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AHHOoTaumA. lpegnoxeHHas cTaTbs NOCBSALWEHA WU3YYEeHU OCOBEeHHO-
CTeN nekapcTBeHHOM nomowm 6onbHbIM, CTpagatowmx opdaHHbIMKU 3abone-
BaHuaMu. [JaHHaa npobrnema siBNsieTca 4OCTAaTOYHO aKTyarlbHOW, HOCUT no-
GanbHbIN Xapaktep u TpebyeT peleHnss MHOXECTBA CITOXHbIX OpraHuM3auu-
OHHbIX, KIMMHUYECKNX BOMPOCOB, a Takke peLlueHns npobrnembl nekapCTBEHHO-
ro obecnevyeHnss 60NbHbIX C JAHHOW NaTONIOrNEN.
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Abstract. Offered article is devoted to studying of features of the
medicinal help by the patient, suffering orfan diseases. This problem is rather
actual, has global character and demands the solution of a set of difficult
organizational, clinical questions, and also a solution of the problem of
provision of medicines of patients with this pathology.
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Bcero B Mupe cyuiectByeTt nopsigka 6-7 Tbicad 3abonesaHui, KoTopble
OTHOCATCA K pa3psagy «opdaHHbix». bonee 80 % 13 HUX — HAcnNeaCTBEHHbIE,
npuyem 6onerT n aeTun, u B3pocnble. TpyaHOCTb ANArHOCTUKU «OpdaHHbIX»
3aboneBaHnn B CNIOXXHOCTM pacrno3HaBaHWs CMMMNTOMOB, CBOEBPEMEHHAS Xe
NOCTaHOBKAa AuarHo3a cnocobHa He TONbKO 00NerymTb Xn3Hb NaLueHTa, HO U
CnacTn eMy XN3Hb.

B Poccumn «opcaHHbiM» 3aboneBaHne cUMTaeTcs ecnm OHO NposiBsieT-
ca B 1 cnyyae Ha 10 Tbicay yenosek HaceneHud. lNoHaTne «opdaHHble 3a-
bonesaHus» N UX onpefeneHne B Hawen ctpaHe BeBeaeHo B 2012 rogy, Ko-
roa BCTYNUNM B CUIy HOBble OCHOBbLI 3aKOHOOATeNnbLCTBa B cdepe 34paBo-
oxpaHeHus. B poccuinckom nepeyHe «opdaHHbIX» 3abonesaHun nopsigka 80
no3nuun, onga 27 u3 HUX cyllecTByeT Tepanus 1 nuwb ans 15 paspaboTtaHsbl
cTaHOapTbl OKa3aHWs MeaULMHCKOM NOMOLLK; AN 4 UMetoTca cpeactsa ne-
YeHUs!, KOTOpble NOoKa eLle He 3aperucTpmpoBaHsbl B Poccuu.

Ha rocypapctBeHHOM ypOBHE OEUCTBYET nporpamma «7 Ho3onorum». B
ee pamMmKkax 3a cyeT cpefcTB dpefepanbHOro BogpkeTa 3akynarTcsa fiekapcT-
BeHHble npenapaTbl (J1M) gna 6onbHbIX remodunmen, MykoBucLungo3om, rv-
nocomnsapHbIM HaHM3MOM, BonesHblo [oLwe, 3nokavyecTBEHHbIMU HOBOOGpPa3o-
BaHUAMU NUM@POUOHON, KPOBETBOPHOM U POACTBEHHLIX UM TKaHEW, paccesiH-
HbIM CKNepo30M, a TakkKe MauueHTOB, NnepeHeclnx TpaHcniaHTauumo opra-
HOB MNu TkaHen. PUHaHCMpOBaHWE nNporpamMmmbl U3 egepansHoro brogxeTa
B 2013 rogy nnaHupyeTcs nopsigka 52 munnuapaos pyonen.

B mupoBon npaktuke obecrneyeHne 60rbHbIX «opdaHHbIMn» 3abonesa-
HMAMK pewlaroT cooblla rocyaapcTeo, 6usHec n obLiecTBEHHblE OpraHu3a-
unun. B pasHbix cTpaHax, B TOM Yucne u B Poccuu, yyactue rocygapcrsea npu
dmHaHcoBoM obecneyveHumn neveHms 6onbHbIX coctaBnsieT ot 10 go 60 %.

TpebyeTcsa co3gaHne MexaHM3MOB OpraHudauum obecnedeHus rpaxxagaH
JIN pns nevyeHus 3aboneBaHW, BKIMIOYEHHbIX B NepeYeHb KMU3Heyrpoxato-

LLMX N XPOHUYECKUX MPOrpeccupyoLLInX «opdaHHbIX» 3aboneBaHuii, NpuUBo-



AAWNX K COKpPaLLEHWUIO NPOAOIMKUTENBHOCTU XU3HU rpaxgaHWHa Wnn UHBa-
NMOHOCTMW.

