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ryaAY 7o)V - Y aATHEE, BETUA D EEINDY NI EICL S TRES N
2 bDTUFIRTH D, TOREMAZ HIEIMHAOESRIZEL VWL DNH S,

DOMEIZBWTIL, FEA 51 FICIHEAE DR EREFAEMEEFEITBNWT (X0—71
)b ARG & HERFEREAS T ICBE T 2958 ARRE I TR, BIfED BEIEMED 1 )L Rk
PIERIEHE] ICEDE T, TUFHREDO VDD BEFMET 1)) ZEENHER EEZ S
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Reproduced with permission from the Hong Kong Medical Journal (Kay R, Lau WY, Ng HK, Chan YL, Lyon DJ,
van Hasselt CA. Variant Creuizfeldt-Jakob disease in Hong Kong. HKMJ 2001,7:296-8.), Copyright (2001), Hong
Kong Academy of Medicine.
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B1E TUAUBONT

O =
TUFIFEH L WS ORBEMEETH D, TUF IROBEMRITHEIDOED., £Tk
DTV A U FOE DML E TOREL 25,

1960 FERD= 2 —F =7 THBERKIZZ 5 L Tlhzkurus 5 BRI O AT
N, TOHEENEPICI>THIESEIINS ZENHNIIINE. TORMESZ>7=D

WEROZDDOHMETH B, —DIF kuru THLE LZBEOKAFZF > /N> P—I#EL /=
ETA FMUBEMFELEZZETHD Y, idEm REOBANBENSEER LS
%, kuru OFENHKE L2 2 LIT& S, *ﬂﬂfxfﬁ%ﬁﬁ kuru &R U X S inigHnikME 2
R Creutzfeldt-Takob (CID)%> % D Scrapie b [FRE /2 FE A O A REMAHERI X 1. CID 735
SN V—ITERT B T E bM< RS,

ZD7H h® kuru % CID, #1#)® Scrapie 73 EDMBEEHFRRIRIGIE SRS D KD
278572 T OGEMEIERIRE TIZ 1)V 2D X S RBEAI O K FI3F R S iz o
ZH0D, ek, FERAHOMRAERKBEEIN TN, BYPMEERE L THEMN
5N, %@IJJfETGZﬁfgekfﬁﬂime/ — N VEEZE L, 0%, FHEEO
Gerstmann-Striussler-Scheinkerfi(GSS) b [ I M AGE S N5 12 F > T % Y,

{RIEMEIERRIRINAE DR AN DR D A T TR T O TH > 7z, KR L 7R
T3 KB ZEBIET 50U TIIREEENME T BT, AAX<EZMET 20UE 217> TH)
O TERMENMET L2 &S, BRRTFIZZAUT<ENSHEBRI NS DTIZRWhEWN
5T F AR S N,

~7' U 7% > (Prion) & 13 Proteinaceous Infectious Paticles DM TdH 5, 7V A > =ML T
DERZMEEEL TF U A > EHPrion Protein, PrE)SGFHE N, 7 U F D EHEMNE
HLT7I01 REEMHOME 2RI Z ENY 1983 FFITHE SN/, TORFETIEI T A >
EHNEERTOHRLTHL EOHEROIWAEN LN >z, TU T VEHDOELETNA
oDV, ZOBBETREFOHYWOMTHEEL, T I THTUA EANEHL TS
ZEMNS, BRERTIEMNICH B DTIZR NN END ONKGRDOIRIMTH > 7z, ZDEN S,
EE OB S > TWDT U F 2 EEIE PrP(Cellular) & MEHTH., JHE TOREROH DI
PrP* (Scrapie) EIHINS LD ICiEo7, LinL., FUF U EHZRT HBICHEL T
W= B4 RBER T b S Proteinase K 12k 5 T, PrECIZse 2 pME N TLE S DIk L
T, PrPOHIIP LA TFEMEFT2H00, RIEMNATRETH 5 7270, BEEZ A%
HENTWZEWD ZENTIEHLNIZIN TN S,

TUF ANGRPBDSND LD IR =DIF 1989 4F & 1993 D D DWFFEH LN 5 T
BB, TD—DIIFKENE GSS T VA EABLRTFOIR 10207 2/ BEHRICE>T
BRI EEWEMITEOLIETH D BEDRZOREZW 5 MY BITIE Vs



LEANFERELTEZSNDINICHD, FTHERREBRTOERKRNOEES, TUF K
MOYE, T TIRHEAINTWEET U ERAOHIZ, FiEt GSS TIRELETERNH S
ZEMAHEINIZDOTH S, ZD%. KRa EFKEE GSSITBWTH L WBELRTFERNHS
MIZIN, INEZEE L TCIDR GSSIE T U A I ENSIAMITRDO S 72D ThH > 7z,
B9 —DOEERFHIX. TUFEHEREBESEZ /v 77T MU AN, Scrapie H¥K
@WmﬁmaéﬁﬁéMT%%fﬁ? T VA OBIEHA RN EE2RLED
35%)”

ﬁf IELBEHETVA EANEDEDIBANZALTERER T AV EALBRDD
N HEZVETUF EADOEREMNMIIZINS DORT Y TNEET 2008 EL< DARH
SRR S TWDM, T35 OFBICHNT TEFRICHENED 5N TH 5,

x£1 TVFUEAROES

19204 Creutzfeldt: 1fEHIERE

19214 Jakob: SYEBIRE

19364 Gerstmann—Straussler—Scheinker: BEGTEEF DRSS
19574 Zigas—Gajdusek: Kuru DIRE

19664 Gajdusek: Kuru DEERHGHE

19684 Gibbs: CJD D EEXRAITIE

19764 Gajdusek: /—RNIVEFLBZEZE

19824 Prusiner: VA RER

19854 Oesch: FUAVEBEEFEIO—=T
19894 Hsiao: GSSEHIIZTUA L EREGFERZRER
19924 Bueler: FUA > ER/VITIMNIIADIER
19934 Pan: VA EBDIFEELELEIER
19964 Will: new variant CJD D#RE

19974 Prusiner: /—N)VEZHEZEZE

Q@QmED ~EY Y

T A IFIIBT DRI DR ZTIGEEIL, 19964FI1THE Z o 72 MR E  (bovine
spongiform encephalopathy, BSE), WH W 2R E Th 5, EKIL. & M EEHD
DD, FD Scrapie N HIXE MIERET S Z Lidans 5 EBbhTWwe, Lnl,
L1980FHIDFEDT VU A 1F, (PO TH (FHCHEREE2ED) TERI N WG
¥ (Meat and bone meals) (2L D ARIZEG L, FOEEZ T DA 72, 19864E4] TD BSE
DHE D 5 1993FITILFER 3 T EHIC «S\%i’ét 77 ELUTC A IZILEbizmmno D
Holz. LinL. 19955 19964FITNIT T, EEZHLICE R THL WS 1 T D CID
DLOBIEE I NP TH S, new variant CID (nvCID EME I . BIfEIE vCID EHE S
NTW3) 1% 10RZ2FOEFHITROD SN, WERITBRWERER - WHEE2 295 CID Th-o
7zo VCID OFs#EFIETHE, 1) HEFK THS  2) WERRENEN  3) BHEOM
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FAE CID IR 72k (periodic synchronous discharges: PSD) 2388 53720y 4)
WHEBRTY 2040 RENLFHET S 5) BRETUFCEADRKRTHL AT 4E13
ZA4T72BEMRIND) 6) DU INEE (R, U NHEL MK /L) ITRET
DA CEADEEL TN, 20X, vCID 3RO ED CID LR 2HHL VWY A
O CID Tholz, BIRRT, HEZHLITI00%LL ED vCID OFREND D, 5145
A DO B AR A E TE/R W,

IT. BSENSHEMBERLEEEZSNS VCID THDHH, HHEAARENZFEIZ
FHINDOT TRV, UL, BSE & vCID OEE U4 > EAMNFE U LD i
TUFERZEED, B WBERIIZARRN I AT T2y IR T RA) NORRGENEH
PILTWAHZ &, BSE DEZFEL TWHEICLA vCID R L NBWT &l d, I
IX BSE & vCID OREBEBIZIZITMETH D BN TN D,

RO TH, kuru 2URPEAEETH D Z EIITTIIHESINTHD, vCID & BSE
R U 7 DR N Z DR EE A 5N TS, O T, EEI,
SBO (specific bovine offals) & U T, Fpn’6 » HUALOFDRK, Fihh. ik, Mg
JFEDE hANDEMETHZEEEEELTWS (1989 4F), Fiz. EERICHAFHKD BSE
OHTIE. M. B, WEBICRGEDGE S N, BRI S B /- BSE Tld. /MEEr
B, RARPRREET. BRI DEREMENGEHI N T WS, LALRERNS, T ZANDBEGFER
T, BEOHREDBH D, 1990 £ 513, 4O SBO IZITXRTOMAHLBHDIE LTS
ZEEHELDEDITR-Z (WHO Manuals, 1998),

X #

1) Gajdusek DC, Gibbs CJ, Alpers M. Experimental transmission of a Kuru-like
syndrome to chimpanzees. Nature. 1966, 209:794-796.

