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Y R INAR (Transmissible Spongiform Encephalop-
athies, TSE) X FRILH B (Prion Diseases) A 53148 — %18
L \ﬁfﬁﬁ\W%ﬁﬁﬁ._ﬁq:ﬁ%ﬁﬂﬁﬁ(BSE, NRRAE5R) B
F-FE55 (Scrapie) BA B AR FEHE G (CID) B (Kuru ) S5
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#% (Prions), ERASHYHSMKEHARET —FEEES
{Prion Protein of Normal Cell, PrPC) 8§ B #J 4% ( Prion Proein of
Scrape,PrP%), TSE KR FIERE P LS KB HAX
ZRME T RN REBEAEI, TSE WIREIK, shireyhE
FEBE, AR 10 ~ 50 £, HETHEBRITHE, WIEE R
100% . ASMERIAERSITRO0.1, TSE li$ FH—
BERFHFFIFRO.2,

2£0.1 ASHRRSBSE

APRER

MEHER HANTBEMNGCID), 2EEIAHF2Z—

(RT3 )  BORHEEE HE K IRSE (FSI)
SN FEe5 (Ku), ZE A TH LWL Fore BT RAT
(B RARFBRLEFE) ERERBEKNGCOD), B FRAREHARRBELNERS
HERTRRKMR (ovCID), & BSE BHREAEY
MR ﬁﬁ%};ﬁff&ﬁ( [CID ), Rt tstk PrP ERER
3]
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B F IR R IRAE (FF)
e AT AREER , T RELL LB M AT

il

SRR
HEFERS  Scrapie (200Y), HEMES BB
MR IREERS BSE (1986), 48 A TSE SHAAEH
KRB TME, K#M#A TSE SRAFETK
MBI NENER CWD, KEH, ME
EmAREN FSE, ME A TSE SRMFETK




4m
]

£ 2

BSE Bovine Spongiform Encephalopathy

.CJD Creutzfeldt — Jakob Disease

CWD Chronic Wasting Disease

fCJD Familial CJD

FFI Fatal Familial Insomnia )

FSE Feline Spongiform Encephalopathy

FSI Fatal Sporadic Insomnia

G5S Gerstmann — Straussler ~ Scheinker Syndrome
iCJD latrogenic CJD

ovC]D New Variant CJD

sCJD Sporadic CJD

TME Transmissible Mink Encephalopathy (TME)
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13) 1990 4F 9 A% L FFA W SBO, 2k mELE{T A E R H 0 SBO

14) 1991 4F 7 A% 1L AF A B RS H SBO

15) 1991 4 11 A% 1A SBO fEIEH

16) 1992~1993 H %[ BSE RmE AT R, £E2.7%

17) 1994 & 11 HE 1045 6 AR T HA 8 SBO AR

18) 1994~1995 B % & nvCJD

19) 1996 4 3 AL AMAFHESR—DRERA%
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FREEADIREE, REHRE, HEROERER RS THER
TSR A8, T4 T B AR5 89 B8 U R R 15
BTk HEHYEMEL AR EA TR L4 TSE,

AHI TSE BR ZHTF 20 #A 20 8, UHARAEN S
Fr AN RRER(CID), JGREBR TSE #IRERE . HEH
A, B4 ETIEAM TSE 4 BRI MKEH =
XA,

Bt TSE, ~MHBFB AR ER(sCID) . HERKBEAR
B, AR EEAPEFATERAKRE, EREFRANEET
T Z—. A5G BRTLEEH

WAEHE TSE, WHEF MM A% (fCID) \GSS L& 1E . B 3E
PR R IRAE (FFD) UL R At S R i i B, ik
PR BREREATH 2 —, RIFERR 30 ~ 70 %, HERK
JRRRERERESR, BERRA AR, fEER R RS ED
AHEMESR . %00 LGB ERRESERETEREER
Wi fn LA )

R TSE, S FEE R (Kuru, ® 0. 1)  FHER TR KR
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F—E 4@B8KRE% (BSE)

A MGERINE (BSE) NHRB A4 (Mad Cow Disease), &
FR—FWEE. WY, BOEWER. 406K R B h
Wr, M=, EUERSFESYTRE LRI RA, BAKNRK
HEARRERT KA ERETER RS H2TEN (%K)
hH IS ARE WY, BRTEHR 4 ~ 5 &,

