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AHHOTAIUSA: CTaThsl TMOCBSAIICHA KOMIDIEKCHOMY WHCTHTYIIHOHAIIEHOMY aHAJN3y CHUCTEMBI JIEKapCTBEHHOTO
oOecrieueHus MalUeHTOB ¢ opdaHHbIMK (peAKUMH) 3a0oneBaHusIMu B Poccutickoit @enepanuu. Llens uccnenopa-
HUS — BBISIBJICHHE KITFOUEBBIX CTPYKTYPHBIX 3JIEMEHTOB CUCTEMBI, HISHTH(UKAINI CUCTEMHBIX TIPOOIIEM U Orpe/ie-
JIEHWE TIePCIIEKTHBHBIX HAIPaBIICHUA €€ COBEPIICHCTBOBaHMA. B paboTe paccMoTpeHa MHOTOYpOBHEBAs CTPYKTYpa
OpraHu3aluy MEAUIUHCKON OMOIIH U JIEKAPCTBEHHOTO oOecrnieueHus, GheaepaabHblil 1 perHOHaIbHBIN YPOBHH, a
TaKXe AEATeNbHOCTh CIEIHATH3UPOBAHHBIX (OHAOB, B HacTHOCTH Ponaa «Kpyr mobpa». [IpoBenen ananus HOp-
MaTHUBHO-TIPaBOBOM 0a3bl, peryIupyroliel oopamieHre u GUHAHCHPOBaHUE OP(QaHHBIX MPETapaToB.

MeTo10510THYECKYIO0 OCHOBY HMCCIIEIOBAHMS COCTABUIIM CUCTEMHBIN U MHCTUTYLIMOHAJIBHBINA OXOAbI, KOHTEHT-
aHaJ N3 HOPMATUBHBIX aKTOB M HAYyYHOH JuTEepaTyphl, a Takke SWOT-ananu3. B pesynsTaTe ucciaeaoBaHus BBISIB-
JIEHBl OCHOBHBIE MTPOOJIEMBI CHCTEMBI: (DMHAHCOBAs W OpraHW3alMOHHAs (parMeHTaIus, HallnIne «TepareBTude-
CKOTO OOpbIBa» TIPH JOCTH)KCHHUU TAIIMEHTAaMHU COBEPIEHHOJIETHS, PETHOHANBHAS AUCIIPOTIOPIIUS B JOCTYITHOCTH
JICUCHHS, & TAKXKE PETyIsATOPHBIE Oapbepbl U HECOBEPIICHCTBO CUCTEMBI BEJICHHSI PETUCTPOB manueHToB. O00cHO-
BaHa HEOOXOAMMOCTh JajbHEHIICH [EHTPaIH3alnuy 3aKyloK W (DMHAHCUPOBAHMUS, CO3JJAHHS €MHOTO MCTOYHHKA
JUTSE BCEX TAIMEHTOB, HE3aBHUCHMO OT BO3pacTa, W COBEPIIEHCTBOBAHUS MEXaHHM3MOB (hapMaKOdIKOHOMHUYECKOH
OIICHKHU M PETHCTPAIlUK OPPaHHBIX MMPETIapaToB.
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The system of drug provision for patients with rare diseases in the Russian Federation:
institutional analysis, key problems and development prospects

Abstract: this article is devoted to a comprehensive institutional analysis of the system of drug provision for pa-
tients with rare diseases in the Russian Federation. The purpose of the study is to identify the key structural ele-
ments of the system, reveal systemic problems, and determine promising areas for its improvement. The work ex-
amines the multi-level structure of the organization of medical care and drug provision at both the federal and re-
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gional levels, as well as the activities of specialized funds, particularly the «Circle of Kindness» Foundation. An
analysis of the regulatory framework governing the circulation and financing of orphan drugs was conducted.

The methodological basis of the study consisted of systemic and institutional approaches, content analysis of
regulations and scientific literature, as well as SWOT analysis. The study revealed the main problems of the sys-
tem: financial and organizational fragmentation, the presence of a "therapeutic gap" when patients reach adulthood,
regional disparities in the availability of treatment, as well as regulatory barriers and imperfections in the patient
registry system. The need for further centralization of procurement and financing, the creation of a united source
for all patients, regardless of age, and the improvement of mechanisms for pharmacoeconomic assessment and reg-
istration of orphan drugs is substantiated.
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BBeaenne 3a nmocnexpnue roael B Poccuiickoit ®denepanu