2) Gibbs CJ Jr, Gajdusek DC, Asher DM, Alpers MP, Beck E, Daniel PM, Matthews WB.
Creutzfeldt-Jakob disease (spongiform encephalopathy): transmission to the
chimpanzee. Science. 1968, 161:388-389.

3) Tateishi J, Ohta M, Koga M, Sato Y, Kuroiwa Y. Transmission of chronic
spongiform encephalopathy with kuru plaques from humans to small rodents. Ann
Neurol. 1979, 5:581-584.

4) Prusiner SB. Novel proteinaceous infectious particles cause scrapie. Science. 1982,
216:136-144.

5) Oesch B, Westaway D, Walchli M, McKinley MP, Kent SB, Aebersold R, Barry RA,
Tempst P, Teplow DB, Hood LE, et al. A cellular gene encodes scrapie PrP 27-30
protein. Cell. 1985, 40:735-746.

6 ) Hsiao K, Baker HF, Crow TJ, Poulter M, Owen F, Terwilliger JD, Westaway D, Ott

J, Prusiner SB. Linkage of a prion protein missense variant to Gerstmann-Straussler
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syndrome. Nature. 1989, 338:342-345.

7) Bueler H, Aguzzi A, Sailer A, Greiner RA, Autenried P, Aguet M, Weissmann C.
Mice devoid of PrP are resistant to scrapie. Cell. 1993, 73:1339-1347.

8 ) Will RG, Ironside JW, Zeidler M, Cousens SN, Estibeiro K, Alperovitch A, Poser S,
Pocchiari M, Hofman A, Smith PG. A new variant of Creutzfeldt-Jakob disease in the

UK. Lancet. 1996, 347:921-925.

12



W28 TIAUHEONER

TUF IR FTZEORREICE > TEDIXnEI NS, OFKRAHDAF M (sporadic)
TUF R, @7 U A DEABKG T OARIZEL - TR Z 5 FiEM(familial), @t /-1
Wi EDT ) F RN BREGE L T2 &F 2 6 15 M (infectious) 7 ) # R ThH B, @
MHFHET U A IR, BRATOHREEAHTH O, T UF O KR A Z OHiEITA

B 5 MR IS D FE D 720y, Lﬁ?wﬂ®mmrmﬁ:h:m%?éo@%%ﬁfUﬁy
WX, TV CEABGTOERIIE->TRISHDT, AROFEEICK > TR
R, 2. BETFHRITICE D TESTH SN, FNICFHUCARITI > THREBEMNZ
ERDEFNFEEL, TV A D EABETEROA THIATERWVEF BFEL, BARHA]
ELTRIZEFMICHRT 2, OREOBEMEORNTIT. BAEEICHE> THEINT
W5 a—F 27O kuru, FEEOHWFRIRIGE (WHWO25E495%) 12D vCID,
ﬁﬁwcm B T ERARR)LE > BFI 5% O CID I ENTNITHESI NS,

DREINTZT VA IRDIRMDENENDRFEDIENT, I sicEnzfinsibl
mﬁmﬁﬁbmm%®ﬁ%60Wxﬁ%%ﬁ7Uﬁ/ﬁ;%mT\uwi?NT7Uﬁ/
EHBEGTOERSMICK > THEINTWER, BIERTY 4 D EAEETFOIER S5

ITIAT, BT VA LEADY A D IC BN RENTWS Y, AXZa 7L ThH,
SEEHWSZEICT S, BB, BETUACEAOY A ZIZEL TIL. MAEAHE
HDEZAITEEMICRER LD TENEZSZRI NN,

OMAEET ) 4 97
MAEET VA T, TV EABETOEELEICE > TUTOLD IZpHEI N5,
IR1290Met THZDON Val THhDDMNTHEIND, £z, BETUA EAZZ
DR TFEDEVIZESDTHA T 1 EYI T 20D XI5 EINTNWS (1) (B1),
UE. Proteinase KALEBZORE T A D EADO D TENELRD Z g:ygﬂﬁqbf_/\%gﬁ{f
Thd, 17 1IZHEHDIZNT YA EHAT 21KD, 17213 19KD O FREZRY
HbOTHD, TUAEHDELRTHMERE T VA CEADIAE T 2E5DETHET
%5 &, MM1, MV1, MM2, MV2, VV2 &IERZ &i2720 MM1 133 K> 129Met/Met T
AT 1 RORE T EAZA T 2ER L85, HImIZIZ VVL EET ST TH
YRR REZODETIEZ O LD IEF OMEIZ RV, THUTMA THRIERE 7 U+ >
&?—'El@?‘ci?f}\ IINSTRT ST A MEL =T F CEHragmented PrP)EFEIET 5 Z &MY
BN &8> Tnd, fragmented PrP 2V BITRND Z EMNH DD T Z DREH BT,
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1. HERYCD

FEAEDN MML OREFIT, NI MV1 OREFHEET %, WTNOEED fragmented
PrP 3METH %, R LRTIUIRSBVAIE, IR 129Val ZHL TWTHREE T
FOEANY AT 1 ThHIUL, A CID £y OERIR - WG ZEET 528 Th b, ZOR
KTH, BETHOATOT ) F HOSFHIATEEVNDRIXR SR,

2. RRIZECD

MM2 DFEFIA ZHUTAHYS T S, F/- fragmented PrP HIEETH S, MM2 DEH| TR
BRIEIEIND T ) A IRENIME I N TWDN, ODETIEHRF AT MM2 OERFIZTRT
fHIREL CID I fERJRETH 5., F/=. HKRAE CID EMER/NDHDIZ, SFI (sporadic fatal
insomnia : i‘JIU%‘Iiﬁ?E'T%KHRE)& WHOMELHINTHBO, ZHid FFI (fatal familial
insomnia : FEMEFBEMEARIRE) @ sporadic form EZZ 5N TOMELTH 5,

3. 7304 R¥i#F935CD
MV2, VV2 BRZ RIS T 5, fragmented PrP 13380 50, kNSO T K>

129Val DIEFIDZ<IE, 7 I 014 REH D CIDIZHhEI N5,

&2 IMHEMECD DN

MFHE CID DIFE Ok 129 DEGEFEREEETVAVEADZAT
A CJD MM1 Fh[Z MVI

fRERE cJD MM?2

KR EE CJD MM2

7IO4RBZELD CJD MV2 FfzlE V2

QOFREMET VA "

KIGEMET Y A 29I, I 7Y F 2w O sy CID IZRI= 5% CID & L THlEEn
5H0E, 7TIOA RHEENKHIEHTH S GSS, T L THHAIE LT FFL b 515,
WIRIZLTH, FEET U L. TOBBRTFEAROMEICL > THET 5, ik
TV F IFDIRINTNE BIBREIME < FHEEDFED SN/ WIFER] & U THIF T HREHFIN
FHEET VA HD 40% IO 5N5D T, FERNMBETH D, DPETRED 5N DHFKE
TV F 2% N KiiDIE 50 B FEEd %,

. BAZE

i‘ﬁ)\ CFE AR 51~ IS T 2 I AZRZIT LR TH D, ZOHMLIZ 8
DT I BN ORRESNDMENSEEDIRL, Lo T40 0T I /B —I7 T2 A
MORERE N2 DN, BEMNTH S, DAETIE, ZOKDIRUENRDIT 4 [\ (96bp).
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6 [a (144bp). 7[a] (168bp) ¥V RTIHALENGFET D, BROERLDLIITLH T,
HNDDIZBHRIREZ 2950, EVDHO TIZHAIRIMEZ RIS BN E WD N H D,
CIDEBHGSS EHNETHIENHETHD, KT A REND SENL W,

2. Ok 102

IR 102 Pro/mb Leu IC@EMAL 7= GSS DR ETH D, ODAETIX1IFRRICAR >
219Lys ME Y VIVICHEET DRHRIBE RN HHM), FEAEFT R 129Met/T K>
219Glu 7 VIVITZEBRNERE L. NRETERER GSS TH %,

