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IlaToreHe3 npMoOHHBIX 3200/1eBAHUH

PrPC-Prpsc PP%=-PrP% dimer PrP*=oligomer

N
heterodimer
J } PrP=< protofibril PrP*<oligomer
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IlaToreHe3 NpMOHHBIX 32a00J1eBAHUM

 Ilarosoruueckue [IPUOHBI
BBISIBJIAIOTCST BO BCEX TKAHIX M
OHOJIOTHUUECKUX YKHUJTKOCTIX
OpraHusma, M3MEHEHUS
ITPOUCXOIAT TOJBKO B MO3TE

* B HEUPOHAX TTOSIBJISAFOTCS
MHTPALUTOILIA3MATUYECKUE
BAKYOJIH, MTOCTEIIEHHO 170,
KOJIMYECTBO YBEJIMYNBACTCH,
Ipernaparsl  TOJOBHOTO  MO3ra
HAYMHAIOT HAIIOMUHATh T'YOKY

* Ha mo3gHux ctagusix OTMEUarOTCA
ru0denb  HEUPOHOB, TIIMO3 U
aTpo(dus roJI0BHOIO MO3Ta




Kiaaccupukanusa

* bonesns Kpelitudensraa-Axoda

* bone3ns [ epctmManHa-

CeMeliHbIE (HACJIEICTBEHHDbIE) [IITpeyccnepa

* CemeitHas (paTanbHas
WHCOMHMUS

* bonesns Kpelitudensraa-Axoda
IIpuoOperenHbie (ATPpOoreHublie M | * AtunndHas bKA

ap.) * Kypy




DNMUIAEMUOJIOT U

PacripocTrpaHeHHOCTH

bone3ns Kpentndenbara-Akooa 1:1 000 000
boxnesns I'epremanna-IlTpeyccaepa 1: 10 000 000

daragpHagd ceMerHad HHCOMHUSA OIIUCaHo 24 ceMbH



DNMUIAEMUOJIOT U

PacrpocTpaHeHHOCTH

@HL Kpentudenbara-Ako 1:1 000 000

bonesns I epremana-Ilrpeycnepa 1: 10 000 000

daragpHad ceMeHad UHCOMHUS  OIHMCAaHO 24 ceMbH



INMUAEMUOJIOTUSA

boaesns Kpeiitudeanara-sikoda

=Criopaguueckas
=CemeliHas
“SArporenHas




INMUAEMUOJIOTUSA

Meauana 68 J1eT 28 neT

BO3pacTa CMepTHU

Cpennsas 3-4 mecsana 13-14 mecsiieB

NJINTEJIbHOCTD

3a00J1eBaHMA

le0r0T JlemeH1usl, Ilcuxnarpuyeckas

3a00J1eBaHMA HEBPOJIOTUYECKAS | CUMIITOMATHKA, IIO3HEE

CHUMIITOMaTHKa Pa3BUTHE
HEBPOJIOTUYECKOU
CUMIITOMaTUKH




IlyTH 3apaskeHust

OnucaHo okono 250 ciydaeB ATporeHHoro 3apaxenus bK:

* 3apax€HHE B PE3YJIbTATE UCTIOIBb30BAHUA TOPMOHA POCTA,
MOJIYYEHHOI'0 U3 OMOJOTrHYEeCKUX 00pa3oB OOJbHBIX

* TpaHcmaHTaThl TBEPIOW MO3TOBOM O0OJIOYKH U POTOBHUIIBI

* Xupypruueckrue HHCTPYMEHTHI

Haunb0oJ1iee omacHble TKAHU OPraHU3MAa: TOJIOBHOM U CIIMHHOM MO3T,

ras3a

Memnee onacuble: [{CXK, nouku, gerkue, ne4eHb, IMMQPpaTHICCKUE y3JIbl,

ceJIe3€HKa, ITaleHTa

He omacHbI: )XHpoBasi TKaHb, KPOBb, CEPILIE, ITEPUPEPUICCKHUE HEPBHI,

cJIe3bl, CIIIOHH, MOYa

http://www.who.int/csr/resources/publications/bse/whocdscsraph2003.pdf?ua=1



CuMnoToMbl

TunuyHass KIMHUYECKAs TPUAAA

1. KorHuTvBHBIE HAPYILICHUS

2. Arakcus

3. MuoxkJioHyc (HOSIBISIETCS MO3KE OCTAJIBHBIX CUMIITOMOB)

Otmeuaercs B 60-70% ciryuaes

Jlpyrue cuMnToMsbl

* IlupamMugHbIEC HAPYIICHUS

* DKCTpanupamMuIHbIE CUMIITOMBI (PUTHUAHOCTh, OPaJIUKUHE3 U,
XOpesi, CHHIPOM YY>KOU PYKH)