B 2012 rogy sctynun B cuny ®3 «O6 ocHoBax OxpaHbl 300POBbSA rpax-
AaH P®», n Hayanacb paboTta Hag nepedHeM 3aboneBaHui U perMcTpom na-
LUWEHTOB, CTpajalLlnX XU3HEYrpoXawwmMMnu U XPOHUYECKUMU MNpOorpeccu-
pytoLMMun opdaHHbIMKN 3aboneBaHUAMMN.

BonblumHcTeo JIM, npMMeHaeMbIX Npu nevyeHnn «opdaHHbIX» 6onesHen,
AOPOrocTosILLNE U BbIMyCKaOTCS MarnbiMyM NapTUsIMKU, B CBSA3KU, C YEM UX NPO-
Aaxa He MOKpbIBaeT pacxodbl npoussoauTenia. Bo MHormx crpaHax nosvumm
no JIIN npymeHsemMbIM B fie4eHnn «opdaHHbIX» 3aboneBaHnin NoaaepPXKMBaLOT-
Cs rocygapcTBeHHbIMU goTaumsamu. B Poccumn xe 6onblumnHeteo atux JIIM He
TONbKO He BbIMyCKaeTCHd, HO U He 3aKyrnaeTcs u3-3a CIIULWKOM HU3KOro cnpoca.
PewwuTb 3Ty npobnemy HEBO3MOXHO, MOKa He ByaeT co3gaH peecTtp «opdaH-
HbIX» BOSIbHbIX, HE NPOoNMcaHa TEPMUHONOMMNA «opdaHHbIX» 6onesHen.

[Mpobrniema «opdaHHbIX» 3aboneBaHM HOCUT rnobanbHbIN XapakTep.
JleyeHne «opdaHHbIX» 3aboneBaHnn TpebyeT OrpoOMHbLIX AEHEXHbIX 3aTpar,
HO JaXe caMble pa3BUTble CTpaHbl He MOryT obecneynTb NonHoe oUHaHCK-
poBaHne MeAULMHCKOW NOoMOLM Takum O0nbHbIM. VX nedYeHne BO3MOXKHO
nMwb Gnarogapsi BHEOPEHWUIO JIEKAPCTBEHHOMO CTpaxoBaHMUs (YaCTUYHO On-
naymBaeT JieyeHne nauMeHT, ocTalibHOe CTpaxoBas KOMMaHus), a TaKke
nogaepxke rocygapctsomMm npoussoautenen JIM ang nedeHus «opaHHbIX»
3aboneBaHun. OnpegeneHHble CYyMMbl Ha fleYyeHne Takmx naumeHToB nocTy-
narT OT 6r1aroTBOPUTESNbHBIX OpraHn3auuni.

Ha Haw B3rngag, ¢ uenblo onTMMu3aumm fiekapCTBEHHOro obecneveHns
BonbHbIX «OpdaHHbIMKY» 3aboneBaHuaMU Liefiecoobpa3Ho BedeHne Ha e-
AepanbHOM YPOBHE HOPMAaTMBHbIX JOKYMEHTOB MO TEXHOMOrMM npoBeaeHuns
aHanmsa anekTpoHHbIX 6a3 gaHHbix 3akynok JIIM B cybbektax Poccumnckon
depepaunm (PP) c uenbto onpeaenenus nepedns J1lM, nognexawmnx K 3akyn-
Ke Mo OONrocpoYHbIM KOHTpakTaM. Kpome Toro, AomkHbl 6bITb onpeneneHbl

YyeTKue Kputepuu, Ha ocHoBaHuu koTopbix JII BkAoYaloTCA B npouenypy 3a-
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KYMK/ NO AOSITOCPOYHBIM KOHTPaKTaMm U MeToAmKa onpeaeneHusi HavyanbHom
MaKCMMaribHOM LieHbl AaHHbIX KOHTPAKTOB.

