MIHICTDPCTBA MHUHHCTEPCTBO

AXOBBI 3JAPOVA 3J[PABOOXPAHEHHSI
P3CNYBJIKI BEJIAPYCh PECITYBJUKH BEJIAPYCh
3ATANL IMPUKA3

0-- 1 O(‘; : O.q. NQ i:fﬁy

r. Minck r. MuHck
06 opdaHHBIX (penxux)
3a00/1€BAHHAX W JIeKapCTBEHHBIX

npenaparax

Ha ocuoBanup moamyskTa 9.1 myuxra 9 Ilonoxenus o MunucrepcTBe
3apaBooxpaHeHus Peciy6inku benapych, yTBEpKICHHOTO MOCTaHOBIEHHEM
Coseta Munwnctpos Pecny6vku Benapyce ot 28 oxta6ps 2011 r. Ne 1446,
I[MTPUKA3BIBAIO:

1. YTBEpOUTE:

1.1. UBcTpyKuMio o nopsnke GOpMHPOBaHUS IIepeuHs OpGhaHHBIX
(penkux) 3a6oneBaHuil (puiaraercs);

1.2. UncTpykuuro © nopsiake ¢opMmupoBaHus InepedHs OphaHHbIX
(pelKHX) NleKapCTBEHHBIX TPEeNaparoB (IIPHIIaracTes).

2. VYcraHOBUTB NepedeHb ophaHHBIX (peAkHX) 3aboneBaHdd H
JIEKapCTBEHHBIX NIPENapaToB COrJIACHO MPHIIOKEHHIO.

3. JlupeKTOopy TOCYZApCTBEHHOTO yupexacHus «PecmybnukaHCKHi
HAyYHO-IIPaKTHUYECKHUIl [IEHTp MEIMUNHCKAX TEXHOJIOTHH, HHPOPMATH3AIINH,
yIOpaBNeHUMs M OKOHOMHKH 34paBooxpaHeHus» (aanee - PHIILL MT)
obecreunTh GOPMHUPOBAHHE U TOArOTOBKY NPELTONKEHHH MO aKTyalu3auHH
nepeuns opdaHHbIX (peAKux) 3aboneBaHuii B cOOTBETCTBAM ¢ MHCTpYKLUHEH
0 rops/ixe GOpMUPOBAHHS epeyHst OppaHHbIX (PEIKHX) 3a00CBaHUM.

4. JlupexTopy pecrmybIMKAHCKOTO YHHTapHOro mpeanpusrust «LeHTp
SKCTIEPTU3 W MCIILITAHUA B 31paBooXpaHeHun» (nanee — LIDHU3) obecreunts
(GopMHpOBaHHE W MOATOTOBKY MNPEAIOKEHHH MO aKTyalH3alMW NepedHs
ophaHHBIX (pelKNUX) JEeKapCTBEHHBIX [PENapaToB B COOTBETCTBHH ¢
Wuerpykumeii o nopsjake (GOpMHpOBaHHA NepeyHs OphaHHbIX (PEIKHX)
JIeKapCTBEHHBIX NPEIIapaToB.

5. Ilpu3Harth YTPaTHBIUHM cHITy [IpUKa3 MunuctepcTBa
sapaBooxpanenus Pecry6nuku Benmapycs ot 19 mosabps 2020 r. Ne 1222
«O niepeune opdaHHbIX (peaKHX) 3a001eBaAHUIXY.

6. Kourponb 3a KCHOJHEHHEM HACTOSILIEro IIPHKa3a BO3JIOKHTH
Ha nepBoro 3amectutens Munucrpa Kpotkoy E.H.

Munuctp O/ f JJL.IIunesny



YTBEPXIAEHO

ITpukaz

MunncrepcTBa 31paBoOXpaHeHHs
Pecny6nuku benapyce

CA. ©F 2022 Ne £455

HHCTPYKIM A
0 TopsAAKe HOPMHPOBaHKA NepedHs ophaHHbIX
(penkux) 3aboseBaHu

. HacTosmass HMHCTpyKUHs onpeAeiseT MOpsAAOK (opMUpoBaHus
nepe4Hs opdaHHbIX (penkux) 3aboneanuii (nanee — [Nepeuens).

