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Annoramusa. B cootBetcTBuM ¢ YKasom Ilpesupenta Poccuiickoit @epepanym Ne 16 ot 5 auBapa 2021 ropa cosgan PoHp noagep>KKu feTei
C TSDKE/IBIMM JKM3HEYTPOXKAIOLIVMMY ¥ XPOHMYECKIMU 3a00/IeBaHIAMY, B TOM 4MCiIe penkumu (opdaHHbIMY) 3aboneBannami, «Kpyr gobpa»
(mamee ®oup). Llens fesrensHocTy PoHAA — peanusans JOMOTHUTEILHOTO MEXaHM3Ma OpraHM3alyy 1 (PMHAHCOBOTO 0OecliedeHNns OKasa-
HYSL MEVILIMHCKOI IOMOIIM JeTAM, obecriedeH e UX TeKapCTBeHHBIMY IIpenapaTaMyl M MefULMHCKUMI U3Ae/IUAMY, B TOM YNC/Ie He 3apery-
cTpupoBaHHBIMYU B PD, a TakKe TEXHMYECKMMU CPefiCTBaMU peabunuTaryu. B HacTos1e cTaThe MpOaHaIM3MpPOBaHbI 3a00/IeBaHMs, IIPK KO-
TOPBIX OCYIIIECTB/ISAETCA OpraHM3aLysa MeAULVHCKOI IIOMOIIY HofonedHbIM GoHaa «Kpyr obpax, ompepeneHsl 3a60/1eBaHs, OTHOCSLIEC
K PeJKVM, U BbIABJIEHBI pacxoxeHns Mexnay Ilepeunem pepkux (opdaHHbIX) 3aboneBannit Munsapasa u [lepedHeM TsXKeNbIX KU3HEYTPO-
XKAIOIIMX Y XPOHMYECKNUX 3a00/IeBaHMil, B TOM 4uciie peakux (opdaHHbIX) 3aboneBanmit, Poxpa.

KnoueBble cnoBa: pedkue Gonesnu; opdannvie nexapcmeentvie npenapamoy; 30pasooxpanerue; Pono «Kpye 000par»; opeanusayus MeouyuHcKot nomo-
w.
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Annotation. In accordance with Decree No. 16 of the President of the Russian Federation dated January 5, 2021, the Circle of Good Foun-
dation (hereinafter referred to as the Foundation) was established to support children with severe life-threatening and chronic diseases,
including rare (orphan) diseases. The Foundation's goal is to implement an additional mechanism for organizing and financially support-
ing medical care for children, providing them with medications and medical devices, including those not registered in the Russian Feder-
ation, as well as technical rehabilitation equipment. This article analyzes the diseases for which the organization of medical care is carried
out for children under the care of the Circle of Good Foundation, identifies the diseases that are considered to be rare and the discrepan-
cies between the List of Rare (Orphan) Diseases of the Ministry of Health and the List of Severe Life-Threatening and Chronic Diseases In-
cluding Rare (Orphan) Diseases of the Foundation.
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Beenenne HOJJIEPXKKN JleTell C TsHKETbIMU JKM3HEYTPOXKAIOIIVIMU
B coorBercTBum ¢ Ykazom IIpesupenta Poccuiickoit v XpoHM4ecKuMM 3a60/IEBaHUSIMM, B TOM YMCTIE€ PEIKI-
Depnepanuu Ne 16 ot 5 ssuBaps 2021 roga cospan ®ony  Mu (opdanubivm) 3aboneBanusamu, «Kpyr gobpar (ma-
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nee ®oun). Llenp gestenpHocTn PoHma — peanusanus
JIOTIOTHUTEIbHOTO MeXaHM3Ma OpraHu3anyy u (puHaH-
COBOro obecredeHns1 OKa3aHVsI MEIUIIVTHCKO TOMOIIY
feTAM, obecredeHNe UX JIEKAPCTBEHHBIMI IIperapaTa-
MU U MEIVLIMHCKYMI U3JeNNAMMI, B TOM YNCTIe He 3ape-
TUCTpUpPOBaHHBIMM B PD, a Tak)Ke TeXHMYECKUMIU Cpefi-
crBamu peabumrauuu. [lepeurn sabonesanuit”™ u je-
KapPCTBEHHBIX CPECTB’ I OCYLIECTB/IEHNS JIEATENb-
HocTu QDoHma yTBepXKpAawT IOKcnepTHbI u Ilomedn-
Tenbcknii coBetsl Ponma'”. Obecrievenne nekapcTBeH-
HBIMJ IIpelapaTaMy OCYIEeCTBJISIeTCA Ha OCHOBaHUMU
3aABOK [l], KOTOpBIe IpPefOCTAB/IAIT MCIIOTHNUTEND-
Hble OpraHbl cyobekToB PO B cdepe oxpaHbI 3T0pOBbA
WIN MEAUIVHCKMEe OpraHmsanuyu ¢emepaabHOro IO-

ayHenns . 3asaBKu POPMUPYIOTCS C YYETOM MOTpPed-

HOCTU B obecriedenun [2] He 6osee yeM Ha ofuH rof [3]
Ha OCHOBAHMM 3asBJIEHNS 3aKOHHOTO NPeNCTABUTEIS
pebeHka u npenocTaBsioTcs B POHT ¢ MCIO/Tb30BaHM-

eM MH(OPMALMOHHOIO pecypca'’, MoCpencTBOM I10-

YTOBOJI CBA3M VIV IO 3aIIMIIEHHOMY KaHalTy CBA3M.
B HacrosIelt cTaTbe IPOaHAIM3MPOBaHbI 3a00/IeBa-
HUSA, IPY KOTOPBIX OCYILECTB/IsIeTCA OpraHM3anys Me-

