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Annoranusa. CTaTbs MOCBAIIEHa MpobieMe obecriedeH s ITpaBa Ha OXPaHy 3/[0POBbA U Me-
IUIMHCKYIO OMOIIIb, OPTaHM3AIMM M OKa3aHUs MEIUIMHCKOI TOMOIIM JIeTsM C pegkumu (op-
¢danHbBIMN) 3a60meBaHNAMN. [laHHAA TeMa ABIAETCA aKTYaNbHOM, YTO 06YCIOBNIEHO ITOBBIIIEH-
HBIM BHUMaHIEM K Heil He ToJbKo B Poccuy, HO 1 Bo BceM Mupe. CBs3aHO 9TO B OCHOBHOM
C BBICOKVIM YPOBHEM 9KOHOMMYECKOTO U COIfanbHOT0 6peMeHn peakux 6onesHeit. K opdanHbIM
OTHOCSATCS BPOX/JeHHbIe (HacC/Ie[iCTBeHHbIE) MM IPpUOOpeTeHHbIe 3a00/IeBaHNs, YaCTOTa KOTO-
PBIX B CTpaHe ¥ MMpe He TPEBBbIMAeT ONpefe/IeHHOrO YIC/Ia, YCTaHOBIEHHOTO 3aKOHOJATeNb-
CTBaMU PA3INIHBIX CTPAH.

Huskas yacToTa BcTpedaeMOCTH pefikuX (opdaHHbIX) 3a00/1eBaHMIT IPUBORKUT K TPYHO-
CTH B TIOTY Y€HU U TIOTIE3HON, HaJIe)KHOI 1 CBOEBPEMEeHHOI H(OPMAIIIY O TATOTIOTHIL; TPYSHO-
CTU TIOCTAHOBKM JIMaTHO3a; OTCYTCTBUIO afIeKBATHOTO AVCITAHCEPHOTO HAO/IOIeH N A; OTPaHN-
YeHUIO0 GIOf)KETHBIX aCCUTHOBAHUIL sl paspaboTKy OpaHHBIX IeKAPCTBEHHBIX MIPENapaToB
U, KaK CJIefICTBIUE, CBOEBPEMEHHOTO TIOTyYeHM A TUI[AMI, CTPAJAIOIIIMA peaKuMy (OppaHHbI-
Mu) 3a00/1eBaHNAMM, CBOEBPEMEHHOTO U COOTBETCTBYIOIETO JICIEHIISL.

ABTOpaMu pacCMOTpeHbI NpoOJIeMbl MOHMMaHMA penkux (opdaHHBIX) 3aboeBaHuUI,
TOCTYIHOCTH JIEKaPCTBEHHOI MOMOIIY JMLAM, CTpajaomyM opdaHHbIMY 3a00I€BaHNAMIA,
a TaK>Ke MeXaHM3MBbI (PMHAHCOBOTO obecIedeHNs 3TOI MoMoIIbo. VlccmenytoTcs ncropude-
CKJIe MPEANOCHIIKY BOSHUKHOBEHIISI IPABOBOTO PEry/INpPOBAHMs PENKNX 3a00/IeBaHNUII U pas-
pabOTKM JIeKapCTBEHHBIX IIPeIapaToB, a TaKXKe MPAaKTUKY POCCUIICKOI HOPMAaTUBHO-IIPAaBO-
BOJT PETy/IALY BOIIPOCOB, CBSI3AHHBIX C OPPAHHBIMU 3a00/IeBAaHIAMY, KaK Ha (efepanbHOM
YpOBHe, TaK U Ha YpoBHe cyODbekToB Poccutickoit Gepepanun.

KnroueBbIe cnoBa: 310poBbe IpaXk/jaH, MEIMIMHCKas IIOMOIIb, pefikue (opdaHHbIe) 3abore-
BaHIA, HAJIOTOBOE 3aKOHOJIATENTbCTBO
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Annotation. The article is devoted to the problem of ensuring the right to health protection
and medical care, organization and provision of medical care to children with rare (orphan) dis-
eases. This topic is relevant, which is due to the increased attention to it not only in Russia, but
also around the world. This is mainly due to the high level of economic and social burden of rare
diseases. Orphan diseases include congenital (hereditary) or acquired diseases, the frequency
of which in the country and the world does not exceed a certain number established by the laws
of various countries.

The low incidence of rare (orphan) diseases leads to difficulties in obtaining useful, reliable
and timely information about the pathology; the correctness of the diagnosis; the lack of ade-
quate dispensary supervision; limited budget allocations for the development of orphan med-
icines and, as a consequence, timely receipt by persons suffering from rare (orphan) diseases,
timely and appropriate treatment.

The authors consider the problems of understanding rare orphan diseases, the availability
of medical care to people suffering from orphan diseases, as well as the mechanisms of finan-
cial provision of this assistance. Exploring the historical prerequisites for the emergence of legal
regulation of rare diseases and the development of medicines, as well as the practice of Russian
regulatory regulation of issues related to orphan diseases, both at the federal level and at the level
of the subjects of the Russian Federation.
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BBenmenne

