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"Pegokune 6one3Hn KacarTcs Bcex" - AeBM3 WBENLapPCKoro AnbsaHca peaknx 6onesHen
B cy660Ty 19 heBpana KoHdenepaumnsa snepsbie NpMMeT y4acTue B MexxayHapoaHoM gHe
penkux 6onesHen, NPOBOAVMOM YXe B HeTBepThbln pas.

|

La journée d'informations organisée samedi le 19 février pour la premiere fois en Suisse
s'inscrit dans le cadre de la 4e Journée internationale des maladies rares.

Les maladies rares ne sont pas si rares en Suisse

Mo coobuieHunio LLBenuapckoro TenerpaHoOro areHTCTBa, 0KOJI0 MOJYMUIJIMOHA XUTeNen
KoHtenepaunmn cTpagaeT Tak Ha3biBae€MbIMU peaKuMu 3aboneBaHUSMU, KOTOPbIX
HacyMTbiBaeTCa A0 7 Tbicay! [na CTpaHbl C HACeNeHNeM, He A0TArMBaLWMM 00 BOCbMU
MWJIJIMOHOB, LN pa 04eHb 3HaYUTENbHAY, a Y>X pa3Hoobpa3ne cambix 6onesHen sBoobLue
3acTaBAseT N3yMJIeHHO NMoAHATbL 6poBu.

YTo XKe 370 3a 6bonesHun, npmeieKatoLlme B nocaeaHne roabl Bce bosbluee BHMMaHue
MWUPOBOIro MeanuUnHCKoro coobuwecTtBa? K 4yncny peakux OTHOCAT BPOXKOEHHbIE
(HacnencTBeHHble) nnu NpnobpeTeHHble 3aboneBaHNd, HaCcTOTa KOTOPbLIX HE NpeBbILIAeT
onpeneneHHon undpbl, yCTaHOBJIEHHON 3aKOHOA4ATe/IbHO. HanpuMmep, B CTpaHax
EBponenckoro cot3a OHa cocTaBaseT He 6onee 5 cnyyaes 3abonesaHuin Ha 10 000
nauneHToB. Tak, B EBpone 4ncno 60bHbIX BPOXKAEHHOW rmnepaMMoHneMmnen (HapyweHune
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MeTabosM3Ma MoYeBUHbI) cOCTaBNaeT 46 4YenoBekK, a TAXenon (OPMON LEeTCKON
anunnencun (cnHapom JlieHHokca) - 65 000 Yyenosek.

K Takum 3aboneBaHnsaM, Ha3BaHHbIM "GonesHAMU-CMpoTaMun", NpuUBAEYEHO BHUMaHME
MeOMKOB pa3/iInyHbIX CneunanbHOCTEN B CBA3N C TEHAEHLUMEN K YBEJINYEHUIO UX YNCAa,
OTCYTCTBMEM CBOEBPEMEHHbIX METOLOB ONAarHOCTUKM N NIeYeHNS 1, 4TO CaMoe rJ1aBHoe, NX
HEen3/1e4NMoCTbIO. [pn 3TOM OLLYTUMO HEXXeNaHNe MHHOBALMOHHbBIX (DapMKOMMNaHNIN
BKJlagblBaTb (PMHAHCOBLIE pecypcCbl B pa3paboTKy ieKapCTB, HE MMeELWNX B NepcrekTmnee
KOMMEpPYeCKoro ycrexa.

BnepBble TepMUH «OpdaHHbIe» (CUPOTCKME) NPUMEHNTESIbHO K B0Ne3HAM 1 flekapcTBam
6b1n1 ynoTpebnen B CLLUA B 1983 roay, korga 611 NpMHAT 3aKoHOoAaTeNbHbIA akT "Orphan
Drug Act", onpegenusLunin okosio 1600 n3secTHbIX 3aboneBaHuin n cuHapomos 1 300
JIeEKapCTB, OTHECEHHbIX K 3TON KaTeropuun. B dnoHun B 1993 roay 6onee 170
MaTo/IOrNYeCKNX COCTOAHUI Bblnn onpenesieHbl Kak opdaHHblie 3aboneBaHNs U NPUMEPHO
100 - Kak BO3MOXXHble. EBponencknm napsaMeHToOM BBeeHa B eNCTBUe ANPEeKTMBaA
Ne141/2000, naBwasn onpeaneneHme 601e3HAM-CMPOTaM N CUPOTCKUM SieKapCcTBaM n
HaMeTuBLUasa NepCreKTUBbl UX U3YHEHUS U JIeHeHUS.

