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1. BBeaenmne

Opdannrle 3a001eBaHIA IIPEACTaBASIOT CODOIT

Cepbe3HyIo npobaemy

Mycnna H.3. ¥, Apuniosa T.V. 2, Pymannes AT 3

! Vicrtoanureapnsiit supekrop Op¢annoro koncopunyma CHI', 3amectuTeap pykoBoAUTEASI DKCIIEPTHO-
aHaAUTUIECKOTO IIeHTpa I10 CKaHMPOBaHUIO TOPU3OHTOB B 3ApaBooxpaHeHny CedyeHOBCKOTO YHUBEPCUTETa,
Mocksa, Poccuiickas Qeaepans

2Bune-npesugent Op¢annoro koncopruyma CHI, anpexrop VIHcTuTyTa MMMYHOAOTMU ¥ TEHOMMUKM
gyeaoBeka Akagemnn Hayk Pecriybankm ¥Ysbexncran, TamkenT, Y30ekncran

3 IIpesuaent Opdannoro koncopunyma CHI, npesngent HanmonaapHOro MeAUIMHCKOTO
JICCAe40BaTeABCKOIO LIeHTpa 4eTCKON reMaTOAOI 1M, OHKOAOTUM M MMMYHoAoruy umenn Amutpus Porauesa,
Mocksa, Poccuiickas Pegepans

* Koppecnionaupyiommii aBTop: nurivamusina@gmail.com

Pe3romMme

Peaxne (opdannrie) 3aboseBaHmMs NPeACTaBASIOT CODOM 3HAYMMYIO IIpoOaemMy
3apaBooxpaneny: cpbirte 300 MAH 9e10BeK BO BCeM MIIpe JKMBYT C O4HO 13 6oaee yeM
7 000 Taxmx HO3010T11, GOABIIMHCTBO 13 KOTOPBIX MaHN(PECTUPYIOT B AeTCKOM BO3pacTe
U COIIPOBOXKAAIOTCS TSKeABIM XpOHMYeckuM TedeHueM. B mae 2025 roga Becemmpnas
accamb.aes 3apaBooXpaHeHNUs NpuHsAla peszoaioruio WHA78.11, srepssle ompeseans
peaxue 3a00.4eBaHMs KaK I100aAbHBI IPUOPUTET.

Leario ganHOrO 0030pa ABASIETCS aHAAM3 KAIOUEBBIX IIOAOXKEHUI Pe30AIONUN MU
IIPUMEPOB MX peaAr3aliuy B CTpaHaX C Pa3sAMIHBIMU MOAEASIMHU 3ApaBOOXpaHeHILI
(Ppannus, Anonus, bpasuansa n Cayaosckas Apasus).

ITonck m orbop AaHHBIX OCYIIECTBASAANCH C HCIOJAb3OBaHMEM OQUIIMAAbHBIX
TOCy4apCTBEHHBIX M MEXAYHApPOAHBIX MCTOYHMKOB, Hay4YHBIX IIyOAMKaIMl W
aHAAMTUYECKUX OTYeTOB 3a nepuog 2018-2025 rr.

AnHaan3 1okasaa, 9TO yCTOMYMBOE pa3BUTHE CHCTEM ITOMOIIM IallMieHTaM C peAKUMMI
3aboaepaHMsAMM TpeOyeT pa3pabOTKM M peaam3ally HallMIOHAABHBIX CTpaTeImil U
I11aHOB, CO3JaHMA IIEHTPOB KOMIIETEHIINI, pa3BUTU:A LMPPOBON MHPPaCTPYKTYpPEI,
VMHTETpaliuy  JaHHBIX  peaJpHON  KAMHMYECKON MPaKTUKM ¥ HIPUMeHeHIUAd
MHHOBAIIIOHHBIX MEXaHM3MOB (PMHaHCHPOBaHM:, BKAIOYas YIIPaBAAEMBII AOCTYyHI U
oILAaTy 3a pe3yAbTar.

Iloayuennsle pesyabTaThl MOIYT OBITH  MCIIOAB30BAHEI
HaIlMIOHaABHBIX IT0AX0A0B, YINTHIBAIOIINX A0KaAbHBI KOHTEKCT.

Aas1  pOpMUPOBAHILL

Karouesble caoBa: peakme 3aboaeBanusi, op¢annble mnpemrapats, WHAT78.11,
Bcemmpnas opranmsanms 34paBOOXpaHeHNUs, CTpaTerusl MO peAKUM 3a001eBaHIAM,
op¢anHbIe IIeHTphl, opdanHkbii KoHcopruym CHI'.

34PpaBOOXpaHEeHII. CoraacHo OLleHKaM, B MUpe

AAS BCEX ClCTEM HacunteiBaeTcsa Ooaee 7 000 peakmx 3aboaeBaHMIA,
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KOTOpble B COBOKYIIHOCTM 3aTparmsaloT cBbimre 300
MIAAMOHOB 4YeAOBeK, IpmyeM oxoao 70% wu3 Hux
MaH1QeCTUPYIOT B AeTcKoM Boapacte [1]. Hecmotps Ha
PeAKOCTDb Ka’KAOM OTZeAbHOM HO30A0TMM, COBOKYIIHA
pacIpoCTpaHeHHOCTb,  3HauMTeAbHOe  HeraTUBHOe
BAUAHME Ha MPOAOAXKUTEABHOCTh ¥ KayeCcTBO >KM3HI,
MEeAVIIMHCKOM

OTCYTCTBME  AOCTYIIHOI ITOMOIIIN

AeAaroT peakue 3ab0aeBaHUs 3HAYIMBIM
HPYOPUTETOM OOIIIeCTBEHHOIO 34 paBOOXpaHeHI.
Opraamsanuss moMOIM IaIlieHTaM C PeAKUMU
3abozeBaHMAMN  TpeOyeT  CHCTEMHOIO  IIOAXOA,
BKAIOYAIOIIET0 PaHHIO AMAarHOCTUKY, AOCTYH K
Tepanuy, yCTONUMBOe AeKapCTBeHHOe o0ecrieueHne, a
TakXke MeXXCeKTOpaAbHYIO0 KOoOpAMHaluio. MHorue
CTpaHBl BBICTPAMBAIOT COOCTBEHHBIE CTpaTeruu U
HaIIVIOHAAbHBIE

I11aHBI, HaIlpaB/A€HHbIE Ha

MHTeTpaluMio  peAkux 3aboaeBaHMII B OOIIyIO
apXUTEKTypy 34apaBooXpaHeHusa. B sTux ycaosmsx
aHaA3 MEXAYHapOJHOTO OIbITa M  BBIABAEHNE
Hanbolee pe3yAbTaTUBHBIX peIeHMiI CTaHOBUTCS
HeOOXOAVMMBIM 4451 ajanTallMyi ¥ BHEJpPeHMs B
HallMIOHaAbHbIe CTpaTerMy CTpaH C OrpaHMYeHHBIMU
pecypcaMm M CXOAHBIMU  OpraHU3alVIOHHBIMU
OCOOEHHOCTMIA.

B mae 2025 roga ma Bcemmpnoit accambaee
34paBOOXpaHeHNus1 Oblda  NpMHATA  Pe30AIOLILI
Bcemupnoit opranusanum 3gpasooxpanenus (BO3)

WHA?78.11, xoTopas opuimnaibHO IpHU3HaJa peaxie

2. MeToaoaorus

O0630p OcHOBaH Ha aHaAmM3e TeKCTa Pe30AIOLINN
WHA78.11, a TakXXe HallMOHaABHBIX CTpaTeruii u
IporpaMM IIO peAKNM 3a00AeBaHIAM, AeCTBYIOIIX
Bo ®pannnu, Cayaosckoit Apasumn, bpasumanm n
Jnonun. Bwibop ®THMX cTpaH 00yCAOBA€H UX
IIPUHAAAEXKHOCTBIO K Pa3AMYHBIM MaKpOpermoHaM U
coyeTaHMeM BBICOKOTO YPOBHSI  SKOHOMMYECKOTO
pasBuTMs Cc HauboJee pasBUTBIMU  CUCTeMaMMU
3ApaBOOXpaHEHNS B peryoHe. /JONOAHUTEABHO OBLAU
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3aboaeBaHNsA TA00aAbHBIM IpuopureToM [2]. DTOT
AOKYMEHT cTaA IlepBbIM AoKyMeHTOoM BO3, cucremHo
OXBaTBHIBAIOIIUM IIpoOAeMy peJKMx 3aboaeBaHMII Kak
rA00aAbHBI BBI3OB UM IIPUOPUTET MEXAYHapOAHOI
MOAUTUKN B 00AacTU OXpaHBl 340pOBbs. Pesoaronus
Oblaa mpuHATA C y4eToM TOro, uro Ooaee 300
MIAAVIOHOB 4e10BeK BO BCeM MIUpPe KUBYT C peJKIMU
3a00/€eBaHNMSAMIY, 3HauMTeAbHAs 4YacTb  KOTOPBIX
MaHMQeCTUPYyeT B 4€TCKOM BO3pacTe, IMeeT TSIKeA0e,
XpOHMYECKOe U  MYABTUCUCTEMHOE TedeH!e, U
COIIPOBOKAAeTCs OTpaHNYEHVSIMU
SKU3HEAESTeAbHOCTY, COLMAAbHON U30ASIUeNl U
OTCYTCTBVIEM AOCTYIIHOM MEAVIIVTHCKOV ITOMOII.
Ileapio Hacros1Iero 0630pa sBASETCA BHAEAEHUE
KAIOUEBBIX HallpaBA€HMI pa3BUTMS CUCTEM IIOMOIIN
MaIjMeHTaM ¢ peAKMu 3a001€BaHNSIMHY, OTPa’kKeHHBIX
B pesoaonun BO3 WHA78.11 u noarBep>kAeHHBIX
YCIIEIIHOYI ~peaAm3auyerl B HauOoJee pPa3BUTBIX
cucTeMax 3ApaBOOXPaHEHUs Pa3AMYHBIX PETVMOHOB
mupa: Espomsr  (®panums), bamxknero Boctoka
(Cayaosckass ~ Apasus),  JdaTuHCKOl — AMepuku
(bpasmansa) m Asum (Anonms). Ocoboe BHMMaHMe
yAeAseTcsa TeM DJAeMeHTaM, KOTOpble MOIYT OBbITh
ajalTUpPOBaHBl M MacIuTabMpoOBaHBl B  CTpaHax
CoapyxectBa HezasucuMmbix rocydapers (CHI) ¢
y4eToM OOIIMX OpraHM3AllMOHHBIX M HOPMAaTMBHBIX

0COOEHHOCTEJA.

