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RE, FERT) I VEREOBELXMET D, HAOHE»FITI—F
—F T4 E) TV A VEEFERB LY TR (Prop®®) BERENT
W3, Zib Prop”’= 1 X prp ElEF & OMEEMED 25% TH 5 doppel Ein
F (Prnd) OFEBLNMIZI > T, BELTWARY Z2N-1 B (Z2rchI, Edinburgh)
EEEB L AOULBNE WD ZN-2 B (Ngsk, Rikn, Rem0, ZrchII)IZHTW5,
Z® Prnd BEFEW (Dpl) 28 zZN-2 v AD ataxia IZ L BTEIEEDORE
RSN TWVWS, &, zN-2 B prop”’~ U 2D hippocampus 7> HH#IL L7
Pro-KIBMIEMMEE (HpL3-4) ZRWTT U AU EENMHRBMAROT &N h—v
AEWEITEZEBBELMIRSTVD, £ T, HpL3-4 IZBITDT R h—T R
HIFAFEIZ DWW Dpl BHOEER XU, 7R h— v A MlasEMHIc T 2 EFR T
VA EAOEENREBEERLOORFEL B E LTUTOMEEZIT o7,

% —2 T3, Pro-KRIBHRMAAKIZEIT 7R b— AMEISEIZ Dpl FIH
BT 5LDThHhANERT LI, Ataxia I K BATEIR#E 229 Rikn Prop”°
< 7 A0 hippocampus 7> 58 L7z HpL3-4 fl@#KIZ Prnp/Prnd chimeric
mRNAs BEHEN, ZOMIBIZRIT 2 7R b — v 2 MIFEIC Dpl FEAEET
BB DTN 2372, HpL3-4 & Dpl BFEEM HpL3-4-Dpl ZHIZ L
T, EMFEHEMT CHEE L, LEEMET CHRELLL 25, BRE, 24 U
MIZ HpL3-4 & HpL3-4-Dpl & HICHHELHROMABLIBE SN, £/, LDH
assay IC& V0 HIIEEEZBER L& 25, 24 FFEMIEREIC K 225, HpL3-4
FRAHR & Hi LT 120%IC8M0 L7z, X BiC, HIIESEDIRE5 %, DNA Ladder (2 4&
DEET AL, HpL3-4-Dpl IZHBWV T, HpL3-4 IZHERL TXVBEDT N h—



ABNBEENTZ, L -> T, preo-RIBHEMIKIZEIT S DpL DBFEZRIT, &
MEREH T TOT R b= A% SOIRET D Z LPRESNT,

DplidiE & A L OIFELEMIZB VTR ONDIEN LM LDEREZRZL T
BEEZOND, LNLRMREL, ZTOWEIZOWTUIRERATH D, £Z T, B
“ETiX, Dpl BRI PrP O N-FIFEUA KBS N TV IEEEFoTNDHI L
2% H L. Dpl & Prp OIEEDEIZ L B TR b — T AHRASEIHEIHEERE I DOV THREY
L7z, ¥ U A PrP @O N-FKRIGAIDT I /E;f: 1735 124 BET (PrP(1-124)) %8
tr PrP/Dpl fusion BH. PrP (1-124) /Dpl fusion EHZZEHXRTR ¥
WRakEZERIL7-, Z® PrP (1-124) /Dpl fusion EHARTMILEIL prp &
EFEAMRIRR R, EMEEH T CARF L, RFEEIMICER L7#la% DAPT %
€0 DNA WTHLIC X VEBIF L7z & 2 A, Z OHIFRIET & b — 2 RIZ X 2 #ERasER
B8 < I SN TV e, Pro-RIBRIFARRIZ R 1T 2 M E S H T C OMIRSEINH] 23 prP

(1-124)/Dpl fusion EHEICEETA LD THE 1% S BITHEETT D728, PrP
DT L5 95 BFETOXLIZEWREBEAM (Prp (1-95)) ZFHT D prp

(1-95) /Dpl fusion EEAFHMIAKLER L, EMEEHT CHEEL, &
RREIZ BN L7~ W % DAPT Yufa<C DNA WA LIRHIC R D EET L7c L 2 A TR b
— R X AMBENBRE SN hoTe, TOIEND, BMFEZHT TOT AR b
— 3 ZHABAFEIN | OBEBREIZ T LT, PrP O N—RIFEMI % FEL I ¥ 7= Dpl BRI,
PrP D& HIZEMIELZH T TOT A b— A HFIEIGEI OWEEE H T 5 Z L HIRE
ENTe, PP DT I /R 1 5 124 BETO N—KRIFEML BN FET DI AT A b
— Y AHIREMGICEE L ZE X LD,

EBITEZBETIE, 7R M=V ARSI 2 EFR T U AU EBEO N—K
IROMEETLERE Lz, ERET ) A VEREREFOLMIZEBWV T, octarepeat
region RE WL OMDEBE KRB IR REERT VAV EHERET LI 4 —
BAEM Ue, HSE LTy 5 —% pro-REMEMEREICEA L, REZRT Y AV E
H%2 R 5 RMEE /ER Ui, BRI L o Miaskic oW CEMERE M T T, DAPT %



& omhH DNA BT A LRI 21T 72 o 12, PrP-RIBMREAIAKIC T ) AV EREEEHE
- iR MIa K% O, hydrophobicregion AT X Bk 124 026 146 BEE T%
BFYHERT VAV EAZRR SRR, BEEMT TR h—V 28R
hipdot=, LML, octapeptide-repeat domain *° hydrophobic domain
B RH ST RBERS ) A B AT R, B0 ST T R h— L AN
gmENT, £, TR M=V AT, BOEMHERD DNA BT AL BE ST,
LEDHR» L, 7R h— T AMAEMENCET 2 EFR T Y - EAOHEENR
HEREF L OFEIK X, PrP O N-RIGELICFEIET 5 octapeptide-repeat domain
¢ hydrophobic region TH DI EBHALNIZENTE,

ARHFFEIZE Y, Dpl OFBIL pre- KEBHEMIEKICS W TELER# T TO
TR M=V AL BMBEEREERRS A EBHALNIENTE, £7-, Dpl Els
FIZ PrP @ N-FKERBIDOBEFEfTMER, Z® PrP/Dpl fusion EHEMEF
BAKIZE 2T, PrP DX I RAT R b=V AMERBE I N, EbiZ, KEE
B7) A UBEARBMEMAEAVEFRICL Y, ERET VA VEAOT R b—
A E OMEET O, PrP O N-RIEMLICTEET D octapeptide-repeat
domain & hydrophobicregion TH 2 Z & D3EA BN S L7z, RHFZL D% RIL,
EFMTVAVEEORT RNV AREELZEZD LTEEREATHDL EEX
biLa,

o T, BEE—FIZ. BRIANENBFEELORKRERT D L ORERITEL,



