fEEN - HE

— R (T B EETERZEER (T)—
b EOREMFICFED SN IEEERBSE 7 7 > DR

HEERE' (BWEERRFH T 4 AR 42—V A RARTF — LHEE)

#®iL B (AMRF—LR)

1 & U & (£

TR R INE  (bovine spongi-
form encephalopathy; BSE) I3,
AR D A T & T E T 5
O BITEMREETH 5.
BSE &4 O BRIRRER T ¥ - 8
IS e R R NS AR S A
R L, FERERMIITR A RE L
ENRRDOLNS. ZOERMIE
£<{, 4~54FEDETHB. 1986 FIZHEETHIO THI
SN7zBSEX [1], HAZ &2 AETHAL, Th
FTI9HHEHZBR B FICHER SN T A, BSE Dl
X, A7 LA E=12HERRS R OBINE I Cofk4
GHEMASZ: STV B, T R AE ST
B9, KEHOETFITHS. TDHDOBSE OHRR
SHElX, BSE BG4 OIELN-HEHE kL L7
CLITERT 5.

P4, fEk D BSE L3R D %% 5 BSE (FEE !
BSE) »SHA, I—u v S3EE LR THEE ST
%. FEERI BSE ORI N OMEIRIZO W TREZARH
GRN% L, TOMAPEELREL HoTnb. Kb
Tid, BSE &£ ZDBURIZOWTIRRS & B2, bAE2
BIH OIEERI BSEIZOW TR OM A Z/NT 5.

LA NI

2 BSEDEE&ET)F >

BSE @itk LTV 4 v (BEEME b O&HAE
BF) BEZOLNTWS [2]. TV Ik oThl &k
CENBEBITT ) A VI F 7213 AZ 3 M A TR e
(transmissible spongiform encephalopathy; TSE) &
IFENTHEY, BSERFOT) + ViEE BIFERT LT
&5, FUNMNOEWICBIZ T A UiFE LT, ERD
IW¥Eo A7 L4 ¥— (scrapie), B OMEVEMNEE
(chronic wasting disease; CWD) 23151 C w5 [2].
72, NZDTVA VIRIGET 5. BT+ Vi
BETREIIL - TH SR ENDLD, —FH, ADT)
F UL, TORFEFICE T, WEONIHHS

n, BEEWICHRET I 7 uf Yy 7oV - YT
% (sporadic Creutzfeldt-Jakob disease; sCJD), i#fx
Mg & LCKEM: CID (familial CJD; fCJD) K7
WARMRY - AMBA AT — - x4 v — R
(Gerstmann-Striaussler-Scheinker syndrome; GSS),
Z L TG X AREE CID (iatrogenic CJD; iCJD)
MR CID (variant CJD; vC]D) % EWHIHNT
Wwa.

WEART ) F v ORBEIZRIZIZHL L SN T RN
PS, TV OFEREEEE LT, i ERNTHENE
NHIEETYF v &EHE (PrPY) OffERMKRTH 55
WTVAVEAE (PrP*) AEZbNTw5b. WHERH
DAL DOMED, EHEDMER (FTuoTr)r—¥
K; PK) 2319 % &80 48Pitk, S, FminrEs~o
ANEW R Y2 AL ST T0wEEEZ LN TV,

3 BSE ORI

B, MF9IC BSE oS ETHENL, BAEINICH 5.
W T, 19924EDK 3T 7 T % ¥ — 7 IR IS4 01
Bk L, 20094E136 HFCIZ6HH LML T 5.
DAETIE, 2001 4FOHIFEBIA & 4 I FEAEBEEI I
BN 5 723, 2006 4FE% ¥ — 7 IZFEFEBIEHA L,
2009 FEIZ 1 FHOFEMEDLDHLDATH S (200947
HIE). ik, 4 - 14 EREEHW~OREFH O
fHZEL L7222 EDRRNTH o L EZRLT VA,