U3ydeHBl MyOAMKalMM B PelleH3MpPyeMBIX Hay4HBIX
JKypHaJaX, OT4YeThl MeXXAYHapOAHBIX OpTaHMU3aIuit
(BO3, Opranusanist 5KOHOMIUYECKOTO COTPYAHUYECTBA
n passutua (OOCP), Espomelickass KoMuccus) u
opunmaspHble AOKYMEHTHI HAlMIOHAABHBIX OPTaHOB
3ApaBOOXpaHEeHNs, 4YTO II03BOAUAO  COIIOCTaBUTH
MoAXOABl U BBIAEAUTh YHUBEPCAaAbHBIE BEKTOPEHI
PpasBUTHS.

3. 'a00aabHBIV KOHTEKCT U pe3oaonus BO3 mo peaknm 3a00aeBaHUSIM

B  mocaeanme  roaml  mpobaema  peAKuX
3abo0/eBaHNII TTOAy4YMla MeXAyHapOoAHOe IIpU3HaHNe,
Tak KaK BO BCeX CTpaHax HabAI0AaIOTCs MPOOAeMBI C
AVIaTHOCTUKOV U AJe4eHleM JaHHBIX HarueHToB [3].
Pesoatonms Becemuphoit accambaen 3apaBooxpaHeHIst
CTala OTBETOM Ha BTU MPoOAeMBbl, BbIAEANB OCHOBHEBIE
HallpaBAeHMsI pabOTBl A4Sl YAYYIIEHMS CUTYaruu.
JokymeHT 0b14 MHMIIMMpOoBaH Ernnrom u Vicranmers,
nogaep:kan 39 rocygapcrsaMu, BKaiodas Poccurickyio

Degepanuio, 1 3aKpenaseT peikne 3a00aeBaHNA Kak

ra00aAbHBII  HPUOPUTET  3ApaBooXpaHeHuU:d. B
pe3oAonuy  IepedrcAeHsl  KAIO4eBble ITpoOAeMEI,
XapakTepHbIe 415 peAKuX 3abo1eBaHNI Ha T100aAbHOM
YpOBHe: IIO34HAA IIOCTaHOBKa AMarHosa (B cpeAHeM
6oaee 5 aer), OTCyTCTBUME KBaAM(PUIIMPOBAHHON
MeJUITMHCKOM  IIOMOIIM, OIpaHUYeHHOe  4YMCAO
AOCTYIIHBIX ~METOAOB  J€YeHNs W  BBIpa’kKeHHOe
¢uHaHCOBOE OpEMI A4 ITaLIIEHTOB U MX CEMEIL.
Pezoaronus mpeaaaraeT cTpaHaM KOMILAEKCHBIN

I1AaH AEVICTBUI, KOTOPBI BKAIOYAET:
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¢ VIHTerparnnio peaxux 3aboaeBaHMI B
HallMOHaAbHBIE CUCTeMBl 3/JpaBOOXpaHeHNs, BKAKOYasd
CKPMHMHT HOBOPO>XAEHHBIX U AOCTYII K AMarHOCTUKe U
Ae4eHIO;

e YKpenaeHue crcTeM 34paBOOXpaHeHN ],
0CODeHHO MepPBUYHOIO 3Be€Ha, C aKIIeHTOM Ha paBHBIN
AOCTYII AAS AeTell U APYTUX YSA3BUMBIX IPYIIIL;

¢ Pazsutne IporpamMmm TICUIXOCOITIaAbHO
MOAAEPXKM U OXpaHbl ICUXMYECKOTO  3J0POBbs
MaIIEeHTOB C peAKNMM 3a001eBaHUMIL;

¢[loaroToBKy  CHenMaAM3MpPOBaHHBIX  KaapoOB
(aoBy30oBcKOe 0Opa3oBaHMe U HellpephbIBHOE OO0ydyeHUe
CIIEITIaAVICTOB);

¢ Pazsurne L PPOBBIX

(TeaekoHCyAbTalMi, PETUCTPOB U Ap.), CO3AaHUE

pelenuin

LIEHTPOB DKCIEPTUSHL;

*BoBaeueHne maNMEHTCKUX OpraHM3aluii B
paspaboTKy MOAUTUKY U IPUHATUE PelleHNnI];

* OyHAHCHMpOBaHMe HAyYHBIX M KAMHUYECKUX
uccAeA0BaHMIL, pa3pabOTKM MHHOBalMil B 004acTu
peaxnx 3aboaeBaHMIA.

OtgeapHOe MecTO B JOKyMeHTe 3aHUMAaeT
nopyuyenne  BO3

OPUCTYIINTh K  padpaboTke

I'r06aapHOrO  maaHa ~ AEWCTBUMII 1O PeAKUM
3aboaesarusM (Global Action Plan), KoTopslit 4015kKeH
BKAIOYaTh KOHKpPETHBle IleAM, WMHAUKATOPH U
MHCTPYMEHTBI MOHMTOPMHIA, CAy>Kalllyie eAMHBIM
OpPUMEHTUPOM AAs1 Bcex crpaH K 2028 roay. BO3
IA1aHUPYeT IIpOBeAeHMe IIMPOKUX KOHCYAbTALIUII C
rocyapcrsaMu-41eHaMy, rpakAaHCKIM
coODIIIecTBOM, OKCIIEPTHBIMM ~ OpTaHM3AUVSIMU U
MalVeHTCKUMY acCoUalVsIMU AAsl pOPMUPOBAHILL
coAep>KaHMsI I1AaHa.

Ocobast poAb OTBOAWUTCA Pa3BUTUIO IIEHTPOB

skcneptuad (Centers of excellence), obaagarormux
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KAVIHUYECKOT], Hay4HOI1 n oOpasoBaTeAbHOI
KOMITeTeHIIVell B cdepe peakux 3aboieBaHUIL. DT
LIEHTPBl AOAKHBI O0ecIlednBaTh TpaHCIpaHUIHOE
B3alIMOJeJICTBIe M OOMeH 3HaHMAMI, y4acTBOBAaTb B
KOHCYABTaIMAX MeXAy paBHBIMHI  (peer-to-peer),
noAJep>XXusaTh  (POpPMUpPOBaHNE  MEXAYHapOAHBIX
npodeccuoHaabHbIX ceTeir. Taxke OydeT co3gaHO
OT4eAbHOe HampabaAeHue padorsl BO3, mocssmennoe
KOOpAVHALIMI MeXAYHapOJHBIX AeVCTBUII B cdepe
peAkux 3aboaeBaHMII, B COCTaBe CTPYKTYpHl IIO
YKpeIAeHnIO 340pOBbs n npoduiakTuke
3a0o0ieBaHMil. DTM IIarM IIO3BOAAT HPUOAM3UTD
peltteHMs1 B cdepe peaKnx 3a001eBaHNI K AOCTUKEHIIO
Lleaert ycroitumBoro pasBUTUs U peaau3aluu
HNpUHIAIIA «340POBbe 4451 BCcex» [4].

Pesoaronns WHA78.11 noauepkupaeT Ba>KHOCTb
CIIpaBeAAMBOIO  AOCTyIla KO  BCEM  YPOBHAIM
MeAVIIMHCKON IIOMOIIY B paMKax BceoOIIero oxsara
(UHC), a Takxe

HeO6XO,ZI,I/IMOCTI) YCTpaHEHII rao0aapHOTO HepaBeHCTBa

ycayraMmu  3APaBOOXPaHEHIS
U paclIMpeHus MeXAYHapOAHOTO COTPYAHMYECTBa,
BKAIOYas ydacTue CTpaH C pa3AMYHBIM YPOBHEM J0X0Ja
B pazpaboTke 1 BHegpeHUM 9(PPeKTMBHBIX peITeHMIA.

XoTst pesoaronmsA HOCUT peKOMeH/aTeAbHBIN
XapakTep, ee 3HadeHHNe TPYAHO IIePeOLIeHUTh: OHa
3aJaeT CTpaTermyeckoe HallpaBAeHIe, OIlpejeAaseT
MUHIMaAbHBIE CTaHAAPThl OpPraHM3alMM MOMOIIM U
IpeaJaraeT I'MOKNUI MHCTPYMeHTapuii, a alTHPyeMBbIi
K pa3HBIM KoHTeKcTaM. Aas ctpad CHI' oHa oTKpBIBaeT
BO3MOKHOCTU II€PEOCMBICAEHMSI ¥ KOHCOAMAAIIUU
YCUAMIA IO CO3AaHMIO YCTONUMBBIX, OPUEHTHPOBAHHbIX
Ha TIallMeHTa CUCTeM TIOMOINM TIpU  PeaAKux
3abo0aeBaHUsAX.

4. MexxayHapOoAHbIe MHUIIMATUBLI ¥ 12aT(POPMBI B 001aCT peaKnx 3a00aeBaHMII

®opmuposanue 3¢pPeKTUBHON CUCTEMBI ITOMOIIIN
IanyeHTaM C peAKUMM 3a001eBaHMAMM HEBO3MOKHO
0e3 JocTyma K akTyadbHON M CTPYKTYypUpPOBaHHOI
nHpopManuy, a TakKe 0e3 yJacTis B MeXXAyHapOAHBIX
MHUIMATUBaX, HallpaBAeHHBIX Ha OOMEH 3HaHIMAMI,
KOMITETeHIIMAMY, TEeXHOAOTMAMMU AMATHOCTUKM U
AeyeHNs, a TakkKe pa3BUTIEeM Hay4HBIX MCCAeA0BaHMIA
B cdepe peaxux zaboaeBaHUil. B mocaeaHme roarr B
9TOI  OOAacTM  cPOpMUPOBAAUCH  YCTONUIUBBIE
MeXXAyHapOJdHble pecypchl U IAaT(gopMbl, KOTOpBIe
CTaHOBATCSI OIIOPOI A4 pa3pabOTKM HaIlMOHAABHBIX 1
perMoHaAbHBIX pellleHMuif, OCOOeHHO B CTpaHax «C
OTrpaHNYeHHBIMHI

pecypcaMmu M OTCYTCTBUEM

COOCTBEHHOI 1CCAeA0BaTeALCKON Oa3bl.

