrBOM 110 JIEKADCTBEHHBIM HPENAPATAM H TeX HOJIOTHSIM B
ctepe 3apaBoox panenus (CADTH 2020r pucmuiuiaM BKIIIOYEH B CIHCOK BO3MEIIAEMBIX MPENAPATOR JUIS JIGUSHHS CIIHHATBHOH MBIIICUHOIH
arpotmn (CMA) y manueHToB 0T 2 MecAlleR H cTapiie.

Pharmaceutical Benefits Advisory Committee (PBAC)/Koncy/IbTaTHBHBIH KOMHITET 110 JIeKAPCTBeHHOMY o0ecliedeHHI0 ABCTPAJIHH B
mapre 2021 rosa Havan pacemotpensie Pucmmnama . Ha 01.06.2021 r vaxoures Ha paceMoTpeHnH BKitodeHinst B Cxemy dapMarieBTHYeCKHX
nbrot (PBS) /Pharmaceutical Benefits Scheme (PBS).

8)Perncrpanna ICH/O3CP/ EMA/ nepexsanud nixannn BO3-EMA 26.02.2019 ropucsomna npenapary Pucmimiam kommannn Roche
Registration GmbH, I'epmanus, cratyc opdannoro tpenapara (EU / 3/19/2145) nins nevenns crmHaibHOM MblIeqHoil aTpoduiL

9. MopmyaupHas KOMHCCHS paceMaTpuBaer npeacrasientoe HenTpom 3akiovenie n ONeHHBACT COOTBETCTBHE JIEKAPCTBCHHOTO
cperersa noanyukram 1), 2), 3), 4) wodnomy u3 noonynkmoes), 6), '& 8) nynkra 7 nacrosmmx IIpasna, ¢ yuerom KoToporo npuHaMaerce
pemen#e 0 BRIIOYTEHHH Jekapersennoro cpencrsa B KHD. 21
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[Tocne oOcyxaenus Yiaenamu DK M3 PY npunsaro PEIHIEHHUE:
BKJIIOYHUTH JIEKAPCTBeHHOEe cpeacrBo «Pucauminam» B Ilepedyens opgaHHbIX
3200/1eBAaHUI U JIEKAPCTBEHHBIX CPEACTB /ISl MX JiedeHHs (Op(paHHBIX) U B
Ka3zaxcranckuii  HAIMOHAJIBHBIN  JIEKADCTBEHHbI  (opmyJassp  mox
«Op(paHHBIM» CTATYCOM — PAacCMOTPeTh AAHHBIN Npenapar NOBTOPHO NOcCje

Toro, kak BKIWYUTCH B KII mo «ChnuHagabHasi Mbllie4Hasi arpodus»
EAUHOI'JIACHO.

LO1XC16 Junyrykcumad0era/ dinutuximab beta

1 A st teteii (2021)- Dinutuximabbeta (koHUeHTpaT A1 NpUroTOBIeHuA pacTBopa LsmHy3uii Qarziba 20 Mr/4,5 M Bo drakone B
cootHomeHHH JiHy Ty KenMab Geta 4,5 Mr Ha | M) mpencrapien. J{uay Tykenmat Geta - XiMepHOe MOHOKTOHATbHOCAHTHTENIO; OH CIeIH(HYSCKH HalleleH
Ha YTJICBOIHYIO COCTARIISIONLY I0 I3 HATOTAHTTHO3H A&, KOTOPast CBepXIKCIpeccHpyeTes Ha KieTkax Heiipobmactomer [Tokasanne - Heiipo6mactoma
BBICOKOT'O PHCKA (TOJIBKO J1JIsi CICIHATICTOB) (BHY TPHBEHHO jetsiM 117 ner);

Orpha.net - sBisercst opdanne npenapatom B Eporne n B CIIIA npu  HeiipoGmactome

EMA - 08.11.2012r xunytykcumad 6era «opdannoenekaperso» . Kap3uba - 910 ekapcTBo 0T paka, HCIOJIb3yeMoe JULS JIed eHHSHEHpo61acToMbl paka
HEPBHBIX KICTOK, y MalueHToB crapuie | roja. JlekapcTBo coep Ut JeiicTByomee BEIIECTBO THHY TyKeHMab OeTa;

FDA - 82010 roay ono6pen/unytykcumad kak opdanuslii npenapar.

BO3 - ne npencrapien;

MKP - NICE «/lunytykenmab Gera juis sedenns neiipo6uacromsp (asryer 2018 r.) Jlunytykcnmatb 6eta (Qarziba®) pekoMeHyeTcs B KauecTBe BApHAaHTaA
JIeueHHs Helfpo0TacTOMBIBBICOKOTO PHCKa Y JI0JIeH B Bo3pacTe 12 MecsleB U cTaplie, Ube 3a00s1eBaHHe XOTs OBl YaCTHYHO IOJICHCTBOBATIO HAa HHIYKIHOHHY IO
XHMHOTEpAIHIO ¢ ocieaylomeii MuenoabiaruBHo i Tepanueii 1 TpaHCIIaHTALHCH CTBOJIOBBIX KICTOK, TOJIBKO €CIIH:

*OHH ellle He IPONLTH HMMYHOoTepanuio npotus GD2, i

*IIPOU3BOIHTENBIIPEAOCTARIAET THHY Ty KeHMab GeTa B COOTBETCTBHH ¢ KOMMEPYECKOH 10rOBOPEHHOCTHIO

B pyxoBojcTBe AMepHKAaHCKOT0 0HKOJIorHeckoro obmecreaAmerican Cancer Society yKa3pIBaeTCs, 4TO J€TSM H3 IPYIIIBI BEICOKOTO pHCKa TpebyerTcs
GoJiee arpecCHBHOE JICYCHIE, KOTOPOE YACTO BKIKYACT XHMHOTEPAIIHIO, XHPYPIHYECKOE BMELIATEIBCTBO, 001y UeHHE, TPAHCIUIAHTAIIHIO CTBOJIEBIX KIETOK,
HMMYHOTEpanHio u TepanuioperuHoniamu Jledenne yacto nposoautes B 3 stana: Munykuus; Konconnnanus Ioanepxanne: IToxnepikanue: uens s1oit
(a3pl TeyeH s - CHU3HTH BEPOSATHOCTH pellnIHBa paka. P eTHHoHHbIIpenapat | 3-1uc-peTHHOEBOll KHCTOTH (H30 TPETHHOMH) YacTO HA3HAYAIOT B TeUeHHeE 6
MecsIeB oclie 3aBepIeHHs APYTHX KypcoB nedenns. Tapke 4acTo Ha3sHAYACTCS HMMYHOTEPAIHAMOHOKIOHATBHBIMaHTHTeToM AHHY Tykenmabom(Unituxin
BMecTe ¢ HMMYHOaKTHBHpYlommMuunTokuHamMu (GM-CSF u IL-2).

JlnHy TyKenMab MOHOKITOHATbHOCAHTHTEIO BBOHTCSA BMECTE C INTOKHHAMH (TOPMOHAMH HMMYHHOI cHeTeMsl), Takumu Kak GM-CSF u unrepneiixun-2 (IL-
2). B BiJIC BHY TPUBEHHBIX BIHBaHHii (IV) B TeueHHe HECKOIBKIX 4acoB B TeueHHE 4 iHell MOApAA — IPUMEPHO pa3 B MECsil, 0OBIYHO B 0OLICH CT0KHOCTH
OKOJIO 5 HHKIOB JIeueHHs. J[pyrue jekapcTBa Ha3HAYAl0T 10 U BO BpeMs Kak 10HHH(Y 31H, 4T0ObI TOMOYb ¢ BO3MOKHBIMH IT0O0YHBIMH 3 eKTaMu, TAKHMH
Kak 60J1b HIIM ajl/lepruyeckie peakuun. B nactosuiee BpeMs THHY TyKCHMa0 ABIAETCA YacThIO Py THHHOTO JIeYeHHs MHOTHX JeTeii cHelipobaacTomoii
BBICOKOTO PHCKA, YaCTO MOC/Ie TPAHCIUIAHTAIHI CTBOJIOBBIX KIETOK

DTH Xe JaHHble YKa3biBaloTcA H B pykoBocTBe Hanmonaibnoro uacruryra sgoposbsi/Nationallnstitutes of Health (NIH)

BMJ Best pactice «HeiipoGiactoma » 3aboaeBanne BbICOKOTo pHcKka: boesnn BbICOKOTO prcka ObIBaeT TPYIHO BBIICUHTb, U Y 3HAUMTENIbHOM
YacTH JTHX [ALMEHTOB BO3HUKAIOT peltnBbl. T akium 00pa3oM, 3TH NalMeHThI [0J1y4aloT arpeccHBHOE JIeYeHHe  MYJIbTHMOJaIbHOI Teparmieii,
BKJII0Yasi XMMHOTEPAIIHIO, XUPYPIUYECKoe BMEIaTe/IbCTBO, dyTOJIOTHYHYIO TPAHCIUIAHTAIMIO KOCTHOTO MO3Ta, JIyUeBYIO Tepariuio,
MMMYHOTEPAITHIO U T10/UIEPKUBAIONTYIO TEPANUIO  H30TPETHHOMHOM .

The Cochrane library -no wioueBomy cinosy «Risdiplamy Kokpeiinosekie 0630pst Henaitaensy, K — 11.

PubMed 110 k1i0ueBoMY ci10By moHcka «dinutuximabbeta» ¢ orpannyenyeM o THIY My GIHKaIHK: CHCTEMATHYeCKHit 0630p, MeraHann3 u PKU 3a
nocieanne 10 et Haiinens 6 my6aukanmii, n3 Hux PKI3. B nactosmuit 0630p 6sutn Bkitouenst 3 PKH, 1meraananns u 1 0630p U3 HUX, Kak caMble
3HAYHMBbIE.