4 BSE &vCJD : &5 AN

1996 SEHENI BT, BEOER, HRAEIR, FRH
FTRDPHERDsCID LIZF L RLELZEHEMBMCID
(vCJD) BEDVRWZSN: [3]. vCID BHEDL M
BSE JEE 0 EE %13 Lo, EUEE TR $ 72130 FE
SRS B & ORI A S, vCID (& BSE &4 H sk
OREMEBILL2Z L2 X 2995 A~® BSE Ofzik
WX DB LR ARIZ S Nz, ok, EEREY
FRHWIAEEREBICBWT, vCID 7)) 4 > & BSE 7V
T RO AW F IR E RS2 &, vCID R U'BSE

Tl R L SR EORES @i A ET 7)) A LIRiigE > & — 7 ) o LmEgE T — &)
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7) v R PrP O LR HEIRAEM L T iz Z &
5, vCID & BSE 3 [{—d 7 ) F Y IGEHT 5 & ki
SiFbhiz [4-6]. Thx =1, BSEWRA Lok
HIBYHEICINZ 5D & & BICRDESE - HLOMEY
WLz,

BAEE TI2200 4 U Lo vCID BEDHER I N TWAS
B, ETDIIFEALEPEENCHEP LTS, DAEEIIBIT
% vCID BH I 1 IS STV DA%, TR
L2 WREMEAVRIB I N CWwa, EETOVC]D BE
1%, 20004FED 28 N% ¥ — 7 1A D %25, 7
F UROBHRMOREEH S, RIEDBE OFANE
HENTWD, vCID DFEEICED VR BEINT
W2 D05, vCID BHE O DEFIT I A LI EEE D
ZREY (EFEMECID) 034 THH. TIF ViE, B
B OB IR IR R T 2 LD, —HORFHHE
HHETORELZEFICHETH L. T2, EE,
vCID BF DML % 4 L 72 vCID BFE D HE SN TV S
CEnn (7], BEREHBISRKREEY LT OIINH
THb. L72A5> 7T, BSE Z4-0& s LCHl# - HlE
THILNEFICELETH 5.

5 BSE O iEH

BSE OiEEH LR WO « BEZRFERT 5720
2%, BSERGF O R IIELLRETH 5.
BSE O# Wi, We—OBEWHIFRN~—H —Tdh b PrP™
DOAMEZE IR TbNI S, BSE BT 5 PrP>* oM IX
i R i, HRRP BB OMFSRAIRIC Z DIT & A LD
LTw3. Z0®, HIEE TIIBSEWXBIF 5407
Wi SNTB 5T, BT F 2 ISR ELAFS] 212 Prpse
Ml b BT WA AL L LT frhbhs.
BSE # Wik & U<, OREMEEERENE (ELISA)
B, @uzAyrruy 4 y7 (WB) i, O
At gets (IHC) EEDHWHNRTWA, Wi Prp™
ORI E D i7bN 525, PrP* & 453 Ak @ PrPC 13 [H
DT I VBRI X DR SN TWb720, Bl
HOWE Z T 20ErH L. 2T, MEOMMNIC
I PrP* 7250 D PRICHH T A PEFIH E T 5.
ELISA #:4%, PKALHIZ X ) PrPC 23 b L 723kt 2 Bt
TVF YEAE (PrP) SR E 721 & PrP>e il & A
HALEWDFEHILENTWAE T L — MIEML, #EIRY
IZPrP* it 721, PUPrPHURKIS R O EEE St
IZ& D3 5. ELISA #:% i L 72 BSE s 35 I
v MOSBEEBEINTBY, 2ROBMARE R - fliEc
WMETELZ DS, BSEDLIRAZ Y —= > ZIZFH
ENTwab. —J, ELISAEOT A v b & LT, 4y
B BB X B8R Y 7 v LR R R ks 7
VE@#NTHIENTELRVEAERH L. WBERR, M
R 2 PRALBLL 7248, R 727V 7 I KTFVER

PK - - - + + +
33-37kDa
2 B '.'
1 E - . 27-30kDa
R — - » T
> —

X1 WBEIZ X % PrP> ot
T VIR A (L—1, 4)
BSE 7'V * viEde~ A (L—>2, 5)
A7 VA =T F Ve~ A (L—>3, 6)
PKLHEE (L—>4, 5, 6)
BSE 7'V F Vg~ 7 AWHIR PP L A7 L A ¥ —
T & vEGe= T Ak
PrPe[ TN Y K88 — Y RO TRIGEVWD D S
ZEWDbRD.

