Yem menbmre JII1, TeM BbIIe mpenenbHbIE a3pOOHBIC TIOTCHIIMM W YPOBEHH COMAaTHYECKOTO
3M0pOBbSl MHAMBHAA. B pesynabrare HCClIeNOBaHMI YCTAaHOBJIEHO, YTO HSHEPrONOTEHIMAI
CIIOPTCMEHOK, 3aHMMAIOLIUXCS akaJeMuueckoil rpedneii B 85,8 % ciyyaeB ObLIT BBIIIE Cpell-
uero (JI1 = 70,51+ 7,81) u Tonbko B 14,2 % 00cneayeMbIX CIOPTCMEHOK XapaKTEPH30BAIUCH
cpenauM sHepronoreHnuaiom (JIT = 89,12 + 4,64), 4ro CBHIETEILCTBYET 00 UX BBICOKOM
srepronotenimane CCC. JIT y 30 % crynenrok Tom MY konebanock B mpenenax CpemTHux
3HayeHui u cocrasmio 88,70 £ 1,53, y 6onpimncTBa U3 HUX (55 %) Al = 74,03 + 8,99 (byHk-
[IMOHAJIbHBIE PE3EPBBI BHIILIE CPEIHETr0), OHAKO y 15 % neByliek sHepronoTeHuran Opl1 HU-
xe cpeanero (JIT = 107,39 + 16,00).

KB xapakrepusyer QpyHKIHOHAIBHOE COCTOSIHUE CEPIIEYHO-COCYIUCTON CHUCTEMBbI, HHTE-
rpupoBaHo oowenuusiss YCC, CAJl u JIAJl B cocrossHuu 1okost 1 B HOpMe cocTasisieT 16—20.
[IpeBblilieHre yKa3bIBaeT Ha OciabiIeHHE CEeplIeYHOMN NIeATENbHOCTH, CHIKEHUE TOBOPUT 00
oOparHoM. Bricokoii BeiHOCIMBocThi0 CCC xapakrepusoaioch 78,6 % cnopremenok (KB =
13,16 + 1,12) u tonbko 30,0 % crymentok (KB = 13,60 + 1,37), HopManbHBIM (YHKIIHOHATb-
HbIM cocTosiHueM CCC — 14,3 % o6cnenyemsbix ciopremenok (KB = 17,53 £ 1,22) u 60,0 %
crynentok T'oMmI'MY (KB = 18,12 + 1,66), ocnabnenue cepaeunoit aestenapaoctu (KB > 20)
HAOJII0/1aJ10Ch JIUIIb Y 1 CHOPTCMEHKH U Y 2-X CTYAEHTOK.

TCK naer BO3MOXXHOCTH OIICHHBATh YPOBEHb HANPSDKEHHS] B PETYISIHH CEPICYHO-
cocynuctoit cucrembl. Uunexc TCK ot 90 no 110 yka3blBaeT Ha cepaeuHO-COCYAUCTHII THIIL.
Ecnu ungexc npesbimaer 110, To THOD caMOperynasinuu KpoBooOpalleHus: COCYIUCTBIN, eCu
meHee 90 cepaeunsiii. [To Tumy camoperynsuuu KpoBOOOpaIIEH!sI CIOPTCMEHKU aKaJieMude-
CKOW TpeOJIM M CTYICHTKH PACIpPENeTIINCh COOTBETCTBEHHO CIEAYIONIMM oOpazom: 42,8 u
20,0 % — umenu cocymuctbiii tun (TCK = 121,76 + 11,69 u 126,42 + 15,54), 28,6 u 40,0 % —
cepaeuno-cocymuctbiii (TCK = 103,93 + 4,13 u 99,16 + 6,17), 28,6 u 40,0 % — cepaeuHbIii
(TCK = 84,05 + 3,28 u 78,49 + 7,58). lI3MeHeHHe perynsiluuud KpoBOOOPAIIEHUS B CTOPOHY
npeobiaganus COCyAUCTOTO KOMIOHEHTa Y CHOPTCMEHOK CBHIETENBCTBYET 00 €€ SKOHOMH3a-
IIUH, TIOBBIICHNN (YHKIIMOHATBHBIX PE3epPBOB. s HETPEHUPOBAHHBIX JIHI 0OJIEe BBITOHBIM
SIBIISICTCSL CEPJICYHBIN THII, COCYAUCTBIM SIBISCTCS HEKEIATSIBHBIM, TaK KaK IOBBIIIACTCS
Harpy3Ka Ha cep/ilie U C BO3pacTOM €CTh PUCK BOZHUKHOBEHUS THIIEPTOHUYECKOI OO0JIe3HH.

