COUNAJIbHO-9KOHOMUYECKUE N PETUOHAJIbHbIE ACTNEKTbI
JIEKAPCTBEHHOM NOMOLLMU BOJIbHbIM
C PEOLKUMM 3ABOJIEBAHNAMM B OMCKOMN OBJIACTU

B.E. AtaBuH, E.E. JlockyToBa,
M.M. Kypamos

Kadenpa ynpasneHus: 1 5KOHOMUKH (hapMarum
Poccuiickuil yHuBepcuTeT qpyxObl HAPOIOB
ya. Muknyxo-Maxknas, 8/2, Mockea, Poccus, 117198

JL.B. lllyknas

VYrpasnenue hapManeBTUIECKON NEeSITSITBHOCTH
MuHucTepcTBa 3apaBooxpaHeHust OMCKO# 00macTi
ya. Jlenuna, 15, Omck, Poccus, 644099

B craThe mccenoBaHbE 0OCOOEHHOCTH OpPTaHH3aIlH JIEKAPCTBEHHON MOMOIIH OOBHBIM C PEAKIMH
3aboneBaHnsIMU B Poccuy, B TOM 4HCIle Ha YpOBHE perHoHa. Il COBEpIIEHCTBOBAHHS STOH CHCTEMBI
1e1eco00pa3HO U3ydeHHE 3apyOeKHOrO OIbITa B OOJIACTH Pa3pabOTKH, NPOU3BOACTBA M PETHCTPALIUN
opdaHHBIX IPENapaToB.

KimoueBbie ciioBa: peakue 3360J'ICBaHI/IH, Op(i)aHHBIe 3a6OJ'IeBaHI/I$I, Op(baHHLIe JICKapCTBCHHBIC
npernapartsl, 7 BBICOKO3aTpaTHBIX HO30JIOTHH.

B Poccun Ha cerofHsiHui 1eHb aKTyaJbHBIM BOIPOCOM SIBJISIETCSI COBEPILIEHCT-
BOBAHHE CHCTEMBbI JIEKAPCTBEHHOTO 00ecrieyeHrs: O0IbHBIX peaKkuMu (ophaHHBIMI) 3a-
00JIeBaHUSAMH, 3aTPArUBAOLIEe LENbIN PsiJl MEAUIIMHCKUX U COLMANBHBIX IpobieM. Oc-
HOBHBIE HalPaBJIEHUs TOCYJAPCTBEHHON MOJUTUKM B JAHHOM 00nacty c(hopMyJIMPOBAHbBI
B mipoekTe «CTpaTeriuu Mo pa3BUTHIO CUCTEMbI OKa3aHUs TTOMOIIU OOJIHBIM C PEIKUMHU
3aboneBanusiMu B Poccun Ha KpaTKocpouHbIM miaHoBbld nepuoxa 2013—2016 rr.y»,
pazpaboTaHHON OOIIECTBEHHBIMU OpraHU3aLUsAMUA COBMECTHO ¢ MunzapaBom PD u sxc-
HEPTHBIM COOOIIECTBOM, KOTOpasi ObUIa Mpe/cTaBlieHa Ha KOH(EPEeHIIMH ¢ MEXyHa-
ponubM yuactueM «Crtparerus Poccuu B obnactu peakux 3aboneBaHuii» 28 deBpanst
2013 r. B crpareruu M3105K€Hbl MEXAHU3MBI HUCIOJIb30BAaHUS CHUCTEMHOIO IOAXOAA
K IpOoQMIAKTUKE, PAHHEH AMarHOCTHUKE, JICYEHUIO, MHUIEMHUOJIOTHYECKUM, HabIroa-
TEIbHBIM U KJIMHUYECKUM HCCIEAOBAHUSAM, a TAK)Ke COLUAIHLHON MOMOIIU OOJIBHBIM
opdanHbIMH 3a005IeBaHUSIMU. J[aHHBIN JJOKYMEHT MOKET CTaTh OCHOBOM ISt CO3/IaHUs
HOpPMAaTHUBHOM 0a3bl B 00JIACTH JIEKAPCTBEHHOW MOMOIIM OOJIHBIM C PEIKUMH 3a00J1e-
BaHUSIMU.