—. MR

BSE MR R —MEBERA BB LB (FHRKE
k), RHBEIMSAREEEEHN—FEES (PPC) %
BERRAFEBHTERNREER (PrP™F) (A, =
HFEBA-REMBEER, BEZREHN EHEEN « BIEZ
BITEBHFE., —EMEEXFIFHER PrPC X E AR (PK) &
&, T PrPESERIRBEIRSL, X—ISERATR BRI AR K ERE,

PrP B—F& A GPI (HERIEBALE) #Ef AMIEHR
BEBMAXERD, 84 250 MEANELR, A4S TREN
33 ~ 35 kD (FE/AR), FE5A T 45 400k O 41 i &
H. ZEATHEAORE K T2¥H4E. X4 PrPC - #45 % PrPBSE
B, BREN-% 62 MEERTHBEAMMSE®E, HXC-%
141 MEERRAREL B (27~30 kD) WA ESE 5 MK
. PrPESEZERN PR TTRR LA B B T 5 AR A9 #2425 34k,
¥ B BSE M) FEHFIE,
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K, MR 2 BRakE, £ BE, DBEIKR Prmp HE
HF=ZHEF (E2), ARMGERM Pmp EARMIETF, B
JHEIESE (ORF) #RBTRE—1THETFH, HEIBETFR
BEBTFH 3, mABERAERSRENAEFF] . Pmp £H
5, MESS5HFRTSPI SN GC B, BRI LERFZE
LA TATA — box. A58 PrP 19 ORF KE#R 760
bp, MEHIEERFFEIRYELE 80 %L L,

(=) PrP i%H

PrP i N SR BESHK, B 22 ~ 24 MEERAR, ERR
FEIREERYIR; MERE 6 EERMSEERERKX, 6 A&
MES 2K, SEREMELE SK, BFBH 6K, XEERNFE
EBRLESHEF. 184 F 200 fIHF A KB (Asn) R
BRI A, EW PP Al 2R, PrP 4 FEFITHK
K, —MIF 111 ~ 134 SEER, —MMLF 231 ~ 253 5
B8, HPE _giKX N GPI B EALH, PrP K5 129
BHEMEZAHRER (M) HHER (V), BURES AN
TSE B RIEE —E XK. PrP ZREH, BB X s,
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ST PrPoSEa] RA £ 4 TREFX RIEMHELS % (FEHH
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2. R (Seeding model) 2R B R R (Nucle-
ation model ) _

(1) PrP°5 PrP>2 B4 F—FAM BT HRE, AR
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T L, FRARENE,
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MRt KB IR PrP> e S B, ﬁiiﬁﬁ?ﬁ Eliskd v ed
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KRBT AR BFEH KM KR (FFI, & 129, 178
EBRTRE), ARKFEER (CID, 4 129. 178, 200, 210,
232 BT RE). AFKGSSH (5 102, 105, 117, 145, 198.
7 ERTRE) . BEHER (5 136, 154, 171 BBFRB) .
REBIENFMER (CWD, %132 FBFRE) h¥R, |
£ BSE i R KB, XERAYER R PrPC [ PrPSaystas,
T L3 B 2 2 1Y 0ot e 2 7 B o 40 % B0 SR
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FoC o I — B £ 1] 5 — R, PrPSRBORifE Fl 2 B it
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B, 1E PS4 F A TR B R SR EERA X Asn-
108. Met— 112, Met— 129 1 Ala — 133, 78] B 5% (4 J7 B 7T g
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ity H=, %4 PrPCOHRERR PrPSHER - X BA R
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SHBEREES, WEAAR, RUHER Prp ZHERE.
b4 B BT RIA FLEI AR SR w3 PrPSrBURTE A -

(F) PrPC 5 PrPRIX 51

1. &M EMER

PrPC 5B 21 40% 8 o — BAE (2 HMLTFH 144~157. 172~
193 #1200~227 BEEER) MAOBRN - TR (AHLT 129~
131. 161~163), T PrP>& 45% &7 B — & (4rHAL T 108~
113, 116 ~122. 128~135, 138~144) F130%H « — BBHE (50
B F 178~191. 208~218),
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E% PrP ZEGHR B PrP aT ISR L. SR
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PR E AR —E MR . X EREH PrPC 5 PrPSf
e 2
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——134~138C B R 18min, A AEMREKIE;

—360C THKHT, "FEHE 1h;

—RBEERTRMNRA K E
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—ERRHEENBE(pH2.1~10.5),
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— & 2% AMENREARRIN K 2N R EILH, 20CHEH
Ih U ERFRENESE

4. FEN
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RFEEPINIE. M TF4ME, RFXPHAES &S, BIRE
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