Orphanet: mexoynapoonas 0asa 3Hanuti o peoxux
3000Ae6aHUSX

Orphanet — kpymHeitmas 1 HanOo.1ee IpU3HaH-
Hasl MeXXAyHapoJHas maaT¢opMa, aKKyMyAMpyomas
AOCTOBEPHYIO MHpOpMaUNIo 0 peAKnX 3a00/1eBaHIAX
[5]. basza Ob1aa coszgana B 1997 rogy Bo @paHnum moz,
orngoi  VlHctuTyta  340pOBbA UM MeAMIIMHCKUX
(INSERM) n
TpaHcdOpMIpPOBaaach B

uccAeA0BaHNUI BITOCA€ACTBUM
Me>KAyHapOAHBIN
KOHCOpLMyM, BKalouaomnii 41 crpany. Koopaunamus

A€SITeAPHOCTU OCYyIIEeCTBASIETCS M3 HapI/I)Ka.
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Coaepxxanne Orphanet Bkaogaer:

e Doaee 7 000 PeAKIX 3a00.1eBaHmII,
cTpyKTypuposaHHbix 1o Orpha-kogam;
e oIycaHMe KAVHIYECKUX ¢dpenorumnos,

TeHeTYEeCKIX MapKepOB I ITaTOreHe3a;

e yHPOPMAIINIO O KAMHIIECKUX ICCAeA0BAHIIAX U
3aperucTpUpOBaHHBIX Op(aHHBIX IIperaparax;

e IIlepevHN CIIeIVaAV3Y POBAHHBIX KAVHUK,
AabopaTopuii, SKCHEPTHBIX IIEHTPOB M IAIIMEeHTCKIX
OpraHmu3aLIi.

Orphanet wucrnoaesyercsi B psge cTpaH Kak
odunmasbHasl CIpaBOYHAs CUCTeMa NP HMPUHATUNI
pelleHniti 1O  AMATHOCTMKE,  MapLIpyTU3aluu
MallIeHTOB M Ha3HaYeHMIO Tepanun. Ilaardopma
obecrieuynBaeT MeXAYHapOAHYIO COI1acOBaHHOCTL B
Kaaccudukauyy — 3a0oleBaHMII M AOCTyIle K
JAoKa3aTeAbHON MH(POpManuy, cay’Ka OpPUEHTHPOM
AAs KAMHULVCTOB, JICCAeJoBaTelell ¥ pa3pabOTINKOB
HallMIOHaABHBIX CTpaTeINI.

Aas crpan CHI' yuactme B Orphanet moxer
COJEJICTBOBATh ¢opmuposaHNIO CTaHAAPTOB,
rapMOHU3VMPOBaHHBIX C €BPOIENICKUMH IIPaKTUKaMI, a
TaK’Ke IIOBBICUTh TPaHCIIAPEHTHOCTb ¥  KauvyecTBO
AAHHBIX, VICITOAB3YEeMBIX IIPU IL1aHNPOBaHNU TOMOIIN
HareHTaM.

IRDiRC: ycxoperue HAYUHBIX UCCACDOBAHUL U
paspabomxu mepanesmudeckux peuerHu

MesxayHapoaHbIN KOHCOpPLILYM o
nuccaeaoBaHMIo peAkux 3aboaepanmit — IRDiRC
(International Rare Diseases Research Consortium) 611
cosgan B 2011 roay mo uumimatmse Eppomnerickoit
KOMVCCUA u HarmmonaanHbix VHCTUTYTOB
sapasooxpanenys CIIIA [6]. Koncoprimym o0beauHseT

rocyJdapCrBeHHble UM  YacCTHbIE MCCAeA0BaTeAbCKIIE

areHTCTBa,  HayuHble  (OHABI,  aKadeMUYecKue
yupexxadennss u  ¢apMarieBTMdeckKre  KOMIIaHUI,
MOCTaBUBINIME  11€ABI0  AOCTIDKEHMe  CAeAYIOMIMX
pe3yAbTaToB:

e auarHocTuKa 90% peakmx 3aboaeBaHUiI B
TeyeHNe OAHOIO TIoja IIocJe IIepBOTO OOpallleHus
HalyeHTa;

® pazpaborka He Menee 1 000 TepameBTHUECKMX
pelrenuis;

® [IPOABVIKeHIe YCTOMYMBEIX, DTUYECKH
0OOCHOBAaHHBIX I MHTEpPHAIVIOHAABHO ITPMMEHMMBIX
CTaHAApPTOB MCCAEJ0BaHMIA.

IRDiRC BBIITyCcKaeT cTpaTerndeckie 4OKyMeHTHI, B
TOM 4IMICAe «JOPO>KHbIE KapThl» HayIHBIX IPUOPUTETOB
U pexoMeHJalluMy IIO OpraHM3allMM HaIMOHAAbHBIX
obaactu 3a00.1eBaHMIL.

IIOAUTUK B peaxkunx

https:/Idoi.org/10.32921/2663-1776-2025-60-4-jhd011

KoHcopunyM aKkTMBHO B3alIMOJENICTBYET C APYTUMMU
cTpykrypamy, BkaAo4as Orphanet, m obecrieunsaer
naarpopmy AAsi oOMeHa AAHHBIMU U pe3yAbTaTaMU
KAVHIYIECKUX MCCAeAOBaHMIA.

Aas crpan CHI yuactne B maunmaTtuse IRDiRC —
HallpsAMYIO UAM dYepe3 IIapTHEPCKNMe IIPOeKTHl —
OTKpBIBaeT  AOCTyI K

rmepeao0BbIM Hay4YHBIM

MeTogoA0orusAM, ©Oa3aM  JaHHBIX, a TakKXke K
MeXXAYHapOJHBIM KOA4abopalmsaM, ITO3BOASIONINM
YCKOPUTh AOKAaABHYIO AMAarHOCTMKY U TpaHcdep
TEXHOAOTUIA.

Opgannvii  woncopuyuym  CHI:  pezuonarvroe
obveduneriue Ol nosbluleHus akcnepmusvt u 00MeHa
onoImMoMm

Opdannsit korcopumym CHI  (https://orphan-
cisnet) — MeXAyHapoJHasl BKCIIepTHas 1aardopma,
o0 beAVHSIONIas

CriegqmaAamncToB n3 CCTEM

3ApaBOOXpaHEeHNs, HayJHBIX yapeKaeHnin u
narueHTckoro cooOimectsa crpad CHI. OcnosHoOIM
3azayen KOHCOpIIMyMa  SIBASIETCS COAEVICTBIIE
Pa3BUTHUIO YCTOMYMBON, KOOPAVHIPOBAHHON ITOMOIIN
HanyeHTaM C peaKuMu 3ab00AeBaHMSMM B PervoHe C
y4eTOM OOIIMX SI3BIKOBBIX, MCTOPUKO-KYABTYPHBIX MU
HOPMAaTUBHBIX IIPEATIOCHLAOK.

Kawouesbie HaIlpaBAeHI] AesITeABHOCTI
KOHCOPIIMyMa BKAIOYAIOT:

* 0OMeH OIBITOM M aJanTanusd MeXXAyHapOAHBIX
MPaKTNK;

*yyacTe B O0Opas3oBaTeAbHBIX IIpOrpaMMax W
TPpaHCTPaHUIHBIX UICCAEAOBAHILIX;

® COBMECTHasl

paspaboTka 0AXOA0B K

AVMATHOCTMKE I MapHIpyTU3alill I1aliI€HTOB;

® [10AJ4€ePKKa IIPOLECCOB rapMOHM3aIUN
PeryAsSTOPHON  HOAUTUKM B cdepe  peaKux
3a004€eBaHmIIL.

Op¢annpi xoncopumym CHI' Taxoke cay>xut
KOMMYHMKAIIVIOHHOT 111aT(POPMOIL 4151 UHTETPAIIUN C
r100aAbHBIMU

MHNOMaTNBaMun u pacmmpser

BosmMoxxHocT  crpan CHI'  mo  BHeapeHwmio
5(PQPeKTUBHBIX ¥ YCTOMYMBLIX MOJeAeil OKa3aHUs
IIOMOIIH,

COOTBETCTBYIOIIINMX COBpEMEHHBIM

craHZaptaM. Pecnybamka — Kaszaxcran — akTuBHO
ydactByeT B pabore Koncopumyma, yyacTHUKaMM
KOTOPOTO ABASIOTCS BeAylljiie OpraHM3alnuy B 004acTu
AMaTHOCTUKMY, A€UeHIs peJKMX 3a004eBaHI, a TakKXKe
OpraHM3aLu MeAUIVHCKOM IIOMOILII n
AeKapCTBeHHOTO oDecIledeHMsl JaHHOM KaTeropuu
MmanyeHToB: PecryOAMKaHCKMI IEHTP KOOpPAMHALMNU
opdanHbIx 3aboaeBaHmii, HalyoHaapHBIN Hay4HBIN

OEHTp Ppa3BUTNA 3APaBOOXPaHEHN: VMMEHU CaAMAaT


https://orphan-cis.net/
https://orphan-cis.net/

J Health Dev. 2025, 60 (4)

Kaupbekosoir, AO  «HayuHo-uccaea0BaTeABCKII

VHCTUTYT KapaAMOAOIMIMT U BHYTPEHHUX 60A93HQI7[»,

OO/  «Accoumanuss moMoInM  IalyeHramM ¢
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oppanasIMI  3aboaeBaHmsAMu B Pecniybanke
Kazaxcran, POO  «Accoumanms  MeAUITMHCKIX
T€HETUKOB».

5. Me)KAYHapO‘ZI,HhIﬁ OIIbIT: HaI_H/IOHaAbeIe IIpakKTNKM I MOJeAan, IIpUMeHMbIe AAs51

crpan CHI'

MsyuyeHne I0AXOAOB K OpraHmM3aljuy IIOMOIIN
HmanyeHTaM C peAKMMM 3ab00JAeBaHMAMM B Pa3HBIX
CTpaHaX IIO3BOASIET BBLABUTH KaK OOIIVe IIPUHIINIIBL
OTpa’keHHble B I100aAbHBIX AOKyMeHTax (Halpumep,
BO3), Tak mu
MHCTPYMEHTH], AOKa3aBlye cBOIO 9(QQPeKTUBHOCTL B

pesoaonumn creruduyeckre

KOHKPETHBIX yCAOBIIX. B AAaHHOM pasaeae

IIpOaHaAM3VMPOBaHKl MOJEAM OpraHM3alUy IIOMOIIN
3a004€eBaHMsIMI,

ITanyieHTaM C peakumn

peaansoBaHHBIE B psAe CTpaH, HIpeACTaBASIONINX

pasAnyHble pernmoHnsl Mupa — Espomy (®Opanmus),
Asuio (fnonmsa), bawmxuamuit Bocrok (Cayaosckas
Apasusa) m  Aatunckyro Amepuky (bpasmamns). B
KayecTBe MNpPUMeEPOB ObLAM OTOOpaHBI TOCyJapcTBa C
BBICOKIM

YpOBHEM COIMaabHO-DKOHOMIYECKOTO

Ppa3BuUTIA nu yCTOI7I‘II/IBI)IMI/I cucreMamMm

34paBOOXpPaHEHNs], XapaKTePU3YIOIIMMIICS B TOM 4MCAe
BHe/peHHbIMU BceoOILIero

MeXaHun3MaMn OXBaTa

ycayramMmmu MeaunuHckoyt nomomu [7-9]. Kaxaas ns

PacCMOTpPEHHBIX CTpaH MAAIOCTpUPYeT OTJAeAbHble
KOMIIOHEHTBI CUCTEMHOIO IO0AX04a: OT Me>XXyPOBHEBOI
KOOpAMHaI N " ¢popmuposanT
CIIeIMaAM3MPOBAHHBIX  KAMHMYECKMX  ceTell /0

undpoBU3aLUn
MHHOBAIIVIOHHBIX MOAeAell PUHAHCHPOBaHUSL.