KII PK «Heiipo6aacromay nereii» (0T « 13» mions 2016 romga IIpotoxon Ne7JunyTykcimab Hera He mpeacTaBiien.
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LO1XC16 Junyrykcumadoera/ dinutuximab beta

IDinutuxinab beta (KoHueHTpAT U IPUTOTORICHAS pacTBo pa wisHaQy3uii Qarziba 20 mr/4.5 mu Bo duakone B
lcooTnomennn JJunytykenmab Geta 4,5 Mr na | mx) npeacrasnen. JJunytykenmab Seta - XuMepnoe MOHOKIOHAILHOES
AHTHTEN0; OH crHenH(pHICCKH HALIGICH Ha YIIEBOAHY IO COCTARIMONY K¥TH3HATOTaHTTHO3 T, KOTOpast
CBE?XB[mHPECEprETEH Ha KIETKax HEF]POSJ'[BCTDMH
2 |I'P PK/upudsda orcyrerBus HeT
peructpanun/ opd anHbIi
3 |Op¢ annoesabonesanne B PK IHe npencrasnen B Opdannom nepedne PK.
Cornacuo ganuei 2011 roga BecrunkKasHMY n3 npoanainsnposanHeix 2951 GonbHBIX HeTeil 3aperHCTPHPOBAHHBIX
3a 1997-2006 roxsl B Kazaxcrane HefipoGaactoma—y 114 (4.0 %).
4 |[Op¢ annbiii craTyc 3a pybesom  |Orpha.net - opdannsii s Eppone n B CIIA npu  HeiipoGnacrome
IEMA — 08.11.2012 raunyTtykenmab Gera «opdannoenekaperson . FDA - 82010 rony onobpen/lnnyykenmab kax
ophanubii npemapar.
5 [0630p KH [The Cochrane library - ner CO.
6 |3apermcrpuposanmbie anasiorn B [B ophannomnepeune- 18 DIOBAOI Haotpernnonn(ATC/DDD - DIOBAO] isotretinoin 30 mg O)

PK

BLICOKO03HAR XHMIOTEPAN IS 1 7y € Bast TEPAIT IS ¢ CHACEHNEM ¢ ~ Treatment (PDQ @atient VersiolPDQ Pediatric Treatment Editorial Board.
Published online: June 10, 2021https://www.ncbi.nlmnih.gov/bools/NB K6583§/
Tlote past BaK0ImAS Te pan i TIPOBOIHTCA TI0CIe BHICOKOI03HOI XHMHOT e PATTHH 1 JIy¥eBOIT TepATH ¢ cIaceHNeM CTBOIOBERX KIeTOK B TeHeHne 6 Mecanes H BK/ITPNAETe EIETh JTete His.
Hizotpennon 13- nnepeniHoeBas KN c10Ta)BHTaMHHONIOAOOHBITIPENIAPAT, KOTOPHI 3aMEIUIAET CHocoDHOCTh PAKa NPOH3ROANTE BONIbIIE PAKOBBIX KICTOK H H3MEHACT HX BHCILIHMIT B
AelicTBisE. DTOT NpeNapaT NPHHIMAIOT BHYTPh.
JIHHYTYKCHMal THI Te pamMOHOKAOHAE HEIMHHT HT € TaMH, TIPH KOTOPOM HCTIOB3YIOTCS. aHTHTeIA, NoMyYe HHEE B 1aGopaTopHil I3 0/THOTO THIIA KIeTOK HMMYHHOI CHCTeMbl . JIHIYT
ILIeHT IpHIMPYeT | NPUKpeILIieTcs K BellecTRY, HasbiaeMoMy GD2, Ha nopepxHocTn kaéipobiacTombl Kak Toabko IuHyTYKCMafkpensercs k GD2, mMMyHHOI cHeTeMe HoebUTal
CHIHAT O TOM, UTO HHOPOJIHOE BEMECTRO GBUIO 0OHAPYAEHO H €10 HeOOXOMHMMO YHIMTOKNTE. 3aTeM HMMYHHAS CHCTEMA OPranH3Ma Ywmy ee ippoacToMen. iy TyKe HMBB0IHTCA B
Bijie HH(Y3Ui Fro paIHOBIIHOC T KAPTe THOH e PATIHIL .

H YJIOILH E P 0Ma K PO 413150 bk 0JI0H H € C TH MY/ DY) aktop (GMCSF): nuroknH, KOTOpPBIl NOMOTAeT IPOI3BO, T L Boibile KIeTOK HMMYHHOII CHCTEMBI, 0c00e HHO IpaHy I
1 MaKpo(aros (KIeTOK KpoBIl), KOTOPbE MOTYT aTaKOBaTh H YOHBATh PaKOBHIe KIETKIL.
Hurepreiiwnn? (ME2): T MMYHOTE PaTi, KOTOPHI YCINTHBAET POCT 1 AKTHBHOCTE MHOTHX HMMYHHBIX KIeTOK, 0cobenno mmdormron (Tin kieTox kposn). Jindomosakosats
YOHBATE PAKOBBIC KIIETKH.

B PubMed B pamkax npolecca olleHKH einHoii Texnonoru# (STA ) HammonansHelii HHCTHTY T 3/ipaBooXpaHens 0 mepegosoro onpita Beruxoopurtanm (NICE)
npurnacun npoussonautena (EUSRharma) Geta-nuny TykenMabd Qarziba®) mpencTaBuTh T0Ka3aTENbCTBa €T0 KIMHHYECKOI H dkoHOMIYecKoi 3¢ dekTHBHOCTH 17
JIeHeHHAHEITPOOIACTOMBIO BLI IIPOBEICH MEPBOHAYANBHEII HCCIIEI0BATCIBCKIH AHATH3 B KAUECTBE IEPBOTO HIAra K IPe010ICHHI0 HAaHBHOIT 01eHKH Y eKTHBHOC
nevenns B Mojenu. Ananni ERG onennn ICERB 111 858 qayHTma CTEPIHHTOB Ha KAk /BN MOy eHHBIH QALY . Cornacro ux MEPECMOT] SIRINY, 2
siioyvatomemy MAIC i Apyrue H3MeHeHH, BHCCCHHBIC B COOTBETCTBUI ¢ TpeGoBaHMAMH oLieHouHoro koMutera, [CER koMmnanuu cocrasiyl @i crepaunros
Ha Kk Al nonyvennslii QALY . Korga DSU Bwiiounn 1oarocpouHble JaHEHEPeTHHOHHA! BHec nonpaski B Monens, ICER yBenuumncs 1o 62 8867 164
¢yHTOB cTepanHroB Ha QALY B 3aBucHMocTH OT BEIOOpa Mogenn BeukHBaeMocTH. KoHpuaeHnnanpHas cxeMa goctyna naueHToB (PAS) chiBERIACER ¢ PAS
cocrasnany Gosee 40 000 GpyHTOB CTEPIUHTOB Ha Kk 1kl noaydenusiii QALY , no komuter NICE nononnuTtensHo paceMoTpenn Nony IAIEDOB3I@R PasMep,
TS CCTh 320 01CBaHMA.
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nrIpP C.aMU JIC) —ner pernerpamn; - Op ¢ annbiiinepedens JC-He npejcrapiie;

2) Knunnueckasi 5¢ ¢ extusnocrs- The Cochrane library —mo kmouesomy ciioBy Risdiplamy» Kokpeiinosckue 0630pbi He Haiizens, K - 11.
PubMed o kimoueBomy crioBy romncka «dinutuximab beta» ¢ o}gpamennem 10 THITY IyOIMKaIMK: chcTeMaTHyeckuii 063op, mMera -ananuz u PKU
3a nocsteinue 10 ner naiienst 6 nmy6nukammii, w3 mux PKHW -3. B nacrosmuii 0630p 6biin Briodenst 3 PKH, IMeraananus u 1 0630p U3 HHX, Kak
caMble 3HAYHMbIE.

3) Besonacnocrs JIC - Marachelian A et al(2016) B panIoMH3HPOBAHHOM HEPEKPECTHOM HCCICIOBAHHH ¢ ABYMS NOCIEI0BATETbHOCTIMH 28
TAI}EHTOB B BO3pacTe <8 JieT ¢ HeHpoOIacToMOii BBICOKOro pucKa (omyyann >kBuBaieHTHbIe 10361 ch14.18 -UTC wm ch14.18
NCanHyTykcnmab ) oneHmIn (papMakoKMHETHYECKYIO COTNOCTABUMOCTE, GesonacHocTh U neperocuMocth UTC 1 NCI. ABTOpBI NpHILIH K
BBIBOJY, UTO sKBHBaeHTHBIe (hakTueckue 1036l ch14.18-UTC u ch14.18NCI Bri3Banu cpaBHHMEIE BO3/IeiicTBHs Ge3 3aMeTHBIX pasiuuuii B
6e301aCHOCTH HITH NEPEHOCHMOCTH.

4) Op¢ annoesaboaesanne (craryc) B PK: HelipoGnacroma me npexcrasiena B oppanHoM nepeune PK.

Coenacno oannetyv 2011 200a Becmuuxk KasHMY w3 npoananusuposannsix 2951 6onsneix oemeit sapeucmpuposanusix 3a 1997-2006 200st 6
Kazaxcmane neipodnacmoma —y 114 (4,0 % ).

5) KII PK - KIT PK «CnunansHbie Mpleussie atpodun y aerein» (o1 «5» mapra 2020 roaa ITporokon Ne86)PuciumiaM He npeicTaBiieH.

6) MKP/KP/ KIT O3CP - NICE «/Innytykcumab Oerta juist niedenus Heifpobiactomsl » (aBrycr 2018 r.); pykoBoacTBo AMepHKaHCKOT0
OHKoJIOrn4eckoro obmecrsa/American Cancer Society; Hanmonajabnoro mHcTuTyTa 3710posbs /National Institutes of Health (NIH)

BMJ Best pactice «HeiipoGiactoma ».