3. Ik 105

IR 1054 Pro/m 5 Leu ICEH# L /= GSS T, Spastic Paraparesis (RVERIFRE) &
LTCHRIFT DI EMNEN, TR 129Val/a K> 219Glu OF VIVICERNEET 5, b
NERFEOERTH %,

4. AR 145
HRTLHIL, HEFIANRNL, IR 145 O Tyr AMEIET R AL L IZRRTH 5,

5. Ok 178

IR 178 N Asp /S Asn ITEM L AARTH D, ZOERNPI R 129Met/T R >
219Glu 7 LIVICHFEIET 5 L ERFFIOAR L L THIS N, a K> 129Val/a K>
219Glu D7 LIVICHEET % & S35 M CID OAR E L THESN TNV S, bAE T,
ZOERICKZDBERIT., 2TFFIMTHY, KEM CID OFRIZVWELZR DN > TWRW,

6. OK> 180
IR 180 Valns lle ICEMRLZARTH D, FEME CIDIZEL TWEH, BiER
MEL, MFEMECID ELTHDMS Z EN%N, DOEKEDOLRTH S,

7. aK> 200
IR 2008 Gluns Lys ICEMBRLZARTH D, FiEME CID O/ Tld, HAET
IIHEDEWERTH S,

8. Ak 210

IR 2108 Val 5 Tle ICEM L ZARTH D, DAETIE 1 ZKRICEDSNTND
2 EFNIANFEME CID & L TSN TH D, BERIEHWETEINS,
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9. K232
IR 232 Met 5 Arg ICEBLIZARTH D, FEMECID ELTHEINTVWDS
M, IFEAEDERIIMFERNE L TRD 5. BERIZEV., ODREREOERTH 5,

QREMT ) A IR
BRI T ) F D IFDIRN T, ODNETHDONDIFEAEDEFNHEESNEZO CID T
HD, BT A EICEL T, 2O a7V TR, WESHEEAICEL TETE L0,

P

ZDENOERMET A R E L THEEZHOELZVCID OFBHZITS,

]

X HR

1) Parchi P, Giese A, Capellari S, Brown P, Schulz-Schaeffer W, Windl O, Zerr I, Budka
H, Kopp N, Piccardo P, Poser S, Rojiani A, Streichemberger N, Julien J, Vital C, Ghetti
B, Gambetti P, Kretzschmar H. Classification of sporadic Creutzfeldt-Jakob disease

based on molecular and phenotypic analysis of 300 subjects. Ann Neurol. 1999,

46:224-233.
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BITE TUAUREOERERIE

OMAEET ) 4 9K

1. HERCD

3 K> 129 (Met/Met & 5 L\ [E Met/Val),

JOF7—CERBETUAEF 18
BIWRIZ 100 HANIZ L ARIETH D #HIBZEIZ/R W, FIEFEIT Y 63.0+£104 5% (25

~85 %) THhD. HHMAR=BIIER. I A7 0—X A, R0k 7 Pk E 5

TELE : PSD) THO. H» H CEEHEES TS,

1) BRARAEIR

AESREEIR @ R ICBBRAIR, SEE. AR MEIREE. KREED. H2VIEARAREREN 1
~27rARENDZTEND D,

PUUBEIR - A 0h - mekiREE S GOIE - o8t hbEsE, RIS, StEET. KA,
R, TEVRE. 4R, =48). EHIGH, HMTEE. ok HERYE G »
TE/RE) TRIET 5,

HETIOEIR @ FR K 0 B A DN MEIR, meRIERERREE I 20R I, SEOHERIC
MO, REENAREERD, BREBORLSB D, K - BITOHALREICRD, ELED LR
%, BREERBAREERLRD, RAEZET 5,

AR ST FU R # 7R IR R R DR E Z R Uy /NE,  BEARER 3 K OVBE AR S R 11
BEEEZATND, sl RIS T, MRS ONE X+ -G O&Ensl
RA75E). HEPiUiE(Gegenhalten), KREE. IREROFEHSE), M - W NEE, F.
JRGEE, BRIRMEESR ENALNDS, S A7 0—X A HEDEEREERFATHO, M
e L HITHRRR, BHIICD RS ABND, BEOELAAZRD, WAEHTIIEEME. FH
PEIA 7 O—-XANRBOSEND, £, FIEZEI T 7 0—-X X2 U5 < U KEHRA
53, INHSIFRADEER, HERBCHNOERFIFICRKIEL THASNPT N,

A W RBENS3~T7 r HTESHHES &/8%., WO EHFEEEN/R<RD, REE
Wee (ERGIER, TRISEHEL) . &2 Wi WERREEIC /20, BIEiHE ©
EEICRS, WEFARRDLD, RRHENRE HOVWIFEEZERT LI LMLV, T
BRIFAERT, tHE, RuelEihiz, REEEEEREHFFELLT <, 1~185 A (FE53.9~4
H) TRLT 22, BHEICOEDEND DS,

2) | =

(1) iM%, MyEERSE BE - RIEOHE, RIIZERENZN,

(2) BRIV FERE M IS E R AR B O AHHNE SR LA SN D0, 2+ 70— AN
BI5K2175EPSDMNALNDELDITRD, PSD OHIIHIL 822% Th 5., KHIT
75% & PSDIIIHA L. MgEiZEHET 5 (B2),
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(3) HEWR TIZBEDZZ AT HEINNRDEND I ENDH 0, MBI EE TH D, Bl

Iz

NSE(— 2z —noO VEHEM T / 5 —F neuron specific enolase), BL N 14-3-3 FEH DI

MASFD 5. ZWIHIMEEA V. NSE [ZHHIAIL R Z 27 E D2 IKIIRZS T B BN
THZENHD, 1433 ZE< OFNE DERENE WV, 14-3-3 72 AT < I3 sk
H3kTdH D, CID OB TIE 94%ICAEFH X 4. WIS RMET 84% S hwbhiTws Y,

4

14-3-3 @ CSF MAED B & 75 5 DD EEREZHIZE L THL &,

- NIV S

- MREZE, AR i

- (L e

- NV E S — )L H R O RGEH PERGE

- S (VAT I AR—R)

- Bl D /INKH R 1 K 2 B P IR B %

- BRI e

- KA IE

- MR ZSMESE (Corticobasal degeneration) 72 EAVF 5015 O THENLE,

[
B ENCA M DIE MRI Th %, RS RIMEED T2 iRl G TrRES 22

THZENHBHMN, NI CT = MRI TIZEENREINANWI ENLN, ZDLD
75K 1T % FLAIR(fluid attenuated inversion recovery)i o3k 8 (diffusion-weighted)
MRI Tl3HEER,. SRS RMEEICh > CTRERESEENEBICANIND, FRICIL#
5 MRI O A ffETE WY (B3).,
3) &Rl
CID ELERITREEEZLFICET 508, CID TRETRO =i, WS
BOHREENENT &, EGETIE2MOEMRNTHITHETT 22 &, B TD 14-3-3 72 Al
< ORGENZW L, HETH 2,

CID &g N ERE
OQFHER (TIVYINA —R i & R )
QRIEEZE - MBEEEARG R (B VR, FERZEDEH =1 —0 2 RERE)
@IN—=F 2V X - BRI
VOF AL E—/IMESF
P B B R A M E
2 R EHAE
HEFTPERZ B R
@FEMIERRE GUREHREREITL D)
OB/ INIMA M RE
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@HHANIN R ZAMRIZ EDTA IV AR, T4 ANGE. Rt

OREIFEFENEY 2>/ il
OHMERE (T DIV = T BiE. FEARMIER E). hEtEE
OfEEE 35 ML IE

0 DA DIF KNI &L B AW R MR R
4) BHERRHE
@2 I (definite)

B 7R BT B2 A9 2UERI. £ 721E Western blot -0 e 5 e fa ik T B /e 7

U 7 2R E M UAS 72 E B
@ W FITREER (probable)

TRERRT A7 ABIT, TR Z R U, I T PSD 238805, S5IIA 7 0—X X,
PEOREE - SEAROVERBEE, NER K23 RREY, BEEPMHEES OS5 2IHEHU EEZRT
HiE il

@215\ i (possible)
P FTREER & [F CHER R &2 7”9 H%, PSD % R < JEH,
5)#/m M
WHEB‘JWE P EURNERES D D, EEIX 1,000e AN TH S Z &A%, IKENIZEHET 5
. BEOREIIEENS. HETKEE. BEEHICER. /0. K %bi#ﬁ@“é
ﬁﬂﬁﬂi?ﬂ‘]ﬁﬁ WARIREEN O BITH L & D{I:J@ status spongiosus 128 0. K E
ERE OISR 5N 5. HU% IBERM OICE DN/ NMLERRIRICAA 5728, I
A e U7 I & gliosiS % £ & 9% status spongiosus 1245 5.
* MR & gliosis 2VKMKMECE. #RER, RIRZHLICH SN D, REEITHAEN
iUy Heidenhain -0 /N K fE 12 50U ataxic type EFHEND Z E2H 5 (RBA).
* FUER A DR VER 3D M EI2I1E % < . panencephalopathic type EFFEN S Z E21dH

2,

RERE  BE T VA CEANKEBECOEAMICEEL, > F T AT SHDT
synaptic-type EIFHEN % (B5B). /NMERLED KIS F 7 X TIERBERAR DUEE A
5N 57 kuru B EOHLIR (plaque type) DILHEIZRW(2, 3),

2. ®WEKECD Y

O R 129 (Met/Met)

7077 —CHERETUACER2E

NE K

FEIELERD ¢ 36~71 /% (V9 52.3 %)

Pl 3 EERHE. AR R EE LA RE R E R ETRIET .