ImponeccoB u IIpMMEHEHNSI

Opanyus:  HAYUOHAAbHDIE — HAAHLL U Cemb
CHeyUAAUSUPOSAHHDLX UEHMPOs

®pannusa nOpusHaHa OAHOM M3  Hamboaee
IepeOBBIX €BPOIIEIICKUX CTpaH B cdepe OopraHmU3anun
oMoy npu opdanHHbIX 3a00aepanusx [9]. Ee moaxoa
OTAMYAETCsI  CUCTeMHOCTBIO M ydacTueM  Bcex
3alHTepecoBaHHBIX CTOpOH. PpaHIUsA CTada IIEepBOIL
cTpaHoii B EBporie, paspaOoTasiieli 1 peaan3oBasIIIeit
rocyAapCTBeHHYIO CTpaTeruio o peaxnm
3aboaesanmaM B 2004 r. C Tex mop yke peaan3oBaHO 3
rocAeJoBaTeAbHBIX I11aHa: IepBhlii aaH (2004-2008 rr.)
3a/0XIA OCHOBY CHUCTEMBl IIOMOIIM MPU PesKMUX
3aboaeBaHmaAx, sropom (2011-2014 rr.) pacmupua
MepompuATusA MaAaHa, u Tpetuit (2018-2022 rr.) 6512
HalpaBJAeH Ha JaAbHellllee yKpeIlAeHMe CUCTeMbI
MeaunuHckol nomomin. PaspaboTka 1aaHoB Beaach €
ydacTueM MYABTUAUCIMIIAMHAPHOM KOMaHABI: Bpaun,
uccaesoBarean,

npeaAcTaBUTEAU ITalIVIEHTCKIX

OpraHm3aluii, UHAYCTPUNM U IpeACTaBUTeAel OpPTaHOB

I'OCy,ZI,apCTBeHHOf/] BAaCTHN. Takas Me>KCEKTOPpHasI

KOOpAMHaLMs IO3B0AMAA OIPeAeAUTh IIPUOPUTETH U
pacIipeaeAuUTh BBIIIOAHEHME 3ajad, HeOOXOAVMMBIX A/
AOCTIVDKEHUsSI IIOCTaBA€HHBIX Ileaeil. HarjmonaasHbIe
naanel Bo PpaHIMM CTaBuUAM LeAM COKpallleHIs]
BpeMeHN JO TIIOCTaHOBKNU JUarHosa, OOecIIedeHust

paBeHCTBa B AOCTyIIE K KBa/lI/ICl)I/ILU/IpOBaHHOIZ

MeAI/ILU/IHCKOIZ ImoMoniun, pasBuUTIA KAVMTHNYECKMX

I/ICC/Ie,ZI,OBaHI/IIZ n yay4qmieHms KayecCTBa JKUM3HU

MaIjMeHTOoB ¢ peakuMuy 3aboaesaHuamu [10].

KaoueBpiMm DA€MEeHTOM MoJeAaun craza
TpexypoBHeBas cucreMa CIleMaAn3MpOBaHHBIX
LIGHTPOB:

¢ Pedpepenc-tientpsl (Centres de Référence, CoR) —

KAMHMKIMM C BBICOKMM  YPOBHEM CllellMaAl3aliny,

3aHMMaIOIIecs pa3paboTKoit IIPOTOKO/0B,
KAVHUYIECKUMU UCCA€A0BAaHUMU U OOYIeHUEM.

e Ilentpnr kommerennuii (Centres de Compétence,
CoC) — permoHaabHbIe yupeXJAeHUs, paOoTaioliye B
TECHOI1 CBsI3Ke c pedepeHnc-tienTpamu u
obecrieunBaloIiye AOCTYIIHOCTh IIOMOINM IIO MeCTy
SKUTEAbCTBA.

e Hantnmonaanusie cetu (filieres de santé maladies
rares) —  OOBEAUHSIIOT

LEeHTphl IO  TpyIIaMm

3a0oaepanmii, oOecreduBasl IPeeMCTBEHHOCTb U
KOOpPAMHAIIMIO pabOTLI 1IEHTPOB.

ITo cocrossamio Ha 2017 rog Bo @paHnum ObBLAO
akkpeaurosaHo 387 pedepenc-1ienTpos, 1844 neHTpOB
KOMIIETeHIIUII 1 23 HallMOHa/AbHble CeTU IO peAKUM
3aboaesaHmsAM [11]. PpaHIy3ckas MOAeAb MOCAYKMAA
MOJAeAbI0 AAs co3jaHus Eppomeiickux pedepeHTHBIX
cereit (European Reference Networks, ERNs) [12].

Bo Qpannun Onla Cco34aH r100aAbHBIN
nHdopmanuonnsii nmopraa Orphanet B 1997 1. npnu
INSERM, koTOpSHIil B HacToslllee BpeMs IIpeAcTaBAsieT
coDOII MeKAyHapOAHBII KOHcOpuuyM u3 41 cTpanb,
KoopauHupyemblit u3 Ilapmxka.

JorioanurteabHO Oblaa BHegpena cucrema 100%
ITOKPBITM PacXoA0B Ha MHOTMe Oop(paHHBIe ITperrapaThl
yepes CHUCTeMy TOCyJapCTBeHHOIO MeAMIIMHCKOTO
CTpaxoBaHMs:, a TakKXXe BBeJeH MeXaHU3M BpeMeHHOTO

paspemenusa Ha npumeHenue (ATU), mospoasromiuii
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MaljMeHTaM ¢ TsoKeabiMu  QopMamy  3aboaeBaHUI
MOAYYUTD AOCTYI K Tepanum 40 ee perucrpanum [13].

HanunonaapHeit 0aHK  AaHHBIX 110  peAKUM
(BNDMR)
CTaHAAPTU3MPOBAHHOI MHPOpMaUMM O  KaXKAOM

3a00.eBaHUsIM co3jaH  agas  cbopa
HanyeHTe ¢ peaxuM 3aboaesaHueM. Lleas — oxBaTnUTh Bee
caydan, HabAIOZaeMBble BO BCeX ILIeHTpPaX, YTO ITO3BOAUT
110Ay4Jath SINAEMMOAOTMYECKIE AaHHbIE, OTCAEKIBATh
pe3yAbTaThl A€4eHUs] U IIPOTHO3MpPOBATh IIOTPeOHOCTH
[14].

®pannusa  Takke ~ AeMOHCTPUpPYeT  aKTMBHOE
yJacTe TIaIMEeHTCKMX OpTaHmu3anuil (Halpumep,
Alliance Maladies Rares) B popMupoBaHuM IIOAUTUKIY,
a TakKe akIleHT Ha KayecTBO >KM3HU IIal[MleHTOB:
TPYAOYCTPOJICTBO, OOpa3oBaHMe U MHKAIO3UBHBIE
colMaAbHBIe Mephl OBLAM BKAIOYEHBI B TPEeTHUII
HaIlMIOHAABHBII I11aH KaK IIPUOPUTETHLIE HaIIpaBAEHIS
[15-16].

Snonus: npozpammol no noGbiEeHUI0 JOCHYnHOCHU
AedeHus U npeodoAeHUS «OUAZHOCUHECKOL 00ucceu»

SIrIoHCKast MOAeAb IIOMOIIY MallieHTaM C peAKUMU
3a0o0aeBaHMAMM CTpouTca Ha mporpamme Nanbyo,
Aevictyiomieit ¢ 1972 roga. OHa BKAIOYaeT IepeyeHb
opuMaibHO HPU3HaHHBIX «TPYAHOAEYVIMBIX»
3abozesanmii (Ha 2023 roa — 333 HO30a0TM]),
ManyeHTsl ¢ KOTOPBIMM MMeIOT IIpaBo Ha OecriaaTHoe
MEeAUIIMHCKOe OOCAy>XXMBaHUE U  AeKapCTBEHHYIO
Tepanuiol6.

Kak 1 604pmmHCTBO cTpaH, SIOHUA CTOAKHYAACH C
npo61eMoif  «AMarHOCTUYECKOl  OAMCCeM»,  KOrJa
ManyeHTaM rojaMy He MOTAM IOCTaBUTDh IPaBUABHBIN
AuarHos. Jas pemenus stoi mpodaemsl B 2015 roay
Oblaa MHMIIMMpOBaHa MaciTabHast nporpamma IRUD
(Initiative on Rare and Undiagnosed Diseases) -
«/lHunyaTMBa 1O peAKMM U  HEYCTaHOBAEHHBIM
boaesnsimM» [17]. B pamkax IRUD Oblaa cosgaHa
oOIeHaIIOHaAbHas CeTh, BKAIOYAIOIas:

e Kamnmuyeckme nenrper IRUD - 0aszosrie
MeAVIIMHCKIEe OPTaHM3alliN 110 BCeVl CTpaHe, Iae Bpaun
coOMpaloT JaHHBIE O CAOXKHBIX CAyYasX U HaIpaBASIIOT
X Ha gaAbHeliIee oOcae0BaHue;

¢ Crnenmaau3upoBaHHbIe KOHCMAMYMBI Bpaueil —
TPYHIIBI, COAep>Kallye KAMHMYECKMX CIeI[NallcTOB
pasHBIX Ipoduaell, KOTOpble pasbupaloT caydau Oes
yCTaHOBAEHHOTO AMarHo3a;

¢ IlenTpn reHetmueckux mccaegosanuii IRUD —
AabopaTopui, BRITOAHSIONIVE paclipeHHOe FeHOMHOe
CeKBeHIPOBaHIE;

e lleHTpaAbHBINI JaTa-LeHTp — OObeAMHSET
KAVMHUYeCK/e ¥ TeHeTHYecKye JaHHble, KOOPAMHUPYeT
obMeH MH(pOpMaIneii.

https://doi.org/10.32921/2663-1776-2025-60-4-jhd011

Pabota IRUD gazaa moaoxureabHble pe3yAbTaThl,
¢ 2015 o 2018 rog Obl10 ITPOAHAAM3UPOBAHO CBBIIIIE
8000 00pas1ioB JAHK oT
HEYCTaHOBAEHHBIMU

MMallMeHTOB  C
AViaTHO3aMU )7 1704
POACTBEHHIKOB, BBIABUB T'€HETUUYECKYIO IIPUYNHY
3abosepanmss y cBbime 1000 mammeHToB.  DTO
3HAUUTEABHO COKpPaTHUAO BpeMs AAd IIOCTaHOBKU
AuarHosa Aas MHorux cemeit. Ilporpamma IRUD
MHTETPUpPOBaHa C MEXAYHApPOAHBIMU IIPOEKTaMM —
SnoHns oOMeHUBaeTCsl AAHHBIMU C 3apyOe>KHBIMU
fGazsaMm JaHHBIX, HaIlpUMep, dYepe3 ydacTue B
koHcopruyme IRDiRC.