B yactn obecneueHns nekapcrtBeHHon 6esonacHoctn P® Heobxoommo
COBEpLLUEHCTBOBaHME U pa3BuUTUE CUCTEMbI (papMakoHaZ30pa B Hallen cTpa-
He: co3gaHue U pasBUTUE CETU pernoHarbHbIX labopaTopuin KOHTPONS Kaye-
ctea JIl1; coBepLleHCTBOBaAHME CUCTEMbI pernctpauum HexenaTternbHbIX Mo-
6o4uHbIX peakuun J1I1, pacwmpeHne obvema cbopa nHpopmaunm npun pernct-
paumm HexenaTenbHbIX NOOOYHbIX peakunn Ha Bo3geuncteue J1I; cosgaHmne
cucteMbl 06paboTKM perucTpupyembiX AaHHbIX; co3faHue deaeparibHoro
pecypca, NO3BOMALWEro OCyLEeCTBNATb OOBEKTUBHYIO OLeHKY 6e30nacHOCTU
N 3PPEKTUBHOCTUN NPUMEHHAEMbIX Ha TeppuTtopun ctpaxbl JIM; doopmumposa-
HWe pernoHanbHbIMU N beaepanbHbiMU LeHTpaMu hapMakoHaa3opa peko-
MeHOaumn ana ocyuwectsnenus 3akynok J1IN Ha denepanbHOM 1 pervoHarsb-
HOM YPOBHSIX C ydeToM Be3onacHocTun n acpdektnsHocTu J1M; passutue n on-
TMMU3aUUs CUCTEMbI CTaHgapTM3auum nedvedbHoro npouecca, 6onee rmbkoe
MCNOMb30BaHME OrpaHNYUTENbHbBIX CMAWCKOB B COYETaHWUW CO CTaHgapTamu
oKa3aHna MeOULUHCKOW MOMOLLM; OCYLLEeCTBreHue MHgopmaTmMsauum sgpa-
BOOXpaHeHus: pa3paboTka N CONPOBOXAEHNE ANEKTPOHHBIX UHAOPMaLMOH-
HbIX PECYPCOB A5 Bpayen n cpeaHux MmeapaboTHMKOB, AS1s NauneHTOoB; BHe-
ApeHue deaepanbHOro NPorpaMmMHOro obecnedeHunsl, NO3BOMSOLLErNO BECTH
MeaNUNHCKME KapTbl BOMbHbIX (CTauuMoHapHbIX M amOynaTopHbIX) U OocyLle-
cTBnaTb ydet JI[1 B aneKTpOHHOM BMAE; NOBbIWEHNE PONN OOLLECTBEHHbIX
opraHu3aumn, accounaumin Bpadyen n MeguumHcKux paboTHUKoB B pa3paboT-
Ke CTaHOapTOB OKa3aHUA MeOULMHCKOW NMOMOLLUM N BOMNpOcax HenpepbiBHOMo
npodeccnoHanbHOro obpasoBaHust; KOHTPONS pedepPEHTHbIX LEeH; rapMOHU-
3aummn Bcex CNUCKoB (orpaHndmnTenbHbIX); opMUpoBaHueE nepevyHen opdgpaH-
HbIX (pefkux) 3aboneBaHun; paspaboTka denepanbHOro nonoXxeHust o 6umo-
aHanorax JI; coBepleHCTBOBaHME CUCTEMbl KOHTPOMSA KayecTBa Cbipbs U

cybcTaHumMiA, 3aKynaemblX rocyaapcTtBom ans usrotosneHus JM; yTBepxae-



HMe CPOKOB NepecMoTpa U KOPPEeKTMPOBKA CTaHAAPTOB OKalaHMUs MeauuuH-
ckon nomoLum n cnunckos J1I1.

B cBA3K ¢ 3TMm BOMpPOC OKasaHWs MeaMLMHCKOM MOMOLLM NauuMeHTam C
«opdaHHbIMU» 3ab0neBaHNAMMN CTAHOBUTCS BONPOCOM 3TUYECKUM. JlekapcT-
BEHHada NMOMOLLb AN 3TUX NAUMEHTOB 3a cYeT cpencTB dpedeparnbHOro u-
HaHCUMPOBaHMA He NpeaycMoTpeHa, a cybbekTbl PO nmeloT HeogmHakoBble
dMHaHCOBbLIE BO3MOXHOCTU, U Y NALUNEHTOB B TakK Ha3blBaeMbIX JOTALMOHHbIX
perMoHax LaHcbl Ha NoslydeHrMe OOpPOrocTosiien NoMoLWwmn odeHb mansbl. lNo-
3TOMY NMauuneHTbl, cTpagatowme opdaHHbiMK 3aboneBaHns MK, 3a4acTyo OC-

TakTCA coumnanbHO He3alWwneHHbIMN.

Cnuncok ncnonb3oBaHHbIX UCTOYHMUKOB

1. bBenoycos KO.b. OptaHHble 6onesHu HUM 1 BbIBOAA Ha Poccunckmmn dpapmaves-

n opaHHble nekapctea // CemenHas me-
AnuuHa n obwasa Tepanma. 2007. Ne 20.
C. 59-60.

2. boHpapeBa T.M., opgueHko B.B.,
MapgenHukos C.A. VIHHOBaUWOHHbIE
CXEeMbl, BNUSAIOLWNE HA U3MEHEHNA B NOa-
Xo4ax K neyeHuo opdaHHbIX 3abonesa-

TUYECKUA PbIHOK TapreTHbIX JleKapCTBEH-
HbIX npenapaTtoB // MeHeoXMeHT Ta Map-
KETUHI Yy CKnagi C y4yacHOI EeKOHOMWKMW,
HayKu, OCBITWU, NpakTukn. Martep. MixHap.
HayK.-npakT. internet koH®. (28-29 Gepes-
HA 2013). XapkiB, 2013. C. 318-324.

Bniepebie 0aHHasi cmambsi bbina onybriukoeaHa 8 cbopHuke mamepuasios lll
MexxdyHapoOHOoU Hay4YHO-rpakmu4yeckou KoHgpepeHyuu «PeweHue npobriem
passumusi npednpusmud: posb Hay4HbIx uccriedoeaHult» (14 mas 2013 e.,

KpacHoodap).