7)JIC BO3/BH®/Bo3memaemsbie cnuckn 1 JI® O3CP — BH® - Dinutuximab beta (KoHUeHTpar Uit IPHrOTOBJICHHS pacTBoOpa Julst HH(Y3Hit
Qarziba 20 mr/4,5 mi Bo ¢uiakone B cooTHolneHun Jlunytykenmab Gera 4,5 mr na 1 i) npecrabien. Jlunytykcumad Oera - XumepHoe
MOHOK/IOHAIbHOE aHTHTENO; OH CHIIH(HICCKH HallelleH Ha YIICBOIHYIO COCTABIAIONIYIO  H3HATOTAHDIHO3MAA 2, KoTopast
CBepXOIKCIpeccupyercss Ha Kiaerkax HeHpoOGiactoms! . [Toxasanne - Helipo6mactoma BICOKOTO pHCKa (TOIBKO JUISl CHICIHATHCTOB) (BHYTPHBEHHO
ngersam 1-17 mer);

8)Perncrpanus ICH/O3CP/ EMA/ nepexsaiund uxanun BO3-Orphanet sinsiercss opdannpim npenaparom B Espone n B CIIA npu
HeiipoGacrome ; EMA 08.11.2012r junytykenmab Gera «opdansoe jekaperso». FDA - B 2010 roxy ono6pen unytykcumab kak opgaHHbIii
npernapar.

9. @opmyasipuas KOMHCCHS paceMaTpHBaer nupeicrapiennoe HenTpom sakiiouenne H ONeHUBACT COOTBETCTBHE JIGKAPCTBEHHOT O
cpexacrsa noanyurram 1), 2), 3), 4) noduomy uz nodnyukmods), 6), 7), 8) nynxra 7 nacrosmux Ipasni, ¢ yuerom KOTOporo npuHuMacre
pelnenne 0 BRJAOYEHIN JICKAPCTBEHHOI0 CPE/ICTBA B knas.
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1) HampaBUTH NMHCBMO - TpeaJiokeHHe B JlemapTaMeHT OpraHuU3alUu
MeaunuHckoil momomn M3 PK mo paccMoTpeHMi0 BONpoca BKJIIOYEHHA
Ho3ouorun «Heiipoonacroma» B IlepedeHs opgaHHbIX 3a00jeBaHMU —
EAUHOI'JIACHO:;

2) BRIIIOYUTH JIeKapCTBEeHHOE cpeacTBO «ImayTykcnmab G6era» IlepeueHnb
oppaHHBIX 3200/1€BaHUH W JIEKAPCTBEHHBIX CPEACTB /ISl HX JIeYeHHs
(oppannbix) npu BrIWYeHHnH 3a0oueBanus «HeiipoOisactoma» u B
Ka3zaxcranckuii  HALUMOHAJIBHBIM  JICKAPCTBEHHBIM  (OpMYJSApP  NOA
«op¢aHHBIM» CTATYCOM;

MertpenenTunMuanenrta)
MOPOMIOK [1JISl IPHrOTOBJICHUS PACTBOPA 1JIS1 HHbEKIHI B KOMIUIEKTE C
pactBopuresiem 3 mr Nel

€T
LH® (20 RypBED s iereii (2021)- meTpenenTiH (MOPOMOK /IS NIPHIOTOBIEHHA PACTBOPA 118 HHbeKInH 3 Mr: 5.8 mr; 11.3 Mr) npeactasien.
MeTpenenTHE- 370 peKoMONHAHTHBI AHATOT YETOBEYECKOTO JICNTHHA, KOTOPBI CBA3BIBACTCA C PEENTOPOM JIENTHHA H aKTHBHPY T €ro, YTOOH YBeTHIHTh
PACIIEIICHIC K HPA B KPOBH, MBILLEX 1 [ICYCHH, TEM CAMBIM KOPPEKTHPY S HEKOTOPBIC aHOMAIINH Y MALHCHTOB ¢ JINN0 AHcTpo el
[Toxazanne: Jled mur 1 enruaa upn Jjaunoiuctpod Hu(TONLKO /15 CHEIHATHCTOB) MY TEM MOAKOKHOH HHbekin aetaM ¢ 2-17 ner.
Orpha.net - sensercs opgannsM npenapatoM 8 Espone u s CIIA;
EMA — merpenentus paspeined K npumenennto B Esponeiickom Colose. MuaenTa - 570 JIeKapeTBo, HCIO/Ib3YEMOE B IOTIOJIHEHHE K JIHeTe /L1 JTedeHHs
JTUNOANCTPO (I KOTa Y MAlNeHTOR HaGTi0aeTeA OTeps K HPOBOIl TKAHH MO KoK eff # HAKOTUTCHHE K 1pa B IPYTAX 9acTAX TeTa, HanpHuMep, B ICYeHH 1
Meiax. JlekapcTso npuMeHseTes npH:
*B3IPOCIBIE H JIETH cTapiie 2 JeT ¢ renepann3oBaHHoii(110 Beemy Teny) nunoauctpodueii(cnaapom bepap auuenniCeiina n cunaposm Jloypenca);
*B3pocnbie u jieTn crapiie 12 rer ¢ yacTHuHoii (TokansHoi ) nnnoauctpodueii(riouas cunaposm bappakepa-CumoHca), Korjia CTaH/1apTHBIE METO/IbI
TEYCHHA HE TIOMOTIH
FDA - B despane 2014 rogaFDA merpenentus (MeTpeenTHH 1A HHBEKIHIT) 3aperHCTPHPOBAH B KAUECTBE 3aMECTHTENLHOI Teparim 115 1edeHns
OCIOKHEHITH AeHINTA TENTHHA, TOMHAMO JHETH, ¥ TAINCHTOR ¢ BpOJK ICHHOIT eHep ann3oBaHHO TN TpHo6peTeHnoiTenepanm3oBanHoHANIOAHCTP ODICii
B O3 - ne npencrapien:;
MKP - B pykosojcree no aunojauacrpod mueckumuapymennsm Haunonaasnoii oprammsanun peaknx saboaesannii (NORD) Metpenentin
npeacTaBleH KAk SKeIep HMEHTATBHbIT MeTo 1 Tede CIIA npenapat JoCTYTIEH TOJIBKO Yepes IPOrpaMMy OrpaHHueHHOT PacnpoCcTpaHeHHs.
Pykosoncrso no yskocnenuaansuposannbiv rexnoaorusm NICE HST14 Merpeaenran a7 s Jiedenns Junoaucrpod unly nanaentos B Bospacre 2
JIeT | cTapmuie ¢ reHepasniosannoi aunoaucrpod udi] (pespans 2021 r) 1 Pekomenaannm
1. 1MerpenenTit pekoMEeH1y eTes B PAMKAX €10 PErHCTPALHOHHOIO YI0CTOBEPEHIS KaK BAPHAHT e CHIS 0CH0K HEeH LT AedHINTa JenTHHA 1pH
THNOAHCTPOGHILIA koIl B BospacTe 2 JleT H cTaplle ¢ reHepalnioBaHHoibnnoancrpodueit
| .2MeTpenenTiH pekoMeHIyeTcA B KauecTBE BapHAHTA JedeHIA 0CI0KHeHHTT NeHINTa TeNTHHA TP HITHIOINCTpo GHIILA Tojieil B Bo3pacTe oT 12 meTn

cTapiie, HMEIOINX YACTHUHY 0 THOOIHCTPO(HION He HMCIONINX A1CKBATHOTO MeTabOTHYeCKOT0 KOHTPOIISl, HECMOTPS Ha CTAH/IapPTHBIE METOIBI JIeH eHsL. DTO
PEKOMEH1YETCH TOJIBKO B TOM CIyuae, ecni ¥ Hux yposens HbA 1¢ seine 58 mmons/ mons (7,5%) wirn TpHrannepuas Hatonak seite 5,0 MMob/ J1, K 1

TO, M ApyTOE

CornacHo Medscape KIHHHIECKHMH Opo61eMaMu, TPpeOyIOMIMHE JTeueHHA TPH CHHAPOMAXIANOoAaTPo(HH, ABTAOTCA IHA0ST H THOCPTPUTIHICpHIeMHuaB
(espane 2014 roga FDA onobpunaderpenentin (Muanenrt), pekoMOHHAHTHEI aHAIOT JICNTHHA, B KAYCCTBE 3aMCCTHTEILHOI TEPANHE LI JIeH CHHS
OCIIOK HEH I e HIIHTA JENTHHA, TOMHMO JHETHI, IPH BPO3K 1eHHO I HAK npHoSpeTeHHOTEHepATH30BAHHO IO AHCTPOdHHY JleTeil H BIPOCIbIX.
Opotpenne GbLI0 OCHOBAHO HA PE3YALTATAX OTKPLITOro HecleqoBanns HaunoHaa bHbIX HHCTHTYTOB 3/1paBOOXPAHEHNS ¢ YaacTHeM 48 nalHeHToR
BPO3K IeHHO nin nprodperennoirenepannioBanHoiinuno AHcTpodHell y KOTOPBIX Takke ObUI caxapHblii AnabeT, rTHNEPTPHIITHIED HIEMHSH / HIH
MOBLIIICHHEI YPOBEHL HHCYTIHHA HATOMIAK, B KOTOPOM METPENSTITHH CHIDKaeT yposeb HbA | C, TII0K03BI HATOMAK I TPHT THIIEPHIIOB.

HauGounee vacteimu noGounsivm addekramn ObUI FHIOTIHKEMHS, FOJ0BHAs 0011k, 00Ib B A HBOTE, CHUK CHIE BECa.

The Cochrane library - cucremarnueckne 0630ps He Haitzenst, 44 KH.

B PubMed 1o xirouesbiM ciioBaM noncka «netreleptiny ¢ orpasndernem mno tHny nyGankaunu: cucreMarideckitit 003op, merananus u PKH 3a nocnennue
10 ner Haiizenst 17 ny6auKaliy cCOOTBETCTBY IOIMM KPHTEPHAM MO HCKA.

