B cocynax muamerpom Gonee 60 MKM CpemHssl IUIONIAIb MPOCTPAHCTB MPEBOCXOJUT CPETHIOI0
momaab cocyaoB Ha 14,8 %.
Pe3ynbpTaThl U13MepeHus MpeICTaBICHbI HA PUCYHKE 2.

8000 -
7000
6000
5000
4000
3000
2000
1000

0

|| —#—nnowans NBP
—#-—nnowagks cocyaoe

1 2 3 4 5
Pucynok 1 — Cpeanss miomaas cocy1oB pasHoro nuamerpa u BPII
B KOpe 00JbIINX noaymapuii B 1-if rpynie HadaroaeHust
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Pucynok 2 — Cpennsas miomans cocynos u BPII
B KOpe 00JIbIINX NOJyIapuii Bo 2-ii rpymmne Ha0l0AeHUs

Bvisoowt

Takum oOpa3om, ¢ yBETUYEHHEM BO3pacTa CHUKACTCS KOJIUYECTBO COCYJIOB MAJlOro Jva-
MeTpa, YBenruuBaeTcs cpennss miomaias BPII B cocymax Bcex nuameTpoB, HO OCOOEHHO B COCY-
JaX MUKPOILUPKYJIATOPHOTO PyClia M KPYNHBIX apTepHsiX, ¥ BEHaX KOPbI OOJBIIUX MOIyLIapHil.
VBennuenue mwiomaau BPIT onepexaer ysenuueHue cpeHen miomaan cocya0B.
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Hens

[TpoBecTn 0030p MPHOHHBIX OEIKOB M BBI3BIBAEMBIX MMM 3a00JIEBAaHUI 1O JUTEPATyPHBIM
HUCTOYHUKAM.

Mamepuan u memoowl ucciedo8anus

B nccnenoBannu ucnonp3oBanach yuyeOHas U Hay4dHas JUTepaTypa, HHPOpMaIus ¢ UHTep-
HEeT UCTOYHUKOB, aHAJIU3 U 0000I1IeHNE TaHHBIX.

Pe3ynomamul ucciedosanusn u ux oocyycoenue

[IproHHBIHM O€T0K MOKET CyIlIeCTBOBATh B IByX ¢opmax. Ero HopmanpHas, kiaeTouHast Qop-
Mma, o6o3HaueHHas kak PrPC (a60peBuatypa ot anri. — Prion Protein of Cell) o6napyxuBaercs
B OpraHM3Me BCEX MJICKOMUTAIOIINX, BKItOUas U yenoBeka. ['eH, koaupytommuit PrPC, pacriono-
’K€H B KOPOTKOM IIede XpoMocoMbl 20 y 4enoBeKa U XpOMOCOMBI 2 y Mblln. OH SIBJISIETCS BBI-
COKOKOHCEPBAaTUBHBIM M OYEHb BHICOKHE YPOBHHU €r0 3KCIPECCUU 0OHAPYKUBAIOTCS B HEMpoHaX,
rae konuenTpauusd MPHK mist PrPC npumepno B 50 pa3 Beiwe, yem B riimu. bonee Huskue ypos-
HU HKCIIPECCUU T€Ha MOKHO OOHApYXHUTh U B APYTUX TKaHAX. PrP-ren perynupyercs B mpoiecce
pa3BUTHS M TOJJCPKUBACT YCTOWYMBYIO SKCIIPECCHIO BO BpeMs BCEHl KU3HU OpraHu3Ma.
Hopmanbnsiii mproHHbIH 0enok PrPC urpaet upe3BbluaiiHO BaXKHYIO pOJIb B KU3HEAEATEIbHOCTH
OpraHu3Ma: OH y4acTByeT B Mepeaadye HEPBHBIX UMITYJIbCOB U UTPAET OMPEHCNSIONyI0 pOlib B
NOAJEP)KAHUU LIUPKAJUAHHBIX PUTMOB, PEryJUpys CYTOUHBIE LUKJIbl AKTHBHOCTH U IOKOS B
KJIETKaX, OpraHax U B OPraHU3Me B LIETIOM.

