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G
IERRTY 7> &EH (cellular prion protein,
PrP°) -
TRTOBVICHFET DEET, LRNFRRETENTE
CHELY, ERAEOEELTOREPRILIANL RICHE
SLTWSTEMNSD. TUAVEREF(PRNP) A O—
REDBEHETHD, EERICONVIKTRHEENER
i, $BRRRICEEY D, BEMIETERMER ETOREN
E3I~6BRTHD, TOBRMBINDIESNATNS, E
BRIUAVEA 2537 /BEATHFER 3536
kDa, EICHEBRERICSNT, PEEYV/GKEBTR
BRI 3.

RERTVUA >V EH (scrapie-type prion
protein, PrP=)

PrPse g RTD IV A VRDREBTRHON, ERDH
HSTEMDTVAVE, HIZIEZAOLAE—CENTE
BICZDEBINROHOEND. Pree CEBRICBADHD
BESTEASIERIEN, § Y~ NEEICED PrPeAE
&L, FBEL, RRNERBELEUDEEZIONTNS.
BIC BT3B Prese OFENE[/HL BEMRS, RtOIU
A—IR, IA4oOTUPOEM, ELTERKEILZES]
FRIY, PrPe [IBRMETL, BEBZ TREN TR
THD, PIHTUAVREEUDEEEEETD. LA

U, PrPARBUTUWEWVEECRETUA VEEERL
xL,

ERBCJID

TR CID DRFEIC(E, EFRTHHED VBRI
(bovine spongiform encephalopathy, BSE)&(DESENHE
RHEREINTND, 1996 FICHHTHRS SN, MFHEECID
EDBUVEEESE (T 29 ) TETIPOEL. BR
EBELOPRMED, BRRFEORBEIC florid plaques Y88
HEND. BEICZL, RLTBRMICSLWTRENRSN
28, DHAETE 1 fIENRESN.

ERit CJD

TYUAVRICERIN TV EHAISN D E NEROBIE
®, BEHSTHREOBRIPERTRET DERETUA
VIRTHD, 197BENDI9B3EXTICENERER
(Lyodura) #BHEL - BED—BEEE T 1,000 AlC 1
AEEZBNBD)ICBVWTRENRZHON, ThETLCD
AECOREF 120 EBZ . FIHkTY 11 ETHRE
5N, BELRITIE 25 EOFBARBEZRTRELTLD,
RSN CID SBLOBRBE-EDHE, ETHNE
WB(TS—oB)ASD, 75— RIIASHIITRER PR
BRBHABHONTICBEALELL.

() TuAvEER?

TV L UE LR, BT V0T AR
fi (bovine spongiform encephalopathy, BSE ;

WhWBEFRK), EVYYDAZVLE—, t}b
TR7a4 Y7zt - ¥ 37K (Creutzfeldt-
Jakob disease, CJD) % & h 2 ETHORIEK
BOBIHRTHS, WThOBIZEWTY, Vol

S ERAZEZSMENRPRE  B51% ©814-0180 ERTRERER 7-45-1 R - Ei
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CARIET 3 LETH CESEN R MREERTH

D, BEABHOREER 7Y 4 > % H (scrapie-
type prion protein, PrP=) iﬁﬁ:%?“ SRELD
3. Ih¥ CRMERELSH B EEERS
( BE_L EhTw» t; v,

ijﬁwﬁﬁtﬁ%

;__'_"_ et 0)7.-"'):-71‘ /F&i%@ﬁﬂ]ﬁ'ﬁip% ey
RieREshs,
EET%(D}HR%‘& CID.
VRHAECID S
nzﬂ&ﬂ CJD(variant CJD, vCJD), 5 #HH
BREZE, BEETAPFERLEhIERKE
CID &%,

(REMED 2 wiIkEEHCID: 22 TR
Gerstmann-Striussler-Scheinker (GSS) fEf& R,
BT RIE M A MRSE (fatal familial insomnia,
FFDb &%, TD56%H X 7Y 4+ Yy EO&#E
F(PRNP) CERBBH NS,

MREED CID BHELEHERL I EZ NS
5, BOFEY 22— ZEICERES ¥ 5 L&
BHBRILT 5. DI L oEEE, BEfEoE
BrlLTHRzoh, BRIMEETCRABERIYER
SEEIRTW3, i, BErB2 CRESRIT
ZAEHERPEE WOHE b H S, LrL, b
b5t bADBRRIE, PR Z O URE
(GREESCABR) OB TR COTRITZHD
T, BHOEFETAPHEOEMATCREREERAS
NEnDT, TOHEEPEBLTEES W,

