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Beeoenue

OnHMM W3 BBIJAIONIUXCS HAYYHBIX MOCTIKeHWH XX B. B oOmacth OWoloTMH |
MEIUIIMHBI CTajJ0 OTKphITHE B 1982 T aMEepUKAaHCKUM MOJIEKYJISAPHBIM OHOJIOTOM,
npodeccopom Crennu [Ipro3uHEpoM HOBOTO TUIA WH(EKIMOHHBIX AareHTOB-TIPUOHOB. JTO
HOBas 3pa pa3BUTUS OMOJIIOTMU U MEIUIUHBI, TTOCKOJIbKY BBISIBIICH MPUHIUIUAIBHO HOBBII
TUN WHQEKIMOHHBIX 3a00JICBaHUH, OTIMYAIONIMICS CBOCH NPUPOAONH BO3HUKHOBEHUS U
pasBucHosHnas uacmo

[To crpoeHHIO TPUOHBI OTHOCSATCS K HaumOolee TPOCTHIM U3 H3BECTHBIX Ha
CETOAHSIIHUMN IeHb NH(EKIIMOHHBIX areHTOB.

[TaToreHHble TPUOH-TIPOTEUHBI, CIIOCOOHBIE K TPAHCMUCCHU, SIBIISIOTCS MYyTaHTaMU
KJIETOYHOM M30(hOopMBI HOpMAIBLHOTO MPUOH-TIpoTenHa. Beero oOHapyxkeHo 6omnee 20 MmyTaiui,
JIOCTOBEPHO CBSI3aHHBIX C HACJIEICTBCHHBIMH MPUOHHBIMU Oone3HsMu. [IpHOHBI HE copepkar
HYKJIEUHOBBIX KHCIIOT U, TAKUM 00pa3oM, OTIIMYAIOTCS OT BCEX U3BECTHBIX MUKPOOPTaHU3MOB.

ITporeun-npuon (PrP) xomumpyercs reHOM, pacloloXeHHbIM Yy uyenoBeka B 20
XpOMOCOMe (COCTOHT Y YenoBeKa MPHOIM3UTEIBHO U3 254 amuHokuciaor). [Ipuon PrPC (ot
aurn. — Prion Protein of Cell) Halizen y Bcex MIEKONMHTAOMUX. Ero >KU3HEHHBIN
MOJIYIIEPHO]T COCTABIISIET HECKOJIBKO YacOB, HO OH XOPOILIO COXPAHSAETCSA B TEUYEHUE PA3BUTHS.
[IproHBI OYEHb YCTOWYMBHI K (PU3UKO-XUMHUYECKUM Bo3neiicTBusaM. Haunbonee s dexTuBHbIC
BO3/ICIICTBHS OKA3bIBAIOTCS B 103aX, KOTOPBIE IEHATYpUPYIOT MIPaKTUUECKH Bce Oenku. Muaue
TOBOPS, U3 BCETO KUBOTO MPUOH MOTHOAET MOCIICTHUM.

PrP Bxoaut B cocras HapY>KHBIX KJIETOYHBIX MeMOpaH. Camblii BBICOKMA YPOBEHB
KOHLIeHTpauuu PrP BbIsiBIeH B HEHpOHAX, HO €ro MOTYT CHHTE3UpPOBAaTh U MHOTUE APYrue
KJIETKH opranu3Mma. Ponb HOpManmbHOTO TipoTeuH-mipuoHa (PrP) eme mo koHia HemsBecTHa.
PrP HeoOxonum ans HOpManbHOM cHHanTHUecKoi (ynkiuu. [Ipennonaraercs, 4To MPUOHEI
MPUHUMAIOT YYaCTHE B MEXKKJIETOYHOM y3HABAHUM U KJIIETOYHOM aKTUBALIUH.