BrnepBbie TepMuH «opdannbie 0ose3HU» (00JIE3HU-CUPOTHI) MOSBUIICS, KOTIa
B CIIIA 6bu1 npunsT «3akoH 00 ophanubix npenaparax» (Orphan Drug Act of 1983),
MpeHa3HAYEHHBIN IS MOOIIPEHUs (hapMalleBTHYECKUX KOMITAaHUM, pa3padaThIBaIOIINX
nekapctBeHHble npenapatsl (JIIT), umeronme HeGonbION pHIHOK. B 3TOM 3akoHE OBLIO
onpeneneno 1600 peakux 6omnesneit [4; 6].

UYepes 14 net, B 1997 1., 6112 ocHOBaHa EBponeiickas opranu3zaius mo peaKum
3aboneBanusiM (EURORDIS — European Organization for Rare Diseases) — nenpanu-
TeNbCTBEHHbI CO03 aKTUBHBIX MAIlMEHTOB C PEAKUMU OOJIE3HSIMHU, 3aHUMAIOIUNCS
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OpraHu3alyel nccae0BaHui B 3TOM 00J1aCTH, JIEKApCTBEHHBIM 00ecedeHHEM OOJIbHBIX
U yJIydllleHHeM KayecTBa MX >KU3HH, 00beqUHSIOMmUN 631 opraHu3anuy nalnueHToB
¢ peakumu 3abosieBanuaMu u3 58 ctpax [5].

Penxumu 3a0o0neBaHUSAMU OOBIYHO HA3bIBAIOT OOJIE3HM, MOPAXKAIOUIUE JIUIIb He-
OO0JIBLION MPOLIEHT OT BCEr0 HACEJIEHUS B LIEJIOM, OJJHAKO PaBHOMEpPHOU pacIipocTpa-
HEHHOCTH JIJIsl HUX B IOIYJIALMM HE CyIlecTByeT. B uacTHocTH, 3a00/1€BaHNEe MOXKET
CUMTAThCS PEKUM TOJIBKO B OJTHOM PETrMOHE WM CPEAU OIPEe/IeNICHHOM IPpyMIbl JItoeH,
HO OBITh JOCTATOYHO HIMPOKO MPEICTABICHO B IPYrUX 06aacTsx [6].

B crpanax EC ObU10 npuHATO cieyroliee onpeseieHle TEpPMUHA: «peikoe 3a00-
JIEBAHUE» — 3TO YIPOJKAIoLIee KU3HU U 3/I0POBBIO0 XPOHUYECKOE 3a00JIeBaHKE, KOTOPOe
MMeET HaCTOJIBKO HU3KYHO BCTPEUaeMOCThb, YTO HEOOXOMMO IIPMMEHEHHE CIIeUaIIbHBIX
YCWIMH JUI MpEeIOTBpAIleHHsI 3a00J1€Ba€MOCTH, paHHEH CMEPTHOCTH M CHHMIKEHUS Ka-
YecTBa JKM3HHU O0NbHBIX. DaKTUYECKH, 1O JaHHBIM EBpoIeiickoro areHcTsa jekapceT-
BeHHbIX cpencTB (EMEA), B EBpone k uucity peKux OTHOCST KH3HEYIpOKarolue
WM XPOHUYECKUE IPOrpeccupyrolue 3a00sieBaHus, Iopaxarolye He 0osee 5 4enoBek
u3 10 000. dns cpaBHenus, B CILIA Gone3Hb cuMTaercst peikoil, eciii el Mo JBep KeHbl
He 6osee 200 toic. yenoBek (Orphan Drug Act of 1983). [lo manubIM opranuzanuu
Orphanet, B HacTosmee Bpems B Mupe cymiectByeT okosio 20 000 pa3nuyHbIX peaKux
HO30JIOTHH, U HOBBIE CiIy4au 3a00JIeBaHUI ONMMCHIBAIOTCS B MEAUIMHCKON JIUTEpaType
exenenensHo (Orphanet Report Series — July 2014) [4].