() FUAmORES - BHRER

BRLFEEOFEWTY I KR, MEXDCID
T7VF U ROW%ELED 5, ZOESRII
1921 FEICHID THE S NI, BZ 5 AES
b, B hOEHELTORERTHZEE ISR
3. CJD O, REFHL—RICE»S
80ME TT, FMRERIZI0FACL—ATH
ZLahTw3, ZhidEADT—F 613128
DREFEFRLCBY, AEE, by
v, buETIRERIC 100 LRiHO BESRYE
TEHEI KRB, CIDY—RA4 5V AERS
HMETCHLARELTFBLRWERENESATWS,
FIRE CIRTEYERIZ 65.6 IR TH BV,

TRICIYBSE OBI50EDL

B1 CID DEEHATR o
58k, Bt BMERICLERCEMT 5, SREKE
BB 61 3 (AMEREIHERE : PSD).

BMEBRRERE LTI, ETRORMEL 4
7a—XR(€7y, EZv i LIi-THEAITER
WABEEGEED, MYEESHATHPHERERY
DHBBEESS v, PIRERE, RusieEsE, &
BEER TR T IEMEL, ZO8BEAHD
SHODENHET S, FHcHEEZETLE, ER
IHSERDOHIZEHDIZD, HEHEi»S 5>
FERPTLHER L IR RN [RRaIER) *
BT3ZrbH0N, ZOBSATOZHIZRE
ThH5, BEPCRS X eBER AT
ERPEERIC R E2FRL, FOBEUNEENIE
LSETS 5. EFER L L CRBITHIREEI
Ry, BHOHEBCES, EIZ3HHALT S LE
BESORBEL D)K., BBE@iLR
E)TEL B3 E0%w, EROBBICIISE
HRHY, LTFLLIOAHETHEORBELY
SHVEELHB, Lirl, ETOBRENEL S
DHTEET B i,

() FuAvmorEmR

TV A IR T RIOBRECRRECEERZR
ohizy, BMETIRFERTEHX, EREcREs
B2, RE&E B M B E (periodic
synchronous discharges, PSD)388& ic#i D,
ZHcERTH 2 (F1). HFHRRAE R RO
AR, EOHE, BeRERvLS, fEiah
KD 14-3-3FBHHE, HBREL /) 7—¥ (neu-
ron-specific enolase, NSE)® % v ELNEEEL
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H2 HSHCID OBMRI, HACATEETR o o ‘
58I, Bt a SSSHEENI3 BE. bARI6BH, ¢ BRI PAOHRETH S, a kB THEOBEY £ KECHCEE
Brmp, MBL L bBESRR 25, -

KL, CID B 2 MEMERFEDEYFH~—
A=t LTHATHZZ EBREIR TV,
B MRI BRE 12 Z ORBRZENEHL S/ I A8
Bohici ), HBGaRER CORBEZEKR
MEEDEES R IOERBOITEAETHAL,
YV FUEEHRELATHZEDN ki
PRNPRaAF 129D AFF =) DE
EFFRNRERRERNcEELSE52 228D
HoTWw3Y, BERES)A VROREREED
W%z Tw3, BEESY A UER, v
T EREOEEMNEE T PRNP NCRERD
ZVREBALEREET 3,

#|RIVA R | ERE CJID,
ZERCID

RSV A VFRER, BECZ->TREDSAR
BRMHOS)V A VFEERT. TO—2R(EE5
AV F URBEREAR) e PEEREOBIEE,
BED S HHEOBRIPER TRIET ERENT T
VA VBT, ThE TCRbOBETORER 1208
PRz, T OBEREBHEIR 1978 £ 5 1993 £ &
TORI Lyodura & WO EEOE MERER 2
BHELI:BEO—BERHENRDOSNTRS, F
FLTEH 1 FETRIET 29, ROUATR255ED
BRPEPETREL TS, EREIMHEECID
YEUOR BRI ELEE, ETNEVWE
S—R)MBHY, 77— BREHNRERR
HEFRRBE SN T WCEBEHBEL W,

LI I—DDFRT VA VIRBRERBCIDTH
D, 1996 EFIDTHE S, EfwELvbh
% BSE L OBEMEEF I N T 59, AR
CID & OFE W iZEFERIE (FY 29 %) THETR L
2B, BRELVELZD, BRRFEEORH I
florid plaques D SN 3, KETOREHNIE
LAETHBD, bBETH1FABBRESH
729, TOXSRHFROFI A VRIANELLF
LEL - EBTHS, WHEHECID & ERE
7Y A URRERBREL 3 b OOEIKER, RE
BRSNS, -