INonnmas aepuUUNUT CIIEIMAAVICTOB IO PEAKUM
3aboaeBaHmsIM, SmoHms  cgedasa  CTaBKy — Ha
IIOATOTOBKY KaapoB M mHpopMuposaHue. B crpane
co34aHBHI 2 11eHTpa MHPOPMAVOHHON IT0AAEP>KKU IO
peAKuM 3a00/1€BaHUAM y B3POCABIX U Y AeTeil. DTn
LIEHTPHl BeAyT CIpaBouyHMKM Oosee dyem 1o 1000
3a001eBaHIIM, TAe MaIlIeHThl, CeMbM U Bpadll MOTYT
y3HaTh O IpM3HAKaX, MeTOAaxX AedeHNs, AOCTYITHBIX
KAVMHMKaX M Mepax COIIMaAbHON ITOAAEPIKKIAL.

Bpasuaus: KomniexcHas NOAUMUKA U uHmezpayus 6
HAYUOHAALHYIO Ccucmemy 30pasooXpaHeHus 6 YCAOBUAX
0zpanuuen 020 0rodxema

bpasuans crasa nepsoit crpaHoil /laTMHCKOM
Amepuknu,  paspaboraBineil UM yTBEpAUBIIEN
HallMIOHAABHYIO IIOAUTHUKY 110 PeJKNM 3a0601eBaHUSIM.
B 2014 rogy MuHucrepctso 3ApaBOOXpaHEHI:
npuHsao HarmonaapHyI0 HOAUTHKY KOMILAEKCHON
IIOMOIIIN AI0AAM C peAkuMu 3aboaesanusamu (Politica
Nacional de Atencao Integral as Pessoas com Doengas
Raras), HanpaBAeHHYIO Ha OpraHM3alIMIO IIOMOIIU B
YCAOBMSX OTPaHMYEHHOTO OIOAXKeTa M PervoHaAbHBIX
pasAn4mii B 40CTyIe K MeAUIIMHCKOM rmoMorinn [18].

IToanTnka wWHTErpMpOBaHa B CYIIECTBYIOIIYIO
Eaunyro  cucreMy  34paBoOXpaHeHIS (SUS),
OXBaTBHIBAIOMIYI0 OOABINMHCTBO HaceAeHNUs CTpaHBI.
JOKyMeHT ycTaHOBUA OQUIMAAbHOE OIlpejeleHue
peakux 3aboaeBaHMII, BBeA UX KAacCUPUKaAIINIIO
(reHeTMYecKMe M HereHeTUMJecKue) U IIpeaaoxkua
CTPyKTYpYy
CreaAu3MpOBaHHON MeAMLIHCKON nomMou. beran

6330By10 npeaocTaBA€HII

ompeaeAeHbI IPUHITUATIBL MeXXYPOBHEBOI
KOOpAMHAUMM ¥ Ppa3TpaHU4eHUs OTBeTCTBeHHOCTU
Mexay (esepaibHBIM MPaBUTEALCTBOM U BAACTIMU
IITaTOB.

KaioueBble »aeMeHTHl IpOTrpaMMBbl  BKAIOYAaAU
OpraHM3alMIO CHelMaAM3MPOBaHHON IIOMOIIM Ha
Gase y>Xe CYIIECTBYIOIIUX  MHOTOIPO(PUABHBIX
yYpeXAeHnil 34paBOOXpaHEeHMs, 4YTO I103BOANAO
CO3JaHUS HOBOI

n30exKaTh HeobX0AMMOCTH
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MHPPACTPYKTypHl. 3HauMTeAbHOE BHUMaHMe ObLA0
yA€AeHO pa3BUTUIO TeAeMeAMIIMHCKUX peIIeHnI,
IPU3BaHHBIX ODOECIIeUYNTh DKCIIEPTHYIO ITOAAEPIKKY
OTZal€HHBIM PerroHaM U IOBBICUTh PaBHOMEPHOCTb
JocTyma K MeAMIIMHCKONM romomu. Iloawnrmka
IpeAycMarpuBala ¢popmuposanne OCHOB
HaI[VIOHaABHOTO perucTpa MalVieHTOB C peAKNMU
3a00.1€eBaHNAMI, YTO CTaA0 Ba’KHBIM IIIaTOM A5 yJeTa,
IL1aHMPOBAHNSI PECypcoB UM OLIEHKM ITOTpeOHOCTel.
Taxoxe ©Opl1  pa3paboTaH MeXaHU3M COBMECTHOTO
¢unancuposanm

MeXAy PeaepaapHbIM u

pernoHaAbHBIM YPOBHAMH, obecrieunBarOm it
pacIpejeseHne OTBeTCTBEHHOCTM 1 IIOBBIIIEHMe
yIIpaBAsAeMOCTU CUCTEMBI.

IIporpamMMa wM3Ha4aAbHO 3adyMblBadach Kak
IIODTaIIHas, C BO3MOKHOCTLIO pacIIMpeHMsl oxBaTa B
3aBMICIMOCTM OT PecypcoB M TOTOBHOCTM PEeTrMOHOB.
Jaxe B yCAOBUAX OIpaHMYEHHOTO OlOJKeTa TaKoIl
II0AXOZ  II03B0AMA  ODeCHedymMTh  CHCTeMHOCTE,
HpO3payHOCTh U DPPEKTUBHOCTh B OpraHU3aLNU
momoInu namueHTam [19].

Caydoscias Apasus: ueHmparusayus, ckpurumz u
yupposusaus

Crpannl bamxnero Bocroka, 1, B uJacTHOCTH,
Caygosckass Apasus, B IIOCAeAHME TOABI TaKXkKe
cleaaau peaxue 3ab0AeBaHMs OAHUM U3 IIPUOPUTETOB
34paBOOXpaHeHIs], BKAIOUMB UX B CTpaTeIny pa3BUTI
orpacan. 3apasooxpaHenne CayaoBckoii ApasBuu B
OCHOBHOM ¢unancupyercs rOCyAapCTBOM,
NpejocTaBAsisl TpakJaHaM OecrAaTHBIN AOCTYyI K
MeAMIIMHCKUM yCAyTaM. DTO pacIpocTpaHsIeTcs U Ha
MaleHTOB C peJKuMM 3aboaeBaHUAMU — UX
obcaejoBaHMe U JAedeHMe, BKAIOYas JOPOTOCTOSIINe
Iperaparel, KaK IIpaBMAO, ONIAAYMBAIOTCA M3
rocyAapCTBEHHOTO broaxeTa. baarogaps
MHMIIMATUBaM B paMKaxX HallMOHa/AbHOM IPOTrpaMMBI
«Vision 2030», ©OblAM 3HAYUTEABHO YBeANYEHBI
pacxoabl Ha 3apasooxpaHeHme [20]. Dtm cpeacTsa
JaCTMYHO HAIIPaBASIOTCSI U Ha IIOAAEPKKY PpeaKMX
3ab01eBaHMIL: Harpumep, BHEAPSIIOTCS
nH$OpPMaIMIOHHBIE CHCTEMBI yueTa TaKMX ITallVIeHTOB
U 3aKyTalOTCs MHHOBAIIMOHHbIe ITperapaTsl.

Cayaosckas

crcreMa OpMeHTNpOBaHa Ha

LIeHTPaAN3alNIo BBICOKOCTIeIT1aAM3M POBAHHO
nomomu. B Caygosckoit  Apasum  AeMCTBYIOT
HECKOABKO BeAyIINX CIIelMaAM3UPOBaHHBIX KAWHMK,
KOTOpBle  CAy>KaT

HallMOHaAbHBbIMU OeHTpaMm

DKCIIEPTMU3BI IO  PeAKUMM U TeHeTUYEeCKUM
3aboaesaHmIM, BKAIOUast boapHuiy kopoas Pericasa B
Op-Pusige (King Faisal Specialist Hospital & Research

Centre) — TaaBHBIN IIeHTp MO TeHETUYECKUM WU

https://doi.org/10.32921/2663-1776-2025-60-4-jhd011

OHKOAOTMYeCKUM 3a00/1eBaHIIM, IIPej0CTaBAsIOMmIIIA
repeJOBble MeTOABl AMarHOCTUKM U Tepamnuy,
BKAIOUas (epMeHTO3aMeIaoIyl0 Tepanuio U

OvIcTpOE MOAHOTEHOMHOEe CeKBeHNpOBaHIUeE;
Meaunuacknit ropos kopoasa Paxaga (King Fahad
Medical City) — meHTp, cnenMaausupyomuicsa Ha
HaCAeACTBEHHBIX MeTaboaAmdyeckux 3ab0AeBaHUIX U
®HAOKPVMHOAOTUI; 178 MeauIIMHCK T ropog,
Yuusepcurera xopoas Cayaa (King Saud University
Medical City), rae oka3bIBaeTCsI CllelIaAU3UpPOBaHHAs
IIOMOIITh

ITanyieHTaM C HeﬂpOMbILHe‘IHLIMI/I

3ab0AeBaHUAMU " BeAYTCs KAUHUYECKVIe
1CcCcAeA0BaHIS MUOIIATUIA.

OauuM m3 HauboAee 3aMETHBIX JOCTUKEHUIA
CaygoBckoii ApaBum  sIBASIeTCSL IMUPOKUII  OXBaT
HaceAeHVs IIporpaMMamnu reHeTUYeCKIMU
CKpUHUHIA. B cTpaHe yXe MHOIO JAeT JENCTBYeT
pacipeHHast IporpamMma HEOHAaTaAbHOTO
CKPUMHIHTa, HOBOPOKAEHHBIX 00CAe4yIOT Ha AeCATKA
BPOXKAEHHBIX HapyIlIeHUiI oOMeHa BeIecTB U
DHAOKPMHHbIe 3aboaeBaHuA. BseseH oOsA3aTeAbHBIN
IIpeHaTaAbHBIl CKPUHUHT Ha psl4 TeHEeTUIeCKIX
3aboaeBaHU (BKatOUast TaZacceMMuIo,
CepIOBUAHOKAETOUHYIO aHeMMIO U Ap.). DTU MephI
3aMEeTHO CHM3VAWM POXAEHNe AeTell ¢ HeKOTOPBIMU
TSOKEABIMU  HAaCA€ACTBEHHBIMU 3a00A€BaHMSAMU U
II03BOAMVIAY HayaTh AedeHrie MHOTUX peAKIX 0oAe3Heit
C IIepBBIX AHel Xu3Hu [21].