Poccuiickas ®epepariyis, aKTUBHO ITPOBOMS COLMANBHYO HOMUTHUKY, CTPEMUTCS
MaKCUManbHO 9 (PeKTUBHO 06eCredynTh Ka>K oMYy Ipak/JaHIHY TOCTOVHBIN YPOBEHb
JKU3HM, 61arofapsi KOTOPOMY TaKue COLMaabHble [EeHHOCTM, KaK CeMbsl (MaTePUHCTBO,
OTILIOBCTBO, IETCTBO), OYYT HaJyIeXXaIuM 00pa3oM 3alniieHsbl. VIccmenyoTcs ucTo-
puyecKue MpefoCbUIKY BO3HMKHOBEHM A IIPaBOBOTO PETYIMPOBAHNUA PefKMUX 3a60-
JIeBaHMIL U pa3pabOTKY JIEKaPCTBEHHBIX IIPEapaToB, a TAK)XXe IMPAKTUKA POCCUIICKON
HOPMAaTUBHO-TIPaBOBOJI PEry/IALMU BOIPOCOB, CBA3AHHBIX C Op(aHHBIMU 3a00/1eBa-
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HIAMY, KaK Ha (efiepaIbHOM YPOBHe, TaK U Ha ypoBHe cyObekToB Poccniickoit Pepe-
paunn. CoBpeMeHHOe IIOKO/IeHMe He CTPEMUTCA PaHO POXKaTb fieTell, B OOIbIINHCTBE
ceMell TOJIbKO OfMH peOeHOK, @ B HEKOTOPBIX CEMbSIX, K COXKa/IeHIIO, POXKAAI0TCS 60/b-
Hble IeTV, B TOM 4MC/Ie U C pefIkMMM 3a00eBaHMAMN. DTa IpobieMa ABIAETCA aKTy-
QJIbHOII [/ISI COBPEMEHHOTO MIPa, a 0cobeHHo st Poccuiickoit epepanun. B nannoii
cTaTbe pedb NOVAET O penakux (opdaHHbIX) 3aboneBaHNAX. Llenb cTaTby — BBIABUTD
COBpeMEeHHO€ COCTOsIHVIE peryIupoBanns oppaHHbIX 3aboneBannit B Poccuiickoit Oe-
feparum.

Penxme (opdannnie) 3abomeBanus (famee — penkue 3a00mMeBaHMSA) SBISIIOTCS
HOBBIM I7TI00Q/IbHBIM IIPMOPUTETOM OOIIeCTBEHHOTO 3[[paBOOXPAaHEH s, TPeOYIOLIIM
OCHOBAHHOJ Ha (aKTMYECKNX JAaHHBIX OLIEHKM ITI0OAIbHON TOYEYHOI pacIpocTpa-
HEHHOCTH /11 MTHQOPMMPOBAHUA FOCYJAPCTBEHHOI NOMUTUKN. Peikye 3aboneBanns
MHOTOYMC/IEHHBI, Pa3HOPOAHBI 110 CBOEV HpUpoje M reorpadpuyueckyt pa3po3HEHHBL
HekoTopble 13 HUX MO>KHO IIPeJOTBPATUTDb MM U3NIEYUTh, HO OONBIIMHCTBO M3 HUX
ABNIAIOTCSA XPOHMYECKVIMY, @ MHOTYe IPUBOAAT K paHHel cMepTu. HecMoTps Ha cBoOIO
HEOJIHOPOIHOCTD, OHU VIMEIOT O0IMe YepThl, CBA3aHHbIE C UX PEJKOCTBIO, UYTO Tpeby-
eT KOMIUIEKCHOTO TIOfIXOfla CO CTOPOHBI 00II[eCTBEHHOT0 3ipaBooxpaHeHus. [Ipobie-
MBI, CBSI3aHHbIE C VIX HU3KOJ PacIipOCTPAaHEHHOCTDIO: HEIOCTATOK 3HAHMUII M HEXBaTKa
OIIBITA, @ TAaKXKe VX XPOHUYECKUII, JereHepPaTUBHBIN 1 ONACHBIN /I )KU3HU Xapak-
Tep — NPUBEIN K TOMY, YTO pefKue 3a00/NIeBaHNs CTaIN IPUOPUTETOM OOIIeCTBEH-
HOro 3apaBooxpaHeHns B EBpone u Poccun (ITandunosa, 2018). bonbmmucTBO pe-
KX 3a00/1eBaHMII ABJIAIOTCS ONACHBIMU JIS XKVI3HY U XPOHUYECKY U3HYPUTETbHBIMU
COCTOSIHUAM, Y TIOfaB/isionee OONMBUINHCTBO U3 HUX TeHeTU4ecKy o0ycnmoBeHo. Vx
HU3KasA VHAVBUAYaIbHAs PaCIPOCTPAHEHHOCTh TpebyeT 0COOBIX COBMECTHBIX yCM-
JINIL, 9TOOBI YTYYIINTD UX AMATHOCTUKY, IedeHre ¥ TPOPUIAKTHUKY. XOTS CJIOXKHO pas-
paboTaTh MOMUTHUKY OOLIECTBEHHOTO 3[JpaBOOXPAHEHM JI/IS KaXKIOT0 PelIKoro 3abo-
JIeBaHN A, MOXKHO VICIIONIb30BaTh I7I00a/IbHBIN, @ He Pa3pO3HEHHBIIT OAXO/] B 00/1acTAX
HAy4YHBIX M OMOMEeUIIVIHCKMX VICCTIe[JOBAHUII, MCCTIeOBaHNII U pa3paboToK jeKkap-
CTBEHHBIX CPEJICTB, OTPAC/IEBOIl IIOIMTUKM, NHPOpMALUY 1 00y4eHNs, COIMaNTbHbIX
JIBIOT, TOCIIUTAIN3ALNA 1 aMOYTATOPHOTO JIeYEeH N .

MeToOn0/MOrNsI MCCIIeR0BAHNS

B cpaBHUTE/IPHO-IIPAaBOBOM KJII0Ye aHATU3UPYETCs 3aKOHOAATe/IbCTBO 3apyOeK-
HBIX TOCY[JapCTB, perynupyiouiee chepy opdaHHbIX 3a60/1eBaHMI U OpPaHHBIX TeKap-
CTBEHHBIX IpenaparoB. OTHUM 13 OCHOBHBIX METOHOIOTMYECKIX IIPUEMOB MCCTIEf0-
BaHMA B CTaTbe SIB/ISAETCS KOMIIAPATMBMUCTCKMII MOAXOM, NPeACTaBIeHHBI B paboTe
H. C. Bonkogoit (2018). ViccnenoBanue 6a3upyercs Ha popManbHO-I0PUANYECKOM IIOf-
XOfie, KOTOPBII1 II03BOIUT OIPefie/IUTh CYLUIHOCTDh PeIKUX 3a00/IeBaHNUII B KOHKPETHBIX
HOPMAaTMBHBIX aKTaX. [IpuMeHseTcs Tak>Ke MeTOJ TeKCTOMIOTMYeCKOro KOHTeHT-aHa-
132 HOPMAaTMBHO-IIPABOBBIX aKTOB. B MCCIeOBaHUM MCIIONIb3yeTCsI MCTOPUYECKIUIT
IIOAXOfI, CBSI3aHHBI C M3y4YeHMeM JUHAMUKI PasBUTHUS pefKux 3aboneBanuit B Poc-
CMM, @ TaK>Ke OIBIT 3apyOEXHBIX CTPAH B CO3JaHUM 3aKOHOB 1 CIIELMA/IbHBIX MH-
bopManMOHHBIX pecypcoB. VICII0MIb30BaNMNCh MaTepyabl ¥ CTATUCTUYECKIUE TaHHbIE
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EBpomerickoit opraHusanuy pefkux saboneBannit, ordersl Komurera mo opdaHHbIM
IpemnapaTaM, 3apybexxHble MICTOYHMKY NHPOPMALUIL.