M EBIGHE. MEREE. R I D~32%$&1¢<E§1¥M§7‘:ﬁf7‘;<\ PRI
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REFEE HHETT L T <, MEIRFEE OEAEENEE CARZ M D AIRIE/R &) S HEMHRE
BE 8. SiE. MELRERE) 285 2 &N, ik TIRIER R R
ZRDDDH T, PSD I FGBOBRNT EALWN, Rl A CID K DERT, 8~24
»H CE¥Y 156 v H) ThH,

2)i/m H=
T F D EAELR TR MM-2 B OAIFEM: CID A%, FHIRITHANEF T 5 2 DITHIKE

PEAE ST N2 0 BRRIEIRDBEEM R EEAIRAE (FFD 1257290, IFEHESEErEARIR

fE (SFD &EFRIND Z EMD 5,

PIHRAIPT L © BRI X7y, RISHZEICREICA S 1. MEE OISR,

LR AR R - MR BRI R B I, BRIBMEICA S NS, KIMEE DN 2 82 Tl
IZ U7z HIREBIZIA < BB 5 NS0, 2EMEOHHIREEIIMENIZ K > TEO s an
EHHD., REHEOZENZVWOTHEREZET S, /NMEDQBRAIEA X < R7zNTWD
DN, HMHMEDKERETH D,

* R A 7% & gliosis 3K E AU —TRKICTEHTDH 5. HIK TIEENMHIEL
(MD). #it%x (AV). #FsMElE% (LD, PD) 25y, AU —THEKORE S IFT 26
THRVY, ZORBIIE R TREDH D FF1 ST R —TH 52, SFI TIEKRKEE, /I
MR, B, B2 EICHREDRENASND T ENZN,
* HEMARE N,

pEYetts - BT ) o D EEADMA DAL /R WA, synaptic type. perivacuolar type.
T </N& 7z plaque type 2RO HND T EMNDH S, Western blot 13 2 87270 (MM2),
WHOH DD L&, IRWbDDIEN SFI & FFI TIZRR 5,

3. 7I0OA RBEeES Jesasup 0

a K> 129 (val/Val)

JOF7—CERBE U EH 2

1NEE K

RIEiEm 0 41~80 % (F¥H61.3 %)

Pl FEBIRRATRIET 2 ZENEWN,

BB RAREFESL EhS b5, Bk TIRIERRNIIREEZFED 5 DA T, PSD
ERDD L3RV, FHRIZ3~187H (F¥H65 7 H) Th,.

IR 129 (Met/Val)

JOF7—FERETU A EH 2

NE K

FREAER © 40~81 3% (F19 594 5%)

Yl 3 GRAIBEEICIA, EEVRHZRD D T LN,
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o M REIIEEA CID K DFEIRT, 5~72 7 H (F¥H 171 »A) TH5, 24D
LOEFEH B DS, B TIE PSD 23885 Z &3,

2) % HE (VW2 &EMV2ICELT)

DRENZIE DN MV #inT2MEZIT V/V B TERT, BETUA CEAHIR
Westernblot T2/ MV 2., VV2) OMFEMHEEFN. d#A) CID LIXFR/R 2R EIRE
ZR9, IR (Plaque type) O U A EEILENH O, BEMET Y F 20 & OHERHNITIE
BETIVAEADYAE T ET ) F VEABRRTRITNGLETH 5,

PRI L © IR0 E T, IKEED 1,0002 LLFOHDIEDIR0,

FLRRARI AL © VERRIR BRI IR IR B IR IS A o N, RE RIS R WERID D B,

* MR & gliosis IZRMME . #RER, BUR, FERZ. /NIBERLE 7o E1T5R U A

M5,

* HERARI T RIEObD EEDbN S,

PR - BT 4 D EAOIENEEI T, KO plaque B HY/IMiK R E & EI1Z.
KWEEIZHAHE5NS, BE—0 (unicentric) B0, JEFAITHEHEA T % kuru BER D
HDOMERBDTH D, ZEO/NRLOESL=HD (malticentric plaque)’s ENH S 1
HEEE. BEET VA R EOENNKBETDH 5,

4. TR 219 (Gu/lys) I2DWTHMRE "

B EEHARANDOK 12% 530 K> 219 (Glu/Lys)DSEM % 55 Z ENAISNTH D,
ZDEDFEEME GSS EFMBME I N TS, A CID Tida R 219 (Glu/Lys)
DR Z R TIEFITRE SN TR, I K> 219 Lys & PrP“ 7 5 PrP™ A @iz 24
HLTWaaEEEHEZ SN TN D,

QFREMET ) A 97

T F EHOELETIIE b TIEE 20 RO LICHFEET %, 205 bAEKIC
FEREN % ORF 13— 7Y > EIZH VD, 253 HDT I VNS85, IR 51 B NS
91 FITMT, Pro L Gly ICED 8 (4[E) & 9fE (1ED) DY I /ERO# DR LA
BB,

FINET VA T F R ED 10~15%2 50 TH0,. FTUF L EHDBEETE
BAGRDLNTWS, LL, FEMET VA RO 40% DIER TlE, EBROEINSK
TEIEDGFRD 5N TN ENERK EOEERTH S, FHET 16 fEHO R & 8 flifE
DEIEDEID 8 RTF KD X (octapeptide repeat) DIFEANME SN TS, TNHD
EHROHP THRBBEEDEHNVHDIZT R 102 (Pro—~Lew)& I K2 200 (Glu—Lys) O£ HE
Th 5,
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1. BAZR

1) BFAZRDEK

l-a. 96 @EHEILXEA (Four octapeptide repeats) '

FEIEAE D ¢ 62 5% (B1h)

Pl 3625k BTREOERENTTRIE., BFETANDARIIK DN

P B 65 RO EE, HIEMMET. Rk - oS MET, ATEEEEME, B O /MK
MEDHENTNWD, 67 K TCIA 70— AMBL, 68 EOKNIE T PSD MBI L, CT
TlIATEH - [BAEEZHE DD 53, 69 mRIT T,

AV ABNIRTEERER & QBN ER/R I EE2RBT LT U HTH D, DA
B EKETHESN TS,

1-b. 144 HILxHEA (Six octapeptide repeats) '¥

FEIEAEHS 1 22~53 %

PIZIEIR @ B TEY. RO, SEEL. AR, ROEOVIKTT. D4R, M EE

PE o RRIRICHETT I SR, URA. BEAREREUE. NI EEZRL, 5~10 1%
LT T 2, 47 0—XAFEHEHNR<, lETH PSD IZF#ED 5N TR,

AV P EHEFIEDT IV YNA X — & DERINE L 725,

1-c. 168 HXExHFA (Seven octapeptide repeats) '

RIEAEHD - 29 1% (Zeth)

PIFEIEIR © B REMERGR. e, FHEIET

FE B ORISR A ITHETT L. RS MEERTT. PRI E5R<7R0. 34 RIS
g, BEABREE, IMEEFRMD D, 36 % £ 7 FEDORRME TR, CT Tl 35 mHIC
VIR ILRNEI & 755, Mgl Tid 34 5% TR L, SEHET 5 B, PSP I3FE0 578 /»
o7,

