IRYO Vol. 58 No. 11 (658—660) 2004, 11

BEAIEY Y — X

=)
=

7 A VR

Sl 7

mE & TR

CR=D— K7V, 70497 a0 b - v 7h, SRR FHH7 )+ v BAOE, B

7T YEOE)

PRION DISEASE

Yuji SAKASEGAWA, Naomi HACHIYA and Kiyotoshi KANEKO

(Key Words : prion disease, Creutzfeldt-Jakob disease, variant CJD, bovine spongiform encephalopathy

(BSE), cellular isoform of prion protein (PrPC), scrapie isoform of prion protein (PrPSc))

T U F vEH

TUA URIE, b P BRUEICE T SRR R
O—HOWETH O, EER7Y + v EAYE (PrPC) %
R E L THERS W ZBER Y + v EE'E (PrPSc)
BEORRICES T2 C LAHLMITShTETWVA
EFOFT YA R, (D HEEAHOMAEM 7 o1 v 7 <
b oe a7 (CID), (2) Rk, & 203 (3) B
Hiesshs GED. Q) oo 71 73,
BSEH k&N 23 L£%RM CID (variant CJD,
vCJD) 2 U, EETAICLBEEET Y + v
(LR CID) B EMNETI L.

B S E

1986 @ #eE T BSE # R
519964 o & B CJD A bl &
NAHFETOHRE 2R2iIckLn

TWicd 2AHIC, SEEEIC BSE AR L i
b5, hicxl, EEFCBELTE, B0 BSE#
ARGl B £ CRPESAL (SRM) BREEEIAHE T LTun
Bicw, MRAFICEREHE ) R 7EMBLEATL
BEELTEL (F9).

WHIL D, VbW d BSE 2IERER, [+—~1 35
R ERBEPNTEY, BOE2ICAL TR, [SRM
MRE] BETHZ, LVWHEHMD -7, fhhT, BSE
BEICHE, BREOLABOEBRBT 27200 [H—~1 3
YA &, BYEHD SOEREBIES [y ) —= v
1 EWS, 220FEMNHELLVAEA T E S, i
FHAETS, BSEMAIZIAT, SRMBErLsAT,

£ 1 (mEMBRIAKE (TSE)
(Transmissible Spongiform Encephalopathy)
T UF % (Prion disease)

fo. filt, KET S BSE BRER S Er
Nfhi, b &b EKE, EERLL
BHREE (OIE) M EOFIMETH
BSE kB4 3 ) 2 7 ABa s h ‘
TWRETBIL, AFYTOBSE oo
FERZIT, KEDOY =7 Tl vh

MFMErs a4y 720« ¥2 798 (CID)
FHRVEZ ) A4 v (CJD, GSS 75D
BRI ) 4 v (iRt 2o &)
7—n— (BAEEIZLE)

ZFRE CJD (variant CJD ; vCJD)
HHFRIREGE (BSE)

b O A i

Chronic Wasting Disease (CWD)

g g H, 23, v, — i
%Tﬁ*ﬁg*tc}:'ﬁ&ﬁfﬁ%ﬁg[ﬁiﬁ 7} b S b4 F o L

ENZAH - fE € » & —#ERTSERT National Institute of Neuroscience, National Center of Neurology
and Psychiatry PRIRWIAEE 750  SRBSMIRLFHTHEdE S

Address for reprints : Yuji Sakasegawa, Department of Cortical Function Disorders, National
Institute of Neuroscience, National Center of Neurology and Psychiatry, 4-1-1 Ogawahigashi,
Kodaira, Tokyo 187-8502 JAPAN

Received July 15, 2004

— 58—



IRYO Vol. 581

® 2 HEICETEY VBRI (BSE)DRR & ZDORE

kW Tiish, HIMEESE )
Vol HER O RGBT A B
BELENTWVWE, &R,
E A D12, 6749 » 7 (hiE,
REBEIR) ZRE LR,

3H YT ML T A RS
hrctwriiEsiiant, o
ERE2YTEH 5L, 10057 A
720 23T ARG L T W B alhEdE:
MHbEwWHT EIchs, 7
ADHEI60% 13, 0fLHEFELD T &

1986. 11 Central Veterinary Laboratory T BSE OF{EAMEZ & 4172,
1987, 4 51 [EEEHEESITHLN, 20080 v v OaiThi,
5 HEBAFEREZEEL, EHEEIHEBE .
12 AL SRl fhn s AERAERNE RGBS 7.
1988, 6 EURESEIEE S BSE 7 v A2 0EEd 2 L 5 fRIE,
EE O AE - i ot~ o R HEE ],
11 BSEM#ZE<w 258+ 2 2 &ichka).
1989, 11 v OHEMEED £ b ~OEHEIE,
1990, 1 EEO 5 EEO v # s BSE L OH S % FIE.
4 EC &E»EE® BSE CEH.
e[ o g T E A R O AR R~ O h k.
1993. 4 BSEMtEEasNfzo v F1I00EEICET S,
1995. 12 BSE @ R4 (30088, 718).
1996. 3 FEREICJD O#EFE.