ITo ouenkam EURORDIS, HecMOTpst Ha Maiy0 BCTPEYaeMOCTb, B COBOKYITHOCTU
opdaHHbIe 3a00JI€eBaHUSI MOTYT MOpPAXXaTh 3HAYMTEIbHYIO YacTh HaceJIeHUs (OKOJIO
6,0—8,0%). ITo nanueim EMEA, B EBpocoro3e penkumu 3a0071eBaHUSIMU CTPAIArOT
0k0;10 30 MJIH YeJ0BeK, YTo cocTaBisieT 6,0% OT OOIIEero KOJUYeCTBa HaCEJICHHUS CO-
riacHo nuHpopmarmu World Population Statistics Ha 2014 r. {511 MOHUTOpHHTA 32 JIaH-
HBIMH KaTe€ropusMu OOJIBHBIX MCIOJIB3YIOTCA U MOCTOSHHO OOHOBIISIOTCS MEX/yHa-
POJHbBIE PETUCTPBI, KOTOPbIE BKIIIOYAIOT 3HAYMTEIBHOE KOJIMYECTBO MALUEHTOB C Pa3-
JMYHBIMU Op(aHHBIMU 3a007eBaHUAMU [1].

B P® 3akonomarenbHO ompeneneHue «opdaHHOro 3a00JIeBaHUA» 3aKPEIICHO
B @enepanbHoM 3akoHe Ne 323 «OO0 ocHOBax OXpaHbl 3I0pOBbs I'pakaaH B Poccuii-
ckoii deaepaumm» (2011 r.), B COOTBETCTBIM ¢ KOTOPBIM K HUM OTHOCSITCSI HO30JIOTHH,
MMEIONINE pacnpocTpaHeHHOCTh He Oonee 10 cimyuaeB 3aboneBanus Ha 100 Thicsay
HaceJIeHHUs.

B Munsapase PO Ob11 cocTaBiieH CMCOK penkux 0ose3Her (MoCneaHssl peaaKius
07.05.2014), B xoTopslii Bonwio 215 HaumeHoBaHMi («BOJBIION CIMCOKY), KOTOPHIMHU
B Hallell cTpaHe, 10 JaHHBIM aHAJIUTHKOB, CTPAAOT IO 5 MIIH YEJIOBEK, UTO COCTABIIAET
3,5% Bcero HaceneHus. Takxke ObUI CPOPMUPOBAH «IIEPEUYEHBb JKU3HEYIPOXKAIOIINX
Y XpOHMYECKUX MPOTrPECCUPYIOLINX PEIKUX 3a00JI€BaHUM, IPUBOAIIMX K COKPAILICHUIO
MIPOIODKUTEIBHOCTH KHU3HU TPaKAAH WM UX UHBAJIMIHOCTIY, BKIIOYAIOLUN B 11€JI0M
58 nozonoruii (IlocranoBnenue npaButenbectBa PO ot 26 ampens 2012 r. Ne 403).
Jliist Gose3Hel 3Toro nepeydHs ObUI COCTABJIEH PETUCTP, Ky/a, 110 JaHHBIM KCIEPTOB,
BXOAUT OKoJio 11,5 ThIC. manMeHToB, cpeau KoTopsix 58,5% nereit. B Poccun TouHoe
KOJINYECTBO OOJIBHBIX PEIKUMM OOJIE3HSMH HE ONpPE/ENIeHO U3-3a IPoOIeM ¢ paHHEeH
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nuarHocTukoi. [1o olleHKaM aHaTMTUKOB, YUUTBIBAas BCE BO3PACTHBIE KaTeropuu, ge-
HUJIKeTOHYpHel ctpagaroT 3600 uen., MmykoBucuuao3oM — 2200, ranakrozeMuen —
196, 6onesnsto ['ome — 173, mykomnonucaxapuao3oM — 86, HECOBEPILIEHHBIM OCTEO0-
renezoM — 1000 mereit u T.4. [3; 6; 7].