AV b K TIIAS SFAERD 168bp MEIFAGIO KRGS NT0S . ABNLHE
EFGIE DRIEH - [ISAERE R OFERZW E L TTUA VRN EETH D ZEaRLTWD,

2) BEAZRDRE
8 XNTF ROKEEALIC, WE/2EE 4 - 6 « 7 [EFEALIEFNONETHRESINT

W%, 4 - 6 EIEEFAGNIK S BWEZRL, 7 EFEAFNIOCRRDHFEZRL T,

PIIREE R« IS IS T - 7278, 7 B AR T < .2 DiKEIL 900g TH > 7z,

AR AR R - AR W UM L & D ME. RIS /Md s 718 IR0 5 1
7oo T IEHRABITIIA S NN T,
* RS O & gliosis IXRMMEE. #REK, /INMEETR EITEEIZA SN,
* HEYRZIL 7 B TOLHmOWLIMIBRE TH > /-,

REYts - BT A D EAOIE NPT, MR, KRWELROWHIR. fEKROIL
N NI TIBICEFE L. KIMEEIZHEED 57z, Congo red Jett THEMNT 2R3 BLAY
727 2 04 REHIA ST, R EIZE S plaque type DN AR R TH S (R50),

{
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2. ARV 102 DER (Pro—leu). £FE GSS 7
1B &K

FIEAEHD - T 52+ 12 3% (30~66 %)

PFEIEAR @ N, BITREDS S DE, ALE. 2NDP S I8N Ts EDRFER. KB T
PN S et A L, REEE, B R OTTER EZ2 > T2,

P B 3y AN SEERITHERIER, AZ MO DR EORBHERSHEL T< %,
S SITIRYR. M - we FRREER S/ - TR IR, RERIE SO TTHE, T SRIAN 7R & O R
IS RIERIND - TL %, KPR A7 O—X AT 5, i TIERMIC PSD
MO ENDIEF DD S,

AV FEET VA IROFTI R 102 OERZRT AR GSS g bHEEN LN,
JFA D A TEAF R T 2 EFFENE B LB BN VERE & OERI D E & 725,

2)i/m H=

IR R © S & EE O FIERIC L 0 B8, IO KREEIC b Ui Em
N %,

HLER A R IR B 2 7R ST VIR & B IR IR BE 2 R SR D 0. [FIER TR
B52LEHH5,

* RGO i & gliosis BIEFIC KD ZENH DN, NEEE, KINKE, HEE E
IR EITHBEND T ENLN,
* HEJRA DMK D ®ix5,

G gefn - BT U A 2 EEIL plaque BYEE DY IMKEEICZHET 2ONRETH 5. 1
D7 IO KRB/ 5725 unicentric plaque, Z 417 & J& B SRHEATECS % kuru B,
BAE O/ 5725 multicentric plaque 72 EMNdH S, PAS Jefas, F4 7 T E Y,
Congo red 72 EICHHMET, BEAEY S 01 REHDRM AR, synaptic type D
EBILGFETS (E5D),

M) P102L DZERT LIVIC 219 Lys ZERIDEH L 7= »

FERRGEK 1D 1 FISAREIN TN S,
IR R - E% T, MEEI 1,290,
HLRRARIA L © AR IR AR 7R,

* MRS O, gliosis IZEBETH 5.

* HEZAES RN,

KPR BTV A D EHDOREVREROILED, KIEH KOVNMEEREIZEED 5 1,
ZHUI PAS. Congo red #efais LI 59, P102L BMARFID plaque &1k, PRk
bR 5, Western blot TOMRIZL > T, TOEFIOEE T YA EHIZ. R
HEHANCRBEETH S0, TO077 —BUMTHEI NS EFIETIERW) Z&en
B S NI 2.
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3. ARV 105 DER (Pro—leu). EHERRETR GSS 2 #
1B &K

FEREAERD © 1 45 % (40~49 7%)

PIEIEIR @ BTREENIZ WA, R, EREFRE. S A7 0-XXTHHT 2ER S H 5,
KIAZEEDIER D B %,

R B BRI 2T 50N FERTHIFELZ 26T 7 F£LL EITHZ0 o
FEIRDIFED 5 NI D oo KPS RREB THIFE L 72AEFNE 2 ~ 5 FRICERBHET. B
PR T2 EOREMREIR, (RPEERFREL, sRfEIER & ORTEHEBREN MDD, BE0 &
72%, W TIZ PSD IEEED 5N o7z, FELE TORBHIMILS ~12FTH %,

IR IRFEE T BRI M R & DEERIZ B EE & 72 %, FiR, &R
DOFFEZREND D Z EMRYITH S,

2)i/m H=

PIHR BT L - RTSEEE 2 HoO0 iR DRNZERE YA 5 1 5,

HLRRARF L © MERRIRAERI A S N7,

* MR RIAAM S & gliosis A%, AiTH LA Z HUINT KA B OFERIC VY, KINEERDIKH
BA/MYOZIFERE S, TAGER = o — 0 2 3EE S R0,

* HE TR EERED, BRAITHRMENE 2 RT. thoBEOEMEIIEETH S,
Rl - BT U o D EH OILE I unicentric TRIMOBEAS, FiTHLLENCLEZED 51
%, TODOMOIATAZE, FIEEEE, BEREOKEFERBLE -BITHALNDS I ENDH S,
INIRIZIE A 72 28 multicentric plaque WA 535 2 EHdH D, NFT (FfgEEHEZEL)
DIFENHRE SN TNDH, NFT 23ZEGED 5 NDERIN S 2 < 58D S5 N VWEFI £ T

IEIEThH D,

4. DR 145 DZER (Tyr—Stop) ™

NE K

FEHEAERD ¢ 38 % ()

PIBSIEIR - s, HIEEAER

B IRAITETT AR & BN EERLR E DR MREE, fsEEl 10 £
Fro—X A, ORI EHBL MEEE S 20, BT 1 ERITIIRES
FBES L5, £2fE 21 45,

dRAVE D TIVYNA I EDERNZWDREETH > IIEFTH %,

2)im M

PRI L« EHS NN D O, INE R 640g, IMENIFH EZEMEERT. ZHd 21
FIZO2EBERBOEELEZ 5N D,

HRE AR L © YRR BRI R D —BRICIREE I A 5N 5,
* MR % & gliosis VRN E 2 PN, PEE~EEICH D, TR D e
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ICHRRERRMEA (LS 0. BABRED T U A D EAB &I T VY INA < —k & #E05
MR TDH 2,
* FEAMEITATEETE, JHIESE, RUEIEITHRN,

GedEgeta - BT A D ERIKRINEE, IMEEEICZIE L, unicentric plaque THE A
BB 08, PFIRN—F EAYURTAY. PrPOY I J RIPURTHRE DA, I R 1462
BEDAIVARF S RIEHURTIIRE S0, Lad> TIHRNICIEE T 28 % 7Y 4 > &H
IZORI45FTOHDTH S, £/ MEOFEHICHERE 7Y A EANLEL Thad,

5. FF (BEEHREMERIRGE) O K> 178 DERE (Asp—Asn) +3 K 129 (Met/Met) ™™

1E K
SEREAERD ¢ 18~61 %
PIRIEIR - HAMEARIR S R, WU, SRR & O HEHREIR THIET 5.

BB SRR, MIMER. R, A7 O—X AN D, KT PSD 2B

% DI3Fe. 27 ~36 7 Ho

AV B OPETIEARS B RHRERIZEN 2T, AERS TR . /MK

ZEVERE & DERRIMNEHE U 2o TERINHE SN TWS, £/, 2k, 2827 L)L) 129M

DB BE A IRE SRR A 2~ U, FFI GBS R RRE) S IREn 5, 258

MEFEET 27 LIV 129Val OGEIE, Hita) CID TRl KGN CID otz 2L (b

METITHE BN 72) . FFL &3 725, FFL EWS2Ecid. 28N 129Met 7 L

CHIES 2 2 L &GS 20 EN D 5,

2)/m H=
IR - e <, EELIEFEHTH 5.
FRRAHI R © IR BRI/ WY, RINECEICIR PRI, BEICASND 2 ENH D,

* FIRERIAB 7% & gliosis 28, K& FA Y —TRKICIZIRFT 2. SR TIIATRLAV).
HNMEZDOM), HMIEZLD, LP)/R i, T4 U —TICHIF & A EDREFTH
RAFEOERE. WHENHD, KBOT AN )T HNHEET S, ZOM. MK IVF >
TR, BREZ. IR SITBWREND S, T Hld SFL ICBIZA, #%ET
IR E R EICORENIERT 2 ZEND 5.