2. JIna nenedl Hacrtodme#t WMHCTPYKUHH HMCHONB3YIOTCA OCHOBHEIE
TEPMHUHBI M HX OMNpeAesicHHss B 3HAUYEHHAX, YCTAHOBJEHHBIX B 3aKOHE
Pecrrybnuku benapych oT 18 uroHs 1993 r. Ne 2435-X11
«O 3upaBooxpaHeHHH», 3akoHe PeciyGnuku Benapycs ot 20 urons 2006 r.
Ne 161-3 «Ob6 obparieHun nekapcTBEHHBIX CPeACTBY.

3.Ilepeyenr  yTBepxkzaaeTcst M u3MeHsieTcs  MUHHCTEPCTROM
3/[paBOOXpaHEeHHS.

4. @opmupoBaHue U akTyammsauus Ilepeuns ocywectsnsercs PHITI]
MT Ha ocHOBaHHM NpeJIOKESHHIE 0 BKIIIOUEHHH 3a601eBaHus B [lepedeHs.

5.IlpenmoxeHss O BO3MOXKHOCTH BKIIKOYCHMS 3abonesaHdsi B
ITlepeueHr BHOCAT rJaBHble IUTaTHblE W BHEIUTaTHBbIE CHEUUAIUCTHI
MunuctepcTBa 3ApaBOOXpaHEHHS, [JIaBHblE LITATHBIE M BHEIITATHLIE
CIEIUANUCTHl TJABHBIX YIPABIEHWH 110 3APaBOOXPAHEHHIO OOJIACTHBHIX
MCIIOJNIHUTEIILHBIX KOMHUTETOB U KoMuTeTa no 3apaBooxpaneHuto MHUHCKOTO
FOPOACKOrO UCTONBUTENLHOIO KOMMTETa, PYKOBOAUTENIM MERHLUHMHCKHX
Hay4HBIX OpraHM3allMi, rocyAapcTBEHHBIX OpraHM3aluil 3ApaBoOXpaHeHHs,
MOAYMHEHHBIX MUHHCTEPCTRY 3APaBOOXPAHEHHS H UHBIM I'OCYIaPCTBEHHBIM
OpraHaM, pYKOBOJMTEIN YUpexJAeHUH oOpa3oBaHHs, OCYLICCTBJSIOWIUX
NOJArOTOBKY, IOBBIILIEHHE KBanupuKkauud u (WIH) [EPenoJroTOBKY
CMEIHATUCTOB C BBICLIIUM MeINIHHCKUM, GapMaleBTHUECKUM
o6pa3oBaHHeM, 11O (POpPME COTJIACHO TTPUIIOHKEHHIO.

7. Ha ocHoBanuu noctynuBmiux npeanoxeduid PHIIL MT roroBut
AOKYMEHTBl ~ AJI8  paccMOTpeHHs  Ha  KOMJIerHH  MuHHCTepcTBa
3paBOOXpaHeHH.

8. Ilepedelb MOMIEKUT aKTyalM3allHH HO Mepe HeoOXOJUMOCTH,
HO He yaile | pa3a B 6 MecsileB.



[punoxenue

K MHCcTpyK1Mu

0 nopsiake GOpMHPOBAHUSA
nepeuHs opdaHHbIX (peIKHX)
3a00neBaHUN

®opma

HPEJIJIOXXEHUS 10 BHECEHMIO 3ABOJIEBAHUINA .
B IIEPEHEHb OPOAHHBIX (PEJKHNX) 3ABOJIEBAHUNA

3abosreBaHue

CHHOHMMBI (TIpY HAJTUHUM)

Kaace no MKB-10

Koa mo MKB-10

YpoBeHb pacnpocTpaHeHHOCTH 3a001eBaHus

B IMOHYJIALHH:
Ko/114ecTBo 3aperdcTPHPOBAHHBIX CIYHaeR

CPEAHEFO.&OBE{H YUCAEHHOCTbL HACCJEHHA

x 10000 < 1,00

Kparkas xapakTepucTuka 3aboneBanus (Txenoe,
HHBATHAK3HUPYIOUIEE, OCTPOE/ XPOHHUYECKOE,
HpOrpeccHpylollee, BO3pacT HAYAa,
MYJIBTHCHCTEMHOE! € TIOPAKEHHEM OJTHOH CHCTEMBI
OpraHoB, Hac/1eICTBEHHOe/ IPHOOPETEHHOE, HCXO
3aboneBalMs M T.1.)