PesynbTarsl 1 Mx 06cyKaeHMe

Penkue 3a6oneBaHmst — 9T0 3a60/1eBaHNs, KOTOPbIE BBIABIEHBI Y HEOOJIBIIIOTO KO-
NMYecTBa JMofel (feTell 1 B3pOC/IbIX) 0 OTHOIIEHNIO K Hace/leHMo B enoM (Muxaii-
7IeHKO, 2018). OT 3TOro ¥ BO3HUKAIOT ONpefie/IeHHbIe BOIIPOCHI U CIIOKHOCTY B CBSI3U
¢ ux pegkocTbio. Tak, B CIIIA nog opdaHHBIMY NOHMMAIOT «O0/IE3HN VTN COCTOSHUA,
3arparuBarouje Meree 200 000 nropeit B CIIIA». B SInonun x opdaHHBIM OTHOCAT 60-
JIe3HMU, KOTOPBIM IOfiBep>KeHbI MeHee 50 000 maiueHTOB B cTpaHe. B EBpone 60/mesHp
CYMTAETCS PEIKOIL, KOora oHa mopaxkaet 1 u3 2000 niopneit (barosa, 2021). 3a6oneBanne
MO>KEeT ObITb PeIKMM B OJHOM PErMOHe, HO OOBIYHBIM ABJIeHNEM B ApyroM. CormacHo
nonoxennsam PenepanpHoro 3akoHa «O6 OCHOBaX OXpaHBI 37I0POBbS TpaKaaH B Poc-
curickoit epepanum» Ne 323-3' B HacTos1Iee BpeMs penkue (opdaHHbIe) 3a00/eBa-
HIA VIMEIOT PAacIIpOCTPaHEHHOCTD He 6osiee 10 cydaes Ha 100 Thic. yen. [JaHHOe ompe-
IelleHNe He pacKpblBaeT CYIIHOCTb 9TOTO NIOHATUA U ABIAETCA He COBCEM ITOHATHBIM.
Ha nam B3rag, nop peakumu (opdaHHbIMM) 3a00/TeBaHMAMY HEOOXOAMMO TOHMMATb
BPO>KJICHHBIE VIV BBISIB/IEHHDBIE TsOKEJIble KM3HEeYTPOXKalollye ¥ XpOHMYecKue 3abore-
BaHI, yKa3aHHBIE B COOTBETCTBYIOIeM [lepeuHe, nMerome pacmpocTpaHeHue He 60-
nee 10 cny4yaeB Ha 100 ThIC. YeL., KOTOpPbIE IPUBOAAT K MHBAIMAHOCTY UIU CMEPTIU.

Ha cerogHAIIHWIT IeHb OTKPBITO OT 6 [0 7 TBIC. PeKUX 3a00/IeBaHuIL, @ B MEIMI[VH-
CKOJI /IUTepaTrype peryIspHO ONUCBIBAIOTCA HOBble 3aboneBaHmA. KommuectBo pegkux
3a00/1eBaHMIT 3aBUCUT TAKXKe OT CTENEHM CIelM(pUYHOCTY, VICIIONb3yeMON Ipy Kiac-
cuMKanUM pasIMYHbIX COCTOSHMII WM HapylueHuit (Butkockas, 2019). Jo cux mop
B 00/1acTV MeIUIIVIHBI 3a00/IeBaHIIe OIPee/IANoCh KaK M3MeHeHe COCTOSHIA 37[0POBb,
KOTOpOe IIPOSAB/IACTCA B BUJIe YHMKA/TBHOIO HAOOpa CUMIITOMOB HOC/IE OffHOTO JICUEeHMS.
Penxue 3a60/1eBaHMs — 9TO Cepbe3HbIe, YaCTO XPOHIYECKEe 1 ITPOrpeccupyIolye 3aboe-
BaHuA. [IpM3HaKM MHOIMX pefiKuX 3a00/IeBaHMil MOT'YT HAO/MIONAThCsA TP POXKICHNI WIIN
B JIETCTBE, KaK B CIy4ae IIPOKCUMAIbHOM CIIMHHOMO3I0BOII aTpoduy, Helipodubpomaro-
3a, HECOBEPIIIEHHOTO OCTEOTeHe3a, XOHAPORVUCIIIasuy win cuagpoma Perra. Bonee 50%
opdaHHBIX 3a00/1eBaHNIT IPOSBIIAIOTCS TONIBKO B 3pe/IoM Bo3pacTe (Hampymep, 60/e3Hb
XaHTUHITOHA, 6011e3Hb KpoHa, 60r1e3ub [Ilapko-Mapu-Tyta u ap.). K penknm (opdaHHbBIM)
3aboneBaHuaM Ha Tepputopun Poccuiickoit @emepaninm 0oTHOCAT 258 pa3muuHBIX 607e3-
Heil. [TepedeHb oIy6/IMKOBaH Ha OQUIIATIBHOM caiiTe MUHICTEPCTBA 3 PaBOOXPAHEHNS
Poccun, 9T0 NpeuMyIecTBeHHO IeHeTndecKye 3abo/eBaHus, a Takke pefkue (GopMbl
paxa. ITo manapiM MuH3szpasa Poccny, anyeHToB, cTpajganommx peakumy (opdaHHbIMY)
3a00/1eBaHVSAMY, HACYUTBIBAETCSA MOpAAKa 13 Thic. yen. OFHAKO M0 SKCIIePTHBIM OLIeHKaM
UX 4ycrio peBbliaeT 2 MaH (Bonkosa, AKcy, 2018.). TouHOe BBIsIBNIEHNE YICIIA JINL], CTPa-
JAIOIX OppaHHBIMU 3a00/IEBAHNAMM, YCIOKHAETCA TeM, YTO MOAXONbI K OIPefieleHI0
TaKMX 3a060/IeBaHMII B Pa3HBIX FOCYAApCTBax pasHATcsa. He BbipaboTaHa efuHas METOLO-
70Ty onpenenennsa opdaHHbIX 3a00/IeBaHNIT 11 HA MEKIYHAPOTHOM YPOBHE.