Mpoune

BO/1e3HM KOXKM M NMOAKOMKHOM KneTHyaTKu Mepeuenb KX M Bonbwoii cincok
BO/1e3HU KOCTHO-MbILLEYHOW CUCTEMb
BoNe3HU CUCTEMbI KPOBOOBpaLLEHMA
XpPOMOCOMHbIE HapyLieHNs
Bone3HU HePBHOW cUCTEMbI
HoBoob6pa3oBaHus
BosIe3HU KPOBM, KPOBETBOPHbIX OPraHoOB
BonesHu SHAOKPUHHOM CUCTEMbI

0 20 40 60 80

Puc. 1. CooTHOLWEHNE peaknx HO3010MiA, BKIIIOYEHHbIX B «B0SbLLION CMCOK»
1 NepeyeHb XU3HEYrpOXatoLLMX U XpOoHMYecKknx 3abonesaHuii (XKX), %

Ha puc. 1 BugHO, uTo Haubosiee pacpoCTPAHEHHBIMU CPEIU PEKUX HO30JIOIHI
«OOJIBIIOTO CMMCKa» M TEPEYHS KU3HEYTPOXKAIOMIMX M XPOHHUYECKUX MPOrPECCHpY-
FOLHMX 3a00JIeBaHUH SBIIAIOTCS OOJIE3HU SHIOKPUHHOMN CHCTeMBI, cocTapisitomue 28,0%
u 64,0% COOTBETCTBEHHO, JAajiee MO MOPAIKY CleaytoT Oone3nu kpoBu — 21,0%
u 24,0% u nHoBooOpazosauus — 18,0%.

Tepmun «opdanusie (penkue, CUpOTCKUE) JIEKapCTBEHHBIE Mpenaparbhy 00bIYHO
npuMeHsieTcs st o6o3HaueHus crnenuduueckux JII, ncnons3yembix Mpu JeYEHUH pei-
KUX, XpPOHHUYECKUX M OIMACHBIX IS )KU3HU 3a0oneBanuid. [Ipemaparsl JaHHOM TpyMITbI
MOJTyYWJIM CBOE Ha3BaHHUE BCIIEACTBHE KpaitHe HEOOIBIIOTO YKcia MOTeHIUAIBHBIX Ma-
LIMEHTOB U HU3KOHN OKMUIAEMON TOXOAHOCTH.

Tem ne menee, Ha npumepe CILIA MoxHO HaOMIOAATH TEHJCHLMIO K 3HAUYUTENb-
HOMY MOBBILIEHUIO 00BEMOB MpoAaXx ophaHHbIX npenapatoB: B 2012 r. 3TOT nokazareib
yBemuuuics Ha 7,1%, no 83 mupa gomn. CIIA nmo cpaBHEHUIO C JaHHBIMH MPEAbITY-
miero orderHoro nepuoaa. Oxumaercs, uro k 2018 r. MUPOBOI PHIHOK Op(aHHBIX Mpe-
naparoB BbipacteT 10 127 mupa nomn. CLLIA [8].