KIIPK HET B PK.
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MeTpeaentua(Muanenra)
NMOPOUIOK /1Jisi MIPUTOTOBJIe HUSI PACTBOPA 1JIsi HHbE KU B KOMILIEKTE ¢
pactBopurteJieM 3 mr Nel

MCTPCJICIITHH- 3T0 PCKOMGHH?IHTHHﬁ AHAJIOT YEJIOBEYECCKOI'O JICNITHHA, KOTDPHﬁ CBS3BIBACTCA € PEUENTOPOM JACNTHHA U
JAKTHBHPYET €ro, 4TOOBI YBEIHYHTE PAcIlCIICHHE K HPa B KPOBH, MBIIIIAX H IIEYCHH, TEM CaMbIM KOPPEKTHPY S
[HEKOTOPbIC AaHOMAIHH Y ITALMCHTOB cnnnonuc'rpotpneii

(8]

I'P PK/npuunna oTcyTcTBus HeT
perucTpanun/ opg aHubIi

Op¢ annoeszabonesanne B PK iHe npencrasaen B Opd annomnepeune PK B pozkaennasirenepaiusonsannas aunoauctpod nabepapannenin
(Ceilimay we npejcTaB/iena.
IHeT ZaHHBIX IO CTATHCTHKE

(Op¢ anupiii craTye 3a pybeskom  [Orpha.net - Bpoxnennasiiunoanctpod usbepapamenaw-Ceiina ssisercs opd anubIM3a601 eBannem
XapaKTepH3y eTCs COUETAHUEM JIUTOATPO(GHK THIEPTPHUTTHIIEPHIEMHY TeNaToMeralnuu akpomeranonos. BSCL
OTHOCHTCS K IPYIIIie CHHAPOMOB KpaifHel HHCYIMHOPE3HCTEHTHOCTH, B KOTOPYIO TAKK € BXOAST/ICIIPEKOHA, CHHAPOM

IP abconaMenienxosia, npuodpereHHas reHepali30BaHHAS JTHITO IHCTP OGN HHCY THHOPE3HCTEHTHOCTBTUIIOB A H
IB.OP®DA: 528

(Cornacno Orpha.net Merpenenrun siB/asiercsi opd anasiMupenaparom B Espone u CIIIA:

|B_EBpome uis TeYeHHs NalHeHTOB NpH:

- IIproGpeTeHHas YaCTHYHASTHITO AHCTPO (rs

- Bposx nennasunoauctpodusbepap aunemin3eiina;

- TIproGpeTeHHasr eHepaTH30BaHHAA THIIO AHCTPO BHs

- Cemeitnas yacTHYHAS THITOAUCTPO (IS

|B CIA juis nedenns nannenTos c: Iepsruunasannoancrpodus.

[EMA metpenentiH paspelieH K npuMeHernio B Esponeiickom Corose 8 2018 1. 1 opdannsiiictatyc.

FDA MeTpesenTHH (MeTpeleNTHH IS HHbEKIUi) 3aperHCTPHPOBAH B KAYECTBE 3aMECTHTEAbHOI Tepariiu JUIs JIed eHus
loCII0K HeHuMil euIHTa TN THHA, TOMHMO JHETHI, Y NALHEHTOB ¢ BPOJK ACHHOITeHEPall 30 BAHHOHHIH IPHOBPETeHHOH
reHepaan3zoBaHHoiUIHIO AHCTPO dHeit B 2014 rony opdaunsiii craryc 8 CILIA. Jlata okoHYaHHS 9KCKII03HBHOCTH
24.02.2021 r.

0630p KA [The Cochrane library— cucrematnueckne 0630psi He Haiinensi, 44 KH.
B PubMedmio KIr04eBbIM ClI0BaM MO¥CKa « metreleptim ¢ orpaHnyeHHeM 110 THITY My OIHKAIHH: CHCTeMaTHYecKuii 0630]
imeTa-anann3 u PKH 3a mocaennne 10 et Haiinens! 17 nyGaukaiuy cCOOTBETCTBY FOIIMM KPHTSPHAM TIOHCKA.

3apcrucrpnposam|blc AHAJIOTH B
IPK
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Merpeaenrun  (Muanenra )
MOPOLLIOK 151 PHTOTOBJICHHS PACTBOPA A1 HHbeKUHH B KOMILIEKTe ¢
pacTBopureaem 3 mr Nel

) — Her peructparmmi;  Opd annstiinepevens JIC- He npencrapmen;

Koy nBHocTb- T he Cochrane library — creremariveckue 063ophi-He Hataensl; 44-KH:

B PubMed 1o KitoueRsIM coBaM mowcka «metreleptiny ¢ orpaHimeHHeM TIo THITY My GIHKAINT: cHcTeMaTieckwii 0630p, Meta -anamms u PKH 3a
nocieyume 10 e naiienst 17 myGiankalmy cOOTBETCIBYIONIHM KPHTEPHSIM OHCKA.

3) Besonacnocrs JIC - B Clinical Trials npenapar BK/oYeH B CICOK HCCIIEAyEMBIX IIPEllapatoB B psjie HCCIENOBaHHIL, I/l IpoBepsaercs ero
ek THBHOCTL, GE30MACHOCTE H MMMYHOTEHHOCTD. Pe3y b TaThl Hec/IeIOBaHHI erlie He omyOIHKOBaHBI

Apropamu AlexanderJ Rodriguez et al (2015) npezcrasied 0630p 10 peKOMOHHAHTHOMY METHOHWIICHTHHY He/IOBEKA HIH METPE/ICITHHY .
INoce MHOTHX YCIEITHBIX HCMBITAHMET YHpaBiIeHHe 10 caHHTapHOMY HA/I30pY 3a KadecTBOM THIIEBBIX MPOIYKToB 1 MeankamenToB CIIIA
0J100pHIIO MeTpelNenTiH /Ui Jevenns He cs3anubix ¢ BUY dopm renepammsosannoii nunoancrpodgun . 3amecTirenbHas Teparis JeNTHHOM
METpPEleNTHHOM BO MHOTHX Clydasx ofpaiana BCsiTh 3TH MeraboiInuecKue OCI0KHeHHS, YIIyHIlas roMeocTas IIOK030 -HHCYIIHHO -JIHITHIIHOTO
THIIA 1 PerpeccHpys KHPOBYIO 0OJe3Hb HedeHH. [loMuMo ek THBHOCTH, @XKelHeBHOE [0/IKOAKHOE BBEIeHHe MeTpe/elTHHA B LeoM
6e30MacHo, HO TMPHUYHHHO -CNEICTREHHAS CBA3h MEKTY METPEIENTHHOM H HMMYHHBIMH OCIOXHEHHAMH (TaKHMH Kak THM(OMA ) Bee erlie HesicHa.
Boiee Toro, HeoOXOIMMBI JaTbHEHIIIHE HCCIISIOBAHNS JUIS BBISICHEHHS MEXAHH3MOB, C IOMOIIBI0 KOTOPBIX METPEIelTHH NPHBOIHT K Pa3sBHTHIO
AHTHTEI TIPOTHB JICNTHHA. ABTOPBI PAaCcCMATPHBAIOT KIIHHHYECKHE ACTICKTBI  [eHePAIM30BaHHOI JHnoanctpodun i apMakoIorHyeckiii npoduis
MeTpenenTHHa .

4) Opg annoesadosesanne (craryc) 8 PK: He npencrasien 8 Opdannom nepedse PK Bposciennas remepainzosannas iunoaucrpod us
bepapmumennu - Cefina» Henpencrapiena. Her JaHHBIX TIO CTaTHCTHKe

5) KII PK - KII PK wer.

6) MKP/KP/ KI1 O3CP - B pykosoacrse no aunoauctpod waeckumuapymennam Hauuonan wnoii oprammsanun peaxnx sabonesannii (NORD)
Mﬂ'T'PEJ'[CTITHH HPCI[BT:IKHEH Kaxk 3[\‘C1’|CPHMEHTHHLH]:'II“1 METOJI JIEHEHHA. B CH_IA npenapaT JAOCTYNEH TOJIBKO ‘-ICPEE }TPDI‘PZMMy OTPBH[{‘-ICHHOTG
pacnpocrpadeHHs. PykoBoicrBo no ysxocuennaa usuposanabiv Texnoaormam NICE HST14Merpesenrus 15 J1eqennst 1 unoauct pod muly
NANHEHTOB B BoipacTe 2 JleT U cTapiie crenepainiosaanoiiaunogancrpod weil (g espaan 2021 r.)l Peromennaiuu

1.1MeTpenenTiH peKOMEHIYCTCA B PAMKAX €r0 PErICTPAHOHHOTO YI0CTOBEPEHI KK BAPHAHT JICUCHIIS OCIOMK HEHHIT NeIINTA TeNTHHA IpH
JTHITOANCTPO(GHIULA T10/1eil B Bo3pacTe 2 JIET i CTAPIIE ¢ FCHCPATH30BAHHO ILIHITO ANCTP o (hueii

l.ZMETpC_I'lCl']THH PERKOMCHAYETCA B KAYECTBC BAPHAHTA JICHCHIA OCIOM HEHNIT ﬂC¢llﬂ]ITﬂ JICTITHHA HPPmHHOJI[iCTPDCbH}[ﬂﬂX HK},-J,CFI B BO3pacTe OT 12 tetn
cTapiie, HMEIHX YacTHYHY 1O I l—!l'lOJ_lHCTqu)HK)H He HMEIONIHX A/1eKBATHOTO MeTaboIHYecKoTo KOHTPOJIS, HECMOTPA Ha CTAHAapTHBIE METO bl IS EHH . 1o
PEeKOMEHIYeTes TOTBKO B TOM ¢Iydae, ecii y HHX ypoBeHb HbA 1 ¢ pmme 58MMoab/ Mob (7,5%) Han TpHITHICPHIB HATOMAK BBIe 5,0 MMOTB / T, IUTH H
TO, M ApYyToOc.

Cornacno Medscape npencrapnen.

T)VJIC BO3/BH®/Bosmemaemble cnuckn 1 JI® O3CP — BH® merpenerrmu (0pOIMIOK /1Sl IPHIOTOBJICHHS PACTBOpPA VI HHbEKUHiT 3 mr; 5,8

mr; 11,3 Mr) npencrasien.

8)Perncrpauns ICH/O3CP/ EMA/ nepexpanud nxanun BO3-Orphanet Merpenenrnn sBiserca opdanneiM npenapatoM B Espomne n CLIA:
MA 8 2018 r. nopdannstii craryc. FDA B 2014 roayopdannsiii crarye 8 CILA. Jlata oxoHdganns sxckmozneHocTH 24.02.2021 .

