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B oOmeit mpoGrneme mMOBBIIEHUS (P PEKTHB-
HOCTH BOJOOYMCTKH OOJBIIYIO POJIb UTPAET aBTO-
MaTusanust KOHTPOJIS U OTIEPATUBHOIO YIIPABJICHUA
IIPOLIECCOM, ITO3BOJIAIONIAsl HE TOJIBKO CYIECTBEH-
HO YOPOCTHTh (DYHKUHOHHPOBAHHE OUYHCTHBIX
COOPYXKEHHH, HO M CHU3UTH KOJHYECTBO COPACHI-
BAacMBIX B BOJOEMBI BPEOHBIX [UIS OKPY)KAIOLIMX
cpenpl BelecTs. B npexnaraeMom MeTone OUMCTKH
IMMPOMBIIIJIEHHBIX CTOYHBIX BOJ OT MOHOB TSAXKEJIBIX

OMOreHHOTr0 CEepoBOAOPOAA — MPOJYKTA JKU3HEIEe-
ATENIBHOCTH  Cy/b()aTBOCCTAHABINBAIONINX  OaK-
tepuii (CBB) mns ocakaeHHS HOHOB METaJLIOB
B (hopMe HEPACTBOPHMEBIX CYIb(PHUIOB.
PazpaboTana cxema OYMCTKH CTOYHBIX BOJ OT
MOHOB, NpelyCMaTpUBAoLIas pas3/ielieHue MOTOKOB
[0 COJIEPXKAHUIO MOHOB TsDKENbIX MeTayioB (TM)
Ha pas0aBieHHbIC (CyMMapHas KOHIIEHTpauus
TM < 2 MMOJNB/T) W KOHLIEHTPHPOBAHHBIC (CyM-
MapHasi KoHHeHTparus TM > 2 mmomnb/m1). Cxema
MpelyCMaTpPUBAET PEryJIHPOBAHUE CTEXHOMETpPHU-
YEeCKOr0 COOTHOIICHHS TIOTOKOB HOHOB TSKENBIX
METaJUIOB U CYJIb(GUJIOB, TOJaBAEMbIX B pPEaKTop
CMEUICHUsI TyTeM JMCKPETHOH MO/ay OIHOTO M3
pacTBOpoOB, 4TO obecneynBaet Oonee IPPEKTHBHOES
yAAJCHUE TSDKENBIX METAJIOB M PeareHTa OCax-
nenns (OmoreHHOTO cepoBomopona). Ilokazaremn
3¢ HEKTHBHOCTH OYUCTKH MOICIBHBIX CTOYHBIX
BOJI, 3arPSI3HCHHBIX MOHAMU LMHKA, [TPUBEIACHBI

METAJIJIOB  IPEAyCMAaTpUBACTCS  MCIIOAB30BAHUC B TabHIE.
[Moxazarenu 3¢ppeKTHBHOCTH OYNCTKH MOJIEIBHBIX CTOYHBIX BOJ
MopenbpHas cTo9Has BoAa 0 eria
YUICHHAS
arps3mn- Kgl—[ueHTpaunﬂ B pa3- | KoHuenTpauus B KOH- CTOUHAS BOTIA, HOPM;;?IPOC&, OIS/ITC?;;HBO/
ABJICHHOM PacTBO- LEHTPHU-POBAHHOM / , /0
Telb M/
pe, Mr/n pactBope, M/
Huuk 0 1200 0,10 1,00 99,9
Cynbdarst 3000 0 135,00 180,00 95,5
Cynbhuabt - - 1,00 1,00 -
Keneso - - 0,25 0,29 -

Taxum oGpaszom, mpu ampoOaryy Ha IIHHKCO-
JIepIKaIMX MOJIENIbHBIX CTOYHBIX Bozax d(dexTus-

HOCTH OYHMCTKH OKas3ajacCh COOTBeTCTByIOLHeﬁ ycra-
HOBJICHHBIM Tpe6OBaHI/IHM.