[TaToreneTHyeckoe Ae4eHHE (€CIH CYLIECTBYET) -
ykazate MHH nekapcTBenHOro npenapara, HoMep
PETHCTPALMOHHOIO YAOCTOBEPEHHA

(ecnu mpenapar 3aperucTpUPOBaH HA TEPPHTOPHH
PecnyG:ivku benapyce) WIIH ykasathb
CrelHali3dpOBaHHbBIE NIPOAYKTEI IeueOHOoro
IMTaHHS

D beKTUBHOCTE TPOBOAMMOH TEPANUH (NOIHOE
KJIMHHYECKOC BBI3AOPOBICHHE, cTabHIH3AIIHSA
COCTOAHHUS, YIVUYINCHHE KAYECTBA XKHU3HH)

Kauanyeckue HCCIe0BaHHs JIEKAPCTBERHOTO
npenapara /CrellHaTH3HPOBAHHOIO 1TPOJIYKTa
neuebHoro mutanuda B PeciyGnnke benapyce
(MpoBOAKITHCDH, HE TIPOBOIMIHCE)

OnpiT npUMeneHns IeKapCTBEHHOTO NpenapaTa
/cnenHanu3HpOBaHHOTO POy KTa JIe4yeOHOro
NHTAHHUA B JPYTHX CTPaHax (yKasarth ¢ Kaxoro roia
| HA4aTo JicYECHHE)

YHCIIo NALMENTOB ¢ JAHHEIM 3a00/eBaHHEM.
KOTOPBIX BEI HabJIIoaeTe (3aMONHACTCS BPayoM)

®UHO, mecto paboThl, TesedoH, anpec
371€KTPOHHO# MOYTE JIMLA, 3aMOJIHUBLIETC GopMy




YTBEPXJIEHO
[Ipukas
MunHcTepCcTBa 38paBOOXpaHEHHS

Pecny6nuku Benapyco
2022 Ne

HHCTPYKLHA
0 nopsaxe popmMupoBanus PecnyGankaHckoro
nepeyHs ophaHHbIX (peIKHX) NeKapCTBEHHBIX MPEapaToB

1. Hacrosamas MucTpykuus onpeaenser nopsaok (GOpMHPOBaHHS
PecnyOnukanckoro  mepeuHs  opdaHHBIX  (peAKHX)  JIEKAPCTBEHHBIX
npemnaparoB (aasee — [lepeyers opdannsix JIIT).

2. Ans uenedl BactosAmeil WMHCTPYKIHH HCMOJNB3YIOTCSE OCHOBHEIE
TEPMHHBI ¥ WX OINpeJeNeHHs B 3HAYECHHSAX, YCTAHOBJEHHBIX B 3aKoHE
Pecniybnuku  bemapycs or 18  wmions 1993 r.  Ne2435-XI1
«Q 3npaBooxpaHeHumn», 3akone PecnyOonuku Benapyce ot 20 uions 2006 r.
Ne 161-3 «O6 obpalLeHH jleKapCTBEHHBIX CPECTBY.

3. 3asgBneHHe B MPOU3BOJILHON HopMe U JOKYMEHTHI ¢ 000CHOBaHHEM
O IIPMCBOEHHH JICKAPCTBEHHOMY I[penapaTy cTatyca «opdaHHBIH» W
BK/IIo4eHuH ero B [lepedyens opdanneix JIII mpeacTasnsercs 3asBUTENEM B
HOH3 , xotopsiit ocymectsiseT gopmuposanue Iepeuns opbanubix JIIT 1
ero akTyaiu3alHMIo.

4. Okcneprst 1IOUW3 npoBoasT dKcnepTU3y HpPENCTaBICHHBIX
3afBJICHUSA W JOKYMEHTOB Ha MpeAMET BO3MOXKHOCTH MPHUCBOCHMS CTaTyca
«opaHHbIi» NTeKapCTBEHHOMY Ipenapary H (WjH) OTKa3a B TPHUCBOEHUH
JAaHHOTO cTaryca (B TOM YHCJe paHee NPHCBOEHHOMY Mpenapary AaHHOTO
cTaTyca) W BO3MOXHOCTH BHECCHHS (MUCKIIIOYEHHUS) JICKApCTBEHHOTO
npenaparta B [lepeuens opdannsix JIIL.