WIS X DEAE RSB, BICIRE %, PUPrPdifke
IS &¥ 5, JFEEGEMATIZPRKALEIZ X ) PrPCid s
s, Ny R Eshevy, 0, BYATIEsE
EREOPrP* 2 b5 0 S N7 PrPe B 25%% 0, PrP
ZIE2 A OBESAIMERL 253 B 720, MERESH, 1 HESH,
2RO I AD NN FELTHRINENS (K1), WBIZ
PrP% D8Ny K87 — 2 & 0 IR B 22 JOG
E OB TH D EH 5, BSE OFEEBWIIZH
WHNTWS, 72, TG VIZIEIMPFAET LI N
MHNTBY, TV VEGMEA L D S5 N 7z PrP> o
NV RIS — Y ROEDG TR, 7)) F VRO ED
BECHFHSNA TS (K1), THCHEF, MMk L
D PrP* OER OA PR BEFEIAL &2 T RD T & 2 WHEIC
T5h5. NIV Y- F Ty HE) il L A8
MR AR I S 5 22l 7 & R B2 R T L & 1
WO TR TN S, AR, PrP™e RS e L
T, Protein-misfolding cyclic amplification (PMCA)
WEAEH SR Tw5b [8]. PMCA#B:E, RERENTIE
BB PrPC LRI 20 B T HED PP ZRAL
A vFax—2a rEERLEEZEY)RTIET
PrP>* OMilEZ R L L, BlKE2SREERICI 15 5.
A7 VA E— YN DAY — L) RIS 7z fk
(M - R 2B E L2%BRICBWT, PMCA
DERTZEANOEREIREN TS [9]. PMCA%
/72 BSE O& RIS N LD, 5HE 6%
LYUBRDPLETH .

6 IEFERBSE
ERFIEDOTIVF VRETHHLAZ LA E—=I2IL, &
WA B AL IR DS 7% 2B D 7)) & L RDAE
ETHTENMSENTWS., —Jf, BSERRHE—D7 Y
YICEDBISRBISNZEHRELTELON TV L



1 BSE/JP247 ) * ¥ OARERER

s sehny s R RMIR 3 B T L
AR R NUA (H) S PrP . o
% (Mean * SD) 2N Foey  HUBR PrP>* DR
ERIBSE
Primary passage =~ TgBoPrP 11711  2235+135 e W R , N
2" passage TeBoPIP 1515 2149+4g  DREWSD - HD HCRER RS T0IER
Primary passage W A 70 5/5  408.6+282 NS 1 L MIACEEESR AR LT B
BSE/JP24
Primary passage =~ TgBoPrP 10710 197.7+34 e s , S DU
2™ passage TgBoPrP 1010 1522=*31 FL Wzt 2L MWERLR SR —RRICERE

Primary passage A 7R 023 >649

FRRAEIR B & DI TOPIP*OERITAD S zw

ML%EDS, 20034FICAAR, £ L T20044EA 57
THRRDPP* L IR R L5TFREVNY FNY -V %
N BSESEFISFER S (10, 11]. ZoJEslZ, JE
E®I BSE (atypical BSE) & #ftiF &, €3k BSE
1ZERIBSE (classical-BSE : C-BSE) &I s &
kol EHIZ, 7TV AIIBWT, EMBSE &
CHA - £ 51 7oIEER BSE 3k PrPe b, €0
SRR EVWBSEERDFER S [12], BSE 7)) %
VICOBBOMPHELET A ENWS N E o7 Bl
1E, JEERIBSE X PrP* D5 FROEWEIFEL LT,
HAIBSE $721Z LM BSE @2 D20 &N, HA, 3
— v 2 SGHRER OHER T, B50 8D F ) OF5EF AR
EhTws [13-16]. FEMBSEDEME LT, FEH
DL D8R LI THY, ZDIZL A LD BSE
ML VSN TS, BRERELT, 1507
DO IEE M BSE Y EER B VT, L8N O 2 B
BRED B ICRD SN WA MENDH B0 [17],
ZFDREGIE DD 7 L3 H o v, WRE R BEREIR %2R &
HWIEERI BSE AR W sh7-01%, EH BSE %4
5K T B VAT ADPEMEINIZT ERERERE
ToTwh., L7ad->T, EEMBSE 134 E o BSE st
KOBALIZE DR EN/ZBSE L Wz 5008 LIk,