Cayaosckast ~ ApaBus  aKTMBHO — BHeApsieT
111 POBbIE TEXHOAOTUU A5 TIOBBIIIEHUST AOCTYITHOCTU
M KauecTBa IIOMOINM TIallleHTaM C PeAKUMU
3aboaeBanysIMI. B pamkax HarmonaapHoit crpaterun
34paBOOXpaHEHMs CO3AaHa KpyIHeNInas B Mupe
(Seha),

obecrieunBaoniasl AUCTAHIMOHHYIO AMATHOCTUKY W

BUPTyaAbHas 6oapHUIIA «Cexa»
KOHCYABTaIlNM, BKAIOUas CAydau peaKuX 3a001eBaHmit
[22]. Breapenme eamHOoro nudpOBOIO KOHTypa U
TeaeMeANIIHBI

3HaYnUTEeAbHO ITIOBBICI1AO

YAOBAETBOPEHHOCTh HaceAeHus ycayramu
3apaBooxpanenus B Caygosckoii Apasun. Mogean
CayaoBckoii  Apasun AeMOHCTpUPYeT IOTeHIMaAl
rOCy/apCTBEHHBIX WMHBECTULIMII U TeXHOAOTMI B
obecrieueHnu

HEeIIpepbhIBHOCTU n AOCTYITHOCTU

IIOMOIIIN ITalllieHTaM C Opq)aHHbIMI/I 3a004€eBaHUSIMIA.
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6. BekTOpBI pasBuTHs CHICTEM MOMOIIV IIPY peAKNMX 3a00a€BaHMsIX: OPMEHTUPBI AAsT

crpan CHI'

Ha  ocHoBe r1ao0aabHBIX  UMHHUIIMATUB U
npakTudeckoro onsita Ppannny, Anounu, bpasuaun
n Caya0BcKoil ApaBUM MOKHO BBIAEAUTH KAIOUEBBIE
dopmupyrommne

IManyeHT-NeHTPUYIHYIO CCTEMY ITIOMOIIN ITallieHTaM C

HampaBAeHUsI, YCTOMYUBYIO, U
peAkuMM 3a001eBaHMAMM. DTU HaIpaBAeHMUsS MOTYT
ObITh agantuposaHbl crpaHamyu CHI' ¢ ydyerom mx
HOPMAaTUBHBIX PaMOK, OPTaHM3aIlMOHHBLIX MOJeAel U
AOCTYIIHBIX ~ pecypcoB. Hike mpeacrasaeHnr Te
CTPYKTypHble ¥  (YHKIIMOHAAbHBIE KOMIIOHEHTHI,
KOTOpBIe 40Ka3aau cBOIO 3(PPeKTUBHOCTb 1 001a4aloT
TpaHCPOPMAaIIMIOHHBIM IIOTEHIIaA0M.

Hayuonaavroe cmpamezuieckoe naaHuposanue

MexcekTOopaAbHble — HallMOHa/AbHble  I1AaHBI
(manpumep, Ppanumsa wu bpasmausa) 103BOAAIOT
BBICTPOUTH KOMIIAEKCHBIN ITOAXOA: OT AMArHOCTUKU U
IIPOTOKOAOB Ae4eHNs A0 UCCAeA0BaHMI U COLMaAbHOM
roazep>xkn. OHM CAy>KaT OCHOBOM A5 COTAaCOBaHIS
AeVICTBUIT ~ MeXAy  oOpraHaMM  34paBOOXPaHEeHMs,
MaIlMeHTCKUMU  OpTaHM3alMsSIMU U UHAYCTPUEIL.
CrpaTernmyeckoe IAaHMpOBaHME TaKXKe IIOBBIIIIAET
MPO3pavyHOCTh paclipeleleHNs PecypcoB U obDlerdaer
HpuBAeYEHEe JOIIO/HUTEABHOIO (PYHAHCUPOBAHIIA.

Cemu CNeYUANUSUPOBAHHBLX 1eHmpos u
MAPUPYMUSAUUS NAUUCHINOE

Moaeab KOOpAMHUPOBAHHBIX KAMHNYECKNX CeTels,
peaansosaHHast Bo PpaHunm (pedepeHC-IIEHTPH U
LIEHTPBI KOMIIETeHII1I1), oOecIiednBaeT KOHIIEHTPaIIIIO
SKCIIepTU3Bl ¥  paBHOMEpPHOe TeppUTOpMaAbHOE
pacrpejeaeHne JocTymia K Itomomu. Takme cetn
MO3BOAAIOT  BHEAPSAThH

eAVIHbIe KAVTHYeCKI1e

IIPOTOKOABI,  OOy4yaThb  Bpauell,  MCIIOAB30BaTh
TeAeMeANLIVHY U CHCTEMHO OTCA€XUBAThb Pe3yAbTaThl
AedeHs.

Passumue duazrocmuyeckoii unpacmpykmypvl u
CKPUHUHZ06DLX 1POZPAMM

Omwpir fImonmu  u Caygosckoit  Apasunu
IIOKa3blBaeT, YTO OJHMM M3 caMbIX D(PEEeKTUBHBIX
MHCTPYMEHTOB ABASETCA paclliipeHye IporpaMMm
HEeOHaTaAbHOTO I ITpeHaTaAbHOTO CKPVHIIHTA, a TakKXKe
pasBuTHe  BO3MOXKHOCTENI A4S  MOJAEKyASpHO-
TeHeTMYeCKONl ~ AMarHOCTMKM. PaHHAS mocTraHOBKa
AUaTHO3a II03BOAsET He TOABKO CHU3UTH OpeMms
3a00aeBaHIsl, HO UM 3HAYUTEABHO COKPATUTh PacXOAbl
CHICTeMBI Ha ITO34HIe cTainuy 3a001eBaHus.

Hugposusayus u pezucmpor nayuenmos

Cosganne 1MQPOBBIX PErUCTPOB IAIMIEHTOB C
3ab0aeBaHMSIMI,

peaxumMnu peaansosaHHOe BO

Qpanuun  (BNDMR) wmam  Caygosckoit  Apasunu
undpoBoit  KOHTYP),

MIPOCAEKUBAEMOCTD MapuipyTa

(MHTETpaIMsI B €AVIHBIN
oOecrieynBaeT
IalyeHTa, I03B0AseT IIPOTHO3UPOBaTh IIOTPeOHOCTH 1
¢opMupoBars yripasaeHYecKe peleHns, OCHOBaHHbIE
Ha JaHHBIX. JOCTyIl K KadyeCTBeHHBIM JaHHBIM
OTKpBIBa€T  BO3MOXHOCTU  AAs  IIOCAEAYIOILIEro
BHEAPEHIS CUCTEM IIOAAEP>KKU IIPUHATHS BpaueOHBIX
pemtennti (CITTIBP) n MHCTpYMeEHTOB MCKYCCTBEHHOTO
UHTeAAeKTa.

Wcnoavsosarue meremeduyunot u pacnpedereHHovlx
Popm é3aumodeiicmeus

TeaemeanIHCKIIE KOHCYABTALIVIN U BUPTYaAbHBIE
KAMHUKY, HpuMeHseMmble B CaygoBckoil Apasuny,
ITO3BOASIOT CHATh HAarpy3Ky C Y3KNMX CITeIaAVICTOB,
YAy4IIUTh HaOAIOA€HNE 3a IaljleHTaM! B YAa/J€eHHBIX
pernoHax 1 o6ecrednBalOT HEIIPEPHIBHOCTL OKa3aHIUs
romornu. Ilogo0Hbre perrtennst 9 PeKTUBHEI B CTpaHaX
C BBIPa>kKeHHOI TepPUTOPUAABHON IIPOTSKEHHOCTBIO U
HepaBHOMEPHOJ IIIOTHOCTBIO HaceA€HNsI.

Cosdanue MexOUCYUNAUHAPHBIX OUAZHOCHIUHECKUX
KOHCUAUYMOG

OmmiT fInoHUM AeMOHCTpUpPYeT HeoOXOAMMOCTb
OpTaHM3alMy DKCIEePTHBIX IPYIN (KOHCUAUYMOB), B
KOTOpBIe  Jedalllyie BpayM CMOIYT HaIlpaBASTh
MallVIeHTOB C HESACHBIM VAV PeAKUM AUArHO30M. DTU
KOHCMAMYMBI ~ AOAXKHBI ~ BKAIOYAaTh  CIIEIMaAVCTOB
pasAMyHBIX ~Ipoduaeir  (T€HETMKY, HEBPOAOIH,
neauaTpsl, AabopaTOpHBIe Bpauu) U paboTaTh IO
€AVHBIM MEeTOAO0AOTHYECKUM IT0AXOAaM.

Cosdanue UHGOPMAUUOHHVIX PECYPCO8 U NOPHAAOE 110
pedxum 3a00Ae6aHUAM

3apyOexxHbIli OOBIT (Ha mpuMepe SmonHMNM)
IIOKa3bIBaeT, YTo 11eAecoo0pas3Ho CO3JaHle U pa3BUTHe
HaLVIOHAAbHBIX nu/man
P POBBIX
IOpTaA0B, NpesHasHauYeHHBIX KaK A4d MeAUIITMHCKIX

MEXTOCYyAapCTBEHHBIX
I/IH(I)OPMaHI/IOHHO—aHaAI/ITI/I‘IECKI/IX

pabOTHUKOB, Tak M AAd TanueHTOB. Takme pecypch
AOZKHEI

CTPYKTYypUPOBaHHYIO
3a004eBaHMAX I IIPUMEHSeMBIX AMarHOCTMYEeCKMUX

codeprKarb aKTya/bHYIO n

nHpOpManMI0 O  PesKUX
aATOpMUTMaXx, IepedHN AadopaToOpuil, BBIITOAHSIIOIINX
MOAeKyAspHO-TeHeT4ecKue mccae0BaHIL,

COpaBoyHyI0  MHQPOpPMAIMIO O  MeAMIIMHCKUX
OpTaHM3aLVLIX ¥ MPO(PUABHBIX CIEIIMaANCTaX, a TAKXKe
CBeJAeHMs O Mepax COIMaAbHOM U MeAMIIMHCKOIM

IIOAACP>KKY, BKAIOYaAsl JA€KapCTBEHHOE o6ecnequme,
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peabMANTAINIO U WHTErPallIOHHblE MEXaHU3MBI B
cpepe 0O6pazoBaHIA U 3aHATOCTH.