Ilo pe3yabTaTaM 3KCNEPTHU3Rl JOKYMEHTOB 3KCIEPTHl HaIpaBIsOT
3aK/IFOYEHUE B KOMHCCHIO MO JIEKAPCTBEHHBIM cpejcTBaM MHUHHCTEPCTBA
3paBoOXpaHeHHus (nanee — komuccHs ro JIC).

5. Cratyc «op(aHHOrO» JeKapCTBEHHOrO Mpenapara oOINpejensercs
IIpY COOTBETCTBUH CIAECAYIOLIUM KPUTEPUSIM:

OpPHIMHAJIBHBIH JIeKapcTBEHHBIN NpenapaT JA0KeH ObITh NpeJHa3Ha4YeH
Il AMarHoCTHKH, 3THONATON€HETHYECKOrO0 MM MaTOT€HETHYECKOIo
nedeHus (JieyeHus, HANPaBIEHHOrO Ha MEXaHW3M pa3BUTHsA 3abojeBaHus),
opdanHoro (penxoro) zaboneBaHus, KOTOpPOE IPHBOJUT K COKPALIEHHIO
OUJAaeMOH TIPOJIOIDKUTENBHOCTH KH3HH, HHBAITMAHOCTH;

pacnpocTpaHeHHOCTh OpdaHHOTo (peaAKoro) 3a0oeBaHUs B MOMYJISALUH
B Pecrrybnuke benapycs He nomkHa npessimate 1 Ha 10 000 yenosek;

He CYLIeCTBYET YIOBJIETBOPUTENBHBIX METOJAOB  JAMArHOCTHKH,
NpoGUIAKTHKHY WIH Je€YeHUS COOTBETCTBYIOLIEro 3abojieBaHMs, WM, €CJIH



TAKOM METOH CYLUECTBYET, MNpeJIOKEHHBIH JIEKapCTBEHHBIH 1penapar
HOJKEH MPUHECTH 3HAYMTEIBHYIO MOJIB3Y B CPABHEHHMH C CYIIECTBYIOLIHMH
METO/JaMHU JIEUEHHUs 3TOTO 3aboneBaHus;

HaJlM4YMe HAy4YHBIX AoKazaTenbcTB 3(h¢deKTHBHOCTH, 6€30MacHOCTH H
KauecTBa MPeIJIOKEHHOro op¢daHHOro JIEKapCTBEHHOIO I[pernapaTa Ha
OCHOBAaHHH DJKCIIEPTHU3bI AOCHE 110 JOKJIHHHYECKUM H KJIMHHYCCKHUM
ucc/IeJOBaHUM.

6. MHHHCTEPCTBO 3APaBOOXPAHEHHS MPHHUMAET OJHO H3 CJIEAYIOMIMX
pelueHuil ¢ yueToM pekomenpaiii komuccuu no JIC u nposeaeHHOiA
IKCIIEPTH3B! JOKYMEHTOB, [IPEACTABICHHbBIX 3aABUTE/IEM:

O IPUCBOEHHUH CTaTyCca «OphaHHbIM» JIEKAPCTBEHHOMY Mperapary;

00 OTKaze B IMPHCBOEHHH cTaTyca «Op(QaHHBIA» JIEKapCTBEHHOMY
npenapary;

00 UCKITIOUEHHH CTaTyca «ophaHHBIN» TeKapCTBEHHEBIH IIpenapar;

0 BKJTIOYEHHH JIEKAPCTBEHHOTO TIperapaTa co CTaTyCcoM «OpQaHHbIH» B
[lepeuens ophanubix JIE;

06 HCKIIOYEHHH JIEKApCTBEHHOro mpemnapara W3 llepeuns opdaHHBIX
JI1.

Peruenue, npuHsTOe MHUHHCTEPCTBOM 3/IpaBOOXPAHCHUS, ODOPMIISETCS
IIPUKA3OM.

7.Tlocne TpUHATHA pELICHHS B COOTBETCTBUM C MyHKTamMk 4 u 5
nacrosueii Muctpyxume 1[DU3 B cpox He mosaHee 5 paboumx maHeH
Hanpar/seT B MUHHCTEPCTBO 3/paBOOXPAHEHHS MPOEKT MPUKa3a O BHECCHUH
u3MeHeHHii B [lepedens oppanneix JIII.

