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B nocsiienHue rogbl B MUPOBOM MEIUIITMHCKOM CO00-
[ecTBE MPUCTaJIbHOe BHUMaHKE ITIPUBJIIEKAIOT PeIK1e
WY penydaiiiime 00JIe3HU, IPUIMHBI, TaTOTeHE3 U Jieue-
HUE KOTOPBIX CJIa00 U3YUYEHBI.

K yucny penkux 3a6oeBaHMIf OTHOCIT BPOXACHHBIE
(HaciaeacTBEHHBIE) MJIM MpUOOpeTeHHbIe 3a00JieBaH U,
YacToTa KOTOPBIX, HAIIPUMED, COCTABJISIET He OoJiee 5 Ha
10 TeIC. 6obHBIX. K TakMM 3a00JieBaHUSIM, HAa3BAHHbIM
«D0JIE3HSIMU-CUPOTAMU», IPUBJIEYEHO BHUMAHNE ME -
KOB pa3JIMYHBIX CIIEIMAaJIbHOCTEH B CBSI3M C UX HEU3JIe-
YUMOCTHIO U3-32 OTCYTCTBUSI CBOEBPEMEHHBIX METO -
JIOB IMaTHOCTUKU U JIEUeHU I, HEPEIKO, YBEIUUCHUST M X
qyucia B MUPE, U OTCYTCTBUS KeJaHW s MHHOBAIIMOHHBIX
bapmanieBTMYECKMX KOMITAHW# BKJIaAbIBaTh (hDMHAHCO-
BbI€ PeCypcChl B pa3pabOTKYy JeKapCcTB, He MMEIOIIUX B
MepcrneKTuBe KOMMeEPUYECKoro ycrexa. Tak, yucio 601b-
HBIX C BPOXJIEHHOI TUIIepaMMOHKMEMHUel (HapyleHue
MeTabon3Ma MoueBMHBI) B EBpornie nocturaet 46 yeino-
BeK, 0ose3Hblo ['yHTepa (Mykomoiaucaxapumo3 IT) — 400
NalMeHTOB, a TaXeJol GopMOii AeTCKON 3MUENCUU
(cunapom JlenHokca-I'acTo) — 65 ThIC. YeJIOBEK.

BriepBbie TEpMUH «CUPOTCKHUE JIEKapPCTBa» MPO3BY-
yaj B CIIIA B 1983 roay, Korjga OblJl IPUHSIT 3aKOHO-
naTenbHbIN aKT «Orphan Drug Act», onpeaeauBIIni
0K0J10 1600 u3BeCTHBIX 3a00J1eBaHUIA U CMHAPOMOB 1 300
JIEKapCTB, OTHECEHHBIX K «CUPOTCKUM» 3a00JICBAaHUSIM 1
sekapctBaM. B Anonuu B 1993 rogy 60osee yem 170 mato-
JIOTMYECKUX COCTOSTHUI OTpeneInan Kak opchaHOBBIE
3aboseBaHus U mpuMepHo 100 — Kak Bo3MoxHbIe. EBpo-
MeCKUM MapiaMeHTOM BBeJeHa B IEUCTBUE NTMPEKTUBA
Ne141/2000, maBuras orpeaesieHre 00JIe3HIM-CUPOTaM
M CMPOTCKHUM JIEKapCTBaM M MEPCIEKTUBAM B UX U3yUe-
Huu u aeyeHuu. B anpesie 20001. B JIoHoOHE BO UCTIOJTHE-
Hue EBporneiickoit nMpeKTuBHI ObIJ1 co3naH KoMuret 1mo
opdaHoBbIM NiponykTaM (COMP), KoTopslii B cpok 10 90
JIHEW MOJIKEeH paccMaTpuBaTh 10Che Ha JIEKapCTBEHHOE
cpenacTBo, U B 30-mHeBHbI epuo] EBporneiickas KoMmuc-
CUSI TOJI’KHA MTPUHUMATD PeIlIeHre O eT0 TPUMEHEHU .