LLIiBenuapusa B LaHHOM CJly4ae 3Ha4YUTesIbHO OTCTaeT OT CBOMX 3a0KEaHCKUX U
€BPOMencKMx NapTHEPOB, XOTHA 3Ta NpobnemMa KacaeTCsa ee He MeHbLUe OCTaJIbHbIX.
OencTBuTenbHO, NYCTbh KaXKgas U3 CeMU ThICAY 3aperncTpupoBaHHbIX 34eck 6onesHen n
ABNAETCHA PeAKOW, BMeCcTe B3ATble OHU NPeaAcTaBAAnT cobon 04eHb 3HAa4YUTESIbHbIN
rnokasaTesib. [0 WBenuapCcKUM HopMaM, Bone3Hb CHUTAETCA peaKown, ecnu 3aTparneaeTt
MeHee 0aHOoro 4yesnoseka Ha 2000 xutenen B rof. A B HEKOTOPbIX C/IyHassX KOHKpPeTHoe
3aboneBaHme MOXeT Nopa3nTb 1 ogHoro n3 100 TeicaY rpa>kgaH. OnpaBabiBaeT nn
OTHOCUTENIbHAsA MasIoYNCIEHHOCTb B0O/IbHbIX OTCYTCTBME KAaYeCTBEHHOW ANArHOCTUKUN U
nevyeHunaA?

EcTecTBeHHO, HeT, ybexxaeHa Buue-npe3ngeHT ProRaris, AnbsiHCa peakmnx 6onesHen B
LLIsenuapun, AHHa-PpaHcyaza O6epcoH, HanoMMHaoLWas, HanpuMep, 4To pak y aeTen
CYMTaeTCs UMeHHO peakon 6onesHblo. Mpun 3ToM, cornacHo bpowope Ha 3Ty Temy,
M30aHHON rpynnon WeenuapCcknx papMmaueBTUYeCcKuxX npegnpusaTuin, 3aHNMaoLWnNXCs
nccnenoBaHuUaMM B 3Ton obnacTtu, «pegkue 6one3Hn aBNA0TCA NPUYNHON
npMbAN3NTENbHO NOMOBUHBLI FOCAUTANN3ALNN».

YeTbipe 13 NaTu peakux 6onesHen - HacneacTBeHHbIe, NN FeHeTUYeCcKne, Ho eCcTb cpeaun
HUX N 3apa3Hble, N HEBPOJIOrnYeckne, n pegkune popmsel paka. Ckonbko 6osesHen, CTONbKO
N CUMMTOMOB - OT MOYTU HE3AMETHbIX [0 04E€Hb OCJIOXKHSAOLWMNX XN3Hb 60N1bHOrO 1 BoobLLE
cMepTesNbHbIX. B Ka4yecTBe ApKOro npuMmepa B ynoMsaHyTOM Bbille Opolutope NMpMBOAUTCSA
NCTOPUS MOXKUJION XUTEJIbHULIbI KAaHTOHa Aapay, KOTOPOW B Te4eHne 16 neT He Morn
MoCTaBMTb NpPaBU/IbHbIN AnarHo3! Bce aTu roabl 6biBWan NnpoaasLmua nonarana, c
cornacmsa Bpayen, 4To CTpadaeT NosMapTPUTOM - 0 TOr0 MOMEHTA, NMoKa el He 0b6bsaBUN,
4YTO Ha caMoM fene ee 3aboneBaHMe Ha3biBaeTCA CKIepoaepMus, Bellb peakas,
Tpebyiollas KpaHe CNI0XKHOro sie4eHuns. «C 04HOM CTOPOHbLI, S pada y3HaTb, HAKOHEL,
CBOIO UCTUHHYIO 60N1e3Hb, - LENNTCSA NMOXKAas NaymeHTKa. - Ho ¢ opyrom, ToNKy MHe oT
3TOro MaJjio, BCe PaBHO CKJIEPOAEPMUS HE NIEYNTCSH, MOXKHO pa3Be YTO CMMMTOMbI
obnerynTb».