% URL: https://gounxpyrnobpa.pd/nepeunu/nepedenn-3abonesanmii/
(maTa obpamennst: 03.12.2025)

“URL:  https://doupkpyrao6pa.pd/nepednn/nepedens-ans-3aKy-
nok/ (mara obpamenns: 03.12.2025)

' TTocranoenenue Ipasurenscrsa PO ot 21.05.2021 N 769 (pen. ot
27.04.2024) «O6 ytBepxaennn IIpaBun obecriedeHns oKasaHUA Mefy-
LIMHCKOJ oMoy (Ipy HeoOXORMMOCTU 3a IIpefieraMu Poccuiickoit
Depepany) KOHKPETHOMY PeOEHKY C TSKEIBIM S>KU3HEYTPOXKAIOLIVM
WY XPOHMYECKUM 3ab60/IeBaHNeM, B TOM 4KCIe penkuM (opdaHHBIM)
3aboreBaHeM, MO0 TPYIIaM TaKMX AeTeil».

' Tlocranoenenne Ipasurenpcrsa PO ot 06.04.2021 N 545 (pep. ot
17.04.2024) «O mopsaxe HproOpeTeHNs ITeKapCTBEHHBIX IIPelaparos,
MEeMUMHCKUX W3JENUIl U TeXHMYeCKMX CPEeACTB peaGuInmTanuu s
KOHKPETHOTO pe6GeHKa € TsDKe/IbIM XU3HEYTPOXKAIOLIMM U XPOHUYECKUM
3aboreBaHMeM, B TOM ducie penkuM (opdaHHbIM) 3ab0meBaHMeM, 11160
ISl TPYII Takux fereit» (BMecre ¢ «IIpaBuiamu mpuobpereHus je-
KapCTBEHHBIX [PEapaToB M MEAMIVMHCKIX U3JEINIl A KOHKPETHOTO
peGeHKa ¢ TsDKeJIbIM )KU3HEeYTPOKAIOLINM U XPOHIIeCKIM 3a60/IeBaHN-
eM, B TOM 4ucie pefikuM (opdaHHBIM) 3aboIeBaHNeM, MO0 AJIA IPYIIIT
TaKMX JeTeN»).

2 TTocranosnenne IpaButenbctea PO ot 08.04.2021 N 555 (pen. ot
18.05.2024) «O6 yrBep>xmenuu IIpaBun BefeHMA MHGOPMALMOHHOTO
pecypca, Cofiep>Kalero CBefeHNst O e TAX C TSDKEIbIMI XU3HEYTPOXKaI0-
UMM ¥ XPOHMYECKMMI 3a00/IeBaHMUSAMM, B TOM 4YHCIIe pefkumu (op-
daHHBIMY) 3260/IeBaHNAMM, BKIIOYasA MHPOPMALVIO O 3aKyIIKe [/IA Ta-
KUX JIeTell IeKapCTBEHHBIX IPeIapaToB I MeAMIIMHCKIX U3[e/IIL, B TOM
4MC/le He 3apericCTpUpOBaHHBIX B Poccmitckoit Pefeparyn, TeXHMYe-
CKUX CPEfICTB peabyINTALINN, U CBEEHNS O Pe3y/IbTaTaX JIedeH s TaKIX
meTeit» (C M3M. U IO, BCTYIL B cyry ¢ 01.01.2025).

Public health and healthcare management

AMIVHCKO moMoly nofonedHsiM ¢ouga «Kpyr go-
Opa», onpeneneHbl 3a00MeBaHNs, OTHOCAIIMECA K Pefi-
KUM, U BBIABJIEHBI PAacXOXAeHMA Mexpy Ilepeunem
penknx (opdanubix) 3a6onesanuit Munsnpasa'” u Ile-
pedHeM TSDKENBIX >KU3HEYTPOXKAIOIINX M XPOHUYECKUX
3abo07eBaHMit, B TOM uncie penkux (opdbaHHbIX) 3a60-
nesauuit, Ponpa (nanee [lepeuens 1 Gonpa).