Ho ¢espans 2007 r. EBponelickoit Komuccueit ObLI 1aH
craTtyc opdaHoBbIX JlekapcTB 450 npenapatam («cpeacTBa
MMPOTUB PeAKUX 3a00JeBaHMIi»), U ATO PEIICHUE PacIIpo-

cTpaHsieTcs Ha 34 ctpaHbl EBpocorosa. Yucio namueH-
TOB, OOJILHBIX peAKUMU Ooe3HsIMU B EBporie cocTaB-
JISIeT 0KOJI0 1,4 MUJIJTMOHOB, IIPUYEM JIeKapCTBa-CUPOTHI
npuMeHsitores B 12 % ciyvaeB y neteit, u moutu B 60 % —
y JETE U B3POCIIbIX.

CJI0XHOCTh Pa3BUTHUSI ITOTO CEKTOPA KJIMHMYIECKOMN
(apmaxkosiorum o0ycjaoBjeHa OTCYTCTBHEM pa3paboTaH-
HBIX TTOJAXOI0B K U3y4eHU 0 3¢ HEeKTUBHOCTU 1 Oe3orac-
HOCTHU IpUMEHEHM S PeIKMX JIEKapCTB MPHU op(HaHOBBIX
3a00JIEBAHUSX, T. K. OOBIYHBIE TTOAXO0bI K KPYTTHOMAC-
IITaOHBIM, XOPOIIO CIIJITAHUPOBAHHBIM KIMHUYIECKUM
HCCIICTOBAHUSIM HE ITPUEMJIIEMBI.

[To pemennto EBponeiickoro MeIuIImMHCKOIO areHTC-
tBa (EMEA) HenaBHO ObLIIM OonpeAesieHbl KOMIIaHU U 110
Pa3BUTHIO, OMPEACICHUIO IM3aiiHa U TIPOBEICHUIO K-
HUYECKUX UCCIIeIOBaHU T Op(aHOBBIX JIEKAPCTB, a TAKXKE
BBIJICJICH CIIEIIMAaIbHBIN OIOMKET ISl OAAEPXKKH pa3pa-
0OTOK HEOONBIIUX U CPeNHUX (PapMKOMITAHUU B 00J1aCTU
JIEKapCTB-CUPOT.

B I'epMaHWM TIpeAIpMHUMAIOTCST TOMBITKY CO31aTh
nporpammy («Compassionate use») 1 CETh LIEHTPOB IO
KOHIICHTPALIM! peIKUX OOJIBHBIX U JIeKapcTB. MHTepec
K paboTe nposgBuiau 40 MeXXTYHApPOIHBIX KOMITAHUHT 1
okos0 100 royepHUX NMpeanpusTUil, B ogHOM Juib ['ep-
MaHUU OYAYyT 3aeiiCTBOBAHbBI 86 ThIC. COTPYAHUKOB, U3
HUX 15,3 ThIC. cIELIMAIUCTOB-pa3pabOTUYMKOB JIEKAPCTB.

B HacTtosiiee BpeMst Hauboabliee YUCI0 CUPOTCKUX
JIEKapCTB MCITOJIb3YIOT JUIs JISYEHU I TeMO0OIacTO30B U
paka (ocTpbie TuM@oOOIaCTHBIE Yy NeTeil U B3POCAbIX, B
TOM YHCJIe IpU HaAUuuuu dhuiaaeabGuiickoir XpoMo-
COMBI, TPOMUEJIOIMTAPHBIE JIEMKEMU U, XPOHUUECKU
MUEN0JEHKO3 U TPOMOOLIMTEMU S, paK MOYKH, HaITIouey-
HUKOB, MUILIEBOAA, HEXOAKKUHCKas TuMdoma, cemeii-
HbI afleHOMaTo3 K1IlleyHrKa u T. 1.). Ha BTopoM mecTe
psiJT HACJIEACTBEHHBIX 3a00JIeBAHUI — aKpoMmeralius,
6ose3nb Pabpu, ruriepaMMoOHUEeMUsI, 60Jie3Hb [o1e;
ITomne; Bunbcona, mykononucaxapuno3s I, I, IV tuma,
TUpO3UHeMust THII I.

