1. BRER - G SCIE 5 [EYEa L

2. HEEERA 2EE (0 < BoA)

3. FALOFERE Lt (=%)

4. AR [ #2653%

5. FAREGHHH PRk 1 5429 H30H

6. i UEH REER TV A EAZ AN ERERY
UAVEBAOHTRT A~ — o AR
DR

8. M XNAEDHEE

MZFEF D Creutzfeldt —Jakob disease X°, B Y VIZHIT D
scrapie BX O UIZEIT 5 Bovine spongiform encephalopathy @7V
FURITRFUT ) EAPKNIBAH D WITEL D Z LITk-oT, EERAK
KFFoTWHIEFRAT Y A EA (Prp©) NEFMTY A EA (Prp®c) ~& &
BLBIET DLWV TV F UGN RBINTWD, 7 U A RICHE L@k
IR Tlx, 2 < OGE IO ZZREER R 6D Z ERHRE STV D,
IEFHRT) F o EABRGFIIWABE CTEWHEEMEZ R D, e REds TRIE L Tv
HZEMD ATLNOEEREEEZRIZLTCWHEEZ LD, BIE, EFRTY
FUBRAEOBEEEIET 5720, ROy I CY— v =TT 4 v TIZLY
TV A VEBETERBLEY T A (Prap”®) BMERLSNTWD, 2D Prap”’
~ 7 AL PrP BIn 1 & OFFEINED 25% TH 5 doppel BInT (Prnd) OFEHLLX
N K- T zN-1 B L gN-2 BITH v D, 2N-1 B L ZN-2 B2 LY | RF~T X
DRBUUN IR 5, L7285 T, Prp OBERRIZ DOV TER % 22w 2 H B 4L 5. Hlr
7Y F EBAPMRSR DT R b= 22 WMilT o Z EBP LN RoTe, &2
A, Prod IZIEFERI~ 7 2O CIEFEB L~V MEOAS, zZN-2 B prap?/ '~

TITHBLL AN E, T O Prnd BT PEY (Dpl) 23 zN-2 M~ 7 X OfTHE) R



WORRKREHH SN TS, FZ T, z2N-2 B prap®° =7 25852 L7- pre-
RABFREREAMIRE (HpL3-4) IZBI1F 5 7R b— ZHfRIEIZ DWW T Dpl EH DB E
BIO, TH b= AIQSEIHNC 31T 2 IEH R 7Y 4 2 8 [ ORGSR 7o RE 0
DFFEZ B E L TULF O E1T 5 7,

Fi— CIL, Pre- KRIBMRSMIRIZ 31T 27 R b — 2 AHUSEIZ Dpl FEH
NE5T2LDOTHLINERF LT-, Dpl IIfTEIRE 2B ¢ zN-2  prnp®/’ <
U ADRIT BN TITRMFEBL L TV DA, fTENRF 2 /RS 720 2N-1 & prop”®~ 7
ZWZBWTIEIHRBLESN TV RWZ ERH LN o7, TEIRF 229 RIKN Y
Prnp”/° <~ 7 A® hippocampal 7 H AL L7z Pre- KA (HpL3-4) (2
BIFDHT R F— AMIRESEIZ Dpl FENEET 256 D Th 20T DV TREHT 258
HTe, ¥ U A doppel Hizn FEMMRBEH2Z T LRIAXNT ¥ —

(pMSCVpuro-Dpl-EGFP) Z/EHI L. Pre-KIBMHREMAOLRIZL b —1 A )L AN
7B —%HWTEHEAL, Dpl WBLMAIAE (HpL3-4-Dpl) ZE® L7, HpL3-4
& Dpl EFEHIK HpL3-4-Dpl A HMIEREHL T CTHEE L7z, SO BAMEE T CRIZ L
7L 2 A, %, 24 BEILINIC HpL3-4 & HpL3-4-Dpl & & ICHAE 22l o [
AL EER S7-, F7-. LDH assay (2 & DRI 2 RREFHIZ A L 724 a0 &
BELILE A, 24 FFRIMIGERRZEIC L 205D HpL3-4 MifkE & ik LC 120%
Thotz, EHIT, WMIERH T TR MO T R F— 2 2RI BT L 72
#MAS DNA  Ladder #8152 L 72 & 2 5 HpL3-4-Dpl O Bl Sz, =
MO OFERND Dpl OMFEHLIL pro- KIPMRSHITHKIC W THEMFR M T T T
N b= AN K DA AR T D FTREME DS RME STz,