B opranusme nrozielt v JKUBOTHBIX, CTPAAAIOIINX IPUOHHBIMU OO0JIE3HSIMU, IPUOHHBIN OE0K
oOHapykuBaeTcsi B apyroi ¢opme, oboznauaemoii kak PrPSc. [logoOnas abOpeBuarypa o0y-
CJIOBJICHA TE€M, YTO TPUPOJHBIM pe3epByapoM MH(PEKIHOHHOK (OPMBI IPHOHOB CITY>KaT OBIBI U
KO3bI, Y KOTOPBIX CIIOHTAHHO MOKET Pa3BUTHCS YiKe YIIOMSIHYTOE paHee 3a00JIeBaHUE «CKPETI».

[Ipomecc HakormieHUs HHOEKIIMOHHOTO MTPHOHHOTO OeJika 00YCIIOBIICH MPEK/IE BCETO HE00-
XOJIMMOCTBIO KOHTaKTa JBYX MOJIEKYJ. B pe3ynwpraTe mon BinMsgHreM MonieKyibl PrPSc npoucxo-
IUT Tpancopmanus ogHoi Monekynsl PrPSc B ee mHpekunonnyto ¢opmy PrPSc. Cnemyrommii
STam BKIIOYAET B ce0s yke BiIusiHUE AByX Monekyn PrPSc, mon Bo3melicTBHEM KOTOPBIX 00pasy-
I0TCSl yeThipe MoJieKysibl PrPSc u, Takum o0pa3om, mporiecc HakOIuIeHUs! HH(GEKIIMOHHOTO TPH-
OHHOTO OeJIKa HOCHUT JJaBUHOOOPA3HKIN XapakTep.

[Ipron xax MH(EKIMOHHBIA areHT CIIOCOOCH MPOXOAUTH Yepe3 OakTepualbHbIe (UIBTPHI C
nuameTpom mop ot 25 no 100 HM; He pa3sMHOKAETCS HAa MCKYCCTBEHHBIX MUTATEIbHBIX Cpeaax;
BBI3bIBACT T'HOENb 3apakeHHBIX XKUBOTHBIX MpPH BBICOKUX 3HaueHUsx MJ[50; HakanmmBaercs 10
koHueHntpauuit 105-1011 MJI50 B 1 r MO3roBo# TKaHU; NMEPBOHAYAILHO HAKAIJIMBAETCS B Celie-
3€HKE U JPYIMX OpraHax peTUKYJIO0IHAO0TENINAIbHOW CUCTEMBI, a 3aT€EM B MO3IOBOM TKaHM; aJarl-
TUPYETCSl K HOBOMY XO35IMHY, YTO HEPEIKO COMPOBOKIAETCS YKOPOUECHUEM UHKYOAlMOHHOIO I1e-
pHOJa; XapaKTepU3yeTcsi HAIMYMEM T'€HETUYECKOrO0 KOHTPOJS U YYBCTBUTEIBbHOCTH HEKOTOPBIX
X035€B (HaIpuMep, y OBeI] U MBIIIEH I BO30YIUTENS CKPEMH); UMEET Cenn(pUIecKuidl KpyT Xo-
3s1eB JIS1 JAHHOTO IITaMMa BO30YIUTENs: BO3MOXKHBI U3MEHEHHSI TATOT€HHOCTU U BUPYJIEHTHO-
CTH y PasHBIX IITaMMOB JUISl Pa3jIMYHOTO Kpyra XO03s€B; CEJEKIUS IITAMMOB W3 JAMKOTO THUIIA;
BOCIIpon3BeeHHEe (heHOMEeHa HHTep(hEpEHIIUH.