OpgHako MaTTuac baymrapTHep, cneumanucT no peaknum 6onesHam B 1eTCKOM rocnutane
Litopuxa, ybexxaeH, 4To TOJIK OT NpPaBWU/IbHO MOCTaBJIEHHOI0 AMarHo3a o4eHb 6onbLioNn, a



Bpayu OOSKHbI 60oMblie A0BEPSATb UHTYULIUKN U OLLYLLLEHUAM MAaLNEHTOB N UX Ban3knx. «4
y>Ke HEeCKOJ/IbKO pa3 CTaJIKUBAJICA B CBOEM NMPaKTUKe CO C/yYasiMun, KOraa UHTYULNS
poauTenei 6onbHOro pebeHka oKasblBanacb BEpHEEe Hay4YHOro MHEHUS CMeLnaancToB», -
YTBEP>XXAAET OH.

MNpobnema 3aksoyaeTCa ewe u B TOM, YTO JIMWb Manasa foNa reHeTU4eCKnx TeCcToB
nokpbiBaeTcs 6a3080M MeAULMHCKON CTPAXOBKOW. «A eCsin TeCTbl NPOBOAATCA 3a
rpaHuuen, nam nogospesaemas 6ose3Hb He NogaaeTcs NevYeHUIo, To WBenLapckme
CTpaxoBble KOMMaHUM BoobLe ¢ 60/bLION HEOXOTOW 06CYXKAAT CUTYALNIO», -
Bo3MyLlaeTca AHHa-®paHcya3a O6epcoH.

MNopobHble 3aaBseHNA yOUBUAN CNIMKEpPa accoLmaumnm WBenuapckux MeaAnLMHCKNX
CTPaxoBbIX KOMMaHUI santésuisse ®paHcyasy LLlaHu, KoTopas, oTBe4Yas Ha BOMpPOC
XypHanucTa Leenuapckoro TenerpaHoOro areHTCTBa, Bo3pasuna, 4To 6a3osas
CTpaxoBKa MOKPbIBAET pacxobl Ha KOHCY/IbTauun N le4eHne fa)ke B OTCYyTCTBMe
AvarHosa. OHa npu3Hana, ogHaKo, 4TO CMNCOK YCNYT, CBA3AaHHbIX C FreHeTUYeCKUMHU
TeCcTaMun U NMOKpPbIBaeMbIX CTPAXOBKOW, «04eHb HEMOJIOH». Kpome Toro, AoJI>KeH
cobnofaTbCa Lenbi psag yCioBUn - Harnpumep, CyLlecTBOBaTb peasibHas ONacHOCTb
nepepna4vn cepbesHonm 6onesHn pebeHky.

NHbIMK cnoBamu, LLIBenLapun MHOro NpeacTouT caenaTb, YToObl AOTAHYTLCS OO CBOUX
cocepnen: «Bo ®paHUMN y)xKe NPUHMMAIOT BTOPON HaunoHaNbHbI/ NiaH No peakum
6one3HsAM, a BepH elle gaxke He NpU3HaN oPULIMANILHO 3TY NPO6IEMATUKY», -
KOMMEHTMpYeT rocrnoxxa O6epcoH. - «KoOHeYHOo, CylLLlecTByeT 3aKOHO4aTeNbCTBO,
Kacatoleecs 1eKapCTB OT «CUPOTCKUX BoNe3Hen», HO OHO KpaliHe PeaKo NPUMEHSAETCS».
Tak 4TO C/IOBO 3a NPABUTENLCTBOM.

NHTepecHo, 4To 1 B Poccmun 3Ta TeMa BCTajla HeJaBHO Ha NOBECTKY AHA. MpoLIon oCeHblo
Ha canTte MuMHNCTepCcTBa 34PaBOOXPaHEHUSA U COLMANbHOro pa3BuTusa PO 6bin BbiBELLEH
3aKOHOMPOEKT, KOTOPbIN Ha3biBaeTca "O6 ocHOBax OXpaHbl 340P0Bbs rpakaaH B PO". B
3TOT TEKCT, B HaCTHOCTM, BNepBble BBEAEHO NOHATME peakunx 3abonesaHun.

Bonee noapobHyto nHhopmauuno o nposegeHnn AHA peakux 6onesHen B LLisenuapun Bbl
HanpeTe 34€ecChb.
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