' O6 ocHOBax OxpaHbl 340p0Bbs rpaxpaH B Poccuiickorn depepaunn: OeaepasnbHblil 3aKOH
ot 21.11.2011 N° 323-®3. URL: https://www.consultant.ru/document/cons_doc_LAW_121895/
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CeropHs B Halllell CTpaHe TIOfSIM, CTPAjAloLiuM pegkumu (opdaHHbIMM) 3260-
JIeBaHMAMM, OKa3bIBA€TCA OIIpefie/ieHHasA mIomolib. B Poccum ecth nBe mporpammbl
JIeKapCTBEHHOTO OfecIiedeHy s MAlUeHTOB ¢ penkuMu (opdaHHBIMU) 3ab60/IeBaHuUA-
MU: «7 HO30/IOTUIT» U «24 HO30/IOTMM». DTU JiB€ IPOrPaMMbl B 3aKOHOJIATE/IbCTBE TaK
He VIMeHOBaHBL B 4. 7 cT. 44 O3 Ne 323 ecTb nepeyeHb 3a60/1eBaHNUIL, KOTOPBIIL, CXO S
u3 4. 10 aT0i1 >ke cTaTby, GMHAHCUPYETCA 3a CUET CPeACTB (eiepasbHOrO OIIKeTa,
a TaK>Ke eCTh IIePeYeHb )KU3HEYTPOXKAIOIINX ¥ XPOHMYECKUX MPOTPECCUPYIOIINX Peli-
Knx (opdaHHBIX) 3a60/1eBaHMI, PUBOAALINX K COKPAIIEHUIO NPOLO/KATETBHOCTH
JKU3HU I'PAKJAaH VIN VX MHBAIMTHOCTY, KOTOPBI, COITIAcHO 4. 9 cT. 83 @3 Ne 323, dpu-
HaHCUPYeTCs 3a c4eT 610/KeToB cyObekToB Poccuiickoit @epepannn. Co BpeMeHeM «B
Hapoie» NX CTa/ly Ha3bIBaTbh «7 HO30/IOTUII» U «24 HO30/I0TMN», CeMb — TaK Kak 1o 2019
I. llepeyeHb BKJII0YAJI B ce0s IMIIb CeMb 3a00/IeBaHMIl, @ 24 — TaK KakK B BbIIIIEyKa3aH-
HOM IIepedHe, KOTOPBIil pUHAHCUPYeTCs 13 PEerMOHaIbHOrO Oro/KeTa, 66110 10 2019
r. 24 3aboneBanusa. C 1 AHBapA 2019 1. 3aKOHOMaTe/Ib BHEC M3MEHEHN s, TEM CaMbIM
pacmnpuI nepedeHb, GUHAHCUPYEMBIT 13 defiepasbHOTO OI0[KeTa; COOTBETCTBEHHO
3aboeBaHmit, PUHAHCUPYEMBIX U3 PETVOHAIBHOTO OIOf[KeTa, CTalo Ha IISATh MEHbIIIe.
B 2020 r. mepBas nporpamma Obl/Ta paciinpeHa ellje YeTbIpbMsi 3a00/IeBaHN MM, HO He-
CMOTPS Ha BCe 3TO, «B HapOJie» 3TU IIePEYHI HAa3bIBAIOT IIO-IIPEKHEMY.

ObecneveHie TeKapCTBEHHBIMY IIpenapaTaMyl YKa3aHHBIX JINI] OCYIeCTBIACTCS
110 TIePEeYHIO IEKAPCTBEHHBIX IIPENapaToB, yIsepKaaemoMy Ilpasurenbcrsom Poccnit-
ckont Pepepanunu u GopMUpPyeMOMY B YCTAHOBJIEHHOM UM Hopsfike. {1 TOro 4To6s
rOCyJJapCTBO 3HAJIO, KTO CTpafiaeT pefkumu (opbaHHBIMN) 3a00/1€BaHUSIMM, BXOJSIIA-
MM B BblllIeyKa3aHHble lepeuHH, B Poccun BefeTcsa OefepanbHblil perucTp.

Benenune ®epmepanbHOrO perucTpa OCYILIECTBIIAETCSA YIIOTHOMOYEHHBIM Qefie-
PpaZbHBIM OPTaHOM MCIIOJTHUTETbHOM B/IaCTU B MOPANKe, ycTaHOBIeHHOM IIpaBuTens-
crBoM Poccuiickoit @epepannn. Takum o6pasoM, B coBpeMeHHo Poccun BbipaboTaH
CBOJI MeXaHU3M 0becIiedeHNs JOCTYITHO TeKapCTBEHHOI ITIOMOIIY MAI[MeHTaM C pefi-
KM 3aboneBaHUsAMHI. B HacTosiee BpeMst Ha Teppurtopun Poccuiickoit ®enepanyn
IPOXXVBAIOT THICAYM JAeTeil, CTPaflaloluxX pegkumu (oppaHHBIMY) 3a00/TeBaHUAMIA.
B AnraiickoMm Kpae Ha 1 sHBaps 2022 ., COIJIACHO JaHHBIM, IPELOCTaBIeHHbIM MUHK-
CTepCTBOM 3[paBOOXpaHEHU AJITalICKOTO Kpasd, IpoKMBaeT 206 4eNoBeK C peKUMU
(opdanubiMN) 3ab0neBanMsAMY (Cpeu HUX 122 pebeHKa).