(Dapmaueemuuecmte HAYKU
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B mocnenHne romel 0cobo akTyalmM3HpyeTcs
mpobiema opdanHbx (orphan) 3aborieBanuii, He-
CMOTpsI Ha TO, YTO OHH 3aTPAarMBarOT HEOOJBIIYIO
yacTh nonyasuuu. OIHaKo HHTEpeC K JaHHOH
npoOiieMe BO3pacTaeT B CHIIy Majioi HHPOPMHUPO-
BaHHOCTH CIELHUAINCTOB B JHArHOCTUKE PEAKHX
MIaTOJIOTHH, a TaK)Ke BBICOKOM CTOMMOCTH opdaH-
HBIX JIGKapCTBEHHBIX TpemaparoB (orphan drug),
HEOOXOMUMBIX s uX JedeHus. Craryc opdaHHBIX
[IperapaToB BIIEPBbIE O(UIMAIBLHO YTBEPIKICH
B 1983 rony B CIIIA B «AkTe 0 peakux 3aboieBa-
HUSX» MOJ BiMsHUEeM HanmoHaibHOro KoMuTeTra
o penkum 3aboneBanusim (National Organization
for Rare Disorders), mocne mpuHSTHS, KOTOPOTO
B IIPAKTHYECKOE 37[PaBOOXPAHCHUE OBLIO BHEIPEHO
280 voBrIx JIII. Jlo »TOTO BpeMEHH B OOpaIIeHUun

Haxoqmiiock Bcero yumb 10 mammenosanwnii JIIT.
B nepuon ¢ 2000 roga mo 2002 rox YmpasieHuem
10 KOHTPOJTIO Ka4eCTBa MUIIEBBIX MPoayKToB 1 JIIT
(FDA) CHIA, craryc opdaHHBIX Ipernaparos Ioy-
yunu emie 208 nanmenosannii JIII, a ¢ 2006 rona
o 2008 rox — 425.

B ctpanax Epomneiickoro Coro3a ObUT IPUHAT
aHAJIOTMYHBIA 3aKOH, M0 Op(aHHBIM Mperaparam,
KOTOpbIE TIONYYMJIM CTaTyC «CHPOTCKHX». Pas-
paboTKa 3aKOHOZATENBHBIX AKTOB 110 Op(haHHBIM
mpernapaTaM HaXOAWTCS B BegeHnH Kommrera 1mo
optannaem JIIT (Committee on Orphan Medicinal
Products) EBpomneickoro MEIUIIMHCKOTO areHTCTBa
(European Medicines Agency, EMA).

B Espomne ¢ 2000 roma 3aperucTpupoBaHO
50 mpemaparoB JUIsl JICUCHUS PEAKHX 3a00ICBaHU,
B TOM YHCIIe U s (papMaKOTEpaiy TIIHOMBL, MHO-
JKECTBEHHOM MHEIIOMEBI, KHCTO3HOTO (prbpo3a, de-
HUJIKETOHYPHH U MHOTHX IPYTHX, XOTS 0 TIPHUHS-
THUSI COOTBETCTBYIOIIMX 3aKOHOB MX CYIECTBOBAJIO
Bcero 8. 3akoHbl 00 Op(aHHbIX Mperaparax MpHHs-
ThbI B ABCTpanuu U SInoHuu.

Ha pazpabotky ophaHHBIX TIpenapaToB B Cpe-
HEM YXOOUT OKoio 10 JeT, mpu 3TOM WHBECTHUIIUH
coCTaBysIOT mopsaka 1 mupa. mommapos CIHIA.
B cinioxuBmieiics cutyauuu CTaHOBUTCS OYEBUJI-

INTERNATIONAL JOURNAL OF EXPERIMENTAL EDUCATION Nell, 2013



B MATEPUAJIbI KOHOEPEHIIMI W

271

HBIM TOT (aKT, YTO OKYNaeMOCTb 3arpar Ha Ipo-
W3BOJICTBO Op(aHHBIX MpENapaToB OYCHb HH3KAs
B CHUIy HE3HAYUTEIBHOTO YHUCIAa OOJBHBIX, a cede-
CTOMMOCTh IpernaparoB Bo3pacTaeT B pas3bl. Tak,
HalpuMep, CTOMMOCTH JICUCHHS OJHOTO pebeHKa
c 6one3npto lome mnpenaparom Ilepesum, omo-
OpennbIM acconuanueid FDA, cocrasnsieT mnopsiika
200 TeIC. JOMIAPOB B TOJ], @ HA OJHOTO B3pPOCIIOrO
okoJ10 600 ThIC. AOMIAPOB B TOJ.