Opdannsle, nin peakue, 3a00JIeBaHUSI UMEIOT 00- OpU1a chopMHUpOBaHA MHOTOYPOBHEBas CHCTEMa Jie-
IIMPHYIO T€TEPOreHHYI0 TPYIILY >KU3HEYTPOKAIOIINX KapCTBEHHOTO OOecredYeHus] JaHHOW  KaTerophu
WIN XPOHUYECKU MPOTPECCUPYIOLINX MaTOJIOTHH, Xa- rpaxiaH, a UMEHHO, (eaepajbHbIC NMPOrpaMMbl, Ta-
PaKTEPU3YIOIINXCS HU3KOH pacrpoCTPaHEHHOCTHIO B KM€ Kak IporpaMMa BBICOKO3aTPAaTHBIX HO30JIOTHH
nomymsiiuu. CorilacHO 3aKOHOJATeNbCcTBY Poccuiti- (B3H), peruoHanbHbIe OOJKETHI, a TAK)KE CO3/IaHUE B
ckoii Denepaniiv, K TAKOBBIM OTHOCATCS 3a00JICBaHHS 2021 romy -cnenmanusupoBaHHoro ¢ouaa «Kpyr
¢ gactoToii He O6onee 10 ciayuaeB Ha 100 000 Haceme- mo0pa» s OKa3aHWs MOMOIIU AeTsIM. MHcTuTynmo-
Hus [1]. HecMoTpst Ha peKOCTh KaKI0T0 OTACIBHOTO HallbHasi CTPYKTypa MMEET CJOXKHYIO apXUTEKTYpYy,
3a00JIeBaHUs, UX CYMMapHOE YHCIIO BEIHKO, H, TO I7ie TIOTOKH MAalMeHTOB U (MHAHCUPOBAHUS pasjele-
pasHbIM OLIEHKaM, B MUPE UMM CTPaJalOT COTHU MHJI- HBl IO BO3PacTHOMY, HO30JIOTHYECKOMY M aJMHHU-
noHOB uenoBek. Crenuduka opdaHHBIX 3a005eBa- CTpaTMBHOMY IpUHIMIIAM. Takoe pa3zaesieHue, pemas
HUI 3aKII0YaeTcs He TOJIbKO B CIIOXKHOCTH JMArHO- OJIHU 33J1a4YH, MIOPOXKJIAET HOBBIE BHI3OBHI, CBSI3aHHBIE
CTHKH M BEJECHHS MAIMEHTOB, HO M B YPE3BBIYAHHO C KOOpAMHAIMEH, MPEEeMCTBEHHOCThIO U PaBEHCTBOM
BBICOKOI CTOMMOCTH JICUEHHUSI, B IEPBYIO OUepeab Me- JOCTyma K Tepanud [4, 5].
JUKaMeHTo3Horo. Pa3paboTka W MpPOM3BOJCTBO Tpe- Lenpio paboTs! sIBISETCS MPOBEAECHNE WHCTUTYIIH-
MapaToB JJIsl MaJOYUCIEHHBIX T'PYMI MalMeHTOB CO- OHAJILHOTO aHallM3a CHUCTEMBI JIEKAPCTBEHHOTO obec-
HPSDKEHBI ¢ KOJIOCCAIBHBIMHU M3JIEPKKAMH, YTO JeJIaeT ME€YEHHs MAMEHTOB ¢ OphaHHBIMU 3a00JICBaHUSMH B
X OJHMMH M3 CaMbIX JIOPOTHX B MHUpe, (HOpMHPYs P®, BrIsiBIEHUE KIIIOYEBBIX MPOOJIEM U OMpeiesieHUe
3HAYUTEIBHYIO Harpy3Ky Ha CHCTEMBI 3[IpaBOOXpaHe- MyTeN UX pelIeHHs.
Hus [9]. Takum 00Opa3om, MMpoOBeeHHE KOMILIEKCHOTO aHa-

AKTyaJbHOCTh NPOOJIEMBI JIEKapCTBEHHOro obec- JM3a CIIOKUBIIEHCS HHCTUTYLMOHAJIBHOM MOJENH,
NeYeHrs NarueHToB ¢ OpQaHHBIMU 3a00JICBaHUSIME B BBISBJICHHE €¢ CWJIbHBIX U CIIA0bIX CTOPOH, a TaKXke
Poccun o0ycioBieHa kak MEAMIIUHCKHMH, TaK M CO- OTIpe/IeTICHNE TEPCIIEKTHB €€ TalbHEHIIero pa3BUTHs
UaJIbHO-3KOHOMHYEeCKMMHU  (pakTopamMu. C  opHOU SIBJIAETCSl KpallHe Ba)KHOM HAy4YHOM M IPaKTHUYECKOU
CTOPOHBI, Pa3BUTHE T'€HETUKH ¥ (hapMaleBTUIECKOM 3a/1a4ei.
WHAYCTPUH TPUBOAUT K MOSIBICHUIO MHHOBAIIMOHHBIX, MartepuaJibl 1 MeTOABI HCCJIeT0BAHMIA
3a4acTyI0 MAaTOTEHETUYECKHX METOOB JEUEHUs, CIIO0- HccnenoBanne OCHOBaHO Ha NPUMEHEHHH COBO-
COOHBIX KapJHHAIbHO W3MEHHUTH MPOTHO3 M Ka4eCTBO KYHNHOCTH OOILEHAYYHBIX WU CIELUAIBHBIX METOHOB.
Kr3HU manueHToB. C Ipyroi CTOPOHBI, obeceueHne HNudopmarmonHoii 6a30i TOCTYKUIN HOPMATHBHO-
JOCTyna K TakUM IHpenaparaMm TpeOyeT CO3AaHus npaBoBble akThl Poccuiickoit denepanuu, peryiupy-
YCTOMYMBBIX M 3(PGEKTHUBHBIX HMHCTHTYLMOHAIBHBIX one cdepy 3ApaBOOXpaHEHUsT U 0OpaIleHus JeKap-
MEXaHN3MOB (prHaHCHpOBaHUS W opranm3anud. Kax CTBEHHBIX CPEJCTB, a MMEHHO DenepanbHblii 3aKOH
ormeuaroT A M. Taiinyk, S1.B. BmacoB u E.}O. 3axa- Ne61-03 «O6 obpareHun JeKapCTBEHHBIX CPEICTBY»
poBa, HECMOTpPsl Ha NOCTUTHYTBHIA MHporpecc, B 3TOU [6] u [Toctanornenus IpaBurensctBa PO [7]. Takxke
cdepe coxpaHseTcs psl aKTyaJbHBIX MPOOIEeM, Tpe- MIPOaHANU3UPOBAHBl HAYyYHBIE ITyOJIMKAIMH POCCHIi-
OYIOIIMX CUCTEMHOTO pemeHus [3]. CKHX aBTOPOB I10 TeMe OpraHu3auy U (UHAHCUPOBa-
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HUSI JIEKAPCTBEHHOTO 00ecreyeHus mpu peaKux 3abo-
neBaHMAX 3a mepuox ¢ 2015 mo 2025 rr., mpencras-
JIEHHBIC B CIUCKE UCTOYHUKOB [1-15]. Micromb30BaHbI
JaHHbIE W3 OTKPBITHIX HMCTOYHWKOB, OTYETHl MUHU-
crepcTBa 3/paBooXpaHeHuss PO u aHanmuTHueckue
0030pHI.

MeTomoorn4ecKkoil OCHOBOW PadOTHl BBICTYIIHI
WHCTUTYLIMOHAJILHBIN aHajn3, HallpaBJICHHBIA HA U3Y-
geHne (HOpPMaTbHBIX U He(DOPMaNTBHBIX MPABHII, HOPM
W OpraHu3anuii, (OpPMHPYIOIIMX CHUCTEMY JeKap-
CTBEHHOTO obecrieueHus. B paMkax TaHHOTO Moaxoaa
paccMaTpUBAIUCh PO U (YHKIUH KIFOYEBBIX aKTO-
pPOB (OpPraHoB BJIACTH, MEAULMHCKHUX OpraHU3aLui,
(hOHIOB, MAIMEHTCKUX COOOIECTB) M MEXaHU3MBI UX
B3aUMOJICHCTBUA.