[l 607mbIIMHCTBA pefKkux 3aboeBaHuUil He CyljecTBYeT 9P PeKTUBHOTO Jiede-
HI15, I03TOMY BCS Tepalnsl CBOGUTCS K IOAIepXKaHUIO COCTOSAHMA 3[10pPOBbsA IallYIeHTa
Y YBE/IMYEHUIO TIPOJO/IKUTEIBHOCTY €T0 >KM3HY C IIOMOIIbI0 Op(aHHBIX IIpeIapaToB
VI CIIeI VI3V POBAaHHOIO MU TaHMA.

Hletu c opdanHBIMYU 320607I€BAaHMAMY He MOTYT KaTbh, IOKA YMHOBHUKM OT MUH-
3[4paBa 3aKyIIAT Ipenapar M JOCTaBAT €ro B alTeK!M, IOMOIb HY>KHAa He «B CPOK
1o 30 pHevi», a HeMezileHHO. Ha conmanbHoe neKkapcTBeHHOe obOecIedeHye 110 3aKOHY
BbIfenseTcs 863,75 pybns B MecAl Ha deoBeka. CTOMMOCTD IIpeNnapaToB B THICAYN,
a TO U B COTHM THICAY pa3 IIPEBbIIIAET 3TOT IMMUT. B Poccum saperucrpupoBas mnpe-
mapar /Il JIeYeHN sl CIMHA/IBbHOI MbllIedHoit arpodun — «Crnnupasa» (Hycnuepcen).
CTOMMOCTb OJHOJ MHDBEKIMM COCTaBiAgeT 125 ThicAd pyOreit. 3akylKa Iperapara
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BO3/IaraeTCs Ha PETMOHBI, OJHAKO 13-32 L[eHbI JIEKapCTBA MECTHBIE YMHOBHYKY B 60JIb-
IIVHCTBE CTy4aeB OTKA3bIBAIOTCSA €ro 3aKyIIaTb.

COOTBETCTBEHHO, KaK OTMeYeT YIIOTHOMOYEHHBIII 10 IIpaBaM pebeHKa B AnTaii-
ckoM Kpae Onbra KasaHIieBa, IOCTOAHHO IOCTYIIAIOT >KaI00BI HA TO, YTO JIEKAPCTBEH-
Hbli1 ipenapat «Cnmapasa» (Hycnuepcen) He 3akymaetcs. [leno JOXOOUT A0 CyHeOHBIX
pasbuparenbCTB, TO €CTh POAUTENN AeTel, CTPaAoIINX peikuMy (OppaHHbIMY) 3260-
JIeBaHU MM, OOpAIAOTCA B CYA.

LleHTpanu3oBaHHaA 3aKyIIKa BCerfja yAoOHee, y Hee 6OJIbIle TapaHTHUIL, 3TO I1I0-
3BOJINT YMEHBUINTb CTOMMOCTb IIpemapara Ha Teppurtopum Poccun. Ilo maHHBIM
CIIeLIMA/INCTOB, LIEHTPANN3alyisA TO3BOINT CHU3UTD IIeHbl Ha HeOOXOfMMble IallVieH-
TaM Ipenaparbl Ha 20-30%. 9TO yIpoCTUT IJIAHMPOBAaHNE 3aKYIKI JIEKAPCTB, yCTa-
HOBUT KOHTPOJIb ¥ IIO3BOJIUT BECTM CTATUCTUKY IIO STUM 3aKyIKaM, HO caMoe IJIaB-
HOe — IMOBBICUT JOCTYITHOCTD XM3HEHHO HeOOXOAMMBIX /1eKapcTB s aeteit (barosa,
2021). Ecnu 3akynka opdaHHBIX IIpenapaToB OyeT OCYIIeCTBAATHCS U3 PeleparTbHOro
Orof>keTa, TO KOHTPO/Ib HaJj IPOTrPaMMOIi TIeKapCTBEHHOTO 00eCedeH s 3TOI TPYIIIIbI
IALIMeHTOB BBII/IeT Ha HOBBIJI Ka4eCTBEHHBIN YPOBEHb C TOUKM 3PEHMS ero yIpaBise-
MocTi. KpoMe TOro, CTOUT OTMETHTBD, YTO 9TO He ABJIAETCS MPOCTHIM IIEPEHOCOM 610
XKETOB C OJIHOTO YPOBHA Ha JIPYTOif, IOCKO/IbKY IIeHOBOI YPOBEHb rapaHTUPOBAHHO
CHIKAETCsI, I COOTBETCTBEHHO CPEJCTBA B PerrOHaX BBICBOOOX/JAIOTCS /s 6OPHObI
C OCHOBHBIMM IIPMYMHAMM CMepTHOCTU. Takum 06pa3oM, BBICOKAst CTOMMOCTDb Op-
(daHHBIX JIEKaPCTBEHHBIX IPEIapaTOB SIB/ISETCS OFHOM M3 CAMBIX ITIABHBIX HMPUYNH,
CIIOCOOCTBYIOLIVX HENIPELOCTABICHNUIO / HECBOEBPEMEHHOMY IPEIOCTaB/ICHUIO IeTAM,
cTpajaniuM penkumu (opdaHHbIMY) 3a60/IeBaHUAMY, IEKAPCTBEHHBIX IPENApaToB.

