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OP®AHHBIE 3ABOJIEBAHUSA KAK MEJINKO-COLHUAJIBHASA
INPOBJIEMA

A.A. Axmeoos, L11.T. Xonbekos, T.E /xcynaii

®I'bOY BO TBepckoil TOCYZApCTBEHHBIM MENMIMHCKUI YHUBEPCUTET
Munsznpasa Poccun

Beeoenue. Kasicovuii 200 6 nawieli cmpane nossisiemcs Ha ceem C8blule mulcadu
manviuetl ¢ peoxumu (opgannvimu) 6onesuamu. I1o oannvim gpedepanvrozo pecucmpa
[1], 6 Poccuu npoowcusaem oxono 40 moeicsu nayuenmos, cmpadaowjux maxumu
3a0071e8aHUAMU, NO OYEHKAM 2eHemukos — He menee 1,5 munnuona. Hecmompsa na
PA3UUHYIO NPUPOOY, CUMNIMOMbL U HOCIeOCmBUsi peOKux 3a001e8anuli, npooiemsl
OONbUUHCMBA OOJILHBIX NOXOMCU — BCe OHU KpauHe YA36UMbl 68 MeOUYUHCKOM,
npasoom u uUHaAHCO8OM OMHOULEHUU.

Tepmun «opdanusie 6ose3Hn» (peakue 001e3HU, 00NE3HU-CUPOTHI) BIEPBbIC
nosiBwicss B 1983 romy B CIIA mnpu mnpunstum 3akoHa «Orphan Drug Acty,
onpenenuiiero okoysio 1600 Ttakux 3a0oneBaHU W TPEAHASHAYCHHOTO IS
nooiipeHus (GhapMareBTUISCKUX KOMITAHWH K CO3/IaHHMIO TPENapaToB s JICUEHUS
0oJe3Hel, KOTOphle HUMEIOT HeOOoNbIIoN pbIHOK [2]. Penkum wunu  opdaHHBIM
Ha3bIBaeTCs 3a00JIEBaHUE C pacpOCTpaHEHHOCTHIO He Ooisiee 10 cimydaeB Ha 100 000
YeJIOBEK.

B eBpormeiickux cTpanax oppaHHBIMH 3a00JIEBaHUSMHU CTPaAaroT oT 6 10 8%
Hacenenus. [lpuyem 80%  penkux maronoruii — 9310 3ab0JeBaHUA  C
UACHTU(PUIIUPOBAHHOW  TEHETHMYECKOW  TPHUPOAOH,  MOHOTeHHbIe  OOJE3HH,
XpOMOCOMHbBIE aHoManuu. K »9Toil ke rpynme oTHocsATcs 3aboneBaHus C
HACJIEICTBEHHON MIPEIPACIIONIOKEHHOCTHIO: OHKOJIOTUYECKHE, UMMYHHBIE,
meTtabonuueckue [3]. B ornuune ot 6onbmHCTBa cTpaH 3anannoit EBponsl, B Poccun
CIIOXHOCTh  OKa3aHWsl MEIUIMHCKOW TmoMomu OOJIbHBIM C  OpdaHHBIMU
3a00JIEBaHUSAMHU 3aKIIIOYACTCS B reorpauyeckux OCOOCHHOCTSX CTPaHbI, OOJBIION
YHUCJIICHHOCTH HACEIICHUA W Pa3IMYHOM OpraHu3ali U YpPOBHE OOECIEYEHHOCTU
peruoHoB. OTu (AKTOPhl M CO3JAIOT HEMOBTOPUMYIO, YHUKAIbHYIO KapTUHY
pacnpeneneHus peakux 3aboneBanuii B Poccun.

Heab: U3y4nTh MEIUKO-COLIMANBbHBIE ACHEKThl MPOOJEMBI JUArHOCTUKH U
nedenus ophaHHbIX 3aboaeBanuii B Poccuiickoii deneparium.