[IpumeHsicss CHCTEMHBIN IOAXOJ, YTOOBI pac-
CMOTpETh JIEKapCTBEHHOE oOOecreueHne KaK CIIOXK-
HY!0, MHOTOYPOBHEBYIO CUCTEMY, COCTOSIIYIO U3 B3a-
WMOCBSI3aHHBIX TOACHCTEM ((eneparbHOi, pPeruo-
HAJNBHOI) U 3eMeHTOB ((hMHAHCHpPOBAHHE, 3aKYIIKH,
JIOTUCTHKA, PETYJTUPOBAHHE).

s BBISBIEGHUS CHIBHBIX M CHaOBIX CTOPOH, a
TaKXKe BO3MOXKHOCTEH W YIpPO3 DPa3BUTUS CHCTEMBI
ucnoiabr3oBad Metoa SWOT-ananm3a. Takxke B pabote
UCIOJb30BAINCh METO/bl KOHTEHT-aHallu3a HOpMa-
TUBHBIX JOKYMEHTOB M Hay4YHOH JIUTEpaTyphl, CpaB-
HUTEIBHOTO aHajIu3a JAJsl COMOCTABICHUS Pa3IUYHbIX
MEXaHU3MOB O0eCIIeUeHMsI U CTATUCTUYCCKUH aHaIIn3
U1 00pabOTKH KOJIMYECTBEHHBIX JaHHBIX.

Pe3yabTaThl 1 00CyxKIEHUS

WHcTUTYyIIMOHANBHAS CTPYKTypa CHUCTEMBI JIeKap-
CTBEHHOTO O0€cIeueHHs MalUeHTOB ¢ OpdaHHBIMU
3aboneBanusMu B PO sBnsieTCsI MHOTOKOMITOHEHTHOU
U Hepapxudeckoil. Ee MOXHO YCJIOBHO pa3leiuTh Ha
HECKOJIbKO YPOBHEH, KaXIbli M3 KOTOPBIX HMEET
CBOIO 30HY OTBETCTBEHHOCTH U MCTOYHHMKH (PUHAHCH-
pOBaHMSL.

1. ®enepanbHbIil ypoBeHb. Ha aTOM ypoBHE OTBET-
CTBEHHOCTb 32 JIEKAPCTBEHHOE O0ecIieueHne paszerie-
Ha MEXIy HECKOJIbKHMH IporpaMMamu. Bo-nepBhIx,
310 Tporpamma «14 BBICOKO3ATPaTHBIX HO30JIOTHID)
(14 B3H), xoTopast meHTpaJIn30BaHHO (hPMHAHCHPYET-
csl U3 QenepanbHOro OroKeTa. XOTs B 3TOT MEPEUYCHb
BXOAST W HEKOTOpble opdaHHbIe 3a00JIeBaHUs, OH
OXBaTHIBACT JIMIIb MAIyI0 WX 4YacTh. BoO-BTOpBIX,
KIIFOUEBBIM HMHCTUTYTOM, co3fgaHHbIM B 2021 rony,
ctan ¢poua «Kpyr nobpa». Ero nesrenbHOCTH Hampas-
JeHa Ha obecriedeHue feTei 10 18 mer (B HeKOTOpPhIX
ciydasx 10 19 jer) moporocTosmMMHU IpenapaTramMu,
HE 3aperuCTPUPOBAaHHBIMU B PD, 1nu He BXOASAIIMMU
B CTaHJIAPTHBIE MEpPEYHU JBIOTHOTO OOECIeUYeHUs..
OunaHcupoBaHue (OHIIA OCYIIECTBISIETCS 32 CYET
noBblieHHON ctaBku HJIDJI ans rpaxkaan ¢ BHICOKU-
MU JIOXOJaMH, YTO CO3JaJI0 HOBBIH, LIEJIEBON HCTOU-
HUK cpeactB. Kak ormewaror JI.B. Eroposa u A.P.
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babasn, cozganue QoHma cTano MpopbHIBOM B pelie-
HHHU TIpo0IIeM neTckol opdanHoi naTomoruu [8]. On-
HAaKO ero MaHJaT OTPaHW4YEeH BO3PACTOM MAIlHEHTOB.

2. PernonansHblii ypoBeHb. OCHOBHAs (HHAHCO-
Basg Harpys3ka Mo 00ecHeueHHI0 B3POCIBIX MAIUEHTOB
¢ ophaHHBIMHU 3a00JICBAHUSIMHY, HE BXOIAIINMHA B (he-
JepalbHbIE TPOTPAMMBI, JIOKUTCS Ha OIOIXKETHl CyOB-
exktoB P® u coszpmaer riaBHylo mpobjeMy CHCTEMBI —
BBIPOKEHHYIO PErHOHAIBHYI0 T€TePOreHHOCTh. YPO-
BEHb OIO/KETHOW 00eCIeYeHHOCTH PErHOHOB pasiiu-
4aeTcsl B pa3bl, YTO HANPSAMYIO BIUSET HAa MX CHOCOO-
HOCTP 3aKymaTh J0porocTosmme npenapatsr [9]. H.B.
KocskoBa Ha mpumepe cyonpexTtoB FODO memonCcTpH-
pYeT, 4TO BO3MOKHOCTH M YIPO3bl Uil CUCTEMBI Jie-
KapCTBEHHOTO O0ecIieueHNs B 3HAUUTEIbHOM CTENeHN
OTIPEAETISIOTCS SKOHOMHUYECKHM TIOTEHIIHAJIOM PErH-
OHa, KOTOPBI NPUBOAMT K HEPABEHCTBY AOCTyIa K
JICUCHHUIO U BI)IHY)KI[CHHOﬁ MUrpanym IanyvueHTOB B
Onaromnonyynsle pernossl [10]. Ykazanubie (hakTopbl
00yCIaBIMBAIOT PAJ KIIOYEBBIX MPOOJIEM HHCTUTY-
UOHATFHOH CTPYKTYpBI, KOTOpbIe TpeOyIOT HeMe-
JICHHOTO PEeIIeHUs JIJs TOBBIIEHUS 3(P(HEKTUBHOCTH
BCEU CHCTEMBI.