Poccus fomKHA y4ecThb IOJI0KUTEIbHBIN ONBIT 3apy0OeXXHBIX CTPaH U CO3/laBaThb
He TO/IbKO 3aKOHBI, HO ¥ CllelianbHble MHGOpMannoHHble pecypchl. Tak, Bo ®paHIyn
JULA AL, CTPAAIOIIIMY PeIKVMM 3a00/IeBaHUAMIY, ObIT CO3[jaH CIeIVIaJIbHbII CaliT —
Orphanet (www.orpha.net). ViMmeHHO 3TOT caitT cobupaeT HPOPMAIINIO O PETKIX 3a-
60/1eBaHMIX, YTOOBI TOMOTATH NTIOAAM 6071ee 9P GeKTUBHO U OBICTPO AMATHOCTHPOBATD,
YXa>K/MBaTh ¥ JIEYUTD MALMEHTOB C peakumu 3aboneBanusmu. Orphanet mocreneHHO
BBIPOC 70 ceTy u3 41 cTpaHsbl B EBporne 1 mo Bcemy Mupy. 3a 24 ropa Orphanet crain oc-
HOBHBIM MCTOYHMKOM MH(OpMaIunu (CIIpaBOYHMUKOM) O peKIX 3a00/IeBaHUAX, CTpe-
MALIVMCS pelllaTh HOBBIE 3aJlauli, BO3HUKAIOIIYE B pe3y/IbTaTe OBICTPO MEHSIOIIEroCs
Hay4YHOTO ¥ MHPOPMAIMOHHOTO IIpocTpaHcTBa. KpaiiHe Ba)KHO TOMOYb BCEM TTIOfSM,
CTPaJAOIUM STUMU 3a00/TeBAHNAMM WM CBA3AHHBIMU C HUMU, MONTYYUTh JOCTYII
K KauyeCTBEHHOI MHGOPMAL[NHU CPeNV MHOXKECTBA MMEIOIIXCSI CBeJIeHN, JOCTYITHBIX
B IIPOCTpaHCTBaX VIHTepHeTa, NPeJOCTaBUTbh CPENCTBA /IS BBIABIEHNS HAlMIEHTOB
C peIKMMM 3a060/IeBaHMAMU Y BHECTHU CBOJI BKJIaJ| B HAKOIUIEHNME 3HAHWII ITyTeM Ipo-
M3BOJICTBA MaCCUBHBIX, BBIYMCIVMBIX 1 TIOBTOPHO VICIIO/Ib3YeMbIX HAy4YHBIX HAHHBIX.
K coxanennio, B Poccuiickoit @efiepaniyy TaKuX CaiiTOB HET, HO VX MOsBJIEHE MOTITIO
ObI CIOCOOCTBOBATD Y/Iy4ILIeHNI0 0OMeHa MH(OpMalyelt 1 IOy YeHN s HOBOTO OIIbITA.

Ins penxnx (oppanHubIxX) 3ab6oneBannii B Poccuiickoit @enepanny 2020-2021 romst
OKa3a/IMCh 3HAYMMBIMI. Ba)KHBIM 9TAIIOM B PasBUTUU POCCUIICKOTO 3aKOHOAATETbCTBA
B IIOZIJIePKKe AeTell, CTPafaoNX pefkuMy (OppaHHbIMM) 3a00/1eBaHNAMM Ha TeppH-
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topun P, crano 3asasnennue B.B. IlytuHa B o6paennn K poccusinam 23 nioHs 2020 .
Torza oH coo6mmi, YTO 3a CYET POrPECCUBHOI CTAaBKM HATIOTOOO/IOKEHM A ITAHUPY-
eTCs1 O/TyYUTh JOIOTHUTEIBHO MOopsifiKa 60 MIpy pyo., KOTOpbIE CIefyeT pacXof0BaTh
cTporo 1eneBbIM obpasom. Tak, [Ipesnnent Poccnmiickoit Pepgepanuu B. B. ITytun no-
pyunn peiictBytomemy IIpasurenbcTBy PO mogroroButs coBMecTHO ¢ O6IecTBeHHO
nanaroii PO KOHKpeTHbIe MpefiIoKeHN 10 GMHAHCHPOBAHUIO MEJVIITHCKOI IOMO-
I IeTSAM C pefKMMU 3a00/IeBaHUAMU 3a CYET CPEACTB OT IIOBBIIIEHHON CTaBKM Ha-
JIora Ha JOXOfbl pM3NYecKuX Nnly CBbIle 5 MIH pyd. B Tofi. IIpaBUTeIbCTBO JOMKHO
OBITIO YCTAHOBUTH CTABKY IO HAJIOTY Ha HOXOABI puandeckux nui B pasmepe 15% s
TeX, 4ell JOXOJ, IIPeBbIIaeT 5 MIH py6. B rofj. PernonaabHbIM BIacTAM OBLIO IIOPYYEHO
He JIOITyCKaTb CHIDKeHM B 2021 T. 1 gajiee pacXof0B MECTHBIX OI0J)KeTOB Ha OKa3aHMe
MEJUIMHCKO OMOILM TAKUM JIeTAM.

K 1 Hos6pst 2020 1. KabuHeT MUHUCTPOB BMecTe ¢ ObujecTBeHHOI nanaroit PO
paspaboranu (c yueToM JaHHBIX paHee IopydeHus) u npencrasuu Ilpesupenty PO
MeXaHM3M JIa/IbHEIIIIero 1[eJIeBOro (PMHAHCUPOBAHNUSA PACXOfIOB, CBA3AHHBIX C OKa3a-
HYeM MeIMLIMHCKOJ OMOIIY (B TOM 4MCIIe 3a Tpefenamy Poccun) aetsam, cTpagaoium
opdaHHBIMM 3a00/IEBAaHNSAMI, B TOM 4NC/Ie COOTBETCTBYIOIME PACcXOfbl Ha Iprobpe-
TeHJe CIlelVa/lM3MPOBAHHBIX JIEKAPCTBEHHDIX NPeNapaToB, MeJULMHCKON TeXHUKH,
HeOoOXOAVIMOIT [/ peabMINTALVM, 32 CYeT CPEeACTB, OCTYIAINX B 00/ KeThI OI0f-
>)KeTHOW cucreMbl Poccniickoit Depfepanuy B CBA3YM C MOBBILIEHNEM CTAaBKM Hajora
Ha JJOXOABI (PM3MUeCKVIX JINIL /1A TPaK/aH, YbJ JOXOABI IPEBBIIIAIOT 5 M/IH py0. B TOfI.