Pe3yabTatbl M o0cysxaenue. [lomapmnsitomee OONBITMHCTBO MAIMEHTOB C
ophaHHBIMU 3200JIEBaHUSAMH JaKE HE 3HAIOT CBOETO IMATHO3a M HE MOIYYar0T KaKOTO0-
mu6o neueHusi. OctanbHble WAYT K JHWArHo3y ToJaMud. DTO MHUpOBas Tpodiema,
KOTOpasi OOBSICHSAETCS CJIOKHOCTBhIO KIMHUYECKUX MPOSIBICHUM M BCE TOWU K€
penkocTtbio BcTpeuaeMocTd. B Poccum ke oHa ycyryOnisiercs HH3KUM YPOBHEM
JTUATHOCTUKH: B OOBIYHBIX TIOJUKIMHUAKAX U OOJIHUIIAX PACTIO3HATH OOJIBIIYIO YaCTh
opaHHbIX Oo0Jie3HEW HEBO3MOXKHO, MJII A3TOTO HYXHBI CHEIHAIU3UPOBAHHbIC
MEIYUYPEKICHUS U CIICIMaIbHOE JOPOrocTosiiiee ooopyaoBanue [4].

B HacTosmiee BpeMsl CylIECTBYET MHOXECTBO MpoOjeM B cdepe peakux
3aboneBanuii B Poccuu, TpeOyromux peeHus:
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1)  OTCYTCTBHE roCyAapCTBEHHOM MPOrpaMMbl HAyYHBIX HCCICAOBAHHUN TI0
opaHHBIM OO0JE3HSIM, HAIMOHAIBHOW MPOTrpaMMbl T'€HETHUYECKOTO TECTUPOBAHUS,
HEOOXOUMOM [Jisl BBISIBJICHUSI PUCKA BO3ZHUKHOBEHHUSI 3a00JIEBaHUS 1O TMOSBICHUS
CHUMIITOMOB,;

2)  OTCYTCTBHE OIHUIECMHUOJOTHYCCKOrO0 PErucTpa, Ojarogaps KOTOPOMY
MOSIBUTCS BO3MOKHOCTh IPOBOJAWTH MOHUTOPHUHI MO BCeU TeppuTopuu Poccuiickon
Oenepaunu;

3)  OTCyICTBHE INMPOKOM CETH CHEIMATM3UPOBAHHOTO O0OpPYIOBaHHMS,
1a00paTOPHON NTMATHOCTUKHU U PACXOJIHBIX MAaTEPUATIOB;

4)  oOecrieyeHWe JOCTyla Bpayeil K COBPEMEHHOH M KadeCTBEHHOM
uHopMauK TyTeM co37aHus O0Opa3oBaTEIbHBIX MHpOTrpaMM ISl TEPANeBTOB U
e UaTpoB, KOTOPbIC TMEPBBIMU JOJDKHBI  ONPENEsATh MPOSBICHUS PEAKUX
3a00JI€BaHMI y MAIIMEHTOB W HAINPABIIATH UX Ha 00CIEJ0BaHNE U JICUCHUE,

5)  HEOOXOAMMOCTh IIMPOKOMACIITAOHOTO WH(GOPMHUPOBAHUS TpaKIaH M
OpraHOB I'OCY/IapCTBEHHOW BJIACTH PETMOHOB 00 opdaHHbIX 3a00sieBaHusAX [S].

Ha ceromnsmHuii feHb J€4eHHE NAIUEHTOB C PEIKUMHU 3a00JI€BaHHUSIMU
SIBJISIETCS. OJHOM M3 CaMbIX OOJBIIUX MPOOJEM CHUCTEMBI 3/IPAaBOOXPAHEHUS, U HE
ToJIbKO B Poccuu. JI[marnoctuka takux 00je3Hel 4acTo 3aTpyAHEHA WM HEJAOCTYITHA,
nedeHue Hed(PEKTUBHO M3-32 OTCYTCTBUS COOTBETCTBYIOIIMX JICKAPCTB U METOIOB
JedyeHusi, TeM Oosiee YTO K 3TOM rpyrre 00Je3HeH MOCTOSHHO MPUYHUCISIOTCS HOBBIC
HO30JIOTUM IO MEpe YTOUHEHHS NPUYMHHBIX M TaTOr€HETHYECKUX (HaKTOPOB C
NPUMEHEHHEM HOBBIX TMarHOCTUYECKUX TEXHOJIOTHA.

