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Annomavus. B uensix nosvluienus aQpexmusnocmu npozpammol evi-
COKO3AMPAMHBIX HO30L02UTL 8 COBPEMEHHBLX YCIOBUSIX HEOOX00UMO COBEP -
ULeHCNBOBANHUE HOPMAMUBHOZO PEZYIUPOBAHUS, 8 UACIIHOCTU PaA3Pabom-
Ka u ymeepacoenue nopsioxa 6KIOUeHUs. HOBbIX 3a00J1e8aNHULL, KPUMEPUES
agexmusrocmu, umo NO3OIUM ONPeOessIMb NPUOPUMEMHbIE HANPaAs-
JIeHUS. PACULUPEHUS. NPOZPAMMDbL, NOBLICUM NPO3PAUHOCND NPUHUMACMBLX
pewenuil, Kauecmao NAAHUPOBAHUS PACX0008 HA JeKapcmeenHoe obecne-
ueHue 8 00J120CPOYHOLL Nepcnexmuee.

Knouesvte cnoea: iexapcmeennoe obecneuenue, 8blCOKO3AMPAMHbLE
HO30102UlL, Oppanivle 3a601e6aHUSL.
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Annotation. In order to increase the effectiveness of the high-cost
nosology’s program in the current environment, it is necessary to improve
regulatory frameworks, in particular the development and approval of
procedures for the inclusion of new diseases and performance criteria, which
will allow for the identification of priority areas for program expansion,
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increase the transparency of decisions, and improve the quality of long-
term drug spending planning.
Keywords: drug provision, high-cost nosology, orphan diseases.

[Tporpamma BbICOKO3aTpPaTHBIX HO30J0TUH (j1ajiee - IporpaMMa
B3H), BHenpeHHast B 0TeUeCTBEHHOE 3[paBOOXpaHeHue Hoee MATHA-
1IaTH JIeT Ha3ajl, perJiaMeHTUpyeT B HacTosiee BpeMs [locTtanoBiennem
[TpaBurenscrBa Poccuiickoit Mexpeparu ot 26.11.2018 Ne1416. TIpo-
rpamma B3H u ceronns mpomoskaeT urpath BaxKHYIO POJb B IbFOTHOM
JIEKapCTBEHHOM 06€eCIIeYeHIH MAIUEHTOB, CTPAIAIOIINX TSIKETBIMI XPO-
HUYECKUMU 3a00JI€BAaHUSIMU, OIMHHAAIIATD U3 KOTOPBIX SIBJISIIOTCST PE/l-
kuMU (OphaHHBIMI), a TaKKe JIUIL TTOCJe TPAHCIIJIAHTAIITH OPTAaHOB M
(unm) Traueii. [leHTpasnszoBaHHbIEe 3aKYIKU JOPOTOCTOSIINX JeKap-
CTBEHHBIX MpemnapaToB (nasee - JII1) na demepaspbioMm ypoBHE, BefleHE
MIePCOHAIM3UPOBAHHOTO y4eTa HYKIAIONINXCS B Tepalluy TPaskiaH, BO3-
MOKHOCTB TIepepacipe/ieJieHust TP He0OOXOANMOCTH MOCTaBIeHHBIX JITT
Mmesky cyobekramu Poccuiickoit Menepanun, quBepeudukanmst HCToq-
HUKOB (hMHAHCUPOBAHNU, Pa3BUTHE U paciupenue nmporpamyvbel B3H
MOBBIIIAIOT AOCTYITHOCTD JIEKAPCTBEHHOTO 00eCieYeHusT HY K/IQIOINXCS
B Hell rpaxkman[1][2].