KitoueBbiMu  mpoOiieMaMy  MHCTHUTYIHOHATBHOM
CTPYKTYPBI ABJISIOTCS:

1. ®parmeHTanus U OTCYTCTBUE €IMHOIO LIEHTPA
orBeTcTBeHHOCTH. CHCTeMa pasjiesieHa 10 MEHbLIeH
Mepe Ha TpW mmoroka: mporpamma 14 B3H, d¢onn
«Kpyr nobpa» (metw) um perHOHANBHBIE OFOKETHI
(B3pOCHBIE) M YCIOXKHSET MapUIpPyTH3AIMHUIO TalHeH-
TOB M cO3/1aeT OropokpaTuieckue dapbepbl. Kak cripa-
BennuBo ykasbiBaeT A M. [Maiinyk, oTcyTcTBUE €OUHO-
ro KOOPJUHAIIMOHHOTO IEHTpa SIBISIETCS CEePhe3HBIM
HeJlocTaTkoMm [2].

2. IlpobiieMa «TepaneBTUYECKOIO OOpbIBA» WU
«aponactu 18+». IlanueHT, nmoxy4yaBUIMil COBpEMEH-
HOE Joporocrosiiee jedeHue 3a cuetr ¢onga «Kpyr
n00pay, MpH TOCTHKEHUH COBEPIICHHOJIETHUS JIOIDKEH
OBITH TIEpEIaH Ha OOECIICYeHHE PETHOHAIHLHOTO OFOI-
JKeTa. 3a4acTyl0 PETHOHBI OKa3bIBAIOTCS HE TOTOBHI K
OPUHATHIO TaKUX (UHAHCOBBIX O0S3aTENBLCTB, 4TO
CTaBUT M0OJ YIPO3y HEIPEPBIBHOCThL Tepanuu. lanHas
mnpobiema sIBIIIETCS OAHOM U3 CaMBIX OCTPBIX B TEKY-
et momenu [11].

3. CrnoxsHoctd (HapMaKOIKOHOMHUYECKOIO aHaau3a
u perynuposanusi. OpdaHHbIe Ipenaparbl B CUIIy Ma-
JIOTO YMCJIA TTALIMEHTOB U OTCYTCTBHS aHAJIOT'OB IIOXO
TIOTAfOTCS  CTAaHAAPTHBEIM MeToaaM (hapMaKOIKOHO-
MHYECKOH OLICHKM W 3aTPyIHSET HUX BKIIOYCHHE B
OTpaHUYUTENbHBIE MEPEeYHH U NPUHITHE PEIICHUH O
¢unancupoBannu. Kpome Toro, mporenypsl peru-
CTpallid ¥ BBO3a HE3apETHCTPHPOBAHHBIX Tpernapa-
TOB, HECMOTpsSI Ha ONpeAeleHHbIE MocaaldieHus,
OCTalOTCA CIOXKHBIMH [12].
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4. HecoBepLIeHCTBO PErHCTPOB MALMEHTOB. D-
(eKTHBHOE IUIAHUPOBAHHME 3aKYNOK M PAacXOJOB He-
BO3MOJKHO 0€3 TOYHBIX U IOJHBIX JAaHHBIX O KOJHYe-
CTBE MAIMEHTOB, UX COCTOSHHUU M MOTPEOHOCTH B Jie-
geHuH. CyIIecTBYIOIINE PETUCTPHI 3a4acTyi0 HEMOJI-

HBI ¥ TPeOYIOT JAJIbHEHIIIETO Pa3BUTHS U MHTETPALlUH
[3].

B T1abn. 1 mpencraBieHBI ONEHOYHBIC TaHHBIC O
JICKApCTBEHHOM oO0ecrevYeHNH OOJBHBIX C OphaHHbI-
Mu 3a0oneBanusMH B Poccuiickoit @eaepanum ¢ 2020
r.mo 2025 1.

Tabnuna 1
JlexapcTBeHHOE oOecrieueHne OONBHBIX ¢ opdanHbIMU 3a00neBanusaMu B PO 3a 2020-2025 rr. [13, 14, 15].
Table 1
Provision of medicines to patients with orphan diseases in the Russian Federation for 2020-2025 (estimated data).
Uucno nauueHToB B O06BemM CpeaHsisi CTOUMOCTD
Yuciio mamueHToB,
rona (be)lepaJ'IBHOM MOJTYHAIOIIHX TePAITHIO q)I/IHaHCI/IpOBaHI/ISI JICUCHUS Ha INallMCHTAa B
perucTpe (Mipn py6.) roJ (MJIH pyo.)

2020 21500 14 200 85,0 5,98
2021 24 100 17 500 150,2* 8,58
2022 26 800 20 100 185,5* 9,23
2023 29 500 22 800 210,8* 9,24
2024 32100 25 500 245,0* 9,61
2025 34 800 (mporxo3) 28 100 (mporuo3) 280,0* (mporuo3s) 9,96

Ipumeuanue: pesxuii pocm ¢ 2021 e. ceéaszan ¢ Hawarom pabomol onoa «Kpye 006pay u Hoevix dopozocmosiuux

npenapamoe 6 cxembvl le4eHUs.

Note: the sharp increase since 2021 is associated with the launch of the Circle of Goodness foundation and new

expensive drugs in treatment regimens.

C 2020 mo 2025 ron HabmromaeTcss CTaOWIIbHBINA
POCT 4YHMcIIa NanyueHToB, BKIIIOYEHHBIX B (eepaibHbIN
peructp, ¢ 21 500 no 34 800 yen. u yka3bIBaeT Ha
yIy4IlIEeHHE BBUBISIEMOCTH U y4€ra OONBHBIX C
op(haHHBIMU 3200JIEBaHUSMU B Poccumn.
OOHOBPEMEHHO C ATUM, TIOCTOSHHO YBEJINYHBAETCA U
YUCJIO HAallMeHTOB, MOJydYarlux Tepanuto, ¢ 14 200
o 28 100 yenosek. [Joyid manueHTOB, MOJIYYArOMIMX
JeUyeHWe, 1O OTHOIIEHHI0O K OOIIeMYy YHCIy
3aperUCTPUPOBAHHBIX OOJBHBIX TaKXke pacTér ¢ 66%
B 2020 roxy mo 81% (mporuos) B 2025 r. [laHHBII
pe3yNIbTaT CBHUJIETENILCTBYET O PACIIUPEHUH JIOCTyIa
K HEOOXOMMOM Teparuu.