3arparsl Ha MECSYHBIH KypC JICYCHHS OIHOTO
opdanHOTO TmarMenTa B Poccum COCTaBISAIOT OT
100 TbIC. 10 1 MITH. pyO. B TOI.

Hu nns xoro He CeKkpert, 4To Ui OTE€UeCTBEH-
HBIX MPOU3BONCTB BhIMycKaTh opdanubie JIII He
BBITOJIHO, TaK KaK B HallEH CTpaHe HE MperycMOo-
TPEHBI HUKaKue TpeQepeHIInA CO CTOPOHBI TOCY-
JapcTBa. B OONBIIMHCTBE CTpaH MHpa CTUMYITHPO-
BaHHME Pa3BUTHA MHHOBAIMH B chepe pa3paboTku
ophaHHBIX MPEMapaTtoB IMOOIIPSCTCS JIbIOTHBIM
Hasoroobnoxxennem, Tak B CIIA mpexycMoTpeHs!
50% cKuaKy Ha 3aTparhbl MO MPOBEACHUIO KIMHU-
YECKHUX MCCIIE0BAaHUM, a TAKXKE JIbIOThHl HAa BO3MeE-
LIEHUE 3aTparT 10 NPEA0CTABIEHHOMY IIpenapary.

B SlmoHun mpou3BOAUTENN0 Op(aHHBIX Mpe-
NapaToB MPEJOCTABIISIOTCS MpeepPEeHIMN Ha BCEX
JTanax ero >KU3HeHHoro nukia. B teuenne 10 met
B cTpaHax EBpomnelickoro coroza, 7ner B CIILA,
5 ner B flmoHMM MOCIE BBIXOA Ha PBIHOK HOBOIO
JIIT Gompiie HE PETUCTPUPYIOTCS KaKHUe-THOO Ipy-
rue JIII co cxomHpIMM TOKa3aHUSIMHU, TEM CaMbIM
obecrieunBasl <HOy-Xay» Iperapara o MoKa3aHusIM.

K ocHOBHBIM BapuaHTaM TroCyIapCTBEHHON
MTOJICPKKHA  pa3paboTK op(aHHBIX TpenapaToB
(hapMarieBTHIECKIMH KOMIAHUAMHU OTHOCSTCS: Ha-
JIOTOBBIE CTUMYJIBI W JIBIOTBI, YCHUJIEHHE 3allUThI
MATeHTHBIX ¥ MAPKETUHTOBBIX MTPAB; TOCYIAPCTBEH-
HOE CyOCHAMpOBaHHE KIMHUYECKHX MCCIIeq0Ba-
HUM; CO3/1aHKE €AMHOTO MPEANPUATHS JIJIST yUACTHSI
B MCCIICIOBAHUAX U pa3paboTKax.

Bo ®pannun Bemukobpurannu, Kaname, AB-
cTpaymy, SIMOHUM JIEKapCTBEHHOE oObOecIedeHne
opdaHHBIX OOJBHBIX BO3JIOKEHO Ha TOCYIApPCTBO,
BBUJy HEBO3MOKHOCTH CaMOCTOSITENBHOIO OCY-
IIECTBIEHHUS TMOXKU3HEHHOro JieueHus. B Poccun

JIEKapCTBEHHOE o0ecreueHnue oppaHHbIX OOJIBHBIX
BECbMa 3aTpyIHHUTEIbHOE. Bo-mepBhIX, M3-3a TOTO,
yro B Poccun HemocTaTodHOE KOIMYECTBO 3aperH-
cTpupoBaHHBIX opdaHHbIX JIII, Kak oTeuecTBeHHO-
TO, TaK ¥ UMIIOPTHOTO IPOU3BOJICTBA, & NX ITOCTaBKU
U3 JPYruX CTpaH BeCbMa 3aTPyQHHUTEIBHEI, TaKe
B paMKax T[yMaHUTApHOM nomolu. Bo-Bropsix,
B Hallled CTpaHe He CYIIECTBYeT YeTKO BbIpalo-
TaHHBIX TEXHOJOTWI (hapMakoTepaniy OphaHHBIX
OOIbHBIX, a €CIN XKE M €CTh CXEMBI JICYCHHUS M0 OT-
JIETbHBIM T1aTOJIOTHYECKUM COCTOSIHUSIM, TO CTOH-
MOCTh JIEYEHHUsI TaKuX OOJbHBIX HE COIOCTaBUMA
C CYIIECTBYIOIMMHU  OIOJDKETaMH  OOJIBIIMHCTBA
cyobekroB Poccuiickoit dezepanu, MOCKONBKY 110
HalleMy 3aKOHOJATeIbCTBY, JIeKapCTBEHHOE oOecte-
4yeHrne op(haHHBIX OOJBHBIX OTIYIIEHO Ha YPOBHU
cyonrexToB P®. XoTs 3TO HepearbHO, TaK Kak Jede-
HHE 2-3 MalUeHTOB, CTPAIAIONINX PEIKUMH 3a00J1e-
BaHUSIMHU, COOTBETCTBYET BCEl cyMMe (PUHAHCOBBIX
BIIOKEHHUH, MpeHa3HAYEeHHBIX ISl JISKAPCTBEHHOTO
obecrieueHnst IbFOTHBIX KaTeropuii rpax/aH.