8. AxryancHeii Ilepeuens opdanneix JIIT pasmemnaercs Ha
O(bULHATEHBIX HHTEpHET-caiiTax MUHKCTEpCTBa 31paBooxpaHenns U LIOU3.

9. [lepeuenr op¢anneix JIII nomwrexHT akTyanu3alud I10 Mepe
HEeOOXOIUMOCTH, HO He yalie 1 paza B 6 MECSIEB.
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paccTpoiicTBa

NHTaHHUA U
HApYLICHHS
obMeHa BellecTn
103 | Jpyrue Myxkononucaxapuos 11 I'pynna Boneznu E76.2 BHYMM3AUM
Mykononucaxapuios | (cunapoM CaHGHINNINO) THNLI A, 3H/IOKPUHHOIA (Vimizim),
bl B, C,D. CHCTEMEI, MHH Elosulfase alfa,
Myxkononucaxapumos 1V paccrpoiicTsa KOHIICHTpAT s
(cnaapoM Mopkuo) ITHTAHUA U [IPUTrOTOBICHUSA
TUIIB A, B. HapyLUeHUs pacTBoOpa s
Myxononucaxapugos VI tuna 00MeHa BellecTn MH}Y3Ui,
(cunzpom Mapoto-Jlamu). buoMapus
Myxkonoaucaxapuo3 Hurepramnn
N VII (cunapom Cnas). Jlumuten, Upnanaus
Mykononucaxapuaos tun tin IX,
104 | Hedexrs Anbba-MaHHO3HI03 ['pynna bonesnu E77.1
Jerpaaanuu bera-mMaHHO3u103. 3HIOKPHUHHOI
FTUKONPOTEN/I0B Cuanugos. CHCTCMBI,
[ManakTocuanuaos. paccrpoicTsa
DyKO3HJ03. MUTaHUs U
AcnapTUArTIOKO3aMUHY pHS. Hapy LIeHHS
0o0MEHa BElECTB
105 | Hapyinenus bonesns Menkeca (60/1e3Hb ['pynna bone3nu E83.0
oOMeHa Meau KypuaBBIX BOJIOC, «CTAJIbHBIE IHIOKPUHHOM
BOJIOCKI). CHCTEMBDI,
Bonesnp Bunscona (6onesnn paccTpoiicTra
Bunscona-KoHoranoga, NHUTaHUA H
I'€NIAaTOJACHTHKYIApHAs HapyLIeHUs
JACreHepanus) oOMeHa BellecTB
106 | AMunonnos CuHapom Maxkna-Yananca rpynna bonesnu E85.0 BUHIAKEJIb
Xponunyeckuii MiageH4ecKuii 3HIOKPHUHHOM (Vyndagel),
HEPBHO-KOXHO-apTUKYJISAPHBIA CUCTEMBI, MHH Tafamidis,
CHHIpPOM paccTpoiicTBa KarncyJsl,
IIMTAHHA H Ipaiizep Unk, CLIIA




HapyuICHHS
oOMeHa BelecTB

107 | Hapyenus Anbda-1-aHTUTPHIICHHOBAS rpynna boneznu E 88.0
obmeHa Genkon HEAOCTATOYHOCTS, SHJIOKPHHHO
nina3Mel, He (He10CTaTOUHOCTD alib(a-1 CHUCTEMEI,

KNaCcCH(GHUNPOBaH | aHTHTPHUIICHHA) paccrpoiicTra

HbIE B IPYT'UX NUTAHHS 1

pyOpukax HapyIUeHus
oflMeHa BellleCTB

108 | Pannuss Atakcus Opuapeiixa rpymmna bonesnu HepBroii | G11.1
MOBKEUKOBAs (ayTocoMHO-peLeccrBHas ) CUCTEMBI
aTakcus X-cuensieHHas peleccHBHas

CIIMHoLEepedeIIpHas arakcus,

X-cuenneHHbie

CIIHHOLEpeOEANspHBIE aTAKCHM,

AyTOCOMHO-PELIECCHBHEIE

cnuHoLepebeLIApHEIC aTaKCHH,

Henocratounocts BUTamuna E
) HacJieICTReHHAas

109 | MosxeukoBas Teneanruskraruueckas aTakcus Ho3onoruyec | bonesuu HepBHoil | G11.3
aTaAKCHA C (cungpowm Jlyu-bap, Jlyu-Bapp Kas ¢popma CHCTEMBI
HapyuleHHeM CHH/POM, aTaKCHs-
penapaunu JIHK TEJAHTHOIKTA3HA )