O0véM  (uHAHCHMpOBaHMS Ha JIEKAPCTBEHHOE
obecriedeHre 3a 3TOT TEPHOJ BBIPOC Oojiee 4eM B 3
pasa: ¢ 85 mupa pyoserr B 2020 roxy a0 280 mupa
pyOuneir (mporuno3) B 2025 romy. [lpu sTom cpenHsis
CTOMMOCTh JICUEHHS Ha OJHOI0 MAalMeHTa TaKxKe
JEMOHCTPHUPYET €KETOAHBI POCT, YBEIWYHMBIIUCH C
5,98 mun pyOneit B 2020 rogy 10 HPOTHO3UPYEMBIX
9,96 miH py06:eii B 2025 roay B cBsi3u ¢ uHQISILKEH,
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TaK W C BKIIOYEHHEM B TMEpPEYeHb JOPOTUX H
WHHOBALIMOHHBIX MPENapaToB, a TAKXKe C POCTOM LIEH
Ha YK€ HCIIOJIb3yEeMBbI€e JIEKapCTBa.

B nenom, npencTaBneHHbIe JaHHBIE YKa3bIBAIOT Ha
MO3UTUBHYIO JHHAMHUKY B CHUCTEME JIEKapCTBEHHOTO
oOecrieyeHus MaIMEeHTOB c op(aHHBIMU
3aboneBanusiMu B P®.  VYBennuenue — umcna
3apEeruCTPUPOBAHHBIX  MALMEHTOB, POCT  OXBaTa
Tepanued W 3HAYMTENBHOE TMOBBINICHHE O0BEMOB
(uHAHCUPOBAHUS TOBOPAT O TOM, YTO TOCYIApCTBO
ynenser Bc€ Oosbliie BHUMaHUs 3Toi chepe. OnHako
pOCT CpeZiHel CTOMMOCTH JICUEHUS SIBIISETCS Ba>KHBIM
(hakTOpoM, KOTOPBI MOXET BIUATH Ha JAJIbHEiIee
IUTaHUpOBaHUE OoJpKeTa W TpeOOBaTh ONTUMH3ALUH
pacxomoB.

Jng TnoHMMaHUS BHYTPEHHHUX ¥ BHEUIHHX
(akTOpOB, BIMSIOIIMX Ha CHCTEMY JIEKAPCTBEHHOT'O
obecnieuenusi, nposeaéH SWOT-ananu3. Pesynbrate!
SWOT-ananm3a cHCTEMAaTHU3UPYIOT BHYTPEHHHE U
BHEIIHHE  (AKTOpBI, BIMSAIOLIME Ha  CHUCTEMY
CHCTEMaTHU3UPOBaHbI B Ta0II. 2.
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Tabmuna 2

SWOT-ananu3 1eKkapcTBEHHOro obecrneueH s O0IbHBIX ¢ OphaHHBIMU 3a00eBaHUsIMY B PD (OlicHKA 3HAYMMOCTH

B 6atax ot 1 mo 10).

Table 2

SWOT analysis of drug provision for patients with orphan diseases in the Russian Federation (assessment of

significance in points from 1 to 10).

CunbHble cToposs! (Strengths) Bann Cna6sle croponsl (Weaknesses) Bamn

1. Hanuuue rOCyAapCTBEHHON 1. ®parMeHTanus CUCTEMBI U HCTOYHHKOB
MOJUTUYECKON BOJNM JUIS  pEUIeHus 9 (uHAHCHPOBAaHUS 10
IPOOIIEMBI

2. Co3nanune u YCHELHOE 2. Kpuruueckas 3aBUCUMOCTh oT
¢yakunornpoBanue  porma  «Kpyr 10 pEeTHOHATBHBIX OFOKETOB IS B3POCIBIX 10
nobpay i gereit

3. CymectBoBanme  (QenepaabHBIX 3. IIpobrmema «TepameBTHYECKOTO OOPHIBAY
MEIHMIMHCKHX IIEHTPOB C  BBICOKOM 8 NP [IEpEX0Jie BO B3POCIYIO CETh 9
SKCIEPTU30M

4. Hanmume 3aKOHOAATEIEHOW 0a3bl, 4. HecoBeplIEHCTBO CHCTEMBI PETUCTPOB
ompeneNdme  craTyc  opgaHHBIX 7 TIAITICHTOB 8
GonesHei

Uroro: 34 HUtoro: 37
Bosmosxnoctu (Opportunities) Basmn Yrpossl (Threats) Bamn
1.  leHnrpammzanms  3aKylnmoK H 10 1. MakposkoHOMHYECKasi HECTaOWIBHOCTh U 9
(huHAHCUPOBAHMS IS BCEX MAIUCHTOB OFOJKCTHBIC OTPaHUYCHUS

2. PazButne OTEUeCTBEHHOTO 2. CaHKIMOHHOE JaBJICHHE, YCIOXKHSIOIIEE
NPOM3BOJICTBA Op(aHHBIX MPEnaparoB 8 HMIIOPT JIEKapCTB U CyOCTaHIMI 8
(6roaHanoroB)

3. BHeapenue HMPOBBIX TEXHOJIOTHN 8 3. VYBenuueHue 4YuUCla TAIMEHTOB 3a CUET 7
(TeneMeuIIMHA, €IUHBII PETUCTD) YIy4LIEHUs] TUATHOCTUKHU

4. Pa3BuTHe MEXaHU3MOB PUCK-IICPHUHTA 7 4. PocT 11eH Ha MHHOBAIIMOHHBIE IpENapaTsl 9
Y COTJIAIICHHUIT O pa3/IelICHUH 3aTpaT Ha MHPOBOM PBIHKE

Uroro: 33 Urtoro: 33
Ananu3 npexcraBneHHoid  Tabmuuel  SWOT- (bparmeHnTanus CUCTEMBI u HUCTOYHHUKOB

aHaJiu3a IOMOI' OLCHUTL BHYTPCHHUC W BHCUIHUC
(hakTOphI, BIUSIONIME HA CHUCTEMY JIEKAPCTBEHHOIO
obecrievyeHusl TMaIMeHTOB ¢ opdaHHBIMH 3aboieBa-
HusiMu B Poccun. OIleHKa 3HAYMMOCTH KaXJIOTO
¢dakropa no mxkane or 1 go 10 ma€r xomruiekcHoe
NpPE/ICTABICHUE O TEKYIICH CUTYAIlNH.