Marepuanbl 1 METOABI

ITpoananmsuposanbl IlepedeHb TsKENMBIX >KU3HE-
YIPOXKAIOMIMX U XPOHMYECKMX 3a00/IeBaHNIL, B TOM 4MC-
ne penkux (opdanubix) 3aboneBanuit, Ponga (mamee
ITepeuennp 1 ®onpa), n Ilepedens 3aboneBanmii, obe-
CIleyeHNUe JIeKApCTBEHHBIMU IIpernaparaMy KOTOPBIX
ocymectpisiercs: Ponpom «Kpyr fobpa» cormacHo 4a-
ctu 9.2 cratbu 83 ®epepanbHOro 3akona or 21.11.2011
Ne 323-®D3 «O6 ocHOBax OXpaHBI 3IOPOBbS IPAXIAAH B
Poccuiickort @epepaunn» (nanee Ilepeyens 2 @oupa),
COIVIACHO KOTOpBIM nopomnedHble PoHAA IOMy4yanT He-
obxonyMoe UM jeKapcTBeHHOe obecreuenne. B Ilepe-
yeHb 2 QoHfja BKIIOYEHBI 3a00/IeBaHNA U3 IIEPeYHs
«BBICOKO3aTPATHBIX HO30/M0Tni». Cpefn YKa3aHHbIX 3a-
0o/IeBaHUII YCTAHOBJIEHBI Te, KOTOpPble OTHOCATCA K
penkuM cornacHo [lepeunto penkux (opdaHHbBIX) 3200-
JIeBaHUIT, KOTOPBII (HOPMUPYETCS YIIOTHOMOYEHHbBIM
¢denepabHBIM OPraHOM WCIIOJTHUTETIBHON BIACTU B
cdepe 3apaBOOXpaHEHMS Ha OCHOBAHUM CTAaTUCTUYe-
CKMX JAHHBIX M pasMelljaeTcsi Ha ero oQuUIMaJIbHOM
caiite B cetu «VIHTepHeT» (mamee — IlepeyeHp pemkux
3abonmeBanmit Munsgpasa). s atoro Ilepeuyens 1
®onpa u [epedenn 2 Ponpa conoctasnenst '™ ¢ [lepeu-
HeM penkux 3abonmeBanmit Munsgpasa. B ciryuae, ecnmu
3aborneBaHMe OTCyTCTBOBaNO B Ilepeyne penkux 3abo-
neBaHMit MMUH3paBa, TONOTHUTEIbHO OCYILIEeCTBIIANC
ero MOMCK B MeXAyHapomHoM pecypce Orphanet
(https://www.orpha.net/). IlomomHUTETPHO BaXKHO OT-
MeTuTb, 4T0 B Ilepeune 1 ®oupa u Ilepeune 2 Gonpa
VIMEIOTCSI HAMMEHOBAHNA 3a00/IeBaHuIl, KOTOpPbIE IIpef-
CTaBJIAIOT c000IT arpernpoBaHHylo rpymnimy. Takas rpym-
IIa MOXKEeT BK/IIOYAaThb B ce0s pefKue M HepegKue [ua-
rHosbl. [Ipy npoBefeHnn uccnenoBaHnA TaKye arperu-
POBaHHBIE TPYIIIBI ObIIVM VICKTIOUEHBI 13 aHA/IN3A.

' URL:  https://minzdrav.gov.ru/documents/9839-perechen-redkih-
orfannyh-zabolevaniy (zara obparmenmns: 03.12.2025)
" Tlo cocrosnmio Ha 1 cents6ps 2025 ropa.

Tab6bnunpa l

IlepeyeHb TKENbIX XKI3HEYTPOXKAIOLINX ¥ XPOHIYECKUX 3a00/IeBaHIIL, B TOM uucie penkux (opdanubix) sa6onepanuit, Ponna (Ilepeyens 1
®donpma)
Bkimioueno i 3aboneBanue B Ilepe-
Ne HanmenosaHne 3a60eBaHust Jlara sacepamma Ixe- 4eHb pefKux 3aboneBannit MuH-
TIEPTHOTO COBETA snpasa

1 ComHanbHas MbliedHast aTpous 03.02.2021 Ha
2 bonesus [lomre 16.02.2021 Ha
3 CemeriHas cpeu3eMHOMOPCKas MMXOpajKa 03.03.2021 Ha
4  KpuonupuH-accouyMpOBaHHbBIN EPUOANYECKIIT CUH/IPOM 03.03.2021 Her (onucano 6 Orphanet)
5  IlepyopmuyecKuit CHHIPOM, aCCOLMMPOBAHHBII C PelenTOpoM GaKTOpa HEKPO3a OIyXOIH 03.03.2021 Ha
6  Tunodocdarasus 01.04.2021 Jla
7  Myxonomucaxapupmos IV A 01.04.2021 Ia
8  Heitpobmacroma 22.04.2021 Jla
9  Mykosucuuyos 13.05.2021 Ha
10 CuHApPOM KOPOTKOI KIIIKN 04.06.2021 Ha
11  Ty6GeposHblit CKIepO3 10.06.2021 Ja
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Jlara sacenanmus Ixc- BkiroueHo nu 3abonesanme B Ilepe-
Ne Hanmenosanne 3aboneBanus A 4eHb pefKux 3aboneBanmit MuH-
HIEpPTHOTO COBETa snpasa