* FE ORRZRIL IR,

eERtn - BT U A CER I3RS TIIA SN, BEICHEHI NS Z &
b5, FFUEFTI, %S g=13 T < Western blot I2BWT HEALIZ & > T PrP™

DR S NS VERFIDY D B, FEEZWNCTIE. £ 7 FT D Western blot 2175 A dH 2,

6. K> 180 (Val—le) 3

1E K
FEREAERD 0 65~79 1% (F1 72.6 %)
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PIFIEIR @ SR FERE. IR D D WIEAL TR E DREHEIR £ 721330 THIFE T %,

Pl AR E & . TRISIENME CID KO RIFT2~6FThd. Mk
B TIE PSD 230 WG EMNL W,

AAVE  INETIZSHANHETN TS, T R129028H (Met/Val) 269 5855
N —=F 2V VEREZET L2 ENH SN TN S,

—F. AR 232 DEAR (Met/Arg) ZOFEF > TWDIEFID 1 FlEE SN TN S,
Z OFNEmEEmFEAE (84 3%) Td 24, ERKF@EISIFEN CID EFkTH -7z (1 £ TH
),

2)m H

IR AL © SRR 137 <. IRERIZIEEE TH %,

RIRRAPT R RN LHICA SN2 ONRMTH 2, KINEEICIE E’C%%ﬁﬁ
KLU £ OMIZiZWasd, E MEE SRNBICOREICASND., BEE/IE
VAR
* PIRERE A 7% & gliosis I3 RMMEZE . FIRAERFE, #REMAK, RIMEEICHEEZICA SN

%o e, INIKOPRZRITH IR CID ITH L BETH %,
* KHK VB CREE O MRERAE DI DD D B 0%, ALY A 7 Tidizn,

RIERME  BE T VA CEHORE IS ERD 5NT, BEICRD 5N 2REH TSR
E1Z synaptic type TRED LN, &3 <72, Western blot THERE U A 2 EHD
BT ADBTH D, WMAKI%ZZDEF Western blot 3721 TIIMH T ERWERH
%<, IR LRIER E ORBEIRIENLETH 5,

7. 3R> 200 DZER (Gu—lys). ZRiEM CD ™

NE K

FEREAEH S 5711 5% (44~78 %)

PIFIEIR © R, AR, BETE). IR EOKHER, OBREE, LR RERE. #
- IRERGEENRE E /R SFENE CID SHEMIOERTHIFEL T b, #IFERENS I 47 —X
AMBONNDIERFS 14 Fl 4 FIFIEL Tz,

ﬁ BRI RHEICET T2 HDOMNE L. 3~ 6 » A LIRITHI R D EF 73 BB 1 2

2R > TW/z, ik £ PSDIZ2FIIFED 6z, - E TOHMIZEE 14+0.8 »
HB~36¢mf@©\M%ﬁCEmmH%NﬁiMA&H&%%LT%:FyﬂM@
5B DI 5 T

AAVB IR 200 DERZRTHEEN CIDIZI R 102 OFRFNTRKNT, HBET
32 < DEENRD SN TS, FERIFIMFENE CID STV DA, BEATR N T &A%
MTH5,

2)i/m H=

IR - SOINERESH D, KEED 1,000 LT Z &A%,
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FRR AR AL ¢ IR B I RN R B 2 LI EATH %,

* MR 7% & gliosis IZ AR B, FRAR, BURITTRWLAY, BER, /NI IR L )
M5,
* HEANBASNDN, 2L 1 T TIERWN,

SpERett - BH 7)) o D E A synaptic type THh B, LMLERT LILIC 129V 2 H DIE
B TIEBLARIEE AV MK RS 5. Western blot TIZ 2B TH o7 (F—A MU T DIE
B, AFTIZ., TR 219Lys Z2BAERY LIVITH DIERIN 3 FIFFEL. WT HLDFEF]
H I DL E1IFRD SN o T,

8. A K210 (Va—le) ¥

1E K
FEREEHRD © 60 %

PIFIEIR - A2, AR, 41H, IS4 7O0—-X2ARE
B Bl FREEEZE L, BITAREEERD. 3y ARICIIESESIREE 2D,
FETHL. M TIE. PSD 2% 517z,
AAVE - ONRETIEINETIZ 1 HOANHESN TS,
2)/m H=
DREOEF TIIFRRNZINTRN, 757 AEAZ YT D& 1EFTIIIFEME CID
L [ARE D FE BRI EHEIRAE & gliosis 2VRINB XL V/NKIZA S, 7 T > 2 DRERFI T ATEA,
SEEE IR 78 B & D,

9. 1K 232 (Met—Arg) **

NE K

FEGEAERS ¢ 19 604 5% (50~73 %)

PIFERER © A2, MEMA(L. fTEHRY. FERRENERYFIERTH 505 K, BEERE
E HEEEEE LS 5.

Bl By AT A 0—X R, EHRESREEZET S, KETIXPSD 2% &
o EDIEFITRD 5, T3 0.3~35 4 (FH 16 4) THb,

AV BEET. 13#IHESNTNS,

2)"m H

PR L - IZEARIZE AT, MEED 1,000g L FBZ 0,

HIREZAMRT L © ERRIREE /21U & DRI RIN E &R0 51 5,
* R DIk & gliosis 2%, KAKRE. MR, FUR. NMEERIEICA SN S,
* HERAITRITIROAL, BEE, /N EE TR,

s - B o OIS synaptic type T, FRUCIIEE I H A 5N 5,
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@ BEHETVF R

1. BERBEZETSCD

1@} =

1. b MERRERE A S N =R 1979~ 19914 512 1983~ 1987T4EA % 7 > 72 (E 6 ),
6 MBEBIEEEDOFMNE

18
16 I
W NEE]
14 - = N
12 OLyodura| |
B 10
&
% 8
A s
4
2
O | l
'79 '80 ‘81 '82 '83 '84 '85 '86 '87 '88 '89 '90 91

T4

2. Bl 5FIER TOMMIL 16 » A~17 4 (& 7).
K7 BRE (BAE~FAE)

8

() S mieete
o - N w E ol (<2} ~

1t 2 3 4 5 6 7 8 9 10 11 12 13 14 15 16
BRH (F)

3. WERBAEZ O CID B3FEIZ 2001 4F 3 ABTAET 73 i, Z=DHT.68 413 B.Braun +k:
DT IV R D Lyodura Off H 2 R S 1172,
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4. FEFEEIT T 53 % (156~79 %) & FEEFIE DA,

5. FIFEERISEMEER, SR REREE & RIRERTER B2 0,

6. WEERHE CID I3 2 BEAIAR 5N 5,

Dura-classic CID : fllFEM: CID E[RERDEIR, #iEzE &0, HER S E—,
Dura-variant CJD : BRI L. FIE 1 FE THHEEINE R CESTES T/
597, B4l T PSD 2%E® 51720, AR Tld Dura-classic CID ICHLLIRETH 0,
FR B34 12 florid plaque 23328 54115,

7. W CID O#IBIKD Western blot TIZH LAY CID ERIBED Y 1 7 1 22T 5,

2) BEBHECIDBEDSRLES
1987 4£ 2 AIZKE® CDC 06 b NI O % 52 1) 72 CID BB O 1 flsHiGE X

N, DHETIE 1991 FEICRY OMIEBAE CID BES#RESNTNS P, 1997 43

HIZE Oz CID ORAEFEFHEOMEZ T, MIVEO TR BEES R 2 321 72 B E H

543 %0 CID RO SNEEFKELEN ™ P Z0BBH L WRIEEARE, 2001 4

3HIZIT 76 HITEL TW5,

b DR AR L O i ALT 1973 FICBIA S N2 BYIOREIT T LA U I T
B5T, TUF D OEPEEITRIEIN TN EAMEEINAD, 1987 45 A 51
IN NaOH JLEEAS i - 72 HiBmIc e 0 b > Tns, 1997 43 A, EAEIEI WHO Ot
IR O E IR EN S 2 E A, b MBI OMEHE L OREMAREZIT> TV
%,

TR CID O RER 7 DEF THHA SN T/ BBraun fh THE S 727 )L 71 U RAL
H@IH Lyodura TH o722 EM 5. EZRIZ CID OFE & [H Lyodura & O KR BRI
W EARENTVS,

TR CID I INFEME CID ITH L. EFEFIEE DAL L, #IFEIEIR & U /NN %
< Y9 BT PSD & R EBERICROE T DIEFINEIET S & B THIC florid plaque
MEDENDZE T REDN OO E TSN CID S35z R EHENT
W5,