B Mupe HaKoruieH OmMpeAeTeHHBIH OMBIT OpraHu3aluu dPGEKTHBHON CHCTEMBI
JIEKAPCTBEHHOM ITOMOIIH OOJBHBIM PEIKHUMH Ho30MorusamMu. Yoke 6onee 10 ner B EBporne
YCIEIIHO JAEHCTBYET MPOrpaMMa, COTJIACHO KOTOPOM MpeaoCcTaBisieTcs psijl (PMHAHCOBBIX
Y aJJMUHHCTPATUBHBIX JII'OT Ul OpraHu3aluii, KOTOpbIe 3aHUMAIOTCS pa3pabOTKOM
Y IPOU3BOJCTBOM Op(aHHBIX MPenapaToB: OCYLIECTBISETCS MOMOIIb B COCTABICHUU
MIPOTOKOJIOB, MOILIHHBI HAa MPEIPEruCTPAMOHHOM ATare U B MEPBbI roJ1 mocie 0100-
peHus cHUXkaroTcsi BaBoe. Kpome Toro, mperycMoTpeHo IpOBEJIeHHE YCKOPEHHOU pe-
THCTpAlliU, PETUCTPALMS HA OCHOBE HEMOJIHBIX KIMHUYECKUX JTaHHBIX, MPEIOCTABICHUE
SKCKITIO3MBHBIX MpaB Ha Mpojaxy npenapara A0 7—10 ner. B HekoTopbIX cTpaHax
TaKXKe CyIIECTBYET OrpaHrueHre Topropoi HaueHku st opgannbix JII1. B CILIA pac-
XOJIbl Ha KIIMHUYECKUE UCCIEIOBAaHMS 3aKMounTenbHoil (a3bl opdannoro JIII cokpa-
HIar0TCs OYTH B 2 pasa [2; 4].
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K coxxanenuto, B Poccuu B HacTosiiiee Bpemst [yisi OOJIbIIEH 4acTh PEeIKUX HO30JI0-
Ui CTaHAAPTHI JEKApCTBEHHOM Tepanmuu OTCYTCTBYIOT. 3a CueT CpencTB (emepaib-
HOTO Or0/KeTa (PUHAHCHUPYETCS JIMIIB IPOrpaMma «7 BBICOKO3aTPATHBIX HO30JIOTHIDY,
poune peaKue 3a0oeBaHus 00eCcIIeunBaOTCs B paMKaX PErHOHANIBHBIX Iporpamm [ 1].
Heo0xomuMo 0TMETHTB, YTO TMpenaparsl AJIsl TPOBEACHHS BHICOKOCTICM(HUYHON MMaTo-
TeHETUYECKOM Teparnuy UMEIOTCS U1 OTPaHUYEHHOTO YKCia HO30JIOTHii, KpOME TOTO,
HaOIro1aeTcsa HU3Kasg CKOpocTh nossieHus opdanubix JIII Ha pbiHKE — B cpeHEM
5—6 npenaparos B roa. IIpoussoacrso takux JIII ocymiecTBisieTcs: npeMMyILECTBEHHO
3a pyOexoMm.

B poccuiickoil knuHn4eckoi npaxkruke ucnoib3yrores JIIT i nedenust 6onesneit
[Nome, ®abpu, [Tomne, a Takxke mykononucaxapuao3oB I, II, VI tunos u ap. B uenom
JieueHHe KaXKIpIM IpenapaToM MoxkeT ctouTh oT 100 Teic. 10 1 miH py0. B mecsu. Ha-
pUMep, CTOMMOCTh TE€pAIuK Harja3uMoM (MyKomonucaxapuao3 VI) MoxkeT nocturarh
21987 430,40 pyO. B roj, anbaypazumoM (Mykoromucaxapuaos [) — 11 259 214,00 pyo®.
B roJi, uepesumom (6ome3nsb [ome) — 6 027 325,92 py6. B rox [4].

Ho naxxe mpu Hammuuu criennpuyeckux npenapaToB B TEPANUU JTOTOTHUTEIHHO
MOJKET MPUMEHSATHCS HECKOJIBKO JECATKOB JOPOrocTosmux cumnromaruyeckux JIII.
Hanpumep, B porecce nedenust mykononucaxapunosa Il s nposeaenust pepmenTo-
3aMelAoIIeH Tepariy UCTIONb3YEeTCs BHICOKOCTIEHM(pUYHBIN Mpenapar Dranpasa (CTOH-
MOCTh Kypca JieueHus: coctaBisieT okoio 8 548 000,00 py6. B roxg Ha 1 marnueHTa),
B CUMIITOMATHYECKOM Teparuu 3Toro 3a00J€BaHUs UCTIONb3YIOT KOMILIEKC renaTonpo-
TEKTOPOB, CEpPACUHO-COCYIUCTHIX U MPOTUBOBOCHAIUTENBHBIX CPEJICTB, BUTAMUHOB
Y MpenaparoB, YIy4lIaIIuX aHTHOKCUAAHTHYIO 3aIUTYy U MPOILECChl KIETOYHOM OMOo-
SHEPreTUKU, MOKET OBITh PEKOMEHIOBAHO (PU3MOTEPANIEBTUYECKOE JICUCHHUE, a TAKKE
XUPYpruvyecKre BMenarenbcTna [3].