Lleresass mnodzomoska cneyuarucmos no peoxum
3000Ae6aHUAM

Taxxe HeoOXoauMo ofecrieunBaTh pas3BUTHE
KagpOBOTO IIOTEHIIMala 4Yepe3 3allyCK IIpOorpaMm
LIeA€BOJI IIOATOTOBKM CIIEIIVIaAMCTOB B 001aCTV peAKIX
3aboaepanuii. B crpamax CHI neaecoobpasHo
OpPTaHM30BaTh KAMHNYECKUE CTaXXKUPOBKM Ha Oase
HALIVIOHAABHBIX ¥ MEXIOCYJapCTBEHHBIX IIEHTPOB,
obecrieunThb

AOCTYII K ANCTaHIIMIOHHBIM

00pa3oBaTeAbHBIM  MOAYAAM C  BO3MOKHOCTBIO
peryAspHOTO TOBBIIIEHMA KBaAUQpUKaILIMK, a TaKXke
COZ€eVICTBOBATh YYacCTUIO MEeAVIIMHCKUX paOOTHUKOB B
MEeXXAYHapOJHBIX KypcaX, IIKoAax U BeOMHapax ¢
IpuBAeYeHeM 3apyOe>KHBIX DKCIIePTOB.

Ioddepxra HAY4HDLX uccAedo8aH Ul u
Mex0yHapodHas Koonepavus

Y4yacTie B MeXXAyHapOAHBIX MHUITMATUBAX, TaKIX
kak IRDiRC u Orphanet, a Taxke cobcTBeHHbIE
MHBECTULIMN B MICCAeA0BaHMsI (HalIpUMep, AIIOHCKas
IRUD wmam QpaHmysckme KAMHMYECKHE — CeTH),
CIIOCOOCTBYIOT TeHepalliy HOBBIX 3HAHMI, YCKOPEHUIO
AVIaTHOCTUKM M pa3paboTKe  MHHOBAILIVIOHHBIX
pemennii. Ctpanam CHI' BaskHO mHTerpmpoBaThCsl B
TpaHCIpaHUYHbIE MCCAeAOBATEABCKME IIPOEKTHl, YTO
[IO3BOANUT HE TOABKO IIOBBICUTH HAayYHYIO aKTUBHOCTD,
HO M COKpaTMThb OTCTaBaHMe B JOCTylle K
MHHOBAIIVIOHHBIM TEXHOAOTVLIM.

Ilpumenenue  JdanHvlx — pearvbHOll  KAUHUUECKOU
npaxmuxyu O0As  nosviuleHus JoCynHocmu  OpPanHvlx
npenapamos (pezucmpayus U 603meujeHue  OpHarHuLx
npenapamos Ha YCAO8UAX)

Bricokast HeompeAeAeHHOCTh B  OTHOIIEHMU
KAVHYECKO a¢pPpexTuBHOCTU op¢aHHBIX
IIpellapaToB, CBs3aHHas C OrPaHMYEHHBIM OOBEMOM
JaHHBIX, B COYETAHUMU C KpayiHe BBICOKOM CTOMMOCTBIO
Tepanum co3jaeT 3HauuTeAbHbIe Oapbephl A4S AOCTyIIA
MMallIeHTOB K JAedeHuIo. AAas TpeoAOAE€HUs] DTUX

OrpaHI/I‘IeHI/IIZ BO MHOTUX CTpaHaX IIPpMMEHsIeTCS

7. O0cyxaenme

ITpeacraBaeHHble IpUMepPHI A€MOHCTPUPYIOT, UTO
yCIienmiHoe pa3BUTHE CUCTEM IIOMOMIIM ITallMM€éHTaM C
peaxumMnu 3a00/€BaHISIMIL B Ppa3HBbIX CTpaHaX CTPOUTCA
Ha couyeTanmm IIOAUTNMYECKOIO npuopnrera,
I/IHCTI/ITyLII/IOHaAbHOfI KoopauHaniii " MHTErpannm
MYyAbTUCEKTOPAAbHBIX VHCTPYMEHTOB. chaHL[I/Ii[,
obaajgasd oaHONM 13 HamboJlee Pa3BUTHIX MoOJeAell B
EBpone, OIIMpaeTcs Ha HallOHa/AbHbI€  IIAaHBbI,

MEe>XXBEe4OMCTBEHHOE B3alIMOAEVICTBUE, Ppa3BUTYIO Ce€Tb

https://doi.org/10.32921/2663-1776-2025-60-4-jhd011

DTAIIHBIN II0AX0A, peAycMaTpUBaIO Uil Kak
YCAOBHYIO  PerucTpauuio, TaK 1  BPeMeHHOe
BO3MeIlleHNe  IIpellapaToB  Ipu  00sA3aTeAbHOM

rocAeAyioieM cOope AaHHBIX peaAbHON KAMHIIECKO
MPaKTUKIN.

Ha srame perucrpanum opdasHHbIe IIperraparsl
MOTYT OBITh 0400peHHI Ha ycaoBusix coopa RWD (Real
World Data). Taxkme MexaHM3MBI IIpeiyCMOTpPEHEI B
crpanax Espomerickoro Coroza [23], B nmonun [24],
bpasmaun [25] n B Caygosckoit Apasum [26]. D10
II03BOAsIeT YCKOPUTD AOCTYII K Teparyy IIPU BBEICOKOIL
CTEIIeHU HeOIpeAeAeHHOCTM, COXpaHsAs IIpY BDTOM
KOHTPOb 3a ee 9PPeKTUBHOCTHIO 11 OE30I1aCHOCTHIO Ha
IIOCTPETUCTPALIIOHHOM DTaIle.

Ha sTare Bo3MeIleHN:sI NCIIOAB3YIOTCS Pa3ANIHbIe
CXeMBI yIIpaBAsieMOro Joctyma (managed entry
agreements), BKAIO4as MOJeAM OILAAThl 3a pe3yAbTaT
(outcome-based agreements), ocobeHHO B OTHOLIEHUN
TeHHOJ M KAeTOYHOM Tepanuu. BOTU IOAXOAbI
IIO3BOASIOT ~ CHU3UTb  PUCKU  HedPPeKTUBHOIO
UCIIO/b30BaHNs PECypPCOB M IIOBBICUTH yCTOIYUBOCTD
pemeHnii O BKAIOYEHMM Tepamuy B  CUCTEMY
¢unancuposanna. C60p JaHHBIX peaAbHON MPaKTUKA
obecrieynBaeT OCHOBY AAsf OLIEHKM KAMHIYECKOI]
9} PeKTUBHOCTI " MIOATBEP>KAEHIIS
11e1€cO00Pa3HOCTH IIPOAO0/AKAIOIIETOCS BO3MEIeH .

Yeurenue pou  nayueHmckux —opaHudAuUL U
MEXCeKMOPArbHO20 63aUMODetictneus

Bo Bcex M3y4eHHBIX CTpaHax Ipa’k4aHCKoe yJacTue
CTaJ0 Ba’XHBIM ApaliBepoM m3meHeHui. [larnenTckue
oopeannenns (Harmpumep, Alliance Maladies Rares Bo
®pannun)  BAMAIOT — Ha

IIpUHITIIE pGMEHMﬁ,

paspabarpiBailoT  oOpasoBaTeAbHBlE — MaTepuaabl,
y4acTBYIOT B (POPMUpPOBaHMM HOPMAaTMBHOM Oa3bl.
Me>KkceKTOpaAbHBIA IIOAXOA, BKAIOYAIOI UI1
34paBoOXpaHeHIe, 00pa3oBaHIie, COIMAABHYIO 3alUTy
U TPYyZOBYIO cdepy, IMO3BOASIET CTPOUTH CUCTEMY
MOAJZEP>XKKM, OPUEHTUPOBAHHYI0O Ha IIOTPeOHOCTH

KOHKPETHOTO IManyeHTa 11 €ro CEMbIIL.

LIEHTPOB KOMIIeTEHIMII U IIeHTpaAM3OBaHHBIN y4eT
nanuenTtos 4epe3 BNDMR. B JSImonum kaiodeBnIM
MHCTPYMEHTOM YCKOPEHHOTIO AOCTyIHa CTaJa cucTeMa
YCAOBHOTO paHHEro 0400peHNsI ¢ 00s3aTeAbHBIM
MOCTPerncTparIOHHbIM cbopom AQHHBIX B
CIelMaAM3UPOBAaHHBIX ~ IIeHTpaX, YTO IO3BOASET
KOHTpoAUpoBaTh dPPeKTUBHOCTL ¥ 0e30IacHOCTh

Tepanuu Ipy OrpaHMYeHHON J0Ka3aTeAbHOI Oase.
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B Bpasnanm, HecMOTpsI Ha BBI3OBBI, CBs3aHHBIE C
¢unancuposanneM wu cy4eOHBIMM —MexaHU3MaMM
oOecrieyeHNs1 JOCTyTla, peaAM3yIOTCA IIpOrpaMMBbI
pacIpeHHOTO

CKPUHMHTA, pasBuTHe

IPPOBBIX
rmaarpopm  Moumropunra. Cayaosckas — Apasus,

CIIeMaAM3MPOBAHHLIX  I[EHTPOB U
HaxoAsACh Ha DTalle aKTMBHOM TpaHcpopMalyyn
CHUCTEMBI 34paBOOXpaHeHUs, (OpMUpPYeT eANHYIO
unppoByl0  MHPPACTPYKTYpPy,  MHTETPUPYIOLIYIO
TeHOMHBIE MHUIIMATUBLI, TeAeMeAUIIMHY U PEeTUCTPHI,
4TO 3aKAaAbIBaeT OCHOBY A4s KOMILAEKCHOTO y4yeTa I’
IIePCOHAAM3UPOBAHHOTO MOAX0Aa.