3) IBHERSHA. BRE

PRI © SRR 2 2T = 1979 RS 1991 FIT R ATV Y, 1983 En D
1987 EITMIT THEOBHEZ 2T -H DN 5% < D CID BENFIEL THD, ZOH
MZSEF T HRE—TH > 7=,

FE i #:1983~85 EICHEE Z I FIE L - BEHD S HEET 2 & 1,500 %412 1 £ 0EIE
THIFL - Z &7 %, WL CID FIE & ORI S N ORRBERERET 2 2 & 2R
LTWa %0,

4) [EREBHEE CJD DRIEF
RS 249 % CID BRE O FIEERT 15 %M 5 79 %, FH 53.0+15.0 K TH O,

MFEPE CID OIIEF i 63.0£104 5% &I d % &, HFEFIEDOHEANZED 5Nz (’B8),
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8 HERRTEGHBCIDD FIE F b
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(E1 53+145%)
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19 20 25 30 3 40 45 50 55 60 65 70 75 80 8

X § § § § § § § § § § § § § 18
T 24 29 34 39 44 49 54 59 64 69 74 79 84 +

RIS (5)

5) ERARRIHHE

Dura-classic CJD : i 4# CID TIIWIFIERITITBITIRFD 5 6 D&, Rk, ZFEREE,
ANDM S IR NR ED/NKREE, RREE T, KRS FHEIET. A B
GBI IR EDEREREREE, AR, A%, 15D, BETH., LR EOKM
FEIR, IRHRI: EMA SN, MFEME CID 1T E UBEBEREAE B D 1Z S 23 F) TR R HEIR &
MM B RT 20NN ok s FIEL TS 3 7 HB ORI &I LD
JEFI TIZILFENE CID SRR TH D, SEOHER. 25Ol Rk SO T,
PrECERAL (W ERe DRz, W Mo, &3t . Tuha, I F70—-X X,
KEE., RERRENASN, ik, HEEDHRRD, LA TEIHEESIREICK
%, W T3, PSD O 515,

Dura-variant CJD: ¥ 10% DEFIIFIEL TS 1 EFBL THIA 7 O—XANH S
9. BESEIIRETH D, EEMEESIIORHICHD THI U, ik Tl PSD 2%
ERAVANAYITAEARN

6) m HE

Dura-classic CJD

PR L © TS T, IMERED 1,0002 AR TH %,

FREAMI R - WARIREE R D DML & A<, KIMEE. MR HURR EITEH,

* G R 7% 35 K O gliosis I3RMMEE., /INMFERIE, #REEE. HUR (&), MR
EIZEETH D,
* FVEIRZS © RIORE— /IR IZTR W,

pEgett BT U o4 DB E 1 synaptic-type DUNE AN AN, K EE DR ERAL &

TN Lo XSy g R

51)
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Dura-variant CJD *" *®

PRI B © 9 DR EERE DY M Z PUOICEED 53, IKEE S 1,000g LLED Z &% 0,
FLRRAAI AL © VERRIR BB R R B BRI TR EITHEEITRD 5 N5,

* RS & gliosis IR, HEM. /MK RIMEER EITED 515,

¥ HEWRAIIRETH 5,

RFERAE © unicentric plaque D JEFHZ ZEEAY & D AT florid plaque 25K, /N E B 7
EIZHHR,. VCID OH D ERXFINDINIRV, 2Dt multicentric plaque % synaptic
type DILHEHRHHNS 0 VvCID IZA 6N KEOBIRILEIZA S NN, £z >
INERRR 7S E DA B EFBH X 11T/, Western blot T, vCID 134 1 7 2 B (Parchi
SR E7/213F 174 (Collinge 4748) ERETVAEHAZSEL TWAM, Dura
variant CJD O EET VA EAIZY (7 1 TH 5,

2. EREMCD
1) ER CJD DiEsE

EJFEME CID DK E LU T, A EIFias B0 E MR EM/R ED&REHE, H50IF
AN AED X 51T, KIS /NEEE RGN E M T 285580 H 5, HEE
REGI CIIPIFERF IR MEIR & & BIT/NRKRAZEZ R T 2 Z &%, 5 CID KD £,

t N TFEANSHBLAZRERIVE TS R O > OG22 -EFN 5SS CID
MFEHEL T3 Y. b MBRD FERED S LR ERIVE AR SN0 1959
ELETH O, Lok, TEET 2,000 4. KET 10,000 AicHEG5 SN TS, 1985 4EIC 3
Bl DEFFERE D CID BEMFIE L ZDONRE D T, £ 80 #ild CID BEMNFIEL TN 5,
1985 LIS HL A X DNA ICK DEAINZDDONHNSNTNSD T, ERO[ERRIZ
B> TW3, 2EEFHEDOHER. DRETIR IHAGFERINTHARN, b MNRER
JVENTK D CID OERRIER DRI/ NN THIFRT 2 2 & TH S,

2) MARBAORLM

MR A O HIZ CID BENS ORI R D H DINRA L TW GG DOREXHR B EAR
METH D, 2. MiE2EOMmMEEANICE D FADOKEOHELIIHED & ZAH 5N
T, UL, Créange SIIIFRRERZICHIEL /2 1 0 CID B#H T, IFBMEORIC
BHEINTWETIVT I AREEN ZEL TS BFERICCID WIIEL 72 2 VAL,
TINTIUMOEREL R 2B ETE RV EREL TS %,

IR L CEERHEND 5, BSE OEEFOINS g ZFITROMNICES L. 20
FENKRFBIEDORICZ DO 2IMAMOFE 19 BEICHIM L /2 & 2 A, 1 BHDOFENHREIR 2 7
L. BRLIZZEDFEHINTNDD, TOEFIZDONTIE. ME%,. 7IV7 I U F5EN
BIRIno =2 EMS, TIVT 2 VTRETDRETIIARNWEDERAZ I HEINTNS ™,
3) bHAEOHN. BERBESICHITIRLMHER

ZNET, MKZEESS LT CID IR L ZEFIFHFMICHIEREINTE ST, BED
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AR Tl Mg 2/ U Criy B CID 29 B3 A7 fEild 72y, ULin L, D nfFErED
ERIFEEIN TV RN ENnS, FEIZBTSINEOMZORKE2EEL T, D
PETIIE M OB = TA AN KU IZEE O CID kK EGEEROAE, b hHRRERIL
EEF O, AEBHEOGE BRI OERSEZ M AR RO REMHEEL., Ihs
DERZHTLENS O E EDOHEFRL T3,

2B, Bk OFERIREGE (BSE) SBEENH D &IN5 vCID OREZE L 2, ¥,
TANT R, AL A AL 2, KAV, 7T A, RIVETIL, N)VF— 524,
AZ V) TIEE 6 7+ AL EOHAEREND 5F 06 ORI HED7=DHkR L T 5,

F 7= A CID #F0E U7z 2 EMEMRITHIBA L 7256, 2300380 S N2 #ipy CID
ThHHEERE, BEHETLMREAZEOEDREINT S ZEELTNS,

fRASFEAEICBE L Tld. CID BEVWZEEY) OBWEZIT TWaHE0. LFO XS ks
PEAEE DOIERE,  HE SRR K ONF D I3 E D IR RS 3386 & N7 5 AT S R i F 5
DIFEHEIIfTDRN I EEL TS,
Qb NERIVE> O 5 2Z1T/-¥
OQUEEALHEIEN D 5 H
@R HEIEN D 5H
@CID Rk UNZ DRI B DKIEREDN b %H