3aknwouenue

OynkuunonanbHoe coctogHue CCC CHOPTCMEHOK, 3aHMMAOIIMXCS aKaJAeMUYeCKON
rpebieii, B COCTOSHUM (U3HOIOTUYECKOTO MOKOS B OTIMYME OT CTyneHTOK [om[ MY umeer
psan ocobennocrelt. CriopTcMeHKH 00J1a1at0T 00Jiee BBICOKMM 3HEPIeTUYECKUM MTOTEHIIUAJIOM
1 00JbIIel BHIHOCIUBOCTBIO CUCTEMBI KPOBOOOPAIIICHH S, a TAK)KEe U3MEHEHHUEM THUIIa caMope-
TYJISIMHA B CTOPOHY COCYIUCTOTO.
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OP®AHHBIE CPEJICTBA: ITPOBJIEMbI OBECIIEYUEHHOCTH

Yepnaeckas I1. U., benoyc K. B.
Hayunblii pykoBoauten: accuctent O. JI. Ilankoeckuii

Yupexaenne o0pazoBaHusA
«l'omMeJIbCKUI rocy1apCcTBeHHbIN MeAMIMHCKUH YHUBEPCUTET)
r. ['omennb, Pecnybimka benapycb

Opdannsie cpencta (0T anri. orphan drug) — nekapcTBEHHBIC CPeACTBa, pa3paboTaH-
HBIE IS JICYCHUS] PEAKHX 3a00JIEBaHUM, KOTOPBIC YCIOBHO HA3bIBAIOTCS OPPAHHBIMH («CH-
pPOTCKUMMY) Oone3usamu [ 1].

C 1983 . o Hacrosiiero Bpemenu B CIIA Ha pbiHOK BbIBenieHBI Oonee 200 ekapcTB co
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crarycoM «orphan drugy. Ileppoe MecTo 1Mo yacToTe MPUMEHEHUs JIEKAPCTB CO CTATyCOM «Op-
daHHOE JIEKapCTBO» 3aHUMAIOT OHKOI'€Marojornyeckue OOJIe3HH, 3aTeM HIIyT HACIE/ICTBEHHbIE
naronoruu: akpomeranusi, 6one3npr ®abpu, 6onezns [ome, mykomommucaxapunos. Ha tpersem
MECTe I10 YacTOT€ — BPOXKIICHHbIE M HACJIEeCTBEHHbIE 3a00JIeBaHuUs LIEHTPAIILHON HEPBHOW CH-
crembl. K 2008 1. B EBporie odunmasHelii craryc opdaHHbIX JeKapCcTB Mpruodpenu 569 npenapa-
ToB. Cerofus nmpo0biiemMa MOBBIIIEHHS JOCTYITHOCTA OP(aHHbBIX JIEKAPCTBEHHBIX CPEACTB JOCTATOU-
HO OCTpO CTOUT B YKpauHe. [Ipu 3ToM B KauecTBE BOBMOXKHBIX ITyTel €€ pelieHHs 00JIbLIoe 3Haue-
HHE IPEICTABUTENN PETYISITOPHBIX OPraHOB OTBOIST IOCYIapPCTBEHHO-YACTHOMY INApTHEPCTRY, B
TOM YMCJIE HAIIPABJICHHOMY Ha CTUMYJIMPOBAHUE MPOLIECCa PETUCTPALIMH MIPETIApaToB ISl JIEUEHHS
penxux 3ab6oneBanuii. C 2008 1. B Poccun ocymiecTrisieTcs nporpamma 1o (pMHaHCUPOBAHUIO Jie-
KapCTBEHHOTO 00eCTieueH st OOJBHBIX, KOTOPHIE CTPAAl0T 3I0KaYeCTBEHHBIMI HOBOOOPA30BaHMS-
MH, TeMOpHITUEH, MYKOBUCIIUIO30M U psZIoM Jpyrux 3adoneBanuii. B 2011-2012 rr. u3 dhenepanb-
Horo Oro/pkeTa OyneT BoiesneHo 30 miips pyoiieit Ha 3aKyIKy T0pOrOCTOSIIIUX JIEKapCTB [2].

Paccmotpum coctosiHue mpoOiieMbl o0ecrieueHHOCTH opdaHHbIMU cpeAcTBamMu B Pec-
ny6nuke benapyce.