T, WAWALEGERET S L,

GEH2A4 T 800Eh o xh
LHEVAHEIbTEhTWS, H

il ! o BoEEHPOELLLE, o0
KE | EU HA oV v AT T A v R

EEADT AT i ik 5 7 25 5L ;
ﬁiﬁ@%ﬁ&mM)%imﬁﬁ%%uk(K;E%ﬁg)&“Tmﬁﬁ hTd, 2BWERR CID %%
7 - ET b TRAEVATEEYE, 53
207788 < 24—30# ALl L |4 ~T o H#h WIS HREBERM X 5B 2

BSE ] — - SRS 1)
0. 5% KR 7 A vHiE | 100%RE affEE, MEMNEZ SR TV S,

[SRM L] B0EL LR T A REETH
[BSE fa]

BSE BRGOfin Y £2HEET 2 F R (-1 7 1)
[ IC BSE B o fidsEs Sodiks (A2 UV —=» )

£, ZRUCID BEdkal
WAEWIME N gIcZEET CJD
EFRELICEVOWMELHS. b

F 4 MFEMCID LEER CID OLEE

| M3tk CID ZEH CID
TSR | 65a 295k
SRR AR [4.54 1 142 A
IESTRI | EUEICETT ARIR | R

BEITE) FEHIRER
ik B% (PSD) | 4R i TR
a2 F 1298 %F | MM80% MM100%
g 248 MV10% MM100%

VV10% | MV10%

PSD : EHIMEEKE, M: A F4 =, Vi3 ¥

kO FEHPOEL, EVWIHEZFHNBVE LS
FEaHTwa, HETHHE RSV BSE WHE % 2 3
LIl e U 7R A & SiyE ], EEAED
AMHREE N5,

F & B CJD

Fe 4 IWERTCID EFEM CID Eoxflt, #£bHic
ZTORMEREARTY, S, BEMCID oRtked
FHD ) o HERE A B PrPSe MAFAE i & oEE A

METE, BINOREET, &

%13 U & $ % BSE R Eic
WHE 6 » AL EOBARENS 250 5 0BMADRL T
Vo,

12720, HATHLNBMRER CID ics0 T, K
Y o IR E A LEB SRV,
& FRREARE B2, B0 AAoSEs4dH T
BUEFNWVEBbNEY, Sk bREOHNEEE
BECRTF > TO BTN H 5.

BEORELONBEICEITEIERRE CID OREY X5

MHEMECID I, bEbsbhbhOEEMITHEL
TWwa PrPC s, FERICEIhTRS 348, —FEDHEAE
TR PrPSc I LLTLE 2 bR d 5 L# 2
SNTWAS, T OEEE, FHI00FASY 1 AFEEE
SNTHEH, HASETEHEFI00ALL Lo sk
CID#®IEL T ohsitREIcL Y, EROBEKC
BERET 2. Subhzihid, bhbhizdEoiFda s
LT, BICHAREROMFER CID 2 Gk i F -
TWABEWAE, ChicHflL, BSElckb Easn sk
R CID OHEER, +EIIEED BSE IcEf Lty »
MR - EEIC B W TBEIN-20ATHE 2. BETH,

— 659 —



Nov, 2004

£ 5 ZRZCID (vCJD) DEHESE

HEFT P O S RS AR

Eefe A 6 » BLLE
B RN S B
R~ O REERE TV
FRER o FE R ®

5 2 PE D Bttt o R EE
JEE)

147 o—R R, BEEGET),
FAES

BaibAr R (—)-
HEMoFEESE MRD

PRPEUOEFTOEE

INEMaid 5.)

VR b =7

OFREERTEE 7 ) & Y EOERE (0
ERERIETORESL L TRED SHE WL,

vCJD & 5E 5 EEERIER A ds 0, BT PSD A3a &
e, MRIKEWT BRELLWT — 2 Tld#

Definite : 1 A-+HEpTH?
Probable : T+ 45 of I+MA+ 1B
Possible @ 1+ 45 of T+IMA

Do, A%, MR BER, =R
DA, AP

oo oo |

! Generalized triphasic periodic complexes at about 1, sec

DR, DMEERICF RS BRRELE Y A v EHOEE (with florid plagues)

BSE @iEf/r o FA T, (EEHEFELRS) 25
CHEE RHEICE S0 ETER CID FAE D R
BEWEEZEZ N, #ME L TEThTELEMTH D
HAREROMSEM CIDICBET 28T LS, 353
P RZEWEVWLAEEAS. bhibh AR, b
EHEINFHD1IVAZEBLTVWADTH S, L
L, ol TERIHEEAR > TRBVWEWL I DT
TRAIEZWIEEMAL W, [FHERA (EEOREAD
i, BOoESITEL TR ELD BRI NS & KFR
Th 5,

3 ik
D 704 v 7zt ¥a 7RSI 2 Ra2EHA

— 660 —

2)

3)

WHO.www.who.int, 2001Xx b

EEICHE  BAEHRENE (o1 v 7cuh ¥
I 7RECRT A B SEFEETAN vIRHREE
(BEE  f&#E D). 199783 H, thll, 1997

[EA @ BT 4 b R BT ¢ 7 oA
W7 b Y3 TRBEY = T [ETHR].
R, AR, 1998

B B S B S R v o4
T x b oo ¥ 3 TIRRGTFHAA RS 4 v, ERELD
3 H. B - M v ¥ — WS, 2003

CPRI6%E 7T H15H 524