12 HeitpoHanbHbIi IIepOMAHBI TUIOPYCIMHO3 2 TUIIA 24.06.2021 Ha

13 Ilepsuynas runepoxcanypus I Tuna 24.06.2021 Ha

14 Ocrpsiit tuM$poO6IACTHBII JIENKO3 01.07.2021 Jla

15 OcTpblit MUeO6IaCTHBII eiTK03 Ja

16 T-nmumdobmactHas mumpoma Jla

VickmoueHo 13 aHa/M3a

22.07.2021 ITa

22.07.2021 Her (ommcano B Orphanet). B ITepe-
YeHb pefKNX 3aboneBaHmit MyH-
3apaBa BKIIOYeHa «6ome3Hp Borb-
MaHa» — 4JacTHbIN cmydait [IJIKJT
(mmagenyeckas Gpopma ¢ TSKEIbIM

17 IlepBuyHbI UMMyHOREPUIUT
18  Bynnésublit snupepmonus
19  Jeduiur 1mu30COMHOI KUC/ION /IMITa3hl

TedeHneM)

21 HacnencrBenHast AucTpodust CeTYATKY, BBI3BAHHAS OUajIeNIbHbIMU MyTaUUAMU B TeHE 29.07.2021 Ha

RPE65

Dopmel 3a60eBaHMS:
22 BpoxpenHsiit amaBpo3 Jlebepa (2 tum);
23 ITurmenTHBI! peTnHUT (20 THI)
24 BpoxpeHHbIe HapylIeHns cuHTe3a xemdHbix Kucaot (HCXKK) 26.08.2021 Ila
25 Heitpopubpomaros 1 tnma 02.09.2021 Jla
26 Tunep-IgD-cunppom/cuuapom aedunnrta Mesanonar-kuaassl (HIDS/MKD) 02.09.2021 Her (onucarno 6 Orphanet)
27 HapyueHne o6MeHa L{NK/Ia MOYEBIHBI 02.09.2021 Ha

DopMbl 3a00/I€BAHM:
28 Henocrarounocts NAGS; ITa
29 Hepgocrarounocts CPS-1; Ha
30 Hepgocrarounocts OTC (E72.4); Ia
31 Hurpynnuuemus 1 tuna; Ja
32 ApruHMHAHTAapHAS AUUAYPU; Ha
33 ApruHmHeMus; Ja
34  Cunppom HHH (runepaMMoHMeMus, ruIepOPHUTUHEMIS, FOMOLUTPY/UIMHYPYA); Her (onucawno 6 Orphanet)
35 Hurpynnuuemns 2 tuna; Ha
36  JIusmHypuuecKas HelepeHOCHMOCTD Oenka a
37 Jlunopuctpodus 23.09.2021 a
38 TomosurorHas cemeifHas rUIepXonecTepUHEMMA 23.09.2021 Her (onucano 6 Orphanet)
39  X-CueIUIeHHBIT JOMUHAHTHBII runodocdareMmdecknit paxut 23.09.2021 Her (onucano 6 Orphanet)
40 310KadecTBeHHBbIEe HOBOOOpa3oBaHMs ¢ TpaHCcmoKaryeit rena NTRK 23.09.2021 VicxmoyeHo ns aHanmsa
41 Anbba-MaHHO3MIO3 30.09.2021 Ha
42  QeHUTKETOHYpUA 30.09.2021 Ha
43  IluctuHO3 30.09.2021 Ila
44 TlponmoHoBas anyueMus 30.09.2021 Ia
45 VIsoBanepmaHOBas alyeMus 30.09.2021 Ia
46 MeTniMaIOHOBAasI AlUIEMUST 30.09.2021 Ia
47 CuHppoM yannHeHHoTo nHTepBama QT 30.09.2021 Ja
48 KarexomaMuHeprindeckas momMMopHast KenyLodKoBas TaxMKapaysi 30.09.2021 Ha
49 Jlero4Has apTepuanbHas IUIEPTEH3NUSA, ACCOUMMPOBAHHAL 07.10.2021 Ha
50 TomoumcTunypus 07.10.2021 Ja