OpnHol M3 BaKHEUIIUX 3a]1a4 CTPATErUU Pa3BUTHUSL CUCTEMbI OKa3aHUs MOMOIIH
OOJILHBIM C PEIKHMH 3a00JICBAHUSIMHE SIBJISICTCSI COBEPIICHCTBOBAHUE UX PaHHEW Juar-
HOCTHKH U IPOQHIAKTHKH. B paMKkax HallMOHAIBHOTO MpOeKTa «310poBbe» B PD Bce
HOBOPOYK/ICHHBIE TIPOXOAT HEOHATAJIBbHBIA CKPHHUHT Ha TISTh HACIIEACTBEHHBIX 3a00-
JICBAHUU: aIpEHOTCHUTAIBHBIA CHHAPOM, TAIAKTO3EMHIO, MYKOBUCIH/IO3, (DEHUIIKETOH-
YPHIO, BPOXKJICHHBII TUIIOTHPE03, YTO MO3BOJSIET IPEJOTBPATUTh MHBAJIMAN3ALUIO TIPU
CBOEBPEMEHHOM Hayalle JICUYEHHs, a TaK)Ke 00ECIeUnBaET MPeLyNpekKICHUE Pa3BUTHS
CHMITTOMOB 3200JICBaHUS U yTy4IIaeT KaueCTBO KHU3HU MaueHToB. COrjaacHO JaHHBIM
Munsapasa P®, o uroram o0ce10BaHNs SKEroHO B cpeaHeM Oosee yem y 1000 Ho-
BOPOX/ICHHBIX TUArHOCTHPYIOTCS monoOHbIe 3a0oneBanus (2012 r. — 1252 nereid,
2013 r. — 1190 nmereit) [9].

Kak yxe oTMeuanoch, paHHssl TMarHOCTUKA, BOIIPOCHI JICUEHHSI PEIKUX 3a00JIeBa-
HUH SBIISAIOTCA, IOMUMO MEIUKO-COLUANbHBIX, BAKHEUITUMH SKOHOMUYECKUMH IPO-
6nemamu. OCHOBHAsI Harpy3Ka MO CO3aHUIO0 CUCTEMbI MEAMIIMHCKONW U (papMaleBTH-
YEeCKOM MOMOIIM OOJBHBIM PEIKHMHU 3a00JIEBAaHUSIMH MTPUXOJUTCS HA PETHOHABHBIE
CHCTEMBI 3/IpaBOOXPAHEHHS U OFOJKETHI.

[To uroram peanuzanuu ITOITOCPOYHOH IeNeBOi mporpaMMbel OMCKOW oOiacTi
«Pa3Butne cuctemsl 3apaBooxpaneHusi Omckoil obmactm» Ha 2010—2015 rr. —
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(2012 r.) nns mpoBeAeHHUsT HEOHATAIBLHOIO CKPUHHUHTA 3a Tof Obuto BhIAEneHo 0,4%
oT obmelt cymmbl pacxono. Ob6cnenoBanue npouutu 29 416 HoBopoxaeHHbIX. [Ipu
3TOM OBbUIO BBIABIEHO 22 BPOXJICHHBIX HACJIEACTBEHHbIX IATOJIOMMU: MyKOBUCIUIO03 —
3, GeHMIKETOHYpHUS — 5, aApEeHOTeHUTAIbHBIN CUHIPOM — 4, TUIIOTepruo3 — §, ra-
JIAKTO3eMHUs — 2.