PrP 151 (Prnp) @ 16kb Fiftll doppel BIn T (Prnd) MBLET 5,
Prnd ® Prnp & OFHFRIMEIL 25% TH D, F7o, Dpl Tl & A EDOHHEIZIB W
TRLNDENLMENOEEZRIZLTWDEEBEZLNDH, TOEEIZ DN T
WIREARHATH D, 22 T E Tl . Dpl EHIL Pre O N-KuHA D octarepeat
region, stop transfer region (STE), tandom repeat BMAKIE ST

WOMHEZFF > TWD Z EIZER L, 7R b— Y ZMiflaseifilicdsi) 2 ppl ORRE



IZDOWTHREI LTz, ¥ U A PrP O N-RUflld7T I /= K2 pal1—124 (PrP (ha
1-124)) 25 Te Dpl D ORF DI X —ZA/ER L | pro- KAEMIEKKIZE A L,
PrP (1-124) /Dpl fusion MHAZLERH S /-Mlarkz/ER L=, Z® prp
(1-124) /Dpl fusion HEHEFBAIKIZL prp BIaFEAMAMKFEIER, HEljEE:
R CAAF LTz, RREREAYIZRIIL L7 AlfE % DAPT Y <> DNA W fr(kic X v fifghr L7z
A, ZORMBIBKILT AR b — T A K DHIRASED R < Il STV D Z & 23R
SN/,  Pre- XML T 2 EALVERHL T COMILSEIMHIAS pep (1-124)
/Dpl  fusion BHAIWERKTHHDTH L% LV FFEMICHRETT 5720, pre DT
I /B Ry pa 1-95 (Prp (1-95)) DI HICEWKEINIZFF>T\W5 prp
(1-95) /Dpl fusion EEAFBUMIKAZFR L7, BEMGEEM T CTHEEL, &%
REAYIZ (B U 7= i 2 DAPT Yefa<e DNA Wi bR MIC K VT Lo 2 A TR B
— VR X D MIRSEIT IS SR 0T, TDZ LG Pre-RIEMIKO T AR K
— ¥ ZHRESEIIHNIZ BV T Dpl 1 N—RKEEMIC octarepeat region, stop
transfer region, tandom repeat P REINTWVAHIEED Prep DL D
IRHEREZ R > TV D Z &R ST,
BB T, 7R b= ARSI I 2 EFE T A B A OIS
72 BERE TP DO EEZRFT L, EFMT Y A EABIE T D octarepeat
region 72 & N—Kuu O EEEE AL < O OMEEE KBS E - RKEER T
FUBRARBIARY X — 2 FR LT, B LToRY X —% Pre-KIEMRAIEE I E
AL, REZERT Y A EAFRBARAIE 2 FR U, /ERL 72k ~Tico
VN TCHE MRS T T 24 REFIRG % OMIRRSEIZ DU T DAPT Yuta ol DA T Ak
ZREAT U7z, Pre- RIBAFRAIIGERIC 7 U A4 2 B A2 A 581 7 i e &
tandom repeat HLLAtE (Ra 124-146) ZRIBEETKEELRET Y AU EHE
FEEL S W TR X S S N CTAEMF L7z, LA L., octapeptide-repeat
domain (Aa 53-94) X°STE & tandom repeat #¥iL (Aa 95-132) Z#/KESH
Te RABERT Y A B AR BRI X Mg B N ORI BIZ S e, £,
TR b AR 72 OUERE % OY DNA W {EAY DAPT YA DNA T & — ik



TERIZ I, BMEREH N8I 2MIEIET RN b= A2 X 5 Z LR 6T,
IHIC, TR VAL DR EZTANT L Z A, BB X —DHRHAL
HIMRR & Bl U € octapeptide-repeat domain <° STE & tandom repeat &l
Lz RIS ETAIKITEN TN 160%, 120% ThHh o7, LLLOREND, M
HEEH T COT A~ — ZMBASEIMGNZ I 1T 5 IEFR 7Y 4 2 & H ORISR 7o
REH L D BRI N E S 4172,

AWFFEI LV | Dpl DFELL Pro- KEFFRAIRIKIZ I T HEMIFES T C
DT R =T A X DHIEAEEER RS H Z & % Dpl s 0B Mk % H
WTHILMNZ L7, £/, Dpl B TIZ PrP @ N-Kimfl| OB (s 1 &2 fHAAATE
PrP/Dpl fusion & HBMETFHEAKIZ L - T, Pre-KEMIKD T R b — A
JAFEANHNZ BT Dpl X PrP @ N— KI5 A END & PrPp DL 5 72
WHEAFF o TV D T ERIBE NI, 61T, KEART Y 4 A3 BRI
ZZ WEMJEREM T TOT R b — v ZHEMHNZ B T 5 IEH T ) A ERO
FEIER 7B RE R D ORIk 2 H5ET 5 Z L ITBh Lie, AR AIX, EFR 7Y
FUERAOKREEX L ETEERER THL LEZXOND,