KitoueBbIM BOIIpOCOM SBIISIETCSI paclpesiesieHne OrJKeTa, BBIIENIEMOro Ha
nedenue. JKuzHeyrpoxxaromie, XpoHI4eckue, peuanBupyroue u ophaHHbie peakue
0OJIE3HN, YKOPAUMBAIOIIME >KU3Hb MAIMEHTOB W MPUBOASIINE K WHBAIUIHOCTH,
nepeaaHsl 1Moj OJKETHOE oOecleueHre peruoHam. TakuMm oOpa3oM, co3gaeTcs
CJIOXHAsI CUTYyaIusl JIJI1 MECTHBIX OPTaHOB BJIACTH, TOCKOJIbKY CyOCHIUI Ha JIeueHNE
110J00HBIX OOJILHBIX HE BBIAEISAETCS, a A1 00eCIIeYeHHs alMeHTOB HEOOXO0UMbBIMU
JIEKapCTBEHHBIMU TpernapaTaMid HEOOXOJUMO MPONTH MHOXKECTBO 3TamoB. TOJIBKO
HPKOHOMHYECKHU OOTraThie peruoHsl, Hampumep, Mocksa mwin Caskt-IleTepOypr MoryT
3aKymarh JeKapcTBa JJIsi OrPaHUYEHHOTO yucia 0oibHbIX. CTOMMOCTH JIEKapCTB Ha
MecsII] OJTHOMY MallMeHTy, Kak npaBuiio, rmpepbimaet 100 Toic. pyOmel (a B HEKOTOPBIX
CIIy4asiX TOXOauT u 10 1 mMiH pyOreit u 6onee). B nienom u3 Oromkera PO exxeromno
Ha JTH LETU BBIIETSETCS Okojo 44 mupna pyOneil, mpu TOM dYTO TOTPEOHOCTH
3HauMTeNbHO BhIe [6]. B Poccum mpaBom OecriaTHOTO — oOecrieueHUs
MEIUKaMEHTAMH TMOJb3YIOTCS JUIIb JeTU-UHBaIuAbl. [loaToMy wacto opraHnamu
31paBOOXPAHEHUSI BBIJBUTAIOTCSA JOMOJHUTENbHbIE TPEOOBAaHMUS O HEOOXOJIUMOCTH
0COOBIX PEKOMEHIAIMI, XOTS MO 3aKOHY TOJIbKO BpayeOHOE 3aKIIOYEHHUE MOKET
ONpEIeNIUTh PELICHHE O HA3HAUYCHU U TpenapaTta. Bo3MOKHbBIM pellieHHeM MOXKET CTaTh
MpEeOCTaBICHUE MEAUIIMHCKON OOIIECTBEHHOCTU Bpadeil, UMEIOIUX OOIbIION OMBIT
B JMAarHOCTHUKE W JICUCHHH OMNpPEACICHHON TMaTOJOTUM, IpaBa OOCYXKIECHHUS W
HAa3HAYCHUSI KOHKPETHBIX JIEKAPCTBEHHBIX IpenaparoB. Takxke HaumHas ¢ 2015 r.,
npaButesbcTBO P® mnpenocTaBiseT AONOJHUTEIbHbIE CYOBEHIIMM DPETHMOHAM IS
3aKyIKH JIEKapCTB OOJIbHBIM Op(aHHBIMU 3a00JI€BAHUSIMHU.
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B Poccuiickoii @enepanyu HET COOCTBEHHOTO MPOU3BOACTBA MPENapaToB IS
nedyeHus: ophaHHbIX 3a00JIEBAaHUMN, TOATOMY 3aKyIMarOTCs MpenapaThl HHOCTPAHHOTO
MPOU3BOJICTBA; OHU OTCYTCTBYIOT B CBOOOJHOW Mpoja)ke, T.K. OHU OTHOCATCS K
npenapaTaM rocluTaIbHOTO CErMEHTA.