* PaccrpoiicTBa 4yBCTBUTEIBHOCTH

* KopkoBas cienora

CuMOTOMBI OBICTPO MPOTPECCUPYIOT, B TEUCHHUE 4-6 MECSIIEB MALIUEHT
IPUKOBAH K MTOCTEIN U COBEPILIEHHO OECIIOMOIIIECH



J/IlmarHocruka

XapakTepHas KIMHUYECKas KapTUHA

VAR

M CKIIIOUnTH

99F IPYTHE
BO3MOKHBIE
Anamuz LHCXK 3a001CBaHUS



MPT

[ToBhIIIEHNE MHTEHCUBHOCTH CUTHAJIAa OT XBOCTATOTO s/pa W/WIH
CKOPJIYIBI U/WJIM KOPBI TOJOBHOTO MO3ra B pexnume [[BU

310pOBBIN



MPT

[ToBbIlIIEHHE MHTEHCUBHOCTH CUTHAJIa OT XBOCTATOTrO sApa U/ uiu
CKOPJIYIIBI U/WJIM KOPBI TOJIOBHOTO Mo3ra B pexkume FLAIR

310POBBIU [Ipuon



MPT

[ToBhIIIEHNE MHTEHCUBHOCTH CUTHAJIAa OT XBOCTATOTO s/pa W/WIH
CKOPJIYTBI U/WJIM KOPBI TOJJOBHOTO MO3ra B pexkume T2

300pOBBIU
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buoxumMunuecxkue u
HMMYHOXUMHYECKHE METOAbI

* Briasaenue B LICXK Oenka 14-3-3 Proteinase K
-+ -+
* BrbIgBICHHE  PE3UCTEHTHOIO K
nporeazaM PrP B oOpasie TkaHM

FOJIOBHOTO ~ MO3ra  METOIOM .. . .

BECTEPH-0JIOT WA pu

UMMYHOTHUCTOXHUMUHU cpezoB P ' —
o @9

rOJIOBHOIO MO3ra, 00pabOTaHHBIX

I T ﬁ 14kD =
poTca3o Infected | Uninfected



Kpurepuu 1MarHoCTUKH

JlocroBepHasi BKS

* [logTBep K A€HHAA IPU TMCTOJIOTHYECKOM
MCCJIeN0BaHUN 00pa3lia TKaH! T'OJIOBHOI'O MO3Tra
1/ UIn

* [loaTBEep K AEHNE HATUYMS PE3UCTEHTHOTO K
nporeazaM PrP ¢ moMolipro UMMYHOTHCTOXUMUHA
WJIN BECTECPH-0J10Ta /WM

* Hannuue ckpenu-acCouMUpOBaHHBIX (DMOPUIILIT



Kpurepuu ITMarHoCTUKH

BepositHast bKS
* [Iporpeccupyroias 1eMEHIMS U 110 MEHBIIIEU MEPE
2 U3 4 cnenyomux CUMIITOMOB:
- MUOKJIOHYC
- 3pUTEJIbHBIC HAPYIICHUS WU aTaKCUsl
- MUPAMUIHBIE/SKCTPATMPAMUIHBIC 3HAKH
- AKHHETUYECKUN MYTHU3M
"
* [leproanyeckre ocTpblie BOJHBI npu D01 1/nm
* [TonoxxutensHbi aHanu3 LICXK Ha Oenok 14-3-3 u
IJINTEIILHOCTH 3a00JIEBaHUS IO CMEPTH HE OoJjiee 2
JeT U/ Uian
e XapaktepHble u3MeHeHus npu MPT