9Ta Mepa KacaeTcs IeprofMYeCcKMX Y IIOCTOSHHBIX JI0X0/10B, BOSHMKAIOIIKX B pe-
3y/IbTaTe TPYHOBOI AeATeNIbHOCTY (BK/IovYas 3apIiuraty u gusBupeHpsl). CraBka 13%
OCTaeTCsA HeM3MEHHOII, 1 €10 OYyT 006/1araTbCcs Te CpefiCTBa, KOTOpble ObIIN IOTyde-
HBI ITOC/Ie TIPOAXKM JIMYHOTO MIMYIIECTBa (3a MCK/IIOYEHMEM I[eHHBIX OyMar) U mocie
OCYIIeCTB/IEH) s BBIIJIAT IO JOTOBOPAM CTPAaXOBAHMSA U IIEHCMOHHOTO OOeCIedeHN .
Crout 06paTUTh BHMMaHNUE, YTO IIPOJjaXka KBAPTUPBI IOJ] IIOBBIIIEHHYIO CTaBKY TOY-
HO He IIOHIaiaeT, XOTs BOJIHEHNUE 3TOT BOIIPOC BBI3BbIBAJL ellle Ha CTa[jUM paccMoTpe-
Hus 3akoHa. [Ipenmnonaraercs, 4to poct craBky HIDJI mo3BonmuT yBennuuTh OIOKET
Ha 60 Mipz py6. B 2021 1., 64 Mypy pyod. B 2022 1. 1 68,5 MiIpA py6. B 2023 T.

ITo muenuto Ilpencenarens Cosera ®Demepannu Penepanproro cobpanus PD
B.V1. MaTBK€eHKO, 3TO pelieHue, npuHAToe lIpesugentom PO, «reHepasnbHOe U cripa-
BeJ/INBOE /IS TOTO, YTOOBI HAITY pecypchl s JIedeHNs TIofiell ¢ opdpaHHBIMU 3260-
neBaHMAMM». OHa MOAYEPKHYIIA, YTO MaplIaMeHTapuu OYAyT MOHUTOPUTD CUTYALMIO,
a IMEHHO JIO/DKHBI OBITh IIeHTpa/IM30BaHHbIe 3aKYNKY Ha (efilepa/bHOM yPOBHE, CO-
3laHue peecTpa fieTelt ¢ opaHHBIMU 3aboneBaHUAMU. [Ipy 9TOM BeCh MeXaHMU3M JIO-
KeH OBbITb IPO3PaYHbIM ¥ IIOHATHBIM /ISl BCEX TPAXK/IaH.

ITonpaBku, BHeceHHble B Hamorossiit kopmexc Poccmiickoit @epepauyu (4acTb
Bropasi) PefepanbHbIM 3aKOHOM OT 23 HOs6ps1 2020 1. Ne 372-D3, ycTaHABIMBAIOT I10-
BBIIIEHHYI0 CTABKY HAJIOTa HAa NOXOZBI, IIPEBbIIIAOIINE YCTAHOBIEHHbIN MMMUT. OHK
npepnonaraior anddepeHnnannio sHayeHnit Hanorosoit ctasku mo HIADJI B 3aBucnu-
MOCTM OT yPOBHSI JOXOZI0B HA/IOTOIIATe/IbIIMKA. TaK, K JOXOiaM B pa3Mepe 5 MIIH pyo.
¥ MeHbllIe OyIeT IPUMMeHAThCA cTaBKa 13%, a K joxoaM cBepx 5 MJIH py6. — 15% ¢ fo-
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XOJIOB, IIPEBBILIAIONINX 5 MJIH py0., IOMUMO CYMMBbI HajIora B pa3mepe 650 TbIC. pyo.
(m. 1 c1. 224 HK P®). Paccmotpum ux 60oree noppo6Ho.

Crarbs 224 Hanorosoro kogekca PO, nmpefcrasieHHas B HOBOI pefaKL M, yCTa-
HaB/IMBAaeT CTAaBKY B CHENYIOIIMX pasMepax: B OTHOIUEHUM [JOXOMOB, ITOTy4EeHHBIX
B 2021 vy 2022 TT., CTaBKM, yCTAHOB/IEHHbIE 3aKOHOJATEIbCTBOM, IIPUMEHAIOTCA K Ka-
XKJI0V Ha/lIoroBo 6a3e OTHENbHO. 13 NPOLEHTOB NPUMEHAETCS — eC/IM CyMMa Hajo-
roBBIX 0a3 3a HAJIOTOBBIIT IIEPUOJ COCTAB/ACT MeHee 5 MUIIMOHOB pyOseit uin pas-
Ha 5 MWUIMOHAM py6eit; 650 ThicsAY py6seit 1 15 IPOLIEHTOB CYMMBI HAaJIOTOBBIX 0a3,
IpeBBIIIAOIIelT 5 MUITMOHOB py0sieil, — ec/iu CyMMa HaJIOTOBBIX 6a3 3a Ha/IOTOBBII
IepMOJ COCTaBIAET 6osiee 5 MMIMOHOB py6eit. Hamorosas craBka IO/IeKUT IIpuMe-
HEHIIO B OTHOLIEHNY COBOKYITHOCTM BCeX OXOA0B (PM3NYECKOTO /NI — HAJIOTOBOTO
pesupenta Poccuiickoit Pepepariuy, mojiesxalix HaToro06/10XKeHMIO.

B nuceme ®enepanbHoil Hamorosoit cmy>k6sl Poccun (Ilmcpmo ot 1 mexabps
2020 1. Ne BC-4-11/19702@) «ITo BompocaM MCYNCTIEHNS U YIUIaThl HAJIOTOBBIMY areH-
TaMU HajIora Ha JOXOABI (PM3MYECKNX JINIL C JOXOHOB (PM3MYeCKNX JINII, IPEeBbIIIA0-
VX 5 MWUIMOHOB py0sIeli 3a HaJIOTOBBII IIEPUOJ, a TAK)Ke 3alIOTHEHN A pacyeTa CyMM
HaJIoTa Ha TOXO/ bl (PM3MYeCKNX /NI, MCYNMC/ICHHBIX U yep>KaHHbBIX HaJIOTOBBIM areH-
toM (popma 6-HIID/T)» mogpo6HO IpeACcTaBIeHbl OTBETHI II0 BOIIPOCAM MCUMC/IEHS
u yratel HajorosbiMu arenTamy HJI®JI ¢ ;oxon0B, IpeBbIIIA0MNX 5 MTH py6. 3a Ha-
JIOrOBBII eprof. B nucbme noppo6bHo paccmoTper nopsapok yarel HID/I B 6ropxet
u ykasaHbl HeooxopnMblie KBK.