TpeTbe MECTO 3aHUMAIOT TSKEIbIC BPOXKIEHHBIE U
HacJaeJCTBEHHbIC 3a00JIeBaHU S LIEHTPAJIbHOU HEPBHOM
CUCTEeMBbI, B ITIEPBYIO0 o4Yepe/ib, y NeTeil U B3POCIIBIX:
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MUOKJIOHUYecKas anujencus (cuHapom JdpaBerca),
anunencus JleHHokca-I'acTo, KaTamjieKcus y B3pOCIbIX
C HapkoJierncuei, XpOHUYECKU I O0IeBO CUHAPOM,
PE3UCTEHTHBIN K aHAJbIeTUKAM.

W, HakoHell, Heu3jJednMas 10 CUX IMOp JIErouHas
runepToHus, koropas B EBpone nmarHoctupoBa-
Ha 'y 95 Thic. MAallMEHTOB, HEMUHYEMO MTPUBOASAIIAS K
cMmepTu. i TedeHu s IepBUYHOM JIETOYHOM TUTep-
TOHUU UCIIOJIB3YIOT CeroaH 4 JIeKapCTBEHHBIX CPEJIC-
TBa: 603eHTaH, UJOIMPOCT, CUJAeHA(DUI (M3BECTHHII
kak Buarpa) u cutakceHTtaH. Cepb€3HOUl mpobaeMoit
ocTaéTcs OTKPBITHIN apTepuanbHbiil mpoToK (baTtanon
MMPOTOK), IJIsI 3aKPBITUSI KOTOPOTO paHee UCITOJIb30Ba-
JIV MHIOMETalluH, OMHAKO Yy TJTyOOKOHETOHOIIIEHHBIX
¢ maccoit Tena meHee 1000 rp. muHAOMETALlMH MaJio-
a¢pdexkTuBeH. [IpennaraloT ucnoyib30BaTh UOYIpoO-
deH (toprosoe HazBaHue [leges, komnanusg OpdaH
Espon).

CnenyeT OTMETHUTDh, YTO HECMOTPS Ha BHeIpeHUE
opdaHOBBIX JeKapcTB, 3a nocjeaHue 10 geT Gosee
2 ThIC. TPAXJAaH He MOJIyyaloT aJleKBaTHYIO MTOMOIIb.

HOBbBIE JIEKAPCTBEHHBIE CPE/I TEXHOJIOI'

B 57011 cBsI31 B MUpeE pa3pabaThiBalOT HOBbIE COSAMHEHU ST
IS G0PBHOBI ¢ paKOM U reMobacTo3aMu — 6 mpemnapa-
TOB, TSIXKEJABIMU MHPEKIUIMU — 6, 110 4 — 17151 JIeUeHU st
NaTOJIOTUU CEPIEYHO-COCYAMCTON U HEPBHOM CUCTEM,
10 OAHOMY — JJIsI TIOMOIIU OOJIbHBIM C 3a00J€BaHU -
MU MMOYEK, KOCTEM, JIETKUX U Ia3, NaToJOTUU B poaax 1
oTpaBieHUsIMU. boJbliast 4acTh U3 HUX YK€ BHEIPEeHAa B
KJIMHUYECKYIO ITPaKTUKY.

B Poccuu rpoMKoO cTaiu TOBOPUTH O OOJIE3HSIX-CUPO-
Tax 1 ophaHOBBIX JIEKAPCTBAX ITPU BHEAPEHU U CUCTEMBI
JIOTIOJTHUTEJbHOTO JIEKaPCTBEHHOI'0 0OeCcneYeH sl mosi-
BUJIACh BO3MOXHOCTbh ONMPEACTUTb KOJIUUYECTBO OOTBbHBIX
U YMCJIO HEOOXOAMMBIX JIEKAPCTBEHHBIX CPEICTB, a TAKXKe
00BEMBI MOCTaBOK U hHaHcupoBaHus. [TocnenHee oco-
OEHHO BaXXHO, TaK KaK 00JbIIMHCTBO OOJbHBIX MOTyYa-
0T JIEKapCcTBa MOXU3HEHHO.

[lo-BunuMomy, Ha3pesa HEOOXOAUMOCTb CO3TaHU
HanuroHanbHON MeXAMCIMITIMHAPHOM POrpaMMBbI 10
penkuM 3a00JieBaHUSIM, MOCKOJIbKY B Poccuu ata npo-
0JieMa UMeEeT He TOJbKO MEeIUIIMHCKOEe 3HaUeHHUEe, HO
U collMaibHOE 3BYyYaHUeE.
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