110 | Jlerckas CrnHanbHas MeilleyHas Ho3on0rHuec | bonesnu HepsHoit | G12.0 DBPUCHU
CIIMHAJIbHAN atpodus, | run (Bepauura- Kas Gopma CHCTEMBI (Evrysdi),
MBIILEYHAs I'obdmana) MHH Risdiplam,
atpodus, I THn 1OpouIoK A
(Bepauura- NPHUTOTOBIEHUA
IN'op¢pmana) pacreopa Ans npuema

BHYTPb,
®. Xoppmann-Jlsa

Pouw JITx.,
IIsefnapus
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HeWpoHa

113 | lpyrue Bpoxnennas noxanpuas rpynmna boaesnu Hepruoii | G12.8
CIIHHATbHbIE aMUOTPOGHA MOHOMENHYECKas CUCTEMEI
MBILIICYHEIE aMuorpodus
aTpodun u CnuHanpHas MplledHas
POICTBEHHEIE arpodus-Jlennn-Yokepa
CUH/IPOMEI aHOMaJus-KaTapaKkTa
114 | BonesHn bonesus Nannepsopaena- Ho3010rHuec | bonesnn Hepehoit | G23.0
[amiepBopaena- Uinarua. xas dopma CUCTEMBI
TnmaTna. IirmenTtHas naaaupapHas
Ilurmesrnas JereHepanus,
NaIHNapHas [TanTOTEHATKMHA3HAS
JereHepailus HEJ10CTATOYHOCTh
115 | dpyrue Jlerenepauus ceporo BeliecTsa rpynna bonesnu HeppHoii | G31.8
YTOYHEHHBIC (bonesHs Anbiiepca). CHUCTEMEI
ACT€HEPaTUBHEIE IojrocTpas HexpoTusupyomas
Gonesnn HepRHOH | sHUedalonaTHs (Gonesns Jeiira,
CHUCTEMEI 0oae3us JIn, Gonesnn Jles)
116 | JdereneparuBHas Jlelikonuctpoduu, He Ipyrma bonesnu Hepeuoit | (G31.9
bonesHe HepBHON | KITaCCHOULIMPOBAHNEIE B ApyTUX CHCTEMBI
CUCTEMBI pyOpukax, B ToM uncie
HEYyTOYHEeHHAas JTeHKo3HUedanonaTus ¢
CyOKOPTHKAIBHBIMM KHCTaMH,
JlelixosHuedanonarus ¢
IIOpaXKE€HHUEM CTBOJIA U BBICOKHM
YpOBHEM nakrara rnpu MP-
CHEKTPOCKOIHN
117 | Hacnexcteennas Bonesus apko-Mapu-Tyrca rpyrna bonesnn weperoit | G60.0
MOTOpHAsA U (Gosnesnp Llapko-Mapu-TyTa), CHUCTEMBI
CEHCOpHas Gonesns Jlexepuna-Corra
HEeBpoOnaTus Hacnencreensas motopHas u

CCHCOpPHAs HeBPONATHUS.
I'nneprpoduueckas Hesponarus
| y nereii




IlepoHeanbHas MblllICUHAs
aTtpodus (aKCOHANLHBIHA THII)
(runeptpoduyecKHit THII).
Cunapom Pyccu-Jlesu.
Bpo:xkaeHHas
HeUyBCTBHTENBHOCTL K OONH C
anruaposoM. Hacneacrsennas
HeHponaTHS ¢ N0JBEPIKEHHOCTHIO
napajMiy OT CAaBJIeHUS

118

Hespoliatus B
COUYCTAHHH ¢
HacJIe/ICTBEHHOH
arakcuei

Hepponatus B cOYETAHHH C
HacleACTBEHHOH aTaKcHeil

HO30JIOTHYEC
Kast popma

bone3nu HeEpBHOMH
CHUCTEMBI

(G60.2

119

Muireunas
OUCTpotug

MbliieyHas AMcTpodus
BpOXKICHHA.