9. Mopmyaspaas KoMuccnst paceMaTpusaer npeacrasiennoe HenTpom 3aKi0ueHne B OMEHNBACT COOTBETCTBAE JICKAPCTBEHNOTO

cpencrea noagnynkTam 1), 2), 3), 4) nodnomy u3 nodnyuxkmoss), 6), 7), 8) nynkra 7 nacrosmmx IIpasna, ¢ yderoM KoToporo npHEAMAcTC

pellieliHe 0 BRIAWMCHHH JIeKapcrBenn 0 €/l .
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1) HampaBUTH NMHCHMO - TpeliokeHne B JlemapraMeHT opraHu3amuu
MeaunuHckoil momomn M3 PK mo paccMoTpeHMi0 BONpoca BKJIIOYEHHA
HO30JI0TUH «Bpoxaennas reHepajau3oBaHHAs Junoguctpodust
bepapaunesnin- Ceitna» B Ilepeyens opdaHHbIX 3a00neBaHuil —
EANHOI'JIACHO:;

2) BKJIIOYHMTH JieKapcTBeHHOe cpeacTBo «Metpeaentun» Ilepedyenn
oppaHHBIX 3200/IeBAHMH W JIEKAPCTBEHHBIX CPEACTB ISl HX Je4YeHHsd
(oppanHbIX) IPH BKIOYEHUH 3a001eBaHns «BpoxaeHHasi reHepaJn30BaHHAas
gunoxauctpopus bepapaunensn - Ceitna» u B Kazaxcranckuii HallMOHAJIbHBIA
JIEKAPCTBEHHBIN (POPMYJISIP MOJ «OP(PAHHBIM» CTATYCOM;

LO1EAOS Ilonatunu® Ponatinih 45 mr

LH® (2 Homatiand (Tab6aerkn 15 mr, 30 mr, 45 My [TokaszaH 174 J1eveHAsA XPoHUMeCKOT0, YCKOPeHHOTO HIH XPOHHYECKOT0 M HeJl 0HIHOTO
Jeiiko3as bractnoii Gase y naunentos ¢ myTauneii T3 151, pe3sucTeHTHOCTBIO HIH HENEPEHOCHMOCTHIOAA3ATHHIDA HIIH HIIOTHHNOA 0 LIS KOTOPBIX
nocnenyolee TeyeHHeHMaTHHHO0 M KIHHHYeCKH Hellenecoobpaso;

- edeHHs ocTporoauM g obaacrrorol eiikosa ¢ dunanensuiickoit Xxpomocomoil y naunenTo ¢ MyTanueii T3 151, pesicTeHTHOCTBIO 1WIH
HENEePeHOCHMOCTRIO 1a3aTHHIOA H 1714 KOTOPBIX MOCeyoIee JedeHHe HMaTHHHOOM KIHHHYeCKH HellellecooOpasHo (epopaibHo B3poCcibiM 45 MI 0J1HH pal
B JIEHB)

Orpha.net - opd annniiinpenapar 8 Espone;

EMA — 82013 rojopdannsiii ctayc H 3aperHCTPHPOBAH;

FDA - ono6penponatinib(Iclusig) nus 1edenns BIpocabiX NALHEHTOR ¢ XpoHHYecKkoli Gasoil, yekoperHoil (ase min JoMeHHbLT (a3bl XpOHHYECKOT O
muenoneiikosa(XMJI) nan ¢pnnagenpduiickoii xpoMocomoitmonoknTeNbHEI ocTpEibIIMpoOaacTHEITeITK03 (ALL), KOTOPBIM He ITOKA3aHA Teparnus
JPYTHMH HHTHOHTOPAMUTHPO3IHHKHHAIEL 1 [UIS I eHIA B3pOCabIX mamnenTos ¢ 13 1 Sknonoskntensusiv XMJI (xponnaeckas dasa, yekopennas daza mim
6nactras dasa) win T3 15knonoxurensusivm OJUI ¢ dunanensduiickoii xpoMocomoii.

IMoxaTHHHG 6B NepBOHAYATBHO 0406peH B fekabpe 2012 roja B paMkax yckoperHoii nporpammel ogo6penns FDA. Tepanus nonyumna cratypdadnoro
npenapara FDA, notomy uto oHa npeHasHavueHa JUld JIedeHns peAKoro 3ab01eBanms WIH COCTOSHUA.

MKP - pyxopoacre no onenke Texuoaorni [TA451] NICE IopaTuanG 17151 /1 edenna XpoHHUECKOTO M e/ 0HIHOTO Jleiko3a H 0cTporo

anm g odaacruoraeiikosa . Onydanxosano: 28 monn 2017 Pexomengamin 1.1 [Tonatnanb pekoMeHIyeTCs B paMKax €ro perncTpanHoHHOTO
YAOCTOBEPEHHSA KAK BAPHAHT JICUEHHS XPOHHYECKOT O, YCKOPEHHOTO HIHGIACTHOTO XPOHHYECKOTO MHEIOHIHOT0 JIeiik03a ¥ B3POCIBIX, KOT/1a:
*3aboeBatie yCTOIUHBO K 1a3aTHHHOY HIIH HHITOTHHAOY HITH

*IIPH HENepEeHO CHMOCTH 1a3aTHHHOA HITH HHIIO THHHO AN JUIS KOTOPBIX NOC/Iey Iolllee JIed eHHEHMATHHHB O M KTHHHY eCKH HelleecoobpasHo, HIH
*IpHCYTCTBYeT MyTalns resa T3 151,

1.2 INonaraun® pexoMenayeTes B paMkax ero PY kax BapuaHT nevenns octpororuMdobdaactHoroneiikosa ¢ nonokHTeapHoii prnagennduiickoii
XPDMDCOMGP} y B'jPDCJ'ILIX B CNEAYIONIHX Cydasx:

‘3ilGQIl€Bi.I.HI‘IC yCTD]"i‘H‘IBD Kaasa f[l}ll‘[sy HIH
*[IpH HellepeHOCHMOCTH 1a3aTHHIGA | U8 KOTOPBIX Moc/eayoliee JedeHHe HMaTHHHOOM WIHHHYECKH Hellellecoo6pa3Ho, HiIH
*IpHCYTCTBYeT MyTaumns reda T3 151

1.3 IoHATHHAG peKOM eHAYeTCH TOAbBKO B TOM ¢/I1Y4A€, ec/I H KOM A HHA npefocTaBasieT NpenapaT ¢o CKIIKO#, COLIacoBAHHON B CXeMe 10CTVIIA
HNANHEHTOB.

BMJ BestPractice « Xponnuecknii mucioaciikos» [Nonatunud MPEICTARIEH KaK TPEThA THHHA TEPAnHH - 45 MT MepopanbHO OTHH Pa3 BIeHp.

B pykopojctee ESMO)/ Esponeiickoe 06 mect Bo M e HIHHCKO i 0 HKOJI 0THH 110 Jl e4eHHI0 XPOHHYecKo i M uen owinoii g eiikem un (2017)[Tonarnant
npezcrasiser coboii TKI rpersero nokonenns u nepssiii B csoem wiacce TK 1, npossisnonii akruBiocts npotus CML ¢ myTanmeii T3151

B pyrosoacree The NationalComprehensive Cancer Network® (NCCN®)/ Hanno HaJ1 bHASI KOM IV eKCHASl 0 HKoJ1orHaeckas cerb CHIAZ2020)

The Cochrane library — Kokpeiinosciire 0630ps1 He Haiinenst, KI1-41.

B PubMed no xttoueBbiM cnopaM noncka «Ponatinib npu «hronicmyeloid leukaemia» ¢ orparnaennem mo THiry my6anKalmn: cHeTeMaTHIecKnii 0030p,
meta-ananis n PKH 3a nocrenune 10 ger maitnens 12 myGnnkaiiy cooTBETCTBY IOIHM KpHTEpHSAM noHcka. B mactosmuii 0630p Opima Brmiovena msko 6
ny GTHKAILA, KAK CAMOE 3HAYHMOE HCCTENI0 BAHNE, COOTBETCTRYIOTIEE HATIEMY 3aTIpoCy:

KII PK «Xponuuecknii muenoneiiko» (o1 « 3» oxrabps 2019 roaa [Iporokon Ne74Jonarunnb npecrasnen Ha amOyIaTOPHOM I Ha CTAIIHOHAPHOM
YPOBHSX KaK Npenapar BIOpoii THHNI TePAIHH NPK Hey1aue NepBoii TMHUK Tepanuu HIIoTHHIEaN Na3aTHHNGA) 1 KAK TPEThA THHIS TEPAITHN NPK My TauuaAS
T3 151 (BHE 3aBHCHMOCTH OT CTAZHH 3a00ICBAHNA) B paAMKAX KIHHHYECKHX HCCe0BaHHil,
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LO1EAOS Ilonatuuu® Ponatinih 45 mr

MTonanHuG aBnAeTcs HHrUOUTOPOM THPOIHHKIHA3EL, HaleleHHbIM Ha BCRABL, aHoMalbHy 0 THPO3HHKHHAZY KOTOpas
prenpeccupyercs npi XMJL i OJUI ¢ nonoxurensroii dunanensduiickoii xpomocomoiillonarnnub Hallenen He TOJIBKO
Ha HatneHEIl BCR-ABL, Ho 1 Ha ero #zo(opMbl HecyIiie My TALIHHE, KOTOPhIe IPHIAIOT YCTOHYHBOCTE K ICUEHHIO,
BICTI0Yas My Tannio T3 151, kotopas cBs3aHa ¢ yeTOHUHBOCTBIO K IPYTHM 010 0peHHbIM HHTHOHTOpaM P O3HHKHHA3BL

B BHD, EMA, FDA npencrasinens Tadaerkn 15 mr, 30 mr, 45 mr
2 P PK/npuvnna oTeyTeTBas Het pernctpanmu

[perncTpanun/ opd annbii
3 |Op¢ annoesadonesanne 8 PK [Iprraz M3 PK ot 20.10.2020 r Ne KP JICM- 142/2020- i.19 Muenonansii neiikos (uenoneiixod) Xponngeckiit
MHETOHTHEI JTeliKo3 Hnmnﬁpalonanm( C92.]