C 2008 roma B Poccuiickonn ®Penepaunu peann3yeTcssi TrOCyIapCTBEHHAs
porpaMma «CeéMb HO30J0rui» [7]. DTO mporpamma JBrOTHOIO oOO€ecreyeHus
JIEKapCTBEHHBIMU CPEJICTBAMH, ILEHTPAIM30BAHHO 3aKyMaeMbIMU 3a CUET CPEJIICTB
dbenepanpbHOro OOJKETa M MPEIHA3HAYCHHBIMU [JI1 aMOYJaTOPHOTO JICUCHHS
OOJILHBIX CEMbIO PEIKUMU U HarboJIee TOPOroCTOsIMMU HO30JI0TusiMH. biiaromapst e
NalMeHThl ¢ reMo(Ineit, MyKOBUCIIHI030M, TUTIOPHU3aPHBIM HAHU3MOM, OOJIE3HBIO
['omre, XpOHMYECKMM MUEIOJEUKO30M, MHOXKECTBEHHON MHUEIOMOM, pacCesHHBIM
CKJIEpO30M, a TakKe TIOCje TpaHCIUIAaHTAllMid oOpraHoB obecneunBaioTcs 16
JOPOTOCTOAIIMMH  TIpenapatamMu. Jljsi 3TOro JjedamuM BpadyoM COCTaBIISETCS
crielMajibHasi 3asBKa JUIsl MOJayd B IICHTpPaJbHBIE WU PETHOHAJIBHBIC OPraHbI
yIpaBJICHUs 3APaBOOXPAHEHUEM B 3aBUCHUMOCTH OT MECTa MPOKUBAHUSI OOJILHOTO.
[Tocne paccMoTpeHUs 3asBKU JJaHHBIC MAIlUEHTA BHOCATCS B euHbIM DenepanbHblii
perucTp OOJIBHBIX C YyKa3aHHBIMU PEJIKUMU HO3O0JIOTHUSMH. 3aTeM  TalUEeHT
€XKEMECSIYHO IO PElEeNnTy y4acTKOBOT'O Bpada IMOJIy4aeT HEOOXOIUMOE KOJIMYECTBO
JIEKapCTBEHHBIX Mpenaparos [§].

C 2019 roma cnycok U3 CEMH HO3OJIOTHUM JOIMOJHEH €Ie MAThI0 (T€MOJIUTHKO -
YPEMUYECKUM  CHHIPOM, IOHOIIECKHA  apTpUT € CUCTEMHBIM  HayajoM,
MYKOITOJINCAaXapUu103 MEpPBOro, BTOPOMl M WIECTOTO THUIOB), COOTBETCTBEHHO M
nporpaMma OyJIeT Ha3bIBaThCs  <«JIBEHAANATh HO30J0THil». JlekapcTBeHHOE
oOecrieueHue OOJIbHBIX C JaHHBIMM MATOJOTUSAMHU B3s1 Ha cebst Munznpas Poccuu 3a
cdeT deaepaabHOTO OI0KETa.