DopMbl 3a00/IEBAHM:
51  IOMPMOKCHH HeYyBCTBUTeNbHAs (pe3ucTeHTHas) Gopma; Her(onucano 6 Orphanet)
52 HeJ0CTaTOYHOCTD 5,10 — MeTunenTerparngpodonar penykrassl (MTHFR); Her (onucano 6 Orphanet)
53  HapymeHue ob6MeHa KobamaMuHa Her
54 AXoHppoIIasuA 07.10.2021 Ila
55 HacnencTBeHHbIT aHTMOHEBPOTUYECKUI OTEK 07.10.2021 Ia
56 XpoHMyecKas BOCHANNTEbHAA leMUETMHU3NPYIOIAA TONMHEBPONATUA 07.10.2021 Ha
57 1lleHTpa/IbHbII TUIIOBEHTU/IALMOHHBI CUHAPOM (CMHAPOM IPOK/IATUSA YHIVHBI) 21.10.2021 Ha
58 IlepBu4HbBIe MMMYHOAEDUINTDI C AePUINTOM AHTUTETO0OPA3OBAHN 28.10.2021 Ha
59 ROHHAD-Cunpgpom 17.02.2022 Her (onucano 6 Orphanet)
60 CuHppoM Anakunis 24.02.2022 Ia
61 Ilporpeccupyroias occubuuupyoias GuépoxucIIasus 24.02.2022 Ja
62 BpoxjéHHas HeZOCTATOYHOCTD afileHo3MH/le3amuHasbl (AJIA-TKIH) 24.02.2022 Ha
63 Ocreocapkoma 17.03.2022 Her (onucawno 6 Orphanet)
64 Capxoma IOunra 17.03.2022 Her (onucano 6 Orphanet)
65 Pabpommocapkoma 17.03.2022 Her (onucarno 6 Orphanet)
66 HepmuddepeHpoBaHHbIE CAPKOMBI 17.03.2022 VlckmoyeHo n3 aHanms3a
67 Heitporpodndecknit kepaTut 21.04.2022 Ha
68 Cunppom IIbepa PobeHa 23.06.2022 Ha
69 Hacnencrsennnit iedpunmt daxkropa ceepTeiBanus Kposu XIII 23.06.2022 Ha
70 ALK-mO3MTUBHBIE OITyXO/M 09.06.2022 VickmoyeHo U3 aHanmmsa
71 KoXXHO-CKe/eTHBLT CMHAPOM ¢ runodocdaremuert 29.09.2022 Her
72 Bpox[eHHbIIT CKOMMO3 Ha (POHE HAPYLIEHN CerMEeHTAalNy 6OKOBBIX TOBEPXHOCTE Tel Mo- 13.10.2022 Her

3BOHKOB U CMHOCTO32 pebep
73 bonesnb HumanHna-IIuka 17.11.2022 Ila
74  Arpesus Hapy>KHOTO CIyXOBOTO ITPOXOfia 26.01.2023 Her (onucano 8 Orphanet)
75 MUKpOTHA YIIHOI PAaKOBMHBI 26.01.2023 Her (onucarno 6 Orphanet)
76  CHMHZIpPOMBI BPOXK/IEHHO} KOCTHOMO3I'OBOJ HEJOCTATOYHOCTH 02.03.2023 VIckmio4eHO 13 aHaIM3a
77 Temorno6unomaruu (6eta-Tamaccemus u gp.) 02.03.2023 Ia
78 IlpnobpeTeHHas MANONMATIIECKAs AI/TACTIYECKAs aHEMUS 02.03.2023 Ha
79 Hapyurenus o6MeHa INTMKO3aMIHITINKAHOB 02.03.2023 VickmoueHo 13 aHanmM3a
80 OcreomeTpos 02.03.2023 Her (onucawno 6 Orphanet)
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IIpoodonserue
TTaTa sacenanms Dxc- BkiroueHo nu 3abonesanme B Ilepe-
Ne Hanmenosanue 3aboneBanus A 4eHb pefKux 3aboneBanuit MuH-

IIEPTHOI'O COBETA

81 PROS — creKTp CHHIPOMOB M36BITOYHOrO POCTa, ACCOLMMPOBAHHBIX ¢ MyTaryelt PIK3CA

82 Xpounmvecknii renatut C

83  Penxue GOpMBI OKMPEHVs — OXUPeHMe, CBA3aHHOE C MyTalMAMY B reHax: Jleduimra mnpo-

3paBa
02.03.2023 Ia

02.03.2023 Her

02.03.2023 Her (onucawno 8 Orphanet)

onMoMenaHoKopTuHa, [leduimra penentopa K enTuHy, Jedurmra IporopMOHKOHBEPTa-

3bI 1 Tna, Cungpom bappe — bupnsa
84 CMH[IpOM TMIION/Ia3MM JIEBBIX OTJENOB CepALa
85 OrxoxpeHue 1eBoit KOPOHAPHOIT apTepuUy OT JIETO4YHOro creona Q24.5;

86 MuenonaTus MIETHOTO OTJie/1a CIIMHHOrO MO3Ta, OCIO)KHEHHAA 3aBMCMMOCTDIO OT aIlliapara

VICKYCCTBEHHOII BEHTU/IALVN JIETKIX
87 HOHoOIIEeCKMT UAMOMATUYECKNI CKOMMMO3
88 Cunppom Illepemesckoro-Tepuepa
89 Dbonesns Jlerra-Kanbse-Ilepreca
90 IlepBuuHbIit reMoarouTapHsblil MMM(OrUCTIOLNTO3
91 Xpounueckas PTIIX (peakiiys «TpaHCIUIAHTAT IIPOTHUB XO35IVHA»)