Myxkonosucaxapuio3sl nin cokpamenno MIIC, nau MPS, — rpynma merabomnmue-
CKUX 3a00JIeBaHUN COCAMHUTEIHLHON TKaHH, CBS3aHHBIX C HApyIICHHEM OOMEHa KHUCIBIX TIIH-
KO3aMHUHOTJIMKAHOB, BBI3BAHHBIX HEIOCTATOYHOCTHIO JIN30COMHBIX (PePMEHTOB OOMEHA TIIHKO-
3aMUHOIIMKaHOB. OppdaHHoe cpeCcTBO MPH JICUeHHH MyKonoiaucaxapunos3a [l Tuna — mnpe-
napart «Unypcyasdasza» («aanpasza»). B Pb He 3aperncrpuposas.

Jlaponnnaza (Aldurazyme), Biomarin/Genzyme — B Pb He 3aperncrpuposas.

AKpoMeMaJIusi — 3TO PEIKOe PHIOKPUHHOE 3a00JIeBaHUE, BBHI3BIBAEMOE MOBBIIICHHON
cekpenueit ropmona pocra (I'P), 00pI4HO H3-32 COMATOTPOMHON afeHOMBI runodu3a. [lersu-
comanT — aHaJior I'P yesnoBexka B Pb He 3aperucrpuposas.

BoJse3sns @adbpu — 310 penkoe X-CIEIUICHHOE PEIEeCCUBHOE HAPYIICHHUE, BBHI3BAHHOE
Ie(UIUTOM JIU30COMHOTO (hepMEHTa -TATaKTO3HUa3bl A, KOTOpas MeTabOoNIU3UPyeT TIIHKOC-
dbunronunuz rnodorpuaosmwinepamua (GL3). Ho B 2003 r. 6b1i11 IpoBeeHbl HCIIBITAHUS H
pa3pellieHO npuMeHeHHne npenapara «®adpazum» (Arajacuaasza oera), 1JA JedeHus 00-
Jge3nn ®adpu B CLHIA. B Pb ne 3aperucrpupoBas.

Bousesns Iome 1 Tuma — pezxoe 3aboneBaHne, CBI3aHHOE C HApYIIEHUEM HAKOIUICHUS TTHU-
KOC(PUHTOJIMITHIOB, 00YCIIOBIIEHHOE Je(HUIIMTOM JIM30COMHOTO (hepMeHTa B-IITtoKoLepeOpo3uiassl,
KOTOPBIM pacuieruiger nioko3nianepamua. MUIycTaT — opaJibHbIi Npenapar, 0JiMieTBo-
psaommiA co00ii HOBBIH MOAX0X K JIeYEHHIO JAHHOTO0 3a00/1eBaHUs], U3BECTHbIH KaK Me-
TOx yMeHbIIeHus cydcrpara. B Pb He 3aperucrpuposan [3].

Buisoownt

HauOonpiiee BHUMaHME cO CTOPOHBI (PapMaleBTUYECKUX KOMITaHUI MPUBIEKAIOT JeKap-
CTBEHHBIE CPENCTBA ISl JICUEHHS] OHKOJIOTMYECKHUX 3a00JIeBaHUH W MMMYHOMOJIYISTOPBI.
Pecny6nuka benapyce He cHabxkeHa oppaHHBIMU MIpenaparaMu, Tak Kak OHH SIBIISIOTCS JIOPO-
TOCTOSIIIUMU, a 32 JIeYeHHEeM OOJIbHBIE OTIPABISAIOTCS 3a rpanuiy. B 2011-2012 rr. u3 dene-
panbHoro Oromkera Poccuu Obuto BbieneHo 30 muipz pyOusiei Ha 3aKyInKy JOPOTrOCTOSIIMX Jie-
kapeTB. CIIIA mpenocraBnsier pa3nuuHble (PMHAHCOBBIE JILIOTHI KOMIIAHUSIM, KOTOpbIE pa3pada-
TBIBAIOT OpaHHbIe rpenaparsl. Taroke npaButenberBo CILIA naet rpants Ha posenenue I da-
361 KIMHUYECKUX ucciaenoBannii B oobeMe 30 muH mon. CIHIA exerogno, Haunnas ¢ 2008 . Ta-
KUM 00pa3oM, Onaroziapsi MpoJyMaHHbIM U YIAQYHO BOIUIOUIEHHBIM B JKH3Hb 3aKOHOJATEIbHBIM
uaurmarueam, B CIIIA ceromHs TOCTUTHYT 3HAUUTENLHBINA MMPOTPECC B PEIICHUN MPOOJIEM Jiede-
HUS PEIKUX 3a00JIeBaHUNA 1 JOCTYITHOCTH Op(aHHBIX MPETaparoB JUIs MaI[MEeHTOB.
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