K coxaneHunto, y30K M CHMCOK HO30JOTHUH JJIsl HEOHATAJIbHOTO CKPHUHHHTA.
[ToaTomy 3Ta mpobieMa ocraeTcs akTyarbHOM Ha Onvkaiiye roapl. [Ipu HeGompImmx
3atparax (okono 800 pyOsed Ha KaXJIOro HOBOPOXKJICHHOTO) JaHHAas MpOoIeaypa
MO3BOJUT BBISIBUTH HECKOJIBKO THICAY JETEl € NATOJIOTMSIMH W COXPaHUTh UM
3I0pOBbE, TeM OoJiee /Il JICUSHHUSI HEKOTOPHIX 3a00JIEBaHUIM MPAKTUYECKH HE HYKHO
JTOMOTHUTENbHBIX 3aTpar. Tak, ¢ 2017 roma BBeneHbI KBOTHI Ha T€HETHYECKOE
obcneoBanre W KoHCynbramuio g 10 Teic. manuentoB. B Poccun ¢ 2006 rona B
pErHOoHax CTPaHbI TaK)Ke BeAETCS padoTa MO MePEeOCHAIICHUIO METUKO-TeHETUYECKUX
Jab0paTopuii COBPEMEHHBIM O0OOpPYIOBAaHUEM M OOCCIICUEHUIO WX CICIHAINCTAMH,
o0JagaronMMu HE0OX0JUMBIM OIBITOM paboTHI B JaHHOM cdepe.

3akaoyenne. Kak moka3piBaeT aHANMM3 OMBITa JIeUYEHUS OpQaHHBIX
3a0oneBaHUii B  PAa3BUTHIX CTpaHaX, OCHOBHBIMH MeETOJaMu OOpBOBI ¢
pactpoCTpaHeHHEM peIKuX 3a0oJeBaHUN  SBIACTCA MOIHAS CHUCTEMa UX
Mpo(UIIaKTUKA W PAaHHETO BBISIBICHHS. B Omkaiiiield mepcrieKTHBE CTOWT 3ajada
pa3pabOTKH TOCYAapCTBEHHON MPOrpaMMBI 110 00pb0e ¢ peAKUMU OO0JIE3HSIMU, KOTOpast
npeaycMaTpuBaia Obl KOHKPETHBIEC HAMPaBJICHUs, MO3BOJISIIOIIME MOBBICUTH Ka4€CTBO
JUArHOCTUKA W TapaHTUPOBATh JOCTYMHOCTh MEIUIMHCKOW MOMOIIH Op¢aHHBIM
O0osbHBIM. HeoOxonumo Takke ompeaeianTb (HOopMy €IWHOTO TOoCydapCTBEHHOTO
peructpa 00JIbHBIX MO PA3JIMUYHBIM HO30JOTUSIM; PACIIUPUTH EPEUEHb 3aKPEIIICHHBIX
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op(haHHBIX HO30JOTHU; MPOAOCKUTH pabOTy MO CO3JaHUIO HOBBIX JIEKAPCTBEHHBIX
MpenaparoB U )KU3HEHHO HEOOXOIMMBIX JIEKAPCTBEHHBIX CPEACTB; COBEPLUICHCTBOBATH
MMEIOIUECS CKPUHUHTOBBIE MTPOTPaMMBbI [0 PEIKUM 3a00s1eBaHUsAM (TpEeHaTaIbHBIMH,
HEOHATAJIbHBIN, 1EJIEBOM CKPUHUHI), COBEpPUICHCTBOBATH CHUCTEMY OOy4YEHUs
MEIIUIIMHCKOTO MepcoHaa mo npodiaeme opdaHHbIx 3a0oneBanuii [9,10].

[TonBOIA UTOT BBIIEU3I0KEHHOMY, MOXKHO 3aKIIOYUTh, YTO 00pb0a C peIKUMHU
3a0oneBanusiMu B PD ceroaHs HOCUT HeNOCTaTOUYHBIM Xapaktep. B Onwmxaiimem
OyayleM OHa JTOJKHA TPUOOPECTH TPUOPUTETHBINA XapaKTep U TpaHC(HOpMUpPOBATHCS
B HAIIMOHAJIBHYIO MPOrpaMMy Mo 60pb0e ¢ peIKUMH 3a00JI€BaHUSIMH.
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