7 HIAEOREMFIRDSNAIEFEEBSE S
7 > DR

20064E3 A, W24 H1H O BSE e & LTHRE
N72169 7 Ao BREMA1E, #EKD BSE EH4 (C-
BSE) L3R5 WB DNy K8 — > %7R$ PrPe s
Booshizzehs, bHFE2H HOIEERBSE
(BSE/JP24) L LChisnhs [16] (X2). FEwEm
BSE ol etk 2015 2 L, bAEIZEBIF % BSE
PR K O ZEOREZMG T 5 L CTERETHL., TV
ORI, FEERBIY % H W 7z E R0 a %) 7 F
Brrosn, EBBWIT DA5EEOA MK OV 0K
R, & 5IEDTRD S NEIWIKRIN TOZEREEORE

90+ Bl 2 s
B : 1M
- fmeptsn
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(kDa)
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W s
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HESHAT I PP (%)
S
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ERBSE

BSE/JP24
M2 WB % H\w7-%% BSE } U BSE/JP24 H13k Prp™
DIRHT
A) EMBSE 7)) 4 VR HE PP (L—21),
BSE/JP24 7)) F ¥ &G HUE PrP> (L — > 2)
B) %M BSE }U"BSE/JP24 7)) F ¥ Hik PrP> 2B
B RESRAT I S S —

JE, PrP* &Ry — ¥ RO OERI 2 & O
FFTRIC L > THR S A, 22 TH4I1EBSE/JP24
TVF yOWREWASL LT B0, LT F Ly EA
BB~ X (TgBoPrP) M OWAR < 2 12{ni#
REREAT o 72,

ZoiEF, BSE/JP24 7)) % Y 1x TgBoPrP < X2
fREMEZRL, ZOBKEIME (#1197 H) 3C-BSE~
Uk oI 223 H) LM<, C-BSE 7
Vo AR Y ZEET S (408 H) DTt
L, BSE/JP24 7'V & VBRI = 7 25 E M Z2 R &
W (649 HDE) FTUF U THHLI B bhrolr (R
1). BBREWSIZBSE/JP24 7)) * ¥ % TgBoPrP <7
ACTHAT 2 &, ZOBKRBIMEIEHI52HE R, MK
LI LCTHE (P<0.05) IEMiTLIEHLME
%Y, ZHNIEC-BSEILIZFHO LN WIEIRTH 5 72,
FEESIOFT RIC BT, BSE/JP24 7)) F V&ML 72
TgBoPrP <~ A DMWIZ BT 5 22tk D EE, Prps



DOFERY — v ROEREE, C-BSE 7Y 4 » &
ffi L72TgBoPrP <~ A L IZH LI RE -7 (K1),
%72, BSE/JP24 7 * ¥ B3k PrP> oAb my ki
DWCHE L7z & 25, BSE/JP24 7Y F ¥ Hi3k PrP*
13 C-BSE 7V % ¥ 3 PrP* 12 b, PKIZx L Cl&%
MTHhotz. TNEDT EHS, BSE/JP24 7 F &
1%, C-BSE 7'V 7 ¥ &3 A:Wp2am f O EA L2 ry ik o3
R B LWBSE 7))+ v ThbEEz LNz [18].

8  hH W I(C

OO EOIEE R BSE A EM R S 7z, BN
ECH RSN EER BSE 12 b REMEHER I L TY
% [14, 19, 20]. FEEMBSE OilEi & LT, ZD%L
MERTTORETH H 2 & H 5 IMFEMEBSE O felE:
BHAETE R\, BSE DFHLEZEL T H72D121%, &
Wk % BSE M2 BT 2 L ELEZ HND.
W D4R RS 5 720 b IEER BSE O AN D e
Y A7 R OHRNTOIEER BSE 7V 4 » OBREICH
FTEMADEROPLETH 5.
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