MbiLieyHass JUcTpoQus:
ayTOCOMHAs pELECCHBHAA
JETCKOT0 THIA, HaNOMHUHAKIHas
nuctpoduro JroimenHa ninu
bexkepa;

nobpokauectBeHHas (bekkepa)
N00pOoKadecTBEHHAs JIONIATOYHO-
MepoHeaIbHasA ¢ paHHUMH
KOHTpaKTypaMu (OMepH-
Jpeiidyca;

NUCTATIbHAS;
NJ1eYeloNaTOYHO-THLEBast ;
KOHEYHOCTHO-I10ACHAS;
[J1a3HBIX MBILILL,
T71a30T10TOYHAS
(oxynodapuHreansHas);
JonarvoyHo-manodepLoBasi;
3nokauecTBeHHas (JllolweHHa)

rpynna

bonesnu nnepsHOn
CHCTEMBI

G71.0

TPAHCJIAPHA
(Translarna),

MHH Ataluren,
MOPOIOK U1 [TPHEMa
BHYTPb,

TTuTuCn
TepanbslOTHKC
Wnreprewna Jtz.,
WUpnanaus

120

BpoxaeHHbIe

W@Ovzho—._:mm MLIINCYHAA

rpylna

bonesny HepBHOMR

G71.2




MHOIIATHH
Bpoxaennas
MBIHIEYHasl
aMcTpopus

aucTpodus:

CO CrIeNIUPUUCCKUMH
MOP(OIOTHYECKUMHU
NOPaXEHUSAMH MbILIEYHOTO
BOJIOKHA.

bonesHb:

LEHTPAILHOTO SI/Ipa;
MHHUAIepHAad,
MYJbTUSAEpHAS,
Jucnponopums THITOB BOTOKOH.
Muonarus:
MHOTYOyapHas
(ueHTpOsaEpHasn);
HemanuHHas (60J1e3Hb
HEMATHHHOrO TEaa)

CHCTCMbI

121 | MimeMuyeckas [TauMeHTh! ¢ pEe3MCTEHTHOCTBIO K | TpYIINa bone3nu cucremsr | 125.0
60/1€3HE cepaua KJIONU 0T PEITIO KpOoBOoOOpalieHUs
122 | Ipyrue ANbBEOJIAPHBIN JIMITONPOTEHHO3, | IpyMNa bonesuu opravor | J84.0
MHTEPCTHIHAIBHBIC | AbBEONApHBII docdhonnnumos, JBIXaHHsA
neroudbie Gonesnn | JIerouHslii anbBeoaIpHbIH
bochonunonporenHos
JlumdanrunomuomaTos
123 | Mauonaruueckuii | Uanonaruueckuii Ho3onoruyec | boneznu opravos | J84.1
aeroysbiid Gubpos | dubpozupyrommit anbeeonur Kag dopma JIBIXaHHS
124 | I'emocunepos Cunapom [lenena-T'ennepctenta, | Hosonoruuec | Bonesuu opraHos | J84.8
NEerKux MIMOIATHYECKUH reMOCHaepo3 Kas popMma AbIXaHUA
JAETKUX
125 | Kpona Gonesun TepmunanbHbIil unent Hosonornue | bonesuu opranos | K50
ckas ¢popMa | nuuieBapeHus
126 | benok-tepsioman | Bpoxaenubiii I'pynna boae3nu opranos | K 90.4
IHTEPONATHH AHUM$aHruoeioMHoMaTos MUILEBAPEHHA

KHUIEYHHUKA,
AYTOUMMYHHAS YHTESPOHATHSA C
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IMoauocTo3Has
bubpozHas
JUCTLIa3UY

Cunapom OnGpaitra (-Mak-
Kbtona) (-11ITepuGepra)