4 [Op¢ annetii craryc 3a pydesom  [Orphanet- [Tonarnun0 ssnsercs opdannbiv npenaparoM 8 Espone

EMA 07.01.20130opdanusiii cratyc

IFDA onoGper ponatinib(Iclusig) pus qedeHns B3poclbIX NALHEHTOB ¢ XpoHHUecKkoil dasoil, yexkopeHHoil dase min
ItoMenHbIi (a3bl xpoHnueckoromuenomneiikosa(XMJI) unn ¢puranensduiickoil XpoMocoMOHIOT0KHTEIbHLII OCTPbII
numQobnacTHiTeliko3 (ALL), KoTopEIM He MoKa3aHa Tepamnus IpyrHMH HHTHOHTO PAMITHP O3 HHKITHA3EL H 1718
ievenns B3pocabiX naunerTos ¢ T3 1 5knonoxnrensuem XMJI (xponnueckas dasa, ycxopennas asa nin 6nacrnas
(paza) man T3 1 5knonomurensuriv OJUJ ¢ punanensduiickoii xpomocoMoii.

[lomaTnnid 6p11 nepBoHavansHo oxoOpen B Aekabpe 2012 roxa B paMkax yckopennoii mporpammer ogoopenia FDA.
[Tepanns moxy4nna ctarycopannoronpenapata FDA, noToMy 9To oHa npeHa3HaueHa 114 JeUeHHA PEIKOTo
SEGDJ'[CBEHHH HIIH COCTOSHHA.

n

(0630p KM [The Cochrane library — Kokpeiinosckue o630psi He naiinens:, KH 41.

B PubMedno wriouessim ciosam noucka « Ponatiniby npuchronicmyeloid leukaemia» ¢ orpannuennem no Ty

iy GanKaln: cucteMaTHueckuii 0630p, meraananus u PKH 3a nocneanune 10 ner Hafigenst 12 nyGaukanun
COOTBETCTBY IOIINM KPHTEpHsIM TToncka. B HacTosmumii 0630p 6blna BIoYeHa ToNbKo 6 myBinHkanus, kak camoe
BHAYHMOE HCCIel0BaHHE, COOTBETCTBYIOLIEE3aNpocy.

6 [3apermcrpupoBannbie apanorn B [[TonarnHuG npernapar BTopoii INHIH Tepallii MPH HeyTavue MepBoil IHHAN Teparni o THHuGan JazaTHHNGa) H Kak
IPK [T[peThA THHNA Tepanun npH MyTamnn T3 151 (BHe 3aBHCHMOCTH 0T CTaINH 3a0071eBaHA)
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[Tocne ob6cyxnenus Yaenamu @®K M3 PY npunsto PEIIEHMUE:
BKJIIOYHMTH JiekapcTBeHHOe cpeacTBo «Ilonatunund» B Ilepedyens opgaHHBIX
3200/1eBAaHUI U JIEKAPCTBEHHBIX CPEACTB /ISl MX JiedeHHs (Op(paHHBIX) U B

Ka3zaxcranckuii  HAIMOHAJIBHBIM  JIEKAPCTBEHHBIN  opMyasip  1moa
«op¢pannbim» cratycom — EJIMHOI'JIACHO.
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LO1XE36 Anektunuo/ Alectinib
Karncyisl 150 mr

Perucrpauus B PK- ectb, PK-JIC-5Ne024157;
KH® — npejcrasieH

BH® (2021) u BH® pas aereii (2021)- Alectinib (karcyna 150 mr). I[Tokazanue: AHaruiactiueckas JInM(pOMaKHHa3a
(ALK) -1o3UTHBHBIH TP OTp €CCHP Y IOIIHHHEMENTKOKIICTOUHBIN P aK JIETKoro (Tiep op anbHO B3p ocibiM 600 Mr 1Ba pasa B
JIeHb, [UIsL KOp P eKTUP OBKH JI03bI H3a NI060YHBIX 2 heKkToB - 0OpaTutech K JUTEpaType 1o Ip o1y KIHH

Orpha.net— He 11p ¢/ICTaBIICH;

EMA — paspeltieH K p uMecHeHUIo B EBp onelickoM coro3e;
FDA - ono0pen Anextunu6 sieisiercsi op GanasiM B CIIA.
BO3— He npejcraicH;

The Cochrane library- CO ner, KU- 127

MKP - BMJ Best Practice B pyKoBoJcTBe &leMe/IKOKIICTOUHBIH P aK JIErKoro»- rpejicraBiieH AJeKTHHUO. Pykosodcmeo no
kaunuyeckou npakmuxe ESMO no memacmamuyeckomyemeikoxiemouHomypaky jeekozo (NSCLC)— AnektuHnb

TIp €/ICTaBJICH.

Pyxosoacreo NICE TAS36 Anexktuau® uis HermeueHHOro A LK-10105KHTes HOTO P 0T €CCHP Y FOIIEr OHEMENIKOKIIETOYHOTO
pakaJierkoro (aBrycr2018 r.). Alectinib (Alecensa®) p ekoMeH/Ty €Tcsi, B paMKaX CBOETO P erUCTP AlMOHHOTO YIOCTOBED CHUS,
B KayecTBe BapUaHTa JICYCHWS] HEJICYCHHOW  aHaruiacthyeckoil  nmMdombr  kunasel  (ALK)nonoxurensHoro
pacrp 0cTp aHEHHOT'0 HEMEJIKOKJICTOYHOT'0 PaKaJIerKHUX Y B3P OCIIBIX

NICE [NG122] Pak nerkux: JHATHOCTHKA WieYeHHe- AJICKTHHUO TIp €/ICTaBJICH.
KII PK «Pak aerxoro»(or 01.03.2019 r ITportokon Ne56)
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[Tocne oocyxneuus (AdagpaxmanoB P.3.) Unenamu ®K M3 PY npunsito
PEILIEHUE: wnanpaBuTh NHCBMO - mpeaiokenue B [lemaprameHr
opranusanun meauuuHcko momomu M3 PK mo paccmorpenuio Bompoca
BKJIIOYEHHUSI HO30JIOTMH «AHAIUIACTHYECKasi JUMM(OMAKNHA3A IO3MTHBHBIH
HEMEJIKOKJIETOYHBIN pak Jierkoro» B llepeyenb opdaHHbIX 3a00/1eBaHUH —
EAUHOI'JIACHO.
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B02BX052arpombonar/ Eltrombopag

BH® (2021) u BH® st jereii (2021) — npesicrasien « Eltrombopag» (tadnerkn 12,5/25/50/75 Mr) npu clieiyIomux NoKa3aHHsIX:

- Xponnueckas UMMyHHasi (MIHOIATIYECKas ) TPOMOOLMTONCHIYEeCKas! ITypIypa y HAlHEHTOB, HeBOCIPHHMYMBLIX K JPYIUM BHJIAM JIedeHHs!
(HanpuMep, KOPTHKOCTEPOMIaM WIH HMMYHOIIOOY/IMHAM  );

- Jleyenne TPOMOOIMTOIICHNH, CBA3aHHOM ¢ XpOHHYecKkoi nHpekiweli renatuta C, Korja crereHb TPOMOOIHMTOICHHH SBJISETCS OCHOBHBIM
(haKTOPOM, MPEISTCTBYIONMM Hadaly IWIH OTPaHHYMBAIOIINM BO3MOXKHOCTE IOJUIEP/KHBATh ONTUMAIBHYIO TEPANHIO HAa OCHOBE
uHTepdepona (1oj1 HabIIeHHeM ClIelMaIiCTa)

Orpha.net— ORPHA:3002 Mmmynnast TpomOotmTonenns sBisiercs opdanHbiM 3abosieBanieM . DITpoMOomar oJlaMHH sIBJIsieTcs Op(haHHbIM

npenapatom B Esponie u CIIA;

EMA - pazpertien k npuMeHennio B EBporieiickom corose;

FDA - on106pen, Dirpombonar ssisercst opdannbivm B CIIA.

BO3 - ne npejicrasieH;

MKP - BMJ Best Practice B pyKoBOJCTBAX «AIUIaCTHYECKAsh aHEMHs y B3pocibiX» U « MMMyHHast TpOMOOLMTONCHUS» - Ipe/iCTaBlIeH

Darpomborar.

The Cochrane library — no xiroueBomy ciioBy «Eltrombopag» npescraienst 5 CO, u3 vux npu «Idiopathic thrombocytopenic purpura» - 1.

PyxoBojcrBo PexoMenaanmnn AMepHKaHCKOT0 00IIecTBAa FeMaTOJ0r 0B 10 HMMYHHOI TpoMmOonnTonennn, 2019 Pexomenanus 6.

V B3pocnbix ¢ UTTI=3 mecsneB, KoTopbie 3aBHCAT OT KOPTHKOCTEPOMIOB WIH HE PearHpyloT Ha KOPTHKOCTEPOUIB! H OY/IyT JICYUTHCA aroHHCTO M

TpomGonosTHHOBHIX penentopoB (TPO-RA), rpynma pexomennarmii ASH npejuiaraer 6o  sntpombornar, THO0 poMUILIOCTHM (YCIOBHAs

PeKoMeHJIalHsl, OCHOBaHHasi Ha OueHb HH3Koi yBepenHoctH B okasatenbersax sdpdexros B OOQO). lpumedanne: nHAMBHIYyaTbHblE

NpeIIOYTe NS TaleHTa MOTYT HMeTh GoJIbIlee 3HAYCHHE MPH MCHONb30BAHUM €KeTHEBHBIX IIePOPATbHBIX TPENapaToB HIH eKeHe/IeIbHBIX

TOJIKOKHBIX MHbeKIHi. Pexomenmammn SMCNe 625/10 (aBryer 2010 r.)- Eltrombopag (Revolade®) npusumaetcst Uisi OrpaHHIEHHOTO

ucrionp3opannst B NHS IoTmanamm u1s siedeHnst 000X CIUTEHIKTOMHPOBAHHBIX M HE CIUICHIKTOMHPOBAHHBIX MallHEHTOB C TSKeIOH

CHMITOMATHYECKOH MMMYHHOI1 (HIHOIaTHYecKoif) TPOMOOLIMTONIEHHYECKOH Iy pIypoif HiIH BBICOKHM PHCKOM — KPOBOTEYEHHS .