74  Arpodus spurenpHOro Hepsa Jlebepa (HaciencTBeHHas ONTHYeCKas Heltponars JleGepa)

92 ATHIINYHBINA TeMOMUTUKO-YPeMIUIEeCKIii CHHAPOM
93 Illepe6pOTEHANHO3HDIN KCAHTOMATO3

94 Cunppom Jlapona

95 Mbiuteunas guctpodus JomeHHa

96 BpoxpenHas ceppeuHas 6mokaza. IIpencepnHo-xenynoukoBas 6mokana I crenenn / 6moka-

ma IT crenenn / 6/10Kkajia monHas
97 Hedbuunr nekap6oKcumassl L-apoMaTiaecKinx aMUHOKICIOT
98 Temodumusa B
99 Ilepudepudecknit apTepuOBEHO3HBII IIOPOK PA3BUTH
100 Bropuunblit reModaronnTapHblii TMMEGOTUCTHOLMTO3
101 IIporpeccupyrommii ceMeiHblil BHYTPUIIEYEHOYHBII X0/IecTas
102 IIpuobperennsie sedopmanuy KoHeqyHocTeil. KocTHbIE capKoMBbI
103 Tlatornorus KIamaHOB Cepfla y fieTell, Tpebyolas IpoTe3ypoBaHMs
104 JTo6pokadecTBeHHbIE M HEOIIyXOJIeBbIe 3a00/IeBaHMsT KOCTeIl

105 BenookkmosnonHas 6ome3Hb (BOB) medyenn/cMHApoM CHHYCOMATbHO 06CTPYKIMI

(CCO) (MKB: K76.5)

106 Cunppom pacmaga omnyxonu (Cungpom octporo nusuca omyxormn) (MKB: E88.3)

107 Omnyxonb-MHAYLMPOBAHHAS OCTEOMA LAV
108 Myxkonomucaxapupos II tuma

109 BposxpeHHas TpoMOOTHYECKas TPOMOOLMTOIIEHIYeCKas ypiypa (CMHAPOM AmIoy-

Iynrpman)

110 Omruxomuennt (6onesus [leBuka, 3a60/1eBaHNsI CIIEKTPA OLNTHKOHEBPOMMETUTA)

111 Hwumanna-ITuka tun C
112 D[1moma HM3KON CTEIeHU 37I0KaYeCTBEHHOCTYU
113 Temodummsa A

16.03.2023 Her (onucawno 8 Orphanet)
16.03.2023 Her (onucano 8 Orphanet)
30.03.2023 Her

11.05.2023 Her

19.10.2023 Her (onucarno 6 Orphanet)
19.10.2023 Her (onucawno 6 Orphanet)
07.12.2023 Ha

15.02.2024 Her (onucarno 6 Orphanet)
15.02.2024 Ila

06.03.2024 Ia

21.03.2024 Ha

18.04.2024 Ha

25.04.2024 Ha

25.04.2024 Her

02.05.2024 Ha

02.05.2024 Ha

04.07.2024 Her (onucawno 8 Orphanet)
01.08.2024 Ha

19.09.2024 Ila

17.10.2024 HVcknrovyeno u3 aHanusa
05.12.2024 Vcknroueno u3 aHanmsa
23.04.2025 Vcknovyeno u3 aHanusa
23.04.2025 Her (onucarno 6 Orphanet)
23.04.2025 Her

22.05.2025 Her (onucato 6 Orphanet)
05.06.2025 Ha

05.06.2025 Ila

10.07.2025 Ha

17.07.2025 Ha

17.07.2025 Her

31.07.2025 Her (onucarno 6 Orphanet)

AHanm3 yKa3aHHBIX IlepeyHeil IpefCTaB/IAeT MHTe-
pec ¢ TOit TOUKM 3pEeHNs, YTO 3TN HepedHr GOPMUPYIOT
OCHOBY CHCTEMBI OPTaHM3ALUN JIeYeHN MAaLVeHTOB C
penxumu (opdaHHBIMM) 3a00/TEBAaHUSMHU, & UX TapMO-
HU3AIVIA 3a/I0KUT PEeTY/LATOPHBIN MMOTEHLINA /IS Op-
raHu3auyy JajabHeell Tepanuy JeTell C pPesKUMU
(opdannbIMU) 3a00M€BaHMAMM IO JOCTUIKEHUU UMM
Ipefie/IbHOTO BO3PacTa ITOJTy4eHMsI MeAMIMHCKON IO-
Moy 3a cueT cpenctB PoHpa.

PesynbraThl

YcTaHOBWIM, YTO IO COCTOSIHMIO Ha 1 CeHTAOpA
2025 ropa Ilepeuenn 1 ®onpa HacuuthiBan 113 Haume-
HOBaHMiI 3aboneBanuit u ¢opm, a Ilepedenp 2 Pon-
ma — 14 nanmenosanmii. Janee Ilepeuens 1 @oHpa u
[Tepeyens 2 @onpma 6bUIN comocTaBieHsbl ¢ [lepeunem
penkux 3aboneBaHuit MH3apaBa U, JOIOTHUTEIBHO, C
MeXx/IyHapogHbIM pecypcoM Orphanet.