Kpurepuu 1TMarHoCTUKH

Bo3mo:xnasa BKS1
* [Iporpeccupyroinas IeMEHIUSA U 10 MEHBILIEU MepPE 2
13 4 CIeayromuX CUMIITOMOB:
- MUOKJIOHYC
- 3pUTEIIbHBIC HAPYIIICHUS UJIM aTaKCHUs
- NUpaMUIHBIC/PKCTpaNIMpaMUHbIC 3HAKU
- AKHHETUYECKUN MYTHU3M
* 11 oTCyTCTBHE BCEX TPEX JIAOOPATOPHBIX MPU3HAKOB,
KOTOpbIC Obl CBUACTEIBCTBOBAIN B MOJIb3Y
BEPOSTHOI'O JUArHo3a
I muTenbHOCTH 32a00JiIeBaHUS MeHEE 2 JIET
* 11 0TCyTCTBHE NAHHBIX 3a HAJTUYHE APYTUX
3a00JIeBaHNU



Kiananueckuu cayuan 1

[Tartmentka I.

Kano0bI: HAa HEBO3MOKHOCTh CAMOCTOSATEIIBHOIO TIEPEABUKEHUS U3-32
HEYCTOMYMBOCTH, IIIATKOCTH ITPU MOXOJKE, HEIPOU3BOJIbHBIC IBHKCHHUS
B JIEBOM PYKE U HOTE.

AHaMHe3: 0KOJIO OJIyTOpa MECSIIEB Ha3a OYYyBCTBOBAJIA HEJIOBKOCTh
B JICBOUM pyKe, HEIIPOU3BOJIbHBIE JIBUKECHUS B HEW, BHIBOPAYUBAHMS,
CKpYYHBaHMUS, «pyKa OyJITO cTaja )KUTh CBOEH XU3HBIO». [0 Mepe
HapacTaHUs BBIIEONMCAHHBIX CUMIITOMOB 29 anpens 2014 r. Obu1a
rocniuranu3upoBana B CmoneHckyro OKD, Bbinicana ¢ AMario3om
«OJINBOMIOHTOLIEpEOEIIIsIpHAas aTpodusi», Ha (POHE IIPOBOAUBIIETOCS
nedyeHus (Magonap, mpoHopaH, GeHUOYT, IIEPAKCOH) MOJIOKUTEILHOTO
a(dexTa OTMEUYEHO HE OBLIO.



Kiananueckuu cayuan 1

HeBposiornyeckuiut craryc: B coO3HaHWM, KOHTAKTHA, OPUEHTUPOBAHA.
CKJ1abIBa€TCs BIECYATIICHUE O HEAOCTATOYHON KPUTUKE K COOCTBEHHOMY
coctosiHur0. CKIIabIBaeTCs BIEYATIICHUE 00 OrpaHUYCHUH B30pa BHUS.
Hucrarma Het. CrIaXXKE€HHOCTD JIEBOM HOCOTYOHOM CKJIaJIKU. [ umoMumus.
S3bIK 11O cpenHen JiuHUM. [1ape30B HeT. MBIIIEUHBIN TOHYC HECKOJIBKO
MOBBIIIEH 10 IIACTUYECKOMY THUIY, 0€3 YETKOM aCUMMETPUH, C JIEMEHTAMU
naparoHuu. CyxoxuiabHble pediiekcbl D=S, xuBbie. 11010KUTEIbHBIN
(h€HOMEH «4Yy>KOM PYyKW», JCBUTALIMS JIEBOM PYKH, HOTH, YCUINBAIOIIHAECS
pu ocMoTpe 001bHOM. [1o10KUTEIbHBIE CUMIITOMBI TPOTUBOACPKAHUS 1
COINPOTHUBIICHUS. DJIIEMEHTHI JIBUTATECIILHON allpaKCHUK. beCrmoKonCcTBO
OpOMaHAUOYIIpHON MyCKyaaTrypbl. O011Iee ABUTaTEIbHOE O€CIIOKONCTBO,
XOpeu(PopMHbBIE TUIIEPKUHE3BI B pyKaxX, HOraxX, MPEeUMYILECTBEHHO CJIeBa.
YyBCTBUTEIBHBIX pacCTPOMCTB HET. KoopanHaTopHbIE TPOOKI BHIIOJIHSET C
nucMmerpueil. B mpobe PomoOepra HeycroriunBa. CaMOCTOSITEIbHAS OXOAKA
3aTpyaHeHa. Ta3oBble PyHKIIMH KOHTPOIUPYET.