['pymnria mproHHBIX 3a00JeBaHUN BKIIIOYAET B ce0sl Takue OOJIE3HU KUBOTHBIX KaK CKPETH
OBEIl U KO3, TPAHCMHCCUBHAS SHIE(aIonaTrsi HOPOK, XpOHUYECKasi M3HypstolIas 00Ie3Hb HEKOTO-
PBIX BUJIOB OJICHEH W Jlocel, TyOkooOpa3Hast sHIle(atonaTust KpyImHOro poraTtoro ckota, Tyokooo-
pasHas SHIIe(hATONATHS KOIIEK 1 ryOKooOpa3Has SHIIe(haIoNaTHs SK30THISCKUX KOIBITHBIX. [ yOKO-
obpa3Has >HIedamonaTus KPyImHOTO POraroro ckorta, kpome BennkoOpuTanuu, 3aperucTpupoBaHa
u B Apyrux crpanax: B llBeinapuu, Mpnanauu, [opryranuu, ®panuuu, I'epmannn, Hunepnan-
nax, WUranuu, Omane, Kanane, Jlanuu u Ha QONKIEHACKUX OCTpoBax. Bce 3Tu ciydan CBsi3aHBI
100 ¢ UMIIOPTOM 3apa>kKEHHBIX JKUBOTHBIX, JTMOO0 C UMIIOPTOM 3apa’keHHON MSICO-KOCTHOM MYKH.

Pactymuii uaTEpeC K Tpynmne MPUOHHBIX 0OJIe3HEH M POJU B UX BOZHUKHOBEHUU MHILEBOTO
¢akTopa BO MHOTOM 00yCJOBJIeH HavyaBIueics B 1986 r. snuzoorueit rydkooOpa3Hoit sH1edao-
IaTUM KPYIHOI'O pOraTtoro ckora («0ose3Hb OemieHol KopoBb») B BenukoOpuranuu, Ha MHKe
koTopoi B 1992 r. peructpupoaniock okono 1000 ciryqaeB 3a00ieBaHU KOPOB B HEJIEIIO.
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HcTouHMKOM MH(EKIMOHHOTO MPUOHHOTO OejKa OKa3anach JUIMTENbHOE BpeMs yNnoTpeOs-
FOIIAsACS JUIsl BBIKAPMJIMBAHUS MOJIOJIHSAKA MSCO-KOCTHAsI MyKa, IIPU IIPOU3BOACTBE KOTOPOM eme
¢ Hayana 80-X rOZ0B CTaJM MCHOJIb30BaTh MPOIYKTHI yOOs U rosoBsl oBel. I[lomumo kopos, 3a-
OoneBaHue B BenukoOpuTaHuu 3aperucTpupoOBaHO y psijia SK30TUYECKUX KOMBITHBIX (B TOM YHC-
Je y 5 BUJOB aHTWION), YTO TAKXKE SIBUJIOCH CJIEJCTBUEM HCIIOJIb30BAaHUS B 300MapKax Ui Bbl-
KapMJIMBAHMS MOJIOJHSIKA MACO-KOCTHOM MYKH.