Taxke U3 cpeacts obmacTHOro Oropkera mo nporpamme 2,8% ObUIO BBIIEIEHO
IUIsL IPUOOpETEHHsI aHTUIeMO(UIIBHBIX (haKTOPOB, HEOOXOMMBIX B IIPOLIECCE JICUEHUS
O0sibHBIX Temopuinelt (43 pedbenka, 60IbHBIX reModuinet, u 4 pedeHka ¢ 60JIe3HbIO
BunneOpanza noaHocTeio obecredeHs! (pakTopaMu KPOBH I OKa3aHUSI HEOTJIOKHOM
MEIUIIMHCKON MOMOIIH), A0JIS CPEACTB, BBIACIEHHBIX JUIsl JIEYEHUs! OOJIbHBIX pacCcesH-
HBIM CKJIepo30M, coctaBmiia 1,0%, s oka3zaHus MEIUUIMHCKON MTOMOIIX JIETSIM C pel-
KUMH T€HETHYECKHUMHU M HACJIEICTBEHHBIMU TsHKEIbIMHU 3a00neBanusamu — 10,7%.

Ha teppuropun Omckoil obnacti B @enepanbHblii perucTp BKIOYEHbI 152 ge-
noseka (15 peaxux Ho3oz0ruit). Hanbonpiee KoMMuecTBO MAlMEHTOB CTPAJAlOT Ha-
pYLICHUAMH OOMEHA apoMaTHYeCKUX aMUHOKHUCIOT (34,0%) U IOHOIIECKUM apTpUTOM
¢ cucteMHbIM HavanioM (15,0%). Bee nyxnarommuecs: B nedenuu B 2013 r. mosydunu
JIEKapCTBEHHBIE MPEnaparhl U CIeNUaTN3UPOBAHHbBIE TPOAYKTHI JIE€U€OHOTO MUTAHUS.
B nporpamme «7 Ho30510rMi» HanboJIee 3aTPAaTHBIMU SIBJISIFOTCS] KATETOPHHU: «3JI0KAYeCT-
BEHHbIE HOBOOOPa30BaHuUs JIMM(OHUIHON, KPOBETBOPHOM M POJICTBEHHBIX UM TKaHE —
48,7% ot o011eit cyMMBbI pacxo/10B; «reMopuins» — 26,5%; «paccesiHHbIN CKIIEPO3» —
16,3%. CooTtHoleHue 3aTpaT B JUHAMUKE OCTaeTCs MPUOIU3UTEIBLHO Ha OJHOM YPOBHE
M0 CPABHEHUIO C MPEAbIIYIIUMU OTYETHBIMU MEPUOJIAMHU.

Tabnnua 1
JAvHamMmuka nokasaTteneu no utoram peanmsauum
dbenepanbHOi NnporpamMmmbl «7 HO3010ruii» B OMckoli oonactu

HanmeHoBaHue nokasaTenen Temn pocTa, %

2008 r. | 2009r. | 2010r. | 2011r. | 2012r. | 2013 1. | cpegHui

KonunyecTBo rpaxaaH, 06paTnBLLMXCS 100,0 1221 105,1 122,2 112,3 120,3 113,3
3a IeKapCTBEHHOW MOMOLLbIO

JuHamuka 06beMOB OTMYLLEHHbIX 100,0 116,5 102,8 106,9 116,4 121,8 110,4
CPEeACTB Mo peuentam

JnHamuka OTNyLLEeHHbIX peuenToB 100,0 129,9 117,1 109,8 112,3 119,5 114,4
CpepaHsasa cToumocTb 1 peuenTa 100,0 89,7 87,8 97,3 96,4 101,9 95,4
O6beM OTNYLLLEHHbIX CPEACTB 100,0 95,4 97,9 87,5 103,7 101,3 97,5