Tak, KoJruecTBO 3ab0JI€BaHN, BKJIIOYEHHBIX B TPOTPAMMY, 3a Bpe-
Msl ee cyliecTBoBaHusT BbIpocso ¢ 7 no 14. Ha xonerr 2025 r. epeyeHn
JITI, 3akymaembix B pamkax mporpamvbl B3H, Briouaer 52 mexmayHa-
POJIHBIX HelaTeHTOBaHHbIX HauMeHoBanwuii (nanee - MHH), uro na 5
MHH 6ounbine, yem B 2023 romy. Britouenue JIII B mepedeHn ocyiie-
crBisiercst B cootBetcTBUM ¢ [loctanosnennem [IpasurensctBa PO ot
28.08.2014 Ne 871 «O6 yrBepskaenuu [IpaBui hopmMupoBaHus meped-

" llocmanosaenue Ipasumervcmea Poccuiickoi Dedepayuu om 26.11.2018
No1416 <O nopsaodxe opeanusayuu obecneuenus IeKapPCMEEHHbIMU NPENapama-
MU Ul GOTBHBIX 2eMODUIUEH, MYKOBUCUUOOZ0M, 2UNODUSAPHBIM HAHUSMOM, 0O~
ne3uvio Toule, 310KauecmeeHHbIMU HOBO0OPA30BAHUSIMU TUMPOUOHOL, KPOBEMBOP-
HOU U POOCMEEHHBIX UM MKANHEU, PACCESTHHBIM CKACPOIOM, 2eMONUMUKO-YPEMU-
UECKUM CUHOPOMOM, IOHOWECKUM APTPUTNOM C CUCTNEMHBIM HAYALOM, MYKONOIU-
caxapudosom I, ITu VI munos, nuy nocie mpancnianmauuu opzanos u (wi) mxa-
Hell, a MaKvice 0 NPUSHAHUU YMPAMUSWUMU CUTY HeKomopblx akmoe IIpasumens-
cmea Poccuiickoii Dedepavuu’”s. [dnexmponnwvii pecypc]. — URL: https.//
base.garant.ru/72113444/(0ama obpawenus: 29.01.2026).
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Heii JIEKAPCTBEHHBIX TPENapaToB [ MEIUIIMHCKOTO IPUMEHEHUS U
MUHUMAJIbHOTO aCCOPTUMEHTA JIEKAPCTBEHHBIX TIPENapaTtoB, HEOOXOH-
MBIX JIJTST OKQ3aHUS METUITTHCKON TTOMOTITH» 2,

B To ke Bpems oTMevaioTcs u orpanndenns mporpammbl B3H. dxc-
epThl B 06JIaCTH OPraHU3aIUU MEAMIIMHCKOM MOMOIIU MalieHTaM ¢
opdanHbIMI 3260JEBaHISIME OTMEYAIOT, YTO MHOTHE B3POCJIbIE TTAI[i-
€HTBI, 0COOEHHO B OTCYTCTBHE HHBAJIUAHOCTH, MMEIOT CJOKHOCTH C IO~
sgydenrieM 3(hGeKTUBHON JIeKapCTBEHHON Tepannuu, TTOCKOIbKY WX HO-
30JIOTUU MHOTO JIET HE BKJIIOUAIOTCSI B COOTBETCTBYIOIINUE TIPOrPAMMBI
(cimHATBHO-MBITIIEYHAS aTPOMU U IPYTHE), B TOM YHCJE B TPOTPaAMMY
B3H, B KOTOPYIO B MOCJIEAHNE TOIBI HE BKIIOYAINCH HOBbIE 3a00J1eBa-
HIsE. BO3MOKHOCTH a/IeKBaTHOTO 00€CTICYeH ST BKIFOYEHHBIX B TPOTPaM-
My B3H saboseBannii naHoBanoHHbiMu JIIT B COOTBETCTBUU C JIeii-
CTBYIOTUMHU KIUHWUYECKUMU PEKOMEH/ANNSAMHI TaKKe OTPAHWYCHBI.
BosbmacTBo akTyasibhbix JIIT, hopmupytomux hakruaeckyio morpeb-
HOCTH B JIEKAPCTBEHHON Tepanuy, HalpuMep, MyKOBUCIIII03a, B TIPO-
rpammy B3H ne Bruiouenst [2]. IIpu aToMm, onenka abekTuBHOCTH
TTPOTPaMMBI 3aTpy/IHEHA W3-32 OTCYTCTBUS YTBEP:KIECHHBIX KPUTEPHUEB,
OTCYTCTBUSI TIPOBE/ICHUS IIEHTPATN30BAHHOTO MOHUTOPUHTA [3].