Ha ocHOBaHUM IPOBENEHHOr0 aHANN3a YCTAHOBUIIY,
4TO C y4YeTOM MCK/IIOYEHHBIX COITTACHO METOJIMKE M3
aHanmu3a 3abonesannit 70 us 104 3aboneBaHnIl, BXOMA-
mux B [lepeuens 1 ®onpa, Bkatoyensl B [lepedens pep-
Kux 3aboneBanmit Munsznpasa. Cpegy octaBummxcs 34
3aboreBaHMIl, He BKIIOYeHHBIX B [lepedeHb penkux 3a-
6oneBaHmit MmuH3gpaBa, 24 ONmMCaHBI Ha pecypce
Orphanet. CneoBatenbHo, pegkux 3abonesannit B [Te-

peute 1 ®onpa dakruyeckn He 70, a 94. B cBoIO Ove-
penb, u3 14 3aboneBannit [lepeuns 2 ®onpga 11 BKiIto-
4eHs! B [lepeyenp penkux 3aboneBannit MuHszpasa.

O6cyxaeHue

BonpumucTBO 3ab60neBannit u3s Ilepeuns 1 Ponpa un
Ilepeyns 2 ®Qoupa BKIoueHB! B [lepeueHp pepxux 3a-
6oneBanmit Munsppasa. Penkue 3aboneBaHus XapakTe-
PU3YIOTCA He TOJIBKO MaJIOJ YacTOTOM BCTPEYaeMOCTH
cpeny HaceleHUs, HO U CIOKHOCTAMM B IMaTHOCTUKE 1
nedeHun. ITpu 3ToM ypoBeHb CMEPTHOCTH ¥ MHBATIU/IV -
3alUM Cpefy MAIMeHTOB C TaKMMM 3a0oeBaHMAMU
KpaiiHe BBICOKMIl. bonpmmHCTBO penkux (opgaHHBIX)
3abo/ieBaHMIT BEeOOTUPYIOT B IETCTBE, OBICTPBII JOCTYII
K opdaHHBIM IperapaTaM ¥ MHBIM MeJVIIMHCKNAM TeX-
HOJIOTMAM II03BOMIAET COXPAHUTDH >KM3HEHHO BakKHbIE
GYHKIMM OpraHMsMa M YIy4YIIUTb KadeCTBO >KU3HU
«penkoro» pebenka. Hammume rocymapcTBeHHON IOf-
mepxku B Busie ponpa «Kpyr gobpa» sBisercs panymo-
HaJIbHBIM pellleHMeM, IO3BOAIUM JIeTAM C PEIKIUMMU
(opdannpiMu) 3a00/1€BaHUAMM CBOEBPEMEHHO IIONY-
4aTh He0OXoAyuMoe jiedeHre. B feiicTByoeit cucreme
JIBTOTHOTO JIEKapCTBEHHOTo 0becnedyenus B PO y vactn
HallMeHTOB, BhIIeANX U3-1of oneku PoHpa, BO3HU-
KaIOT CyIl|eCTBEHHbIe PYCKM NIpeKpallieH sl IeKapCTBeH-
HOJI Tepanuy op(daHHBIMY IIperapaTaMy C IOC/IeAYIo-
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Tabnuna 2

ITepeyenp 3aGoneBaHuii, o0ecnedeHe TeKapCTBEHHbIMU
nmpenapaTaMiu KOTopbix ocymecrsisgerca ®ougom «Kpyr mo6pa»
cornacHo yactu 9.2 crarbu 83 ®epgepanbHoro sakona or 21.11.2011
Ne 323-®3 «O6 ocHOBaxX OXpaHbI 30POBbs rpaxkaaH B Poccuiickoit
Dengepanun» (Ilepeuens 2 Pounpga)

Bxmioyeno 1y 3abonesa-

Ne Hanmenosanue 3abonesanus Hue B Ilepeyennb pegkux

3aboseBannit MuHagpasa
1 Anactudeckas aHeMIA HEyTOYHEHHasA Ja
2 Bomnesns Jomre Ha
3 IeMONMUTUKO-ypeMUYeCKMIi CUH/IPOM Ha
4 Temodumus Ha
5 TunodusapHeIil HAHN3M Ha

6 3710KauecTBEHHbIe HOBOOOPA3OBaHNUA M-  VICK/io4eHo U3 aHanusa
boumHOI, KPOBETBOPHOI 1 POJICTBEHHBIX

VM TKaHeN

7 MyKoBMCII03 Ila
8 Mykomnomcaxapuaos, I tun Ha
9 Mykononucaxapuzos, II tumn Ha
10 Mykononucaxapusos, VI tun Ia
11 Hacnepcrennsiit seduunt ¢paxropos II Ia

(¢pubpuHorena), VII (mabunsroro), X (Crro-
apra-IIpayspa)
12 PaccesHHBII CKIepO3 Her (demckas gpopma
onucana 6 Orphanet)
13 TpaHcIIaHTaImsA Vcknioueno us ananusa