Ha 1 obpaTuBLLerocs

Kak BumHO 13 Ta61. 1, cpeanuil TeMn pocTa KOJIMYECTBa IPax/iaH, MOyYaroHX
JIEKapCTBEHHYIO IIOMOILb, cocTasisieT 113,3%, 4To npesslaeT COOTBETCTBYOLIMMI I10-
KazaTelsb )i OTIYUIEHHBIX 110 nporpamme cpeacts Ha 110,4%. 3a 5 net konuvecTBo
nanueHToB yBenuuuiaochk Ha 111,8%, o0beM oTmyiieHHbIX cpeacTts Ha 81,7%, cooTBeT-
CTBEHHO ITOKa3aTeNb OTIMYIICHHBIX CPelICTB Ha 1 oOparuBiierocs cHu3mics Ha 14,2%.
ITpu 3TOM KOJMMUYECTBO BBIMHUCAHHBIX peLeNToB Bo3pociio Ha 124,1% Ha (oHe cHIKeHus
ux croumoct Ha 19%.
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B nocnennue rojpl cpeHss CTOMMOCTD PeLeNTa HECKOJIbKO BO3PACTaeT, IPHUEM
cpeHee KOJIMYECTBO PELENTOB Ha OJHOIO OOpaTHBILErocsi OCTaeTcsi Hen3MeHHbIM. Ko-
JIMYECTBO 3apETUCTPUPOBAHHBIX B (pe/iepaibHOM PEeTHCTpe JIUI] 3a 5 JIeT YBEJINIUIIOCh
Ha 40,4%, cpenHuii TeMIT pocTa Mo JaHHOMY noka3zaTento coctasui 109,3%.
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Puc. 2. JyHamMmunka TeMMoB pocTa nokasaresneii CTOUMOoCTH
1 Konn4yecTsBa peuenTtos, %

K coxanenuto, KoIM4ecTBO OOJIBHBIX PEIKUMHU 3a001€BaHUAMU HEYKIIOHHO PACTeET,
YBEJIMYMBAETCSI COOTBETCTBEHHO U (PMHAHCOBasl Harpy3ka Ha (efepajbHbIi U peruo-
HaJlbHBIE OrOIKeThl. BepoaTHO, paspabaTbiBaeMasi B HACTOSAILEE BPeMsl CHCTEMa JIeKap-
CTBEHHOT'O BO3MEIIEHHUS, CMOXKET CMAIYUTh Ty HArpy3Ky U OTKPOET HOBbIE BO3MOXK-
HOCTH JUIsl Pa3BUTHA JaHHOU 00s1acTH (hapMalieBTUYECKOM TOMOIIIH.
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This article investigates characteristics of the providing pharmaceutical care to patients with rare
diseases in Russia, including at the regional level. To improve this system it is useful to study foreign
experience in the development, production and registration of orphan drugs.

Key words: rare disease, orphan disease, orphan drugs, 7 nosologies.

REFERENCES

[1] Bondareva T.M., Gordienko V.V. Institutional bases of medicines provision of patients with
socially significant diseases at the level of certain regions of the Russian Federation. Digital
scientific journal “Modern problems of science and education”. 2013. N 3. P. 2—3.

[2] Bondareva T.M., Gordienko V.V., Parfeynikov S.A. Orphan drugs market — promising direction
of development. International Journal of Experimental Education. 2013. N 11. P. 193—194.

[3] Bykovchenko I. Problems and prospects of patients with rare diseases. Remedium. 2014.
N 3 (205). P. 83.

[4] Lebedev A.A. Rare diseases: challenges and prospects for their solutions. Public health and health
care bulletin of the Russian Far East. 2012. N 1. P. 5.

[5] Kuznetsov S.I., Buklesheva M.S., Kashayeva S.G. Key aspects of rare diseases in Russia and
the world. Management of health care quality journal. 2012. N 1. P. 6.

[6] Babiyak V.I., Paschinin A.N., Tulkin V.N. About rare diseases. Russian otorhinolaryngology.
2011. N 2 (51). P. 33.

[7] Journal «Rare diseases in Russia». 2014. N 1. P. 7.

[8] Abraham R., Buttar R. Changing Lives. International Clinical Trials — ClinTec International.
2013. P. 60.

[9] Web portal «Ministry of Healthcare of the Russian Federation». URL.: www.rosminzdrav.ru/
news/2014/02/28/1741-den-redkih-zabolevaniy.