MPT mammentku I.
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KiMHn4Yeckum ciayuyan 2

[Tammuent JI., 40 net

/Kano0bl: Ha CHIKEHUE TTAMATH, HAPYIIIEHUE PEYH, HEIPOU3BOJIbHBIC
JIBUKCHUS B pyKax HOTraxX, HEYCTOMYMBOCTH ITPHU XOAb0€, HAPYIIICHHUS CHA.
Aunamue3: B anperne 2014 BnepBbIe NOSABWIMCH IPU3HAKU CHUKCHUS
MaMsATH Ha TEKYIIAE COOBITHS, 3aT€M IIPUCOCINHIINCh HEYCTOMYMUBOCTD
pu XoAn0e, HapyIIeHUs peur. B nroae BO3HUKIA ICUXOTHYECKas
CUMIITOMATHUKA: MPOCHINAJICA HOYBIO U BBICKA3bIBAJI UJIEU O BO3ACUCTBUU
«IIOTYCTOPOHHUX CUJI U3 KOCMOCA Ha MOJKOPKY I'OJIOBHOTO MO3ra, KOTOPHIE
M3BEJIM OTIA, MaTh, & TENEPH U 10 HETO TOOPATUCHY», UMEIINChH STTU30/IbI
NE€30pHUEHTAIIUU. BbUT TOCIIUTAIM3UPOBAH B ICUXUATPUYECKYIO OOJBHUILY C
nrarao3oM: OcTpoe noJuMop(hHOE ICUXUYECKOE PaCCTPONCTBO,
raJIIOIMHATOPHO-NIAPAHOUIHBIN cUHIpoM. Ha (hoHe mpruMeHeHus
HEUPOJICIITUKOB TPOAYKTUBHASI CHMIITOMATHKA MPAKTUYECKHU IMOJTHOCTHIO
perpeccupoBalia, OHAKO MTPOOIKAIM HAPACTATh HAPYIICHUS PEYU U
MaMsATH, HEITPOU3BOJILHBIC ABUKEHUS U IIATKOCTh MTPU XOAK0E, B CBSI3U C
geM oOpaTHIICS K HaM.



KIIMHHYeCKMHA CJIyYau 2

HeBpoJsiorn4eckuu ¢Taryc.: B CO3HaHUU, KOHTAKTEH, OPUEHTHUPOBAH.
KOrHuTHBHBIE HAPYIIEHUS, TIPU JIETATBHOM PACCIPOCE BHICKA3HIBAECT
OpenoBbie uaeH. JIBUKEHUS INIa3HBIX SI0JI0K B IIOJIHOM 00bEeMeE.
Hucrtarma Het. JInio cummMmeTpuyHo. A3bIK IO cpeaHen auHu. [lapes3on
HET. MBINIEUHBIN TOHYC HE U3MEHEH, C DJIEMEHTAMU MapATOHUH.
CyX0XuJIbHBIE pe(ICKChl )KUBbIE, CAMMETpHUUYHBIE. Pediiekchl
opajbHOrO aBToMaru3ma. Oo1ee ABUTraTeIbHOE O€CIIOKONCTBO,
XOpeuOpMHBIE TUIIEPKUHE3BI B PyKaX, HOraxX, IPEeUMYIIECTBEHHO
CJIEBA, B aKCUAJIbHOU MYyCKyJarype. PacCTpoiCTB 4UyBCTBUTEIILHOCTH
HeT. KoopauHaTopHbie MPOOBI BHIMOIHAET ¢ JUCMEeTpuei. B mose
PoMOepra HeycToitunB. Ta3zoBbie PYHKIIMH KOHTPOJIUPYET.

Centsa0pb 2014 — cocTosiHME TTAIIMEHTA C OTPHULIATEIIBHOU
TMHAMMKOMN: YCYT'yOUIMCh KOTHUTUBHBIC HAPYIIICHUS, aTaKCus,
TUTNIEPKUHESBI, BBIPAKECHHOCTD IICUXOTUYECKOM CUMITTOMATHKH
YMEHBIIUIACh — OBLJIM OTMEHEHBI HEUPOJIETITKU



MPT mammenra Jl.
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Chnacu6o 3a BHuManue!