®CID kUZDEREEREEMIIEONZZLDH2H

®1980 FLA%, HEE., 71T R, A1 A, ART . R4V, 75 2A, RIVEHIL,

NIVF—, T2, AFZUT7D 10 HENGEE 6 » AL LOWEREZH T 5%,

3. vCID INUT7 > REICD, ZE&£8CD)
@ =
(1) EET 1996 FICHE SN/~ vCID 1. BSE ICBEBELAEENS B MR LA L <
FELET VA HTH 5,
(2) BSE AL TW5B2Y vOID I3, SURICEFEEML T, 2R THRAITE
LT3 (H9),
K9 ZEEDOBSEEVCIDDERFKER
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(3) HEENLL, WHER, BEBRETHEL. BRIETT S,
(4) Rik TiE PSD 28 50780,
(5) MRI CIZfAKRMICEFRENR SN S,
(6) MXJwER Tl florid plaque 238D BN 5,
(7) FAgHAE (U > 8H, HE, R ITHERETUF CEANGEHINTBD, MKz
L TOEHBOERENERHI N TV S,
(8) HEELIMZT TR, TAINT R, FETH vCID BENFEEL TW5,
2) vVCID DREDEB/LER
1996 4F 3 A, EEOWHIRIIEZMZE BR, 1985 En S B BICHAEL Thb BSE
MBS L 7= TREE N B 28 L WHETLD CID BEORAENRD N/ EHE L, HRICHEH
wx 5% 7= ", BSE 13 1985 EICHEETEA ORBENZED 5N TH S, 1992 FITIIAE
1% 3,600 BEDFEAEZ A T2h T ORKIZFA L. 2000 FIEITEREEE 2> TWd, Th
IZHMNMD 5 THEETO vCID DBFIFAER 23% T DML TH D, 2001 4 12 AITiE 113
FIZEL T3 * (B 10). BSE ZHEDSAA O T —0 v S THIRZ ICHAENBED SN TET
B0, vVCIDEESLT T OATAH, TAINT 2R, HBETH LT OHREINTNWDS, &
BENE, RHIMEEICHE L ZERNS ORIETH 5. TDXKD7% vCID OFAEEDILK
IS 2 IR BT T T B,
3) vCJD D4
FEIEAE RN, FEWIOIRY | B ERE SRBRDEVONREIZHIT 5N TS, EEROERBIT
12~74 5% (FE¥295%) THO, FEME CID EE 63 i THHDITH LT, 1357
EERIETH D, PUTFIC, Will 510k 3 vCID OBEFER 27T ° (B 10),

10 vCIDDZERREER (Wil et al, 20007k V)
FET-RF 29 5% (18~53)
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RIS 18 # A (8 ~38 # A) T. #fTI3AIFEM: CID K 0EERTH %,
PIFEREAR - AIFEME CID & &RV, W TE(nsidious)IZFAE L. MDD, R, BHE. BE
TER EORMEENETH D (RI). UL LIFrlfEmmEOrppilt o A4 & fE S S,

E - FEORKEREDRMEHED 515,

i ORERIZ BN RPN A SN, BHGHES), THKROPA MDY, 2503470
— X A2 EOAREEED), RER EAEARED L <. RPOERIIIFEME CID LFRET
ETHEOBIRZ R L, BEBICIE 57% DEENEFIHESICH-> TS (R4E),

i CII RN O B N2 FICED 5N DA, CID I #E S5 PSD IFiED 51
VAN

B TIE. 14-3-3 EEEAM ST%DIERNZ T H 5.

MRI TIIHEOUIVINaNiZ BEFEENRD SN T ENH 0D (77%) . FrILHERHR
EHROWD TR SN T W, COMAIINEBIHNRZIENS Ry T —DAT 1 v 7B ED
FEN TS (4™,

X3 VCID&LECDEDER

CJD vCJD
FEIE FHn 44~70 (1 63) i% 12~T74(F1 29)i%
REHKA LR E 2. 2FEICHET insidious onset. FERITET
REK EMET.ER 5>, LU
ETHRR. ITEIEE. HBEL.
SA/A—XX FEROER), /MK,
SAIA—XR
fisi s £ PSD (XX 100% 7L
MRI 2R pulvinar
RE-RESM RINRE . /M EHER. FRKIZEL
kuru BE FTREN(VFEAN) kuru B, EHIZHIR
(florid plaque)
JUFLER 18 2B %Y, 4%
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x4 VvCID DERKAEIR (n=35)

R E W FEFFDIER @ DK
FERER 22° 34
REEE 7 24
MEEk D &R 4/7 13/24
%R 3 35
= 6 29
T hEEE) 2 33°
AT 2 12
EEHER) 0 20
A/ —XR 0 25
EAERRE 0 14
FIR 0 35
BEIHREE 0 20

“HB (ZHF R DR U ICEB L P AR ER L

°2 Bl 3BE RAEIR (SRS BIEMD TR+ H7E o 1= 1= Do
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4) vCJD DEhizyE "

#[E CID #MZBEADIZBICXD vCID 02 W3 fe 26 (definite), 1FIE e 15
(probable), ¢\ il(possible) & 3 B FEIZ 01 5N TN 5, FEEZWITITHIR £ 7213 E KK
TORBEHBEFICLDRE T VA EAORENPROEETH 5,

ERPR ATV EFAEFAE,  WIFEREICIEME IR DY AR TRRIR n kil 2 /R 97 2 & Bk T PSD
NAHALNIEL . JLEGRREGR CHIEMOBEENESZA6ND I ENEETH 5,

X5 VvCID DOEZkE#E (WHO, 2001)

EITHER - EES

. BahresAUE

—RRE L thOKRELBRITES
. BRSO ATREMEARLY

RiE CID ZBETES

FIEAEA OB AR 5D, FRE. EBL . B, F&EL)
 RAEHEOIRERESE

CEAYO—XR, FHGER) DRAR=—

FiR

. % T PSD 214
. MRI %5 2R AGEEREG CTRAIR KD SES

>2wrBEmoowr»"moom»"

 AZERMERTEEIIVAVEH (RHRERITBEEDORELLTEIBDHONE
LYo vCUD ZERSEERIERAHY . IR TPSD AAALNT MRIIZCEBWLWTELEEMN
BNV —XTlE, BEISERETT 5, )

Definite: IA GEITHRF-aEES) CHRRETHERLEZLO
Probable: I+ M 4/5 IEEH+IIA+IIB

XlE I+IVA
Possible: I+ 4/5BEH+ITA

5) vCJD DixE "

PIIREA L Rl 7s sl i3 7s o,

RS20 L« VMERRIR BRI R, BRI EICE T, MNP AR E T, PrP™ ot
AN LB
* fEAI IR & gliosis I3MHER, /MM E 72 EI1THR <. KINEEZDMIZ B0 5N %,
* FVEURZSIE 550D, 720,

efEgets BT U F D EHOLEOINENRM T, KADOBIR, 2 7 A8k & florid
plaque 2" % (K5E), florid plaques &1 unicentric plaque %, WEHEIRAE D Z2Hd
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MEDFHA BHOEDOEE &S, BIRILEITIE kuru OB DS, PAS a0
KIEDBIRILEDN. /NI T8 2 MRS 535, synaptic-type DE AL E T #
BRI E P, ClaEESImE RPN Ebd D, F-OFRk HBEE, MiEov
SONEEB O, ¥ U TIHEEENRE (FDO) IC® ) A EANEET S Y (’5F).,
ZHEMoe h T A IHETIEASNENEH DT, KEIMANDRE T 4 > EADFKA
N, B EREE RS IZFPLTH 5,

6) vCJD & BSE

et B A OIFFERE RN S vCID & BSE &R — DR TMFEETH 5 Z A
IRINTND, BE¥MICIE BSE OFEAELILTIE vCID OFEIEZASNTHE ST, 51
BSE HIk D &5 THR S Nz B EATHIE S TW /=K HI(1984~1986)7 5 ] D vCID B
DOFEAERFA1994~1996)F Tid 10 FEfMBH V. EXSNDERYE —BL T35,

vCID TIE7 ) A EHDESIKEN/NY — > BSE "o D7) A EHER—-TH D2
), JIZEME CID (15) &3> TWws Y, vCID BEF DR Z R L 72 < 7 2 DRI,
FEIR, BB CID 2 L 72X 7 A &3> TH D, BSE #HE~vy 2 LU T
W2 &, WHEBRENSENSE ML R EZE TITH 2 & ERo k.

7) vCJD LM% 5 L THORKS

i, vCID DEENMRIERDFEBT 5 8 » AFic, HBEADO, HERHHIMN 22T
TWBTr—Z2MH 0, ZOHFEOHRBEMELET, U >\ ERS O BHRIERMARAIZ 7Y
FUEANGEHEINE Y, RREZOBEY ORI T D EANEET D T Eh
5. MRZN L TOHFRHERND T Y I > DIEENEZ S5ND, [FRFICIMRIC XK 2 G
DREBRIESHRBLTHD, FNEBEZM L TOREEDILAR, &2 WEBIMDOBED A 7 1) —
2T IHTEIBBEE BTN T S,

DL EDFERM S, vCID OEE TIRIMEE N L TORFEO a2 E2ICHETE RN
ENS, DAETIIIMMKFOBBETEE, 71T R, A1 A AR 2. R4V,
7T A, RIVEAI, RIVF— FF72F, A FZUTITEE6 » AL LOWERDH 5
H S ORI Z S D OHR L T s,
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