Mo odummansHpIM gaHHEIM MUHHCTEPCTBA
31paBooxpaHeHust P@ 3arparbl Ha JeKapCTBEHHOE
obecrnieyerne 13 THICSY MAIMEHTOB, CTPANAIOIINX
penkumu 3aboneBanusiMu, coctaBuwin B 2011 romy
nopsiika 4,6 muipa. pyo. B ron. Ha moporocrosiiue
n nHHoBanuoHHsIe JIIT rocynapcTBo eKeroHo BbI-
nemset 1,3 mupa. noimapos CIIIA B rom.

OnTuManabHBIM PELIEHUEM HMEIOIUXCS IIpo-
6nem sSBIAETCS CO3/laHNE KOHTHHYyyMa MEXIy pas-
paboTKOIi U mocTyIuieHHeM op(haHHBIX MIPEnaparoB
Ha PBIHOK, TOCTOSTHHAS ITOJIEPIKKa IHATI0Ta MEKIY
MIPOMU3BOJUTEINIEM, CIIOHCOPOM M MAllMeHTOM. Y4H-
TBIBAsI BHICOKYIO CTOMMOCTH JICKAPCTBEHHOW Tepa-
IIUH PEIKHUX 3a001€BaHNM, ONTUMH3ALINS OKa3aHUs
oMoty ophaHHbIM OOJBHBIM OJDKHA CBOIUTCS
K ITOMOIITH 32 CYET CPEICTB rOCyAapCTBa, YTO Ha ce-
TOIHSIIITHNH JIeHb SIBJISIETCS] aKTyaJ bHBIM U BOCTpE-
OOBaHHBIM COBPEMEHHOW CHCTEMOW YMpaBICHUS
37IpaBOOXPAHECHNS.
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CpoiicTBa m000H (YHKIIMOHAIBHOW Kepa-
MHKH 3aBUCIT OT THUIA U CTEIIEHU COBEPIUCHCTBA
CTPOEHUSl YETHIPEX YPOBHEU CTPYKTypPHPOBaHUS

KEepaMHUYecKoro Marepuaia (HaHO-, Me30-, MH-
KpO- Y Makpo-). B 4acTHOCTH, MO HAHOYPOBHEM
CTPYKTYPUPOBAHHS CUCTEMBI TIOHUMAIOT CTPOCHUC
AIIEMEHTAPHBIX S[UCCK KPUCTAIUTMYCCKUX (a3, KOH-
[EHTPAINIO U THUIT PABHOBECHOW M HEPABHOBECHOM
Te(eKTHOCTH aKTUBHOMN (ha3bl, CTETIEHb COBEPIICH-
cTBa €€ JNajbHEro Nnopsuka u T.A. B cBsa3u ¢ aTuM
CTpOEHHE HAHOYPOBHSI JIF000T0 Marepuaa 3aBUCHT
OT MCTOIUKH HMX CHHTe3a oOpasyrommx ero Qa3
W OTHOCHUTCSL K (pakTopaMm, MPeHOnpeaeSrOIInX
3HAUCHUS TeMITepaTyp (a30BBIX IMEPEXOJOB H Be-
JTUYUHY psAAa IMeKTPOYUINISCKUX IapaMeTpOB
MaTepHajoB, B ONMPEACHEHHOM TEMIIEPaTypHOM
MHTEpBAJIe, a TAK)KE XapakTep BCEX MOCIEYIOIIX
YPOBHEH CTpPyKTypupoBaHus 00pa3noB. B cBoro
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