CpaBHUTEAbHBINI aHAAM3 IIOKA3bIBaeT, 4TO BHe
3aBUCUMOCTM OT MCXOAHBIX YCAOBUII ¥ MOARAU

8. BEIBOABI

AHaAn3 MeXXAYHapOJHOIO OIIbITa ITOKAa3bIBaeT,
9YTO BHE 3aBMCUMOCTM OT 9SKOHOMMYECKOIO YPOBH:
CTpaHbl, OPTaHU3ALVIOHHON MOJeAM 1AM MaciiTaba
CHUICTEMBI 3ApPaBOOXpPaHEHMUs, IIOMOINb IallyieHTaM C
TpeOyeT
rnoaxoda. KaaAplI M3  pacCMOTPEHHBIX — KeVICOB

peakumy  3ab04eBaHUAMU CICTeMHOTO
AEMOHCTPUpPYeT YHUKAABHBI IIyTh TpaHcpopManmy,
COOTBETCTBYIOIINII A0KaAbHOMY KOHTEKCTY, HO B TO >Ke
oO1ne

Me>XCEKTOpaabHasl KOOpAMHaNV 1 TOCyAapCTBEHHOE

BpeM:l OTpa)Ka}OH_U/If/I IIPUHIIUIIBI:

ANAePCTBO, aKTVBHOE y4dacrue ITalIIMEeHTCKMX

OopraHmsauuit B $opmuposanmn MOAUTUKH,
unppoBU3anMA INPOIeCcCOB AMAarHOCTMKM, ydeTa U
MOHUTOPMHTA, BHe/peHIe MHHOBAIIMIOHHBIX
MeXaHM3MOB AeKapCTBEeHHOIO oOecrieueHMs], pa3BUTHe
IporpaMM CKpMHUHTa 1 QYHKIIMOHMPOBaHMe IIeHTPOB
KOMIIeTeHIIMII KaK OIIOPHBIX 3B€HbEB CYCTeMBI.

Aas  crpan  CHI, obaagamommux CcXoAHBIMU
MCTOPUKO-TIPaBOBBIMU MPEAIIOChLAKAMM ¥ BBI30BaMI,
MeXAyHapoAHble TIOAXOABI M MHCTPYMEHTHI MOTYT
CAY>XXUTh He 0Opas3IioM IIPsSMOIO KONMpPOBaHWUA, a
OTHpaBHOM

TOYKOU AN nepeoCMbICACHIIST

Aurtepartypa

https://doi.org/10.32921/2663-1776-2025-60-4-jhd011

3ApaBOOXpaHeHNs, KAIOYEBBIMU BeKTOpaMU
YCTOMYMBOTO Pa3BUTUs CHUCTEM ITOMOIIN IaljieHTaM C
peaxuMu 3a001eBaHUSAMU SIBASIOTCA: TOCYyAapCTBEHHOe
AUAEPCTBO U AOATOCPOYHAs CTpaTerus, HaAudue
LIeHTPOB KOMIIETeHIIMI KakK sijpa MapHIpyTU3aluu U
HaKOIIA€HNs DKCIIePTU3HI, NUQPOBU3aIN ITIPOLIECCOB
AVMATHOCTUKM, y4deTa UM MOHMTOPUHTa, WHTerpalms
RWD B mnponecc HpuHATUS pelleHMUI], a Takxke
MHHOBAaLIIOHHbIE ~ MeXaHM3Mbl  (pUHAHCUPOBaHI,
BKAIOYasl yIIpaBAsSeMBli AOCTYII M OILAaTy 3a Pe3yAbTar,
OCOOEHHO  aKTyalbHBlE A4S  BBICOKOCTOMIMOCTHBIX

T€HHBIX U KA€TOUYHBIX TEXHOAOTUIA.

COOCTBEHHBIX MO,ZI,e/leI?I OKa3aHIiA IIOMOIIIN.

Wcnoap3oBaHme  1200aAbHBIX  MH(OPMaLVIOHHBIX
pecypcoB, ydacTie B DKCIIEPTHBIX COOOIIecTBax U
permoHaApHBIX I11aTdopMax, pas3BuTye LNUPPOBOIL
MHQPPACTPYKTYPhl U MEXAVCIUIIAMHAPHBIX KOMaHJ
IIO3BOASIIOT IIOCTelleHHO (OopMUpOBaTh IaIlMeHT-
LIEHTPUYHBIE CUCTEMBI IIOMOIIINL.

CerogHst BOIIpoc peaknx 3a001eBaHNIT BBIXOANT 3a
IpejeAbl KAWHWYECKOI IIOBECTKM - OH CTaHOBUTCS
UHAVIKaTOpOM

3peaocTu u COLIVIaAbHOM

OTBETCTBEHHOCTU CHICTEMEI 34paBOOXpPaHEHTL.
VHTerpaiiis HaKOILA€HHOTO MeXKAYHapOAHOTO OITBITa,
aJanTUPOBaHHOIO Iog peaaun crpan CHI, moxer
CTaTb OCHOBOM AAsl CO34aHUsI CUCTeM, B KOTOPBIX
KaXABIMl TalMeHT, He3aBUCMMO OT HO30A0TUH,
IMOAYYNT CBOEBPEMEHHYIO U KBaAM(PUIIMPOBAHHYIO
ITOMOIITb.

Kondaukr mHTepecoB. ABTOPHI 3asBASIOT 00
OTCYTCTBUU KOH(PAUKTOB UHTEPECOB.

®unancuposanue. Her.

Bkaaa aBsTtOopoB: Bce aBTOpHI IIpouMTaan,

COTAaCMAMCh C OKOHYATEeAbHON BEPCUEN PYKOIIVICIAL.
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Cupexk Ke3geceTiH aypyaapbl Oap HayKacTapra KoMeK KepceTyai YibIMAacThIPY:
XaabIKapaablK TaXipuOe kaHe TM/ eaaepiniH gaMy BeKTOpAaphl

Mvcuna H. 3.1, Apuniosa T. V. 2, Pymsianes A. .3

1TMA OpdaHABIK KOHCOPIIUYMBIHBIH aTKapyIIsl AnpekTopsl, CeueHOB yHMBepcHTeTiHIH JeHcayAbIK caKTayAaFbl KOKXKIEKTepAi CKaHepaey
>KeHiHJAeTi capanTaMaabIK-TaA4ay OpTaAbIFs! OaCIIBICEIHEIH OphIiHOacapsl, Mackey, Peceit Peaeparsacs
2TMA OpdaHaBIK KOHCOPIIUMYMBIHEIH BuIle-TIpe3nenTi, Osbexcran Pecrybankacs FRLABIM akaaeMUACHIHBIH AJaM MMMYHOAOTHACH MeH
TeHOMMKAChl MTHCTUTYTBIHBIH AUpeKTOphl, TamkeHT, ©OsbexcTaH
3TMA OpdaHABIK KOHCOPIIMYMBIHEIH ITpe3uenTi, AMurtpuii Porades aTeiHAa¥sl basasap reMaToAOTIMACH, OHKOAOTVIACH JKoHEe MMMYHOAOTHACEH

YATTBIK MeAMIIMHA 3ePTTey OpTaAbIFbIHBIH Ipe3ulenTi, Mackey, Peceit ®eaeparusico

Tyiingeme

Cupek kesgeceTin (oppaHABIK) aypydap AeHcayAbIK CaKTayAblH MaHBI3ALI Maceaeci 00abm TaOblLaaasr: Oykia
aaem OoripiHma 300 MuaanonHas actaM ajdaMm 7000-HaH acTaM OChIHAal HO3040TMsAapAbIH OipeyiMeH eMip cypeai.
OaapapiH Kenmriairi 0aaaablK IakTa KopiHeAl KoHe aybIp CO3bLAMaAbl aFbIMMeH bipre sxypeai. 2025 5Kb1A4BIH MaMBIP
abiHda AyHUEXY3iaik deHcayaplk cakray accamOaescer 4ACY WHA78.11 xapapslH KaObla4ar, alFall peT CUpeK
Ke3JeceTiH aypyAapabl >kahaHABIK OacbIMABIK peTiHAe aHbIKTaAbL.

Bbya moayaps MakcaThl KapapAbIH HETi3Ii epeskeaepiH >KoHe 04apAbl AeHCayAbIK CaKTayAblH apTypAi yAariaepi
Gap eagepae — Ppannua, Xamonwms, bpasmansa xene Caya ApabuscbiHAa eHrizy MbIcalddapblH Tadjay OOABII
TabbBLAAABL.

Aepekrepai isgey xoHe ipikrey 2018-2025 Xblagapra apHaAFaH pecMM MeMAEKeTTiK >KoHe XaAbIKapaaAblK
AepeKKoe3AepAi, FRLABIMU OacklABIMAapAbl JKoHe TadAaMablK, ecelTepi naiidalaHa OTBIPHIII KY3eTe achIPBLAALL

Taaaay cupek aypyaapsl Oap HaykacTapFa KeMeK KepceTy KylieAepiHiH OpHBIKTB AaMybl YATTBIK CTpaTerusiaap
MeH >KOcIapAapAbl 93ipaey MeH icke acBIpyAbl, KY3bIpeTTep OpTaAbIKTapbIH KYPYABl, IUPPABIK MHPPaKYPHLABIMABL
AAMBITYABl, HaKTBl KAMHUKAABIK ToXipmbOe JAepeKTepiH WHTeTpalysalayAbl, COHAAli-aK MHHOBAIIVIABIK
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Kap>KbLAAHABIPY TeTiKTepiH (0acKapbhlAaThiH KOAXKETIMAiAiK, HOTVKeTe aKbl Teley >KoHe T.0.) KOAAaHyABl Tadall
eTeTiHiH KOPCeTTi.

AJbBIHFaH HOTUKeAepAi >KepriaikTi KOHTEKCTiHi eckepe OTBIPBLIN, YATTBIK TociaAepAi KaAbIITacThIPY YIIiH
nalgaAaHblAybl MYMKIiH.

Tyitin cesaep: cupek KesgeceTiH aypyaap, opdanavik npenaparrap, WHA78.11, AACY, cupek ke3deceTiH
aypyaap crpareruscel, oppaHAbK opTaaskrap, TM/J OpdaHAbIK KOHCOPIINYMBL
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Abstract

Rare diseases are a significant healthcare challenge, affecting over 300 million people worldwide across more than
7,000 conditions, most of which manifest in childhood and have a severe chronic course. In May 2025, the World
Health Assembly adopted WHO Resolution WHA78.11, formally recognizing rare diseases as a global health priority.

This review aims to analyze the key provisions of the resolution and their implementation in countries with
different healthcare models: France, Japan, Brazil, and Saudi Arabia.

Data were collected from official governmental and international sources, scientific publications, and analytical
reports from 2018 to 2025.

The analysis shows that sustainable development of rare disease care systems requires the development and
implementation of national strategies and plans, the establishment of centers of expertise, the advancement of digital
infrastructure, the integration of real-world data, and the application of innovative financing mechanisms, including
managed entry agreements and outcome-based payment models.

The findings may inform national approaches tailored to the local context.

Keywords: rare diseases, orphan drugs, WHA78.11, WHO, rare disease strategy, orphan centres, CIS Orphan
Consortium.
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