B pyxoBojctee BMJ Best practice « AMmynnasi TpomGonuTonenus» Jledenne y nereil AroHHCTBI MHKO(eHONATa , pUTYKCHMaba 1

TPOMOOIIOITHHOBOTO peLienTopa ( I TpoMOOIar HWIH POMHIUIOCTHM ) CJIEyeT paccMaTpuBarh Y JieTell, KOTopble He CMOIIH WIH He MepeHOCs T

JIeyeHHe NepBoi JIMHUM (HanpuMep, kopTurocteporsl, MT'BB ).

KII PK «Mmmynnas TpomGonnTonenus y aereim(or 29.11.2016 r TIporokon Nd 6)
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[Tocne obcyxnenuss Ynenamu ®K M3 PY npunsato PEHIEHUE: Bkiaounts
JIEKAPCTBEHHOe cpeacTBO «JarpomoOomar» B Ilepeyens op¢daHHbIX
3a00/1eBAaHUI U JIEKAPCTBEHHBIX CPEACTB JJIA UX JiedeHUus: (opaHHBIX) U B
Ka3zaxcranckuii  HAIMOHAJIBHBIA  JIEKAPCTBEGHHBIA  (opMyJasip  1mox
«oppannbiMm» ctatycom — EJIMHOI'JIACHO.

[Mporokon Ne 11 zacenanns @opmymnspHoi komuccnn M3 PK ot 03.07.2021 rona



JO1XB01Koauncrun (Kostuerumeran, nopoiok aist
NPHUIOTOBJICHHS pacTBOpa AJis HHraasuuii 80 mr 1000000 E/{

=t
KH® - npeacrasnen KorneTnn, o B 1pyroii JekapcTBentoii popme
BH® g mereii (2021)n BNF (2020)npencrasier Colistimethatesodium(Colistinsulfomethate sodium. (mopomok ans NPUroTOBICHHA PACTBOPA I
nabeknnii | munannon EJL 2 muanuon EJnopmox nas nuransiuuii B kancyne 1,662,500 equnui; nopomok AASIPHITOABEHHA pacTBopa A1s Hebynaiizepal
mumon EJN). Tlomumukennoseiit anTnono ik, komnctuMerat Hatpus (Colistinsulfomethate sodiuni, akTnBen TpoTHE TPaMOTPHIIATETBHEIX OPTaHHIMOB,
siiouan Pseudomonasacruginosa Acinetobacterbaumanii n Klebsiellapneumoniae [Ipenapar ie BcackiBacTes B pOTOBOIT MOTOCTH 1, CIEI0BATENBHO, €10
HYJKHO BBOJIHTE Ty TEM HHBEKIHH 715 cHeTeMHoTo ddekra.
[Toxasanue - [pamoTpuaTenbHbie HH(EKIHH, YCTORYHBRIE K APYTHM aHTHOAKTEPHATBHEIM IIPEMapaTam, B TOM dicie BeisanHbie Pseudomonasacruginosa
Acinetobacterbaumanii n Klebsiellapneumoniae (nytem MeUIeHHOI BHY TPHBCHHOH HHbBEKIIH HIIH BHY TPHBCHHOTMH (Y 3111); 10NOIHUTEIRHO K CTAHAAPTHOI
anTHGakrepuanpHoii repanun npu nudekimn P seudomonasaeruginosanpu kucrosnom Gpubpose HHraNAIHOHHO).
Orpha.net —Colistimethatesodiumopannsiii npenapar 8 Espone. Mykosucunnos — opdannoesabonesanne (ORPHA:586)
EMA - paspemen x npuMenennio B Esponeiickom coose;
FDA - 3apernctpipoBaHKOJIHCTHMETAT HATPHA B HHBCKIHOHHOI dopme.
BO3 - B MmonensHOM clIMcKe 0CHOBHEIX JIeKapCTREHHBIX cpeicTs BO3 nns neteit Ne 7 (2019) 1 cnmcke 0CHOBHEIX 1eKapcTBEHHBIX cpencTe BO3 Ne2 | (2019)
HpeacTaBicH B rpynne 3 pesepsras rpynna antnonotukos/Group3 RESERVE GROUP ANTIBIOTICS;
Konnernn | munanon ME so dnakone (B BHIC KOTHCTEMETATa HATPHA).
MKP — NICE Pykopoacrsono onenke texaonoruii [TA276] Colistimethatenarpus 1 ToGpaMHIHK cyXHe MOPOIIKH JUTA HHTATSIH, IS e eH s
CHHCTHOIHO{T Terounoit nadeximm npn kicro3HoM Gubpose. ara myGankam: 27 mapta 2018
NICE pyxopoactso [NG78] Kucrosusiii pubpos: anarnocrura u ynpasinenne. Jlata nySauxannn: okrabps 2017 r.
BMJ Best Practices pyxosonctse « Kirctosnsiii pubpos» B paznene « Hopbie METOIBI ICHCHHA» YKA3BIBACTCS HHTANANOHHEIROTHCTAMETAT HATPHA (cyXoit
nopomok) B EBpone komieTpuMeraT HATpHA (cyXoif MopoIok) yka3sBaeTcs 1714 TedeHHA XpOHHICCKHX TeroyHbX HHpexmii Pseudomonasaeruginosay
NAMHCHTOB ¢ KHCTO3HBIM pubposoMMyRoBHCINI030M OH He yCTYnajl HHTAISIHOHHOMY PacTBOpYTOOpaMHIIHHAB OTHOIICHHH (hyHKINH Jerkoro nocae 24
HE/IETh TCUCHIA B OTHOM OTKPBITOM HCCIIEI0BAHHH C MAIMEHTaMI ¢ KHCTO3HEIM (prbpo3om (B BospacTe 6 1eT 1 cTapme) ¢ XporndeckoiP seudomonas
aeruginosalero4Hoil HHpeKumeii.
The Cochrane library - mo kriouesomy cnosy «Colistin cnetematnyeckne 0630pni3. Tracey Danielset al (2013) onennnn appexTnBiocTs, Ge3onacHocTs,
TSKECTh JICUeHUs 1 coDUII01eHIe pesk Mane0 yIail3epHONTEPAIIHN ¢ HCITOIB30 BAHHEM Pas/iHYHBIXHEO Y Iaii3epHBIXCHCTEM IS ITALHCHTOB ¢
myxosucingosom [onck seissun 40 ncenegopannii, 20 u3 kotopeix (1936 yuactunkos) 6sU1H BKIIOYEHBI B 0630p.
KII PK «Myrosucumaos » (0100pesOKK M3PKot« 19» anpens 2019 roaa [Iporokosn Ne6HonuetuMerar HATPUS NPHMEHACTCS JUTH HHTAIALHOHHOT
Tepanuu (¢ 0ba3aTenbHOMH NpeecTRy I0MIEH HHrangIeiiBpOHXOIHTHKOR MYKOJIHTHYECKO 1 KHHEe3HTepanuei) NpH NepBOM BRICEBE H IIPH XPOHHYECKOH
P .aeruginosanndexuun. Buyrpusenso KonneruMerar Harpis NpHMEHACTCA NpH HHQEKI, BRI3BAHHOIN MyJIbTHPE3HeTeHTHOIP acruginosaC
HPOTHBOBOCIATHTENBHO Henbio NpuP .aeruginosanHpexit HCNOIB3Y 0T Makp oIkl (Yp Jokas.B )
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[Tocne obcyxnenuss Ynenamu ®K M3 PY npunsato PEHIEHUE: Bkiaounts
JekapcrBeHHoe cpeactBo  «Komucrun (Koaumcrumerar)» B Ilepeuenn
oppaHHBIX 3200JICBAHUM M JICKAPCTBEHHBIX CPEACTB IS HX JIeYCeHHS
(opdpannbix) 1 B KazaxcTaHCKMii HALMOHAJIBHBIN JIEKAPCTBEHHBbI GopMyasip
nox «oppannsiMm» crarycom — EJIMHOI'JIACHO.

[Mporokon Ne 11 zacenanns @opmymnspHoi komuccnn M3 PK ot 03.07.2021 rona 24



N03AX17 CrupunenTtos, 500 mr

) — Her perucrpaimy; Op¢ annbliinepedens JIC- He npesicTaBiieH;
TuBHOCTb— B The Cochrane Library no kitoueBoMy cioBy «stiripentoly mpu «Dravet syndrome» npejicraBiieH 0630p:
2020) oneHmy HpPeKTHBHOCTS H TIEPEHOCHMOCTE — CTHPHIICHTOIA ~B-KayecTBe JIOTIONHUTEIEHOTO JTedeHNs U JTIQeli ¢