VY 4yenoBeka NMpPUOHHBIE 3a00J€BaHUS BCTPEUYAIOTCS PEAKO, 4YacTOTOM 1 Ha MWIJIMOH B TOJ.
HckimoueHne coCTaBIsIOT JIMIIb HECKOJIBKO PETHOHOB B MUPE, I'/1€ 3a00J1€BAEMOCTh OKa3bIBAETCS
3HauMuTeNbHO BbiIe: CrnoBakus, V3pauns u Uunu. Mopgonornuecku OHU MpeACTaBIEeHb CIIOH-
ruoOpMHBIMIH SHIEdamonaTusIMu. DTH 3a00J€BaHUS JAUATHOCTHPYIOTCS MHKPOCKOTTHYCCKH.
Jlis HUX XapakTepHbl cienyrolmue Mop(hoJorHuecKue MPU3HAKKU: CIIOHTHO3HbIE U3MEHEHNS MO3-
rOBOM TKaHHU, Iporpeccupyoias ru0einb HEPBHBIX KJIETOK, BBIPAXKAIOLIASCS B YMEHBILIEHUU HX
KosindyecTBa B TeX Wi uHbIX otAenax LUTHC, u nponudepanun Ki1eTok Makporiauu. YkazaHHbIE
MOP(OJIOTHUECKUE U3MEHEHHUSI HE COMPOBOXKAAIOTCS 3aMETHBIMH BOCHAINTEILHBIMI W3MCHEHH-
aMu. CIIOHTHMO3HbIE U3MEHEHUs MPEJICTABIAIOT CO00M THAPOCKOMUYECKYIO JUCTPODUIO: Xapak-
TEPU3YIOTCS NOSIBJIEHUEM BAaKyOJIEH B IIUTOILIA3ME U OTPOCTKAX HEUPOHOB, ACTPOIUTOB, B TOJIILE
MHEIMHOBBIX 000JI0YEK U MO X0y aKCOHOB O€JIOT0 BEIEeCTBA.

B HacTosi1ee BpeMs M3BECTHO LIECTh MPUOHOBBIX 3a00J€BaHUI, COMPOBOXKIAIOIINXCS OIHU-
CaHHBIMHM MOP(OJIOTHUYECKUMHU U3MEHEHUSIMU: Kypy, Oone3ns Kperugenpara — Skoba, cuHaIpom

I'epctmana — Iltpaycnepa — llleiinkepa, QaranpHas cemeiiHas OECCOHHUIA, XpOHUYECKas
nporpeccupyomnias sHIedanonaTs JeTCKOro Bo3pacTa, aMMoTpopUUIECKUI CIOHTHO3.
Buvieoown

[TpruoHBl — MH(EKIMOHHBIE areHTHl, HANMEHEES U3YYCHHBIC B OMOJIOTHH M MEIULIUHE. 3apa-
JKCHHUC MMPUOHHBIMU 6OJ'IC3H$IMI/I, KOTOPBIC ABJIAIOTCA HCU3JICUUMBIMH, MOXKCT IMPOUCXOAUTH KakK
ATMMEHTAPHBIM ITyTEM, TaK ¥ IMapeHTepaJbHbIM. MeTO/ bl IMarHOCTHKH U JICYCHUS! TaHHBIX 3a00-
JIeBaHMH JI0 CUX TIOp HE pa3paboTaHBI.
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Beeoenue

CeHcoMOTOpHas EATENbHOCTh — TUIUYHAsg U MHOrooOpa3Has (opma IielieHanpaBlIeHHOM
aKTUBHOCTH YEJIOBEKA, MPEJIoIararpias B3auMoeHCTBUE CEHCOPHBIX U JIBUTATEIbHBIX KOMIIO-
HEHTOB MCUXUYECKOU JearesnbHOCTH [1]. MccnenoBanre CEeHCOMOTOPHBIX MOKA3aTeNIe SABISETCS
B2XHBIM WHCTPYMEHTOM B KJIMHHUKE W CIIOPTUBHOW MEIUIIMHE, TIO3BOJISET O0Jiee TOYHO MPOTHO-
3UpOBaTh PUCK OBITOBOTO TpaBMAaTH3Ma y MOJIOJIEKH, a TaKXKe OIEHUBATh MPO(EeCcCHOHATBHYIO
IPUTOIHOCTH K MPO(GECCHSIM C BBICOKMM pUCKOM [2]. CeHCOMOTOpHBIE PEeaKLIUH SBJISIOTCS IMOKa-
3arensamu GpyHKunoHansHOro coctossaus [IHC. Onpenenenue nanbonee nHPOPMATUBHBIX U3 HUX
MO3BOJISIET BBIABUTH B3aUMOCBS3b MEXK]Y PE3yJIbTaTaMH CEHCOMOTOPHBIX TECTOB M BEPOSITHO-
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