B opranusme mronel W KMBOTHBIX, CTPAJAIOIIMX TMPUOHHBIMHU 3a00JCBaHUIMH,
IPHOHHBIN GElIOK 0GHAPYXKUBACTCS B APYToil (hopMe, 0603HagaeMoii kak PrP>°.

[TpuonHbIe O60NE3HM — 3TO IpyMIa HEHPOAETeHEPATUBHBIX 3a00JIeBaHUI YeIOBEKa H
JKUBOTHBIX. Y 4YelloBeKa W3BECTHbl 4 00Je3HU, BBHI3BIBAEMbIE MPUOHAMHU, KOTOpPbHIE
MaHU(PECTUPYIOT B BUJE MH(MEKIIMOHHBIX, CIOPAINYECKUX U HACIeACTBEHHBIX (opMm. Kypy,
peructpupyeMblii B ogHOM U3 1ieMeH Ilamya HoBoii ['BuHeHn, BO3HUKAaeT B pe3yJbTare
ynoTpeOneHus: B TMHILy MO3ra YMEpIIMX COIUIEMEHHHKOB BO BPEMsI PHUTYaIbHOTO
kaHHuOamu3mMa. bonesnv  Kpeiumygervoma-Axkooa (BKS) Bo3HHMKaeT TEpPBUYHO Kak
criopaguueckoe 3aboneBanue. OnmHako cymiecTByeT M sitporeHHass BKSl, pasBuBaromasicst B
pesyneTare  ciayvaiiHoro wuHpuumpoBanus. Cemeiinas bBKA, cunopom I'epcmmanna-
UImpeyccnepa-Ilevinkepa (CT'IUII) u ¢pamanvrasn cemevinas 6ecconnuya (PCB) sBustorcs
JOMMHAHTHO HacjelyeMbIMU MPUOHHBIMU OOJIE3HAMHU, CBA3aHHBIMU C MyTalMsIMU IPUOHHOTO
reHa. B HacTosimiee BpeMs y 4ellOBEKa WM3BECTHBI JBE TPYMITBI 3a00JE€BaHUM, BBI3BIBAEMBIX
MIPUOHAMM:

— croHTu(OpPMHEIE TPAHCMUCCHUBHBIE dHIIeanonaruu (Hanbdoiee u3yueHHBIE);

— CMOHTU(OPMHBII MHO3UT C MPUOH-aCCOIIMMPOBAHHBIMU BKIIIOUEHUSMHU.
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YenoBek MOXKET ObITh HH(HUIIMPOBAH PUOHAMH JIBYMS CIIOCOOAMHU:

1. HacnenctBennas nepenaya o Menzemto (ayToCOMHO-IOMUHAHTHBIN TUT HACTICTOBAHWS).

2. Tpancmuccus HHPEKIIMOHHOTO areHTa alMMEHTAPHBIM WU STPOTCHHBIM Ty TEM.

[TproHoBble  3a00sieBaHMs  SBIAIOTCA  OJHOBPEMEHHO M HMH()EKIMOHHBIMM, MU
HACJIEICTBEHHBIMH OOJIE3HIMHU.

Kimnnka Beex (opm npruoHOBO# SHIIE(aIonariyi MOXKET OBbITh TIPEICTaBICHA pa3HOOOpa3HOM
HEBPOJIOTUYECKOH ~ CUMIITOMAaTHKOM, OOYCJIOBJICHHOM Bakyonmzanpedl U TuOenblo  HEeHpOHOB
NPaKTHYECKH B JIFOOOM OT/IEJIE CEpOro BEIIECTBA MO3Ta, BKIIFOYAsi MOKEUOK. THITMUHBIMU SBIISIFOTCS:
paccTpoicTBa YyBCTBUTEIIHLHOM C(hephl, HAPYITICHHS IBUTATEITLHOU CPepbl M HAPYIIICHHS TICUXHUKH.