B 1esiom, aHamim3 HOpMaTUBHON MpaBoBOil 6asbl mporpamMmbl B3H,
myOMKanuii 0 pesysbraTax ee BHEIPEHUsI MOKa3bIBaeT, YTO TEKYIast
MOJIEJTH YIIPABJIEHUS BO-MHOTOM XapaKTEePU3YeTCs PEaKTUBHBIM MO/IX0-
JIOM K PEIIeHUI0 KPU3UCHBIX CUTYAIUil, TAKUX KaK POCT PACXOJIOB B yC-
JIOBHSIX XPOHUYECKOTO Jehuiinra prHancHpoBanHust, mepebGou ¢ mocTaB-
xamu JIII u gpyrux. [Iponenypa akryanusarnuu nepeuns JIII ciosxknas n

2 [locmanosaenuem Hpasumenvcmsa PD om 28.08.2014 Ne 871 «O6 ymsepacde-
nuu Ilpasun gopmuposanus nepeunetl IeKapcmeeHHvlx NPenapamos o Meou-
UUHCKO20 NPUMEHEHUS U MUHUMATBHOZO ACCOPMUMEHMA JeKAPCMEEHHIX NPEend -
pamoe, HeoOX0OUMbIX 015 OKA3AHUSL MEOUUUHCKOU NOMOUWU>. [INeKkmponHbLil pe-
cypc]. — URL: https.//base.garant.ru/70728348/ (dama obpawenus: 29.01.2026).
3 16 dexabpsa 2022 200a 6 HA Humepgpaxc (Mockea) npouwna sxcnepmuas ouc-
Kyccus <l apmonusauus mep 2ocyoapcmeenioti no00epicki 1eKapcmeenozo ooec-
neuenus NAUUEHMOos ¢ PeoKumu 3a00nesanuimus. [drexmponnvui pecypc|. — URL:
https://orphan-genom.ru/events/16-dekabrya-2022-goda-v-ia-interfaks-
moskva-proshla-ekspertnaya-diskussiya-garmonizacziya-mer-gosudarstvennoj-
podderzhki-lekarstvennogo-obespecheniya-paczientoo-s-redkimi-zabolevaniyami/
(dama obpawenus: 29.01.2026).
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JIocTaTOYHO AynTenbHas. /lo HacTosmiero BpeMen, mporpamMma B3H nHe
MMeeT YeTKO C(hopMyJIMPOBAHHON 1€/, KPUTEPUEB BKIIOUECHUS HO30-
JIOTUT B IPOrPaMMY, OIPe/IeJIEHUsI TOPOTa «BBICOKOI 3aTPATHOCTH» TOTO
M wHOro 3aboJieBaHus. YKazaHHbIe TPOOETbI HAPSIMYIO BIUSIOT Ha
Ka4ecTBO U CPOKH JIEKAPCTBEHHOTO 0OECIICUEHNST TTAIIMEHTOB, YTO HAPY-
maeT ux, rapanTtupoBannoe ctatheil 41 Koncturynueit Poccuiickoii
Desepari, TPaBO HA OXPAHY 37I0POBbST U MEUITTHCKYIO TTOMOIIIB',

B atux ycsoBugx coBepiieHCTBOBaHWE HOPMATHUBHOTO PETYJIMPOBA-
HUSI, B YaCTHOCTH Pa3pabOTKa M yTBEPIKACHUE TTOPSIIKA BKIIOYEHWST HO-
BbIX 3a60JieBaHMil, KpuTepueB 3G GhEKTUBHOCTH TTO3BOJIUT OTIPEIETISITh
MIPUOPUTETHBIEC HATIPABJICHUS paciuperus mporpaMmmbl B3H, moBeicuT
a(hheKTUBHOCTH M TTPO3PAUYHOCTD TPUHUMAEMBIX PENICHUH, Ka4ecTBO
IJIAHUPOBAHUS PACXO/IOB B JIOJITOCPOYHOI TIEPCIIEKTUBE.
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