HO30JIOTHUEC
Kas opma

BpoxaeHHbIe
AHOMAaTHH (IIOPOKH
pa3BUTHA),
nehopmalum 1
XPOMOCOMHBIE
Hapy LIEHUS

Q78.1

138

Meraduzapuas
JUCTNA3HS

Cunapou [laiina

HO30JI0rUuec
xas opma

Bpoxnenneie
aHOMaNuH ([HOPOKH
pasBuTHs),
AepopMaLHy |
XPOMOCOMHBIE
HapyUCHUS

Q78.5

139

Cunapom Drepca-
Janno

CuHzpom Dnepca-Jlanioca

rpynmna

BpoxenHsie
AHOMAJIUM (TOPOKH
pasBUTHA),
AeOpMaLHH H
XPOMOCOMHBIE
Hapy UIeHHA

Q79.6

140

Heiipodubpomaros
I Tuna

Heltpodgubpomaros I Tuna

HO30J10THYEeC
kas popMa

BpoxnaeHubie
aHOMAaHH (NOpPOKH
pa3BuTHS),
AedbopManum 1
XPOMOCOMHBI€
HapyIUeHHs

Q85.0

141

Ty6eposHniid
CKJIepo3

bonesns BypHeswing

Ho3zonoruue
ckas ¢popma

Bpoxaenurie
aHOManuu (OpoKH
pa3BUTHS ),
nedopmaiyy H
XPOMOCOMHEIE
HapylleHus

Q85.1
C55 - C80

AOHUHHUTOP
(Afinitor),

MHH Everolimus,
TabneTKH
JUCHEPTHPYEMBIC,
Hosaptuc ®apma
AT, [l1sefiiapus

142

Cungpom

Cunjgpom Kiiittibenstepa

['pynma

bonesnu

Q98.0
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MHaasel (OTC, runepaMMonemMus
THR 2),

JehuuuT apruHUHCY KIMHAT
Auasbl (ASL, apuHunsIHTapHas
auuaeMus)

Heouuur apruvaser 1 (ARG,
AprHHUHEMUS )

146 | Jipyrue HePUUUT 1n30cOMHOMN KHCTOi rpynna bosesnu E75.5 KAHYMA
HapylieHwWs JIMMA3kl. IHXOKPUHHOIM (Kanuma),
HaKOIIeHHs bosnesnp Hakonnenus »bupos CUCTEMBI, MHH Sebelipase alfa,
JUNKIOB X0JIeCTepHHa paccrpoiicrea KOHLIEHTpaT AN

bonesur Bonbmana NUTaHHA U MPHUroOTOBICHHS
Hapy LIeHUsl pactBopa s
00MEeHa BelecTs HHOY3H1H,
Anekcenon Opon
CAC, Dpannus
147 | MyxoBucumo3 Kucrosnslit pubpos Ho3oMoru4yec | bonesnu E 84 BPOHXHTOIJI-
kas popma IHIOKPUHHOM OAPMAKCHUC
CHUCTEMBI, (Bronchitol),
paccTpoiicTna MHH Mannitol,
MUTAaHHA H TNIOPOLLOK LISt
HapyIIeHus MHIaAumii
obMeHa BellecTs AO3HPOBAaHHEIH,
®apmaxcuc JIta,
ABcTpanus
TOBU ITIOJIXAJIEP

(Tobi Podhaler),
MHH Tobramycin,
MOPOLIOK 1A
HHIAJISAIHE,
KallCyJIbl TBEpble,
Mylan IRE




Healthcare Limited

KAJIMJAEKO
(Kalydeco ),

MHH Ivacaftor,
TabJIETKH NOKPbIThIC
MJIEHOYHO}
obonoukoii,

Vertex
Pharmaceuticals
(Europe) Limited

- CbIMKEBH

(Symkevi),
(pnxcupopannas
KOMOHMHaLs
tezacafior /ivacaftor),
TabJIETKM IOKPHITbIE
IJIEHOYHO#H
000I0UKOI,

Vertex
Pharmaceuticals
(Europe) Limited

148 | Hpyrue Henocratoynocts 6HoTHHIOA3D, rpynna bone3nn E88.8
YTOUHEHHBLIC MuoxecTBeHHBIH JedHLUT HIOKPUHHOI]
HapylIeHHA KapOokcunas CHUCTEMBI,
oOMeHa BellecTs paccrpoiicraa
NUTAHUSA H
HapylieHHs
oOMeHa BelecTs
149 | Jlerounas rpymnna bonesnn cucremnr | 125.0 AJIEMITAC
aprepuasbHas KpoBOOOpalleHus (Adempas),
I'UIIEPTEH3 U MHH Riociguat,

Ta0JIETKH, IOKPLITHIE




TUIEHOYHOI
000JTOYKOIH,
baitep AT, 'epmanua

150

XpoHHUECKas
TpoMOo3MGon-
yecKas JIeroyHas
rHNepTeH3Hs

HO30/I0rHyec
Kas ¢opma

bonesHu cuctemnl
KpoBooOpaneHns

127.8

TPEITYJIBMUKC
(Trepulmix),
MHH Treprostinil
sodium,

pacTBop a1
uHQY3HH,

AOP Orphan Ltd