14 IOHOmIECKNUIT apPTPUT C CUCTEMHBIM HayajioM Ha

M YXyAIIEHUEM 3[0POBbS U CHIDKEHUEM KadyecTBa
JKU3HM, TOCTUTHYTBIX O71arofapst gesitenbHoct PoHpa.
Ba>kHO HOAYepKHYTb, YTO CBOEBPEMEHHO U Oecrepe-
60J1HO OpraHM30BaHHasA JTeKapCTBEHHASA Tepamys y Ho-
noredHbix PoHIa MOXKeT 06ecriednTh OOIBIIOMY YUCITY
OOJIBHBIX MTPOJO/DKUTENBHOCTD M Ka4eCTBO >KU3HMU, CO-
IIOCTaBUMbIe CO CPeHeNONy/IALMOHHBIMY ITOKa3aTelIs-
Mi. B To ke BpeMsA OTCYTCTBME TapaHTUIl TbTOTHOTO
JIeKapCTBEHHOTO obecnedyeHus: 1o (axkTy HaaUdus
«peIKOro» AMarHosa Ipu BbIxofe u3-mof oneky Ponpa
BefleT K HEeJOCTYIHOCTM JIeKAPCTBEHHON Tepammm I
yTpare Le1ecooOpasHOCTU PacXOflOBAHMA OIOKETHBIX
CPeACTB, HAIlpaB/IeHHbIX Ha JIEKAPCTBEHHOE obecredye-
HUe 6ONBHBIX 0 JOCTVDKEHUsS UMY Bo3pacTa 19 ner.
Takum 06pa3oM, BaXKHbIM BOIIPOCOM SIB/ISETCS IIpe-
eMcTBeHHOCTH Teparmmu. Poup «Kpyr gobpa» obecre-
4yBaeT JIeYeHMEM MALVEHTOB 0 19 1eT BK/IIOYNTEIbHO.
BonbHble 60/1ee cTapliero BO3pacTa He MIMEIOT IIpaBa Ha
MeIULMHCKYIO IIOMOLIb 3a cueT cpencTB Ponpa. ITanu-
eHTBI, CcTpajatomye 3aboneBaHusMu u3 Ilepeuns 2
®oHpa (B TOM 4YNMCIe PeAKMMN), BBIXOMA M3-IIOf OIIEKU
DoHpa, MonafalT B (efepanbHYI0 MPOrpaMMy «BBICO-
KO3aTPaTHBIX HO30/10ruit». [lalmeHTHI, CTpajaolie
3aboneBanmaMu u3 Ilepeunsa 1 @onpa, HyXJgawOTCA B
3aKpeIUIeHNY TOCYAAPCTBEHHBIX TapaHTHUII JIeKapCTBEH-
HOro obecriedeHns N0 GaKTy HAMMYKsL AUATHO3A
ITepedeHb XKM3HEYTPOXKAIOLVX Y XPOHMYECKIUX IIPO-
rpeccupyoomnx pegknux (opgaHHBIX) 3aboneBaHUI,
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OPUBOAAIIMX K COKPAIIeHUIO IPOJO/DKUTETbHOCTH
XKVM3HM Ipakfiad Wi ux uHBanupHoctu (ITocranosme-
Hye [IpaButenpcTBa Ne 403), — 3TO eIMHCTBEHHBIN Me-
XaHU3M B [EICTBYIOLIEil CUCTeMe 3paBOOXpaHEeHNs
P®, neneBbiM 06pa3oM HalpaB/IeHHBI Ha JTe4eHe Ta-
IVIEHTOB C penkuMu (opdaHHbIMM) 3a00TIEBaHUAMIU.
[TpoBemeHHOE COMOCTaB/IeHNe IepedHell 3a00/IeBaHmi
®onpa ¢ Ilepeunem pepkux 3aboneBanmit MuH3gpaBa
Ba)XHO C TOUKV 3peHMs la/bHelinero pacmupenus [To-
craHoBnieHuaA IlpaButenbctBa Ne 403, kKoTOopoe BO3-
MOXKHO TOJIBKO 3a cyeT 3abormeBaHuii nocnegnero Ile-
pedHs.

3akmiouenne. [IpoBefieH aHamm3 epeyHs 3aboneBa-
HIL, TPV KOTOPBIX OCYILECTB/IAETCS OPTaHM3aINA Me-
AMUIVHCKOM moMoly nogonedHbiM ¢onpga «Kpyr po-
Opa». B pesynbrare 13 JaHHOTO IepeYHs BbIJE/NEHBI 3a-
6onesanns, Bxopsauue B Ilepedenp penkux 3abosneBa-
HU MMH3paBa, a TaKkKe onucaHHble Ha pecypce Or-
phanet. IIpemmaraeTca mpuBecT B COOTBETCTBUE Ile-
peunn penkux (op¢aHHbBIX) 3ab0/eBaHMI, HEVICTBYIO-
e Ha Tepputopun PO, B 1esix obecniedeHns rapan-
TUU JIeYeHNs MALMEeHTOB ¢ pefkumu (opdaHHBIMU) 3a-
60/1eBaHUAMU B TI060M BO3pacTe.
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