{ OMYHBOIT (POKATHHOMN SIMIUIENCHEH, PHHAMAOIIHNX POTHBOSIMIIEITHIECKHE MPeraparbl. ABTOPhI HE MOTYT C/Ie/IaTh HHKAKHX
BBIBOJIOB B HOJB3Y HCIOJIH30BAHISICTHPUIIGHTOIA B KAUeCTBE JIOTOIHUTEIILHOTO JICUeHHs JIKapCTBEHHO -yCTOHUNBOI (hOKAIBHOI dIIHIENCHiL.
HeoGX01HMBI JONOJIHUTe/IbHbIE KPYIHbIE PAHIOMH3HPOBAHHBIE , XOPOIIO NPOBEIEHHBIC HCCIICOBAHHS.
3) Besonacnocers JIC - Kenneth A Myers et al (2018) oteHiuii Joarocpodnyo Ge3onacHocTb i dpQEeKTHBHOCTE  CTHPUIIGHTONA B KadecTBe
HPOTHBOSIMIETITHYECKOT O Tperiapara /uis Jiiei ¢ cunpomom  JIpaBe BII pOCIIEKTHBHOM OTKPBITOM 0OcepBallHOHHOM HeelnegoBanmy (2003 2015
IT.) y 41 narpenra.
4) Op¢ annoesaboaesanue (craryc) B PK: m.48 Cunapom/Ipase Boaesnn nepBuoii cucremsr G 40.4
5) KII PK - KIT PK «9nmaencus y aereii» (Oxobpeso OKK M3CP PKor 15.04.2020 roaa Iporokxon Ne 90) CtupurnenTosn npecraBieH Kak
JIOTIOJIHHTENIbHAs TepAITHsi Ha aMOyJIaTOPHOM M CTALMOHAPHOM  YPOBHSIX.
6) MKP/KP/ KIT O3CP - B xymnnueckom pykopojictse [ CG137] NICE (12 masi 2021) «DnnJiencusi: IMar HOCTHKA M Mene/RMen»Jleuenne
nepBoii muuuy cunipoma Jlpase. JlononHurensHoe JiedeHue JieTeil, MOIOAeKH 1 B3pocibiX ¢ cunapomoM Jlpase. 1.9.9.306cymure co
CIELHATHCTOM IO TPETHYHOI ITHICIICHH, eC/IH JIe4eHHe TIepBOoil  JIHHHH Y JeTeif, MOJIOBIX JIIgIei U B3pOCIbIX ¢ cHHApoMoM Jlpase
Hed(PEKTHBHO WIN HPH HENEPEHOCHMOCTH, — PAaccMOTpHTE KJI00a3aM HIIH CTHPHIIEHTONI B KadecTBe JONOJIHHTENBHOTO Jedenns. [2012]
Coraacno UpToDate Cunapom [Ipase (DS) HanGosee yacto Hcrosnb3yemble aHTHCENTTHYECKHe TIpenaparthl y naipenTo ¢ Cunapomom  Jlpase
BKJIIOYAIOT BaIBIIPOAT, KJ100a3aM , TOIHpaMar , CTHPHIIEHTOI , JIeBEeTHpalieTaM 1 GpoMHJIBI (B HEKOTOPBIX PErHOHAX).
Cpey HEX CTHPHIIGHTON B KauecTBE JONOJHHTEIbHOM Tepanuy sIBIIseTcs MpenapaToM, MOUISKAIHM OlleHKe B PAHAOMH3HPOBAHHBIX
HICC/IE/IOBAHMSIX, HO €ro JIOCTYIHOCTh OIpaHHYeHa WIH OTpaHiYeHa BO MHOTHX CTpaHaX, BKiIodas CoeluHeHHbIe THI.
CTupuneHToN sIBJIsieTcs: aJIOCTEPHUECKHM MOy IS TOPOM pelienTopa raMma -aMuHoMacisiHoi kucinotsl A (TAMK -A) ¢ npsiMbIM ak THBHPYOITHM
JnefictBueM. OH Takoke HHrHOHpYer epMenTsl  uToXpoMa P450, TeM caMbIM HOBBILIAA YPOBeHb HEKOTOPBIX AHTHCEIITHYCCKUX MPEIaparoB B
KpOBH, 0coOeHHO XJlobazama .
IIpenapar JocTymnen st KiIMHEYeckoro NpuMeHenns B Kanane, Epone u SInonm nmox  opganHeiM crarycoM. YipaBjeHHe [0 KOHTPOIIO 3a
npoxyktamu 1 Jiekaperamu CIIA (FDA) ono6pwio cruprmenton B 2018 romy juist JieyeHHs OPHUCTYIOB, cBsi3aHHBIX ¢ Cunapomom/lpase, y
NAIHEHTOB B BO3PAcTe JIBYX JIET M CTapliie, NPHHUMAIOMINX KIobazaM .
7)JIC BO3/BH®/Bo3memaemsbie cnuckn 1 JI® O3CP - B BNF(2021) npesicrasien « Stiripentol» (kancymna 250 mr; 500 mr; nepopaibHblii
nopourok 250 mr, 500 Mr) npu cieayionux noxasanusix: J{ononHuTensHas Tepanus pepakTepHbIX IeHepaTH30BAHHBIX TOHHMKO -KIOHHYECKHX
NPHCTYIOB y NAHEHTOB ¢ TSKENIOH MHOKIOHHYECKOH SITHIIeIcHel B MiIaeHdecTse (cHHApoM JIpaBe) B coYeTaHHH ¢ KJ00a3aMOM H BalbIPOaTOM
(1101 HaOJIIOTEHHEM CIICHUATNCTA ).
8)Perucrpanusi ICH/O3CP/ EMA/ nepexpaing nxanuu BO&OrBha.netCmpﬂnemon sBJisiercs opdaHHbIM npenapatoM B EBporre.
Comracio Orpha.net Cunapom/Ipase opd annoesadoaesanne (ORPHA:33069).
EMA EU/3/01/071 : crupunienTon 6bu1 HekmiodeH u3 Peructpa Coobiecta onpe/iesieHHbIX  Op(haHHBIX JISKapCTBEHHBIX CPeicTB B siHBape 2017
roJ1a 10 OKOHYAHHH T1ePHO/Ia PHIHOYHOH HCKIIIOYHTEIBHOCTH .
20.08.2018r FDA oj106pen opdannsiii crayc Crupunentona npu Cunzpome J[pase.
9. @opmyasipHAsi KOMUCCHS paceMaTpuBaer npeicrapientoe Henrpom 3akiouenie 1 OeHNBAET COOTBETCTBHE JICKAPCTBEHHOIO
cpercrsa noanynxrram 1), 2), 3), 4) wodnomy u3 nodnyukmods), 6), 7), 8) nynxra 7 nacrosumux Ipasui, ¢ yderoMm KOTOpPoOro npuuuMaerc
pelienne 0 BKJIIOYEHHN JieKapceTBenHoro cpeicrsa B KHRQ 33

N03AX17 Crupunentosy 500 mr

) ~

1 |O6mee omucanue JITI [IpoTHBOSIMIIEIITHYECKHE HPelapaThl IIPOYHe.
CTHPHIIEHTON SIBISETCS A/IOCTEPHYECKUM MOIYJISTOPOM PelelTopa I'aMMa -aMUHOMACIISTHOM KUCIOTHI
IA (TAMK-A) ¢ npsiMeIM aKTHBHPYIOINM JelicrieM. OH Takke HHHOMpYeT (epMeHThl  LUTOXpoMa
IP450, Tem caMbIM NOBbIIIAs YPOBEHb HEKOTOPHIX AHTHCEIITHYECKHUX IIPErapartoB B KPOBH, 0COOEHHO
[x00a3ama .

2 |['P PK/npuumsa oTcyTCIBHS [Her perurcparuu , He opdanubiii B PK

erucrpaiyy _opQaHHblii

3  |Opdannoe 3a6oneBanue B PK .48 Cumzipom JIpase bosesuu HepHo# cucremst G 40.4

4 |Opdannslii cratyc 3a pydesKoM Orpha.net Ctupunentosn siBisercst oppanusiM npernaparoM B EBpore. Cornacao Orpha.net Cunpom
UlpaBe opdarroe 3abonesanne (ORPHA:33069).
EMA EU/3/01/071 : ctupunenton Ob11 Hekmode H3 Perncrpa Cooblectsa onpeielleHHbIX  OphaHHbIX
|mexapeTBeHHBIX cpesicTB B ssHBape 2017 rojia o oKOHYaHHH IEpHO/a PHIHOYHOI HCKITIOYHTENhHOCTH.
20.08.2018r FDA onobpen opdanusii craye Crupunentona npu Cunapome [lpase.

5 |0630p KU I- B The Cochrane Library no kitoueBomy cioBy «stiripentol» npu « Dravet syndromey» npezcrasiieH

lo630p:

[Francesco Brigo et al (2020) oneHiu 3(eKTHBHOCTb H NEPEHOCHMOCTh  CTHPHIICHTOIA B KayecTBe
|TOTIOTHUTENIBHOTO JIEYEHHs JUIS JIFQIEH ¢ JIeKAapCTBEHHO -yCTOHYHBOM (DOKAIBHOM SIHIICTICHEH,
MPHEUMAFONIHX TIPOTHBOIMIISITHYECKHE TIperapaThl. ABTOPBI He MOTYT C/ie/IaTh HUKAKHX BBIBOJIOB B
[T0JIB3Y HCIIOJIb30BAHHS CTHPHIIGHTONIA B KayecTBe AOTIOJHHTENbHOrO JIeUeHH s JIeKapCTBEHHO -
lycroifunBoii (poxanbHoOM Smtench. Heo6XoauMb! 0noNHHTENbHbIE KPYIIHBIE PaHIOMH3HPOBAaHHbIE ,
[XOpOIIIO MPOBEJICHHbIE HCCISIOBAHNS.

6  [BaperucrpupoBannbie aHanorn B PK
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[Tocne oOcyxnenus Yuaenamu DK M3 PY npunsaro PEIIEHMUE:
BKJIIOYHUTH JIeKAPCTBeHHOeE cpeacTBo «Ctupunenron» B Ilepeuens opdaHHbIX
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3200/1€BAHUH M JIEKAPCTBEHHBLIX CPEICTB AJIsi MX JleyeHHHA (OpaHHBLIX) H B
Kasaxcranckui HAUHOHA/IbHbIH  JIEKAPCTBEHHbIN dhopmy.asip noj
«opdannbim» ctatycom — EAUMHOT JTACHO.

Mbl cuepnanu NoBecTKY AHs 3acenanus Komuccuu.

[lo3sonbre nodnarogapuTh BeeX MPUCYTCTBYIOLIMX 3@ yyacTHE B 3acelaHuu
Komuccuu.

3acenanue QPopmysspHOH Komuccuu  MUHUCTEPCTBA  3/1PABOOXPAHEH U
00 BbSIBISETCS 3AKPbITHIM.

"plrl.ﬂﬂl'al()'l'c}l MATEpHA/Ibl 3aC€1aHUHl Ha JJEKTPOHHOM HOCHTEIC H
ayaHorpamma.
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