Cpenu CWIBHBIX CTOPOH CHCTEMbI Haubolee
3HaunMbiM (10 OamoB) sBiIsIETCSL  CcO3/laHME U
ycrenrHas pabora ¢onaa «Kpyr moOpa», KOTOpBIA
obecreynBaeT JeKapCTBAMU JIETEH C TOXKETBIMU U
peaxkumu  3a0oiieBaHusIMH. Bpicokas omenka (9
0aJUTOB) TaK)Ke JTaHa TOCYAAPCTBEHHON MTOJIUTHIECKOM

BOJIe, YTO TOBOPUT O CEPhE3HOCTH HaMEpeHUit
rocylapcTBa B  PEIICHUM  STOW  MPOOJIEMEI.
CymiecTBoBaHNE (dhenepanbHbIX MEIUIIMHCKAX

LEHTPOB C BBICOKOW dKcmepTu3oi (8 OamioB) u
HaJlMuue 3akoHoAarenbHoW Oasbl (7 OayioB) Tarkke
SBJISIIOTCSL BOXHBIMH  TpenMyInectBamu.  Oomias
cyMMa 0aJlIOB 110 CHIIBHBIM CTOpOHaM — 34.

OpHako cucTeMa MMEET U CYILECTBEHHBIE Clla0ble
CTOPOHBI, KOTOpBIE MO CBOCH 3HAYMMOCTH JIaXKe
HPEBOCXO/IST CHIIbHBIC (00mIas cymma GamuioB — 37).
HaunGonpmyro octpory (10 ©6amioB) mpeacTaBIISIOT
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(hMHAHCUPOBaHUS, a TAKIKE KPUTHUYECKAst 3aBUCIMOCTh
OT PpErHOHAJBHBIX OIPKETOB TpU 0O0eCreueHUH
B3pOCJIBIX MAlMEHTOB M CO3JaéT HEPaBEHCTBO B
noctyne K Tepanuu. [Ipobiema «TepameBTHUECKOro
o0priBay (9 0asIoB), KO/ MAIMEHTHI, IEPEX0JIs M3
JNETCKOM CeTM BO B3pOCIYI0, TEPSAIOT JAOCTYN K
JeYCHHIO, sIBISieTcs e OOHOM  KPUTUYECKOU
cnabocThio. HecoBeplIeHCTBO CHCTEMBI PETHCTPOB
nareHroB (8  0a/uioB)  TaKkKe  OCJIOKHSET
3¢ (heKTUBHOE IIIaHUPOBAHKE U YUET.

Brennsis cpena MPEJIOCTABIISET Kak
BO3MOXHOCTH, TaK ¥ YTPO3bI JJIsi PA3BUTHS CHCTEMBI.
OOm1as oueHKa Mo 00erM KaTeropusM cocTaBiseT 33
0aJuia ¥ TOBOPUT O OajlaHCe BHELIHETO BIMSHHUAL.

I'maBHO¥ BO3MOkHOCTBIO (10 GamioB) sBiseTcs
LEHTpaTu3alys 3aKyloK 1 (prHaHCHPOBaHUA AJIS1 BCEX
MAlMeHTOB, YTO MOIJIO OBl pemuTh mnpoliemy
(parmMeHTauy. Taxoke MEePCIEKTUBHBIMU
HampasieHusIMH (110 8 OaiyioB) Ha3BaHBI Pa3BHUTHE
OTEYECTBEHHOTO MPOU3BOJCTBA OHOAHAIOrOB U
BHEJIpEHHE IU(PPOBBIX TEXHOJOTHH, TaKUX Kak
TeleMEeIUIIMHA W  €AuHBIM  peructp. PasButue
MEXaHU3MOB puck-miepuHra (7 OanoB) Takxke
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paccMaTpuBaeTCsl KaK TOTEHIMATBHBIA HHCTPYMEHT
ONITUMH3AIIUH PACXOJIOB.

Cpemu yrpo3 Hambonee 3HauMMbIME (9 06auIoOB)
SIBIIIIOTCS. MaKPO3KOHOMHYECKAass HECTaOWILHOCTh H
pPOCT TIeH Ha WHHOBalMOHHBIC TIpenapaTbl Ha
MHUPOBOM pBIHKE, 4YTO HAaNpsMyK BIHSET Ha
OrO/PKETHBIE BO3MOXKHOCTH. CaHKIIMOHHOE JaBJICHUC
(8 OaywIoB) YCIOXKHSET HWMIIOPT HEOOXOIUMBIX
JIEKapCcTB U CyOCTaHIMI, co3/1aBas pUCKH NepeboeB B
MOCTaBKaX. YBEIMYCHHE YHCIA TMAIMCHTOB U3-3a
VIIy4IICHUs] ~ JTUAaTHOCTHKHM, XOTh W  SIBJSICTCSA
TO3UTUBHBIM SIBJICHHEM, HO OIICHUBAECTCS KaK yrposa
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(7 6annoB) U3-3a JONOJIHUTENFHON HArpy3Ku Ha U 0e3
TOTO OTPaHUYCHHBIC PECYPCHI.

Hrak, SWOT-ananu3 noka3pIBaeT, 4YT0, HECMOTPS
Ha CHWJIBHBIC CTOPOHBI, Takue Kak pabora Qonma
«Kpyr mobpa», cucremnpie ciaabocTH, B TEpPBYIO
ouepenb (parMeHTAIUs, MPEICTABISIOT CEPhE3HYIO

npobyiieMy. [TaBHOW  BO3MOXHOCTBIO  SIBJISICTCS
LICHTPAIHU3AIUS CUCTEMBL.

Ha ocHOBe mpoBemeHHOro aHaiM3a MOXKHO
chopMyITUpPOBaThH KJIFOUEBbBIC MPOOJIEMBI u

MPEUTOKUTh TEPCICKTUBHBIE TMYTH PAa3BUTHS, YTO
0000111eH0 B Ta0II. 3.
Tab6muma 3

HpO6J'IeMI)I U OYTU pa3BUTHA JICKAPCTBCHHOI'O obecneueHus NamueHTOB C Op(baHHI)IMI/I 3a00JI¢BaHUSIMU B

Poccuiickoit @enepanuy.