3aknwuenue

Bospacratomuii MUpoBOil MHTEpec K HNPUOHAM M HPUOHHBIM OOJIe3HAM OO0YyCIIOBJIECH
TEM, 4TO TPUOHBI MPEACTABISIIOT COOON COBEPIIIEHHO HOBBIM Kjacc MH(EKIIMOHHBIX areHTOB.
W3yuenne mpHOHOB CBSI3aHO € MPOOIEMOi, koTopasi 0003HAYEeHA KaK «KOH(OPMALMOHHBIE
0one3Hu», Korga O€siKM, BBIMOJNHSIOIIME pOJIb DIABHBIX PETYISTOPOB B OpraHu3Me,
MOJBEPralOTCs M3MECHEHMAM W M3 JXKU3HEHHO BaXKHBIX MOTYT IIPEBPAaTUTBCS B CMEPTEIBHO
onacHBe&CbMa BEPOATHO, YTO OCHOBBI 3HAHUM, IOJNYYEHHBIX IPU H3YYCHHH IPHOHHBIX
Oone3Hel, MOXHO OyneT MNPUMEHUTb U1 BBIACHEHMS NpPUYMH JpYyrux, Oonee
pacnpocTpaHeHHBIX HEWPOAETeHEePaTUBHBIX 3a00JI€BaHUM, TaKUX, Kak 001e3Hb AJbIreiimepa,
00KOBOI aMuO-TpoduuecKuii ckiepos, 6one3ns [lapkuHcoHna.
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Beeoenue

ImaBHBIMM oOpraHamMH BBbIIEJEHHMSI B OpraHu3Me SBISIOTCS NOo4ku. Bwmecte c
MOYETOYHHKAMH, MOYEBBIM IIy3BIDEM M MOYCHCILYyCKATCIBHBIM KaHAJIOM OHH COCTaBIISIIOT
MOYEBBIIEIUTEIBHYIO CUCTEMY.

[Touka — mapHbIit opra, 1o ¢popme HanmoMuHaromui 000, HHOI okono 12 cm. [Touka
COCTOUT M3 HApyXHOH 00OJIOUKH, KOPKOBOTO BEILIECTBAa, MO3TOBOTO BEIIECTBA, IMOYCUHOU
noxanku. OCHOBHOM (DyHKITHEH MOYEK SIBIIIETCS 00pa30BaHUE MOYH.

MoO4eTOYHUKN TPEICTABISAIOT co00i nBe TpyOkm mHON 25-30 cM, COCTUHSIONTNE
KQXAYI0 U3 IOYEK C MOYEBBIM ITy3bIlpeM. CTEHKHM MOYETOYHHMKOB COCTOST W3 CIM3UCTOrO
BHYTPEHHEIO CJ0S M NIAJKOTO MBIIIEYHOIO CJOS, IO3BOJIAIOIIETO MOYETOYHHKAM
COKpAIAaThCs U MPOABUTaTh MOYY K MOYEBOMY ITY3BIPIO.

MoueBo# my3bIpb — 3TO JAaCTUYHBIA MBIIICYHBIM OpraH, KOTOPBIM NpeAHa3HAYECH UL
HakoruieHUst Moud. OH pacroIOKeH B HU)KHEH YacTH OpPIOLITHOM IOJIOCTH.

[Tox Bo3aeiicTBHEM BHEMIHUX (PAaKTOPOB WIIM HAPYIICHUS KaKOKH-TNO0 (DYHKIIMU BEAET K
3a00JIeBaHUSM MOUYETIONIOBON CHCTEMBI.

Heno

W3yunTs AMHAMUKY 3a0071€BaHMsT MOYETIONOBOM crcTeMsl y cryneHtoB [ TMY ¢ 2007 o 2010 .

Memoowt uccneoosanus

AHanu3 Hay4HO-METOAMYECKOW JIMTEPATyphl, aHAIU3 CIPAaBOK (BBIMNKMCKA M3 IIPOTOKOJIA
BKK), MmeTon MaremaTuieckoit 00pabOTKH MOTyYSHHBIX PE3YyIbTAaTOB.
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