JI71s HaJIOroNIaTeNbIMKOB BhIIIEYKa3aHHbIE ITOIPABKJ HE YCTAaHABIMBAIOT HO-
BBIX O6Os3aHHOCTell. O05A3aHHOCTD MOABAaTh HA/JIOTOBYIO JIEK/TApPAlVI0 y HA/IOTOIlIa-
Te/IbLMKA He BOSHUKHET, €C/IJ IIOJTy4aeMBblli J0XOJ, OT HECKOIBKMX HaJIOTOBBIX aTr€HTOB
B CyMMe He IIPEBBICUT 5 MJIH py0., a HAJIOTOBBIII areHT BeCh HA/IOT y/iep Kasl IO CTaB-
ke 13%. Ecnu ke HasmorommaTenbiuk OygeT —HeKIapupoBaTh CBOM JOXOf caM (3TO
OTHOCUTCs, HallpuMep, K TeM, KTO CflaBal MMYILeCTBO B apeHay, npumenas HIADJI,
K HajoromarenbiykaM — VIIT u TeM, y KOTO ecTh MICTOYHUKM JOXOfa 3a pybexom),
TO eMy HeoOXOAVIMO OIpelle/INTh CyMMY Hajora K yImjare 6e3 yyeTa CyMM JOXOJOB,
IOJTyYeHHBIX OT Ha/IOTOBBIX al€HTOB, HO C y4eTOM IIOpPOTra IPEeBbILIeHNA B 5 MIIH. Pyo.
B mexnapanuu 3-HJI®DJI Hanmoromniarenpiuk OyAeT MCYMCIATD HAJIOT UCXOJ S U3 CBOETO
¢dakTIyeckoro foxofa — B (GOpMy BHECYT HeOOXOMMBbIe KOPPEKTUPOBKY. BKiIIo4aTh
B HaJIOTOBYIO JIeK/IapaILIMIO T€ JOXOJbI, C KOTOPBIX HAJIOTOBBIM areHTOM y>Ke OBl yep-
xaH HIDJI, He moTpebyeTcss — HANOTOBBII OpraH OyeT caM arperupoBaTh JaHHbIE
He Tonbko 1o crnpaske 2-HADJI, Ho u no gexnapanun 3-HIDJI. U ecnu coBokynHas
CyMMa JIOXOfia IPEBBICUT 5 MJIH PY0., TO MCUMCTIEHHBII C MOBBIMIAONIM K03 puiveH-
TOM HaJIOT K yI1aTe OyieT OTpakeH B HAJIOTOBOM yBeIOM/ICHNI.

3aknroueHne

Takum o6pasom, mpobrema repuiuTa permoHaNbHBIX OO/ KETHBIX CPECTB, KO-
TOpas NPMBOAUT K HEBO3MOXXHOCTM aJileKBaTHOTO JIEKAPCTBEHHOTO obecredeHms Je-
Teil, CTpalaloluX pefkumMu (oppaHHBIMM) 3a00/IeBaHUAMH, AKTya/IbHA Y B HACTOSIIIee
BpeM:, Of{HAKO ITOJIaraeM, 4To IleHTpaln30BaHHaA 3aKyIIKa BCeX TeKapCTBEHHbIX Ipe-
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apaToB, HEOOXOAMMBIX ISl JeTell, CTpajamiunx pegkumu (opbaHHbIMNI) 3200/1€Ba-
HMSIMM, O3BOIAT CHM3UTD PUCKYU HEIONydeHMsI peOeHKOM HeOOXOfMMBbIX IeKapCTB
B HY)KHBIII CPOK. YKa3aHHbIE BbIIIle M3MEHEHUsI JJOCTATOYHO TEPIVMBI M BBOJATCS
«MATKO» ¥ KOMGOPTHO [ POCCUIICKMX TPakAaH, JOXOABI KOTOPBIX IPEBBIMIAIOT
YCTQHOBJ/ICHHBII 3aKOHOM TMMUT. 10 IpefcTaBIeHHBIM pacyeTaM JOIOTHNUTE/IbHbIE
IOCTYIUIEHNS B OIOZKET COCTaBSAT HOpsifika 60 Mipy pyod., O YeM TOBOPUI B YIOMMU-
HaeMoM paHee obparmenun B.B. ITytun. Penxue (opdaHHbIe) 3a00/I€BaHNA, ABIAACH
BPOXX/IEHHBIMI VIV BBISIBICHHBIMI TSDXKE/IBIMY JKVM3HEYTPOXKAIOLIVIMI U XPOHUYECKI-
MU 3a00/1eBaHUAMM, TPEOYIOT OT COBPEMEHHOIO MPaBOBOTO, COLMATBHOTO TOCYAap-
CTBa BMeIIIaTe/IbCTBA He TOIBKO Ha 3aKOHOJATE/IbHOM YPOBHE, HO 1 Ha IPAKTIYECKOM.
OueBKAHO, 4YTO BbIpabOTKa 3P PEKTUBHBIX PElIeHNI JO/DKHA 3aBUCETh OT pe3y/ibTa-
TUBHOCTY B3aMIMOJEVICTBISA TOCYAAPCTBa, IPOodeccHoHaNnbHOTO coobIecTBa 1 obie-
CTBEHHBIX MHCTUTYTOB, 0ObeMHEHHBIX O0LIell 3ajjadeil IO ONTMMMU3ALUN CUCTEMbI
3IPaBOOXPAHEHN B L[e/IsIX y4eTa MHTePecoB U MOTpeOHOCTeN MAl[eHTOB, CTPafalo-
X opdaHHBIMY 3a007IEBAaHVUSIMIL.
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