Table 3
Problems and prospects for the development of drug provision for patients with orphan diseases in the Russian
Federation.

Ne [Ipobnema [Tytu penreHus

1 | ®unancoBas wu opranmsanuonHas | Co3zmaHue eguHOTO (emepanbHOrO WCTOYHHMKA (DMHAHCHPOBAHHSA U
(parmMenTanms cuctemsl (¢enepanus, | HEHTPAIN30BAHHOTO 3aKyIIOYHOTO OpraHa Juii BceX OpQaHHBIX
peruoHsl, GoHN) MAIIMEHTOB, HE3aBUCHMO OT BO3pACTa M HO30JIOTHH.

2 [IpoGnema «repaneBTHueckoro | Pacmmpenue manaara ¢onga «Kpyr mobOpa» Ha BCeX MAIlMEHTOB WU
oOpsIBay B 18 et CO3/laHME AaHAJOTMYHOTO MeXaHM3Ma M B3pociblx. OOecneueHue

0ECIIIOBHOTO MIEPEX01a.

3 | HepaBeHcTBo noctyna K JedeHuto u3- | IlepeBox  (uHAHCHUPOBaHMS  JIEKApCTBEHHOTO oOOecHeueHus Bcex
3a pa3Hoi O10/UKETHOW | OopdaHHBIX MalMeHTOB Ha (enepajbHBI YpOBEHb JUIS BBIPABHUBAHHS
00ecIeueHHOCTH PErHOHOB BO3MOXKHOCTEH.

4 CnoxHoctTn ¢  perucrpanuedl u | Pa3pa®oTka M BHeApeHHWE CHEIMAIBbHBIX, YIMPOIIEHHBIX NPOLEAYp Ui
(hapMaKO’IKOHOMHYECKOH OLICHKOHM | perncTpalMd W OLEHKH Op(aHHBIX IPErnapaToB, BKIIOYAs MOJEIH
op¢aHHBIX IIpenapaToB pas3JieNieHNs] PUCKOB.

5 | Hemocrarounas MIOJTHOTA n | Co3maHue enuMHOro, HHTEponepadenbHOro (enepaibHOTO perucTpa
(yHKIIMOHATBHOCTD PETUCTPOB | MAMEHTOB ¢ OpP(AaHHBIMHU 3a00JIEBAHUSIMH C PETYJISIPHBIM OOHOBIICHUEM
MAIlMeHTOB JIAHHBIX.

6 | Boicokas 3aBucumocth OT uMIopra | CTUMyNIMpOBaHWE  JIOKAIM3AIMKM  TPOM3BOJACTBA M pa3paboTKu
MpenaparoB OTEUECTBEHHBIX Op(aHHBIX NPENAPATOB, B TOM UYHciIe OMOaHAJIOTOB.

Ha ocHoBe Ta0x1. 3 MOXKHO clienaTh BBIBOJI, YTO B
CHCTEME JIEKapCTBEHHOTO 00ECTIEYEeHUSs MAIMEHTOB C
opbanneiMu 3aboneBanusMu B Poccum cymectByer
PSA KPUTHYECKUX TpoOIeM, JUIs KaKJIOH U3 KOTOPBIX
MIpeJIararoTCsl KOHKPETHBIE IMyTH PEIIeHUsI.

I'maBHOM mpobnemoit cuctembl sBisiercss e€ u-
HAHCOBasi U OpraHu3alMoHHas ¢parmeHTanus (Nel),
KOTOpasi MPOSBISAETCS B pa3/elieHMH OTBETCTBEHHO-
CTH MeXAy (eaepaqbHBIM LEHTPOM, PETHOHAMH U
cHenualn3upoBaHHbIMU hoHgamu. Taxke TpUBOIUT
K HEPaBEHCTBY JIOCTYIA K JICYCHHUIO B 3aBUCIMOCTH OT
OIOKETHOW 00ECTIeYeHHOCTH KOHKPETHOTO DPETHOHA
(Ne3). B xauecTBe penieHus IpeiaraeTcsi HeHTpan-
3amusg — CO3J]aHre eIMHOTOo (peepaTbHOr0 HCTOYHNKA
(hMHAHCUPOBAHUS M 3aKYyIIOYHOTO OpTaHa.

Emé onHOl cepb&3HON MpoOIeMOol, BBITEKAIOMIEH
u3 (hparMeHTalyu, SBIACTCS «TEPaeBTUUECKUI 00-
peiB» (Ne2), korma COBEPIICHHOJETHHE MAITHEHTHI
TEPSIOT JAOCTYII K JICUCHHIO, TaK KaK (PUHAHCHPOBaHUE
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HEePEXOAUT C (helepaIbHOrO YPOBHS HA PETHOHAIb-
HBIH. [lepcriekTBOW ISl pelieHus] 3TOM TpoOIEeMBbI
sBIIsieTcsl pacmupenne Mangara gounna «Kpyr nodpa»
Ha B3POCIBIX MAIMEHTOB WIIK CO3/[aHNE aHATIOTUYHOTO
MEXaHu3Ma, 00eCIeYnBaIOEero OECIIOBHBIN Mepexo]
MEXy IETCKOM U B3pOCIION CETHIO.

CucrteMa TakKe CTaIKUBACTCA C HEAOCTATKAMH B
nHpacTpyKType U npolieccax. K HUM oTHOCSTCS He-
JOCTaToYHasl MOJHOTa M (DYHKIHMOHAIBHOCTH PpEru-
cTpoB mamueHToB (Ne5), uro 3arpyaHseT 3¢p¢eKTHB-
HOE TUTaHHpOBaHMe. PenieHneM 37ech BBICTYNAET CO-
3[JaHUE €MHOTO (henepaTIbHOTO PErHCTpa C Peryisip-
HBIM OOHOBJICHHUEM JaHHBIX.

Kpome Toro, cymecTByeT CIIOXKHOCTb C PErHCTpa-
nuei 1 hapMaKoIKOHOMHYECKON OIIEHKOW HOBBIX Op-
¢ansabix npenaparoB (Ned). UToOBl yCKOPUTH IOCTYI
MAMEeHTOB K WHHOBAIIMOHHOMY JICUCHUIO, Mpeisiara-
eTcsl YIPOIIeHNE NPOIIEYp PETUCTPAIIMN U OLICHKH, a
TaKXe BHEJIPEHUE MEXaHU3MOB Pa3JelICHHs PUCKOB.
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Hakonen, cepbé3Hoil yrpo3oil sABIsEeTCS BBICOKas
3aBHUCHMOCTH OT mMItopTa (Ne6), 4To JenmaeT cucremy
ySI3BUMOH K BHEIIHUM (haKTOpaM, TAKUM KaK CaHKIIUH
u nepebou B mocraBkax. [lepcrnexTuBoil ans cHibKe-
HUsSL 3TOM 3aBUCHMOCTH SBISIETCS CTUMYJIHPOBaHHE
JIOKaJBbHOTO IIPOM3BOACTBA W pa3paboTka oTeue-
CTBEHHBIX aHAJIOTOB.

[lepcnieKTHBBI pa3BUTHS CUCTEMBI HAPSIMYIO CBS-
3aHBI C pEIICHHEeM KIIOYEBBIX ImpobieM. Hamboiee
CUCTEMHBIM pPELICHHEM MPEeACTaBISAETCS IEHTpaIn3a-
st QYHKOUM 10 JIEKapCTBEHHOMY O0OECTICUeHHIO
BCEX IMAIIHECHTOB C PSIKUMH 3a00JIeBaHUAMH Ha (deme-
paJbHOM YpPOBHE, KOTOPOE ITIOMOXKET yCTPAaHUTh PEru-
OHaJIbHOE HEPaBEHCTBO, PEIIUTH MPOOJIEMY «TepameB-
THUYECKOTO 00pbIBa» U Ooiee dPPEKTHBHO yNPABIATH
3aKyIKaMH 33 CUeT KOHCOIUAALUN 0OBEeMOB.

BoiBoabI

IIpoBeneHHBIN NMHCTUTYLMOHAJIBHBIN aHAIU3 IOKa-
3aj, 4YTO CHUCTEMa JICKApPCTBEHHOIO OOecleueHus Ia-
MUEHTOB ¢ opdaHHBIMH 3aboneBaHusSIMH B Poccwii-
ckoii denepanuy NpoUUIa 3HAYUTEIBHBIA IIyTh Pas3-
BUTHS, OJHAKO COXPAHSET Psii CUCTEMHBIX MPOTHUBO-
peunii. Ee Tekymass MoAeilb XapaKTepHU3yeTcs Kak
(hparMeHTHpOBaHHasI, C Pa3feleHUEM OTBETCTBEHHO-
cTH Mexay (enaepalbHBIM LEHTPOM, PETHOHAMH H
CHEeLUAIN3UPOBAaHHBIM (POHIOM JUIS AETeil.

I'mtaBHOM CWJIBHOM CTOPOHOM CHUCTEMBI SIBIISETCSA
coznanne ¢Gouma «Kpyr moOpa», KOTOPBIA pemu
npoOjeMy AOCTyla K CaMbIM COBPEMEHHBIM U J0pO-
TOCTOSIIMM TpernaparaM ais geteid. OgHako ero Bo3-
pPacTHOMH IIeH3 TOPOAMI HOBYIO OCTPYIO MpoOiemMy —
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«TepaneBTUYECKUI OOPBIBY» MpPU JOCTIKEHUM IAIH-
€HTaMH COBEPIIECHHOIETHSL.

KiroueBoil c1aboCcThio ABISIETCS BO3JIOXKEHHUE OC-
HOBHOM ()MHAHCOBON Harpy3ku IO 0O0eCreueHHIO
B3pOCJIbIX MAIMEHTOB HAa PETHOHAJIBHBIE OFOMKETHI U
IIPUBOIUT K 3HAYMUTEILHOMY HEPaBEHCTBY B JOCTYIIE
K JICYEHUIO, HANpsAMYIO 3aBHCSIEMY OT SKOHOMHUYe-
CKUX BO3MOXKHOCTEH KOHKpETHOro cyonsekTa PO.

[lepcnekTBHOE Pa3BUTUE CUCTEMBI JOJDKHO OBITH
HampaBlIeHO Ha TpeoJoleHue ee (parMeHTaIHU.
Haunbonee >¢pdexTuBHBIM perieHueM BHIUTCS CO31a-
HHE eIWHOTO (hemepasbHOTO MeXaHn3Ma (UHAHCHPO-
BaHUs U 3aKyIIOK Ul BCEX MAlMEHTOB C Op(aHHBIMU
3a00JICBaHUSIMK, HE3aBUCHMO OT Bo3pacra. JlaHHoe
pellleHre TOMOXET OOECIEUHUTh PaBHBIM JOCTYN K
TEpany Ha BCEH TEPPUTOPUH CTPAHBI, TAPAaHTHPOBATh
HETPEPHIBHOCTh JICUECHUS W ONTUMH3HPOBATH OIOJ-
JKETHBIE pACXO/Ibl 3@ CYET LIEHTPATH3aAIIH.

HeobOxomumo panmpHeiiliee COBEPIIEHCTBOBAHUE
HOPMAaTUBHO-TIPABOBOM 0a3bl B YacTU YHPOILEHHS
npoueayp perucTpauun ¥ (HapMakodIKOHOMHUYECKOU
OLIEHKM Op(aHHBIX MPENapaToB, a TAKXKe CO3JaHHE U
BEJICHUE €IUHOTO OOIICHAIIMOHAIBHOIO PErucTpa mna-
[IUEHTOB JJI1 TOYHOT'O TUIAHUPOBAHUS U KOHTPOJIS.

Takum o00pa3om, Ui TOCTPOCHHS YCTOWYHBOM,
crpaBeIUBON U IPPEKTUBHON MOIETH JIEKapPCTBEH-
HOro oOecCIeueHUs MalUeHTOB ¢ ophaHHBIMU 3a00IIe-
BaHUSAMHU TpeOyeTcsi Tepexo]] OT TEeKyIleH MHOroKa-
HAJIBHOW CHCTEMbl K IICHTPAIM30BaHHOM, MaIlMEeHT-
OPHECHTUPOBAHHONW MOJENU C €IWHBIM HCTOYHHUKOM
(buHaHCUpPOBaHUSL.
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