BRAC ¥ OB o CJD b REFE, PIFER
ICEWIRDHZDOOETHETHY, ERE»AD
SELTOVRETEBBESLRVIECES, &
7z, RERWIZ PrPcouEBRON S, 780
KT HREREE Y A VR L ERRCEERICS
WTERY, BRER2ETIRCHS,. IhdE
1% o ¥ #2848 Y £ (transmissible spongiform en-
cephalopathies, TSE) E W bh TWIz®ZAT
H5,

() FUAUHEORE

7Y A URORERRF L LT, EERMARKC
LEETHEER 7Y 4 ~EH/ (cellular prion
protein, PrP9)#3, ZA &»DFEHTEHERERX
wmEoritrEc L, BEEERO>Fu77 ¥
EHftOREREREY) 7Y 4 »ER(PrPo) &
2D, TASTREHEAER, bLRIEERE
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FHEEZOATWS, ZO7V4 YEAKESR
- 131982 ££iT Prusiner 5 B FEEOFERYE & L
TORREEAOEE L REL TR, —RicE
X B5RTVAEY, TXTOBYICE T PP i3
FEL, £EOFERARIBENTRZVDYS, FES
EHE LTOBREPBIENR P VvARBSLTY
ZAfEMEMH B, PRNP Ba—~F 3 3EHTH
D, BERICINVIETHSEEN 2R, M
BT 5. SRR IR E TR
I~6BFETHY, FOBRAEEINLBI EEhTL
39 PrPeix 2537 S VBEAT, FRIX3S
~36kDa, EizHEMER, PRIZY ¥ ERE
BCBOLTRERT S, —F, PrPeiR~RTD7
VA RORBTRD SN, £ OB STEY
DTV EA VR, PIRAEA I vAE— BT O
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PrPcic 2 A S0 DS MBEIE B s, 8
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La9LEZz6TWwS, LizdoT, PrPest
RELTORWEFICRIY A VKIREBR LY
v

B B17 3 PrP> ORISR HEHISE, K

DTV A -V R, =470 7Y)7own, %
LCHEAREEESISEIT. ThdORRER
TV XA RO AT, 7oA FENED
532 Lbbb,

() TuAvmDam

TV F VR, Vol ARET 2 L ETETR
TR AR E T £ D, SHERELIMERY 2 1
EREIINRTYEY, THETIZPP S
PrP= ~OHEZEL S L < BEREMAET 21k
MBEERET 510, 8% XF BRI S
hT&, 50z, 1986 f£i BSE BEEHTHIS
THEFE s h, 1996 F£iz vCID DREMBRE X h
THoR, HRMLMEL L CRARKBEEDR
ROBBLEZ N, TOFEEEITMEL:.
TR, BEE TR A VHRPET 35
TEEOIELAYBREINTWS, 2053+

.7 Y v(quinacrine) i, in vitro TPrPt &

PrP= D Pro= OER ¥ ET 3 5765
H3ILHBBESNILO, BRI, BE<IYT
DRBEE L THERSATELES» 5 LeMss
BALTWw2EATHY, 25 mBBIFI D@
WY RIFTH 3 & D Fldd & BRSBTS
Th3,

XY MY KHY Y 7x— b (pentosan
polysulfate, PPS) iZBIMIRLKRR BV T, XK
WP oRBAT IR BREThITRELES DY
BREbazl, £/, RFEARKCBT 3
PP DERMEMET 5 L 2 ESbhroTE
7z, TOBMBRPPS M7V A U EHBEORER
HREBET I, D2VIERMBRE L0V A VE
BE*BAX R0 EHEREATWS, PPS
u%m%%ﬁ%ﬁéawk&KM§WKE§&$
TELEND o7, Doh-ura 5™ iIEARL &
B U 2L T 4EMOMEAREYRS %%
10 AEB L U35 BEHICBKB L. RIEBE
%R 10 BERS T 173%, 35 HERET93%
T, MOBERNCHAREE > Tz, EORERG
FRRFAR T TR Ty b THEAD Prps=
EREIZHCMEE A TE D, REREFESE
THTH 31219,

PPS iimER{tSHC, hiE CEslclE
MBEKRRCESRAORBIIAVORTE I,
PPS RBMEWHRE 2To B Y D X > R K
BREERTORTETH 248, ~8) UEEESH
fa, SIS 7Y Z7HBCIRDATRT
N7 A VEAEWRERT I LSRR TY
%, '

BHYIC

7V 4 VROBKRER £, BRE, FEFRRED
Lz, ZUTEREBRESOESIL:. SVt
%12 BSE KB E L - B DL LRE Y, FEBHE
BOBRES) 4 R EBHLRIEE LEE
WD, X0ERC kol EBTHB, k120
W, ELOMREPERFH Z OEBICHL
CEORERBZEDIRBRIB R EBWVL B,
Sz, TOERBOKREORIEL, 2MFEORL
KX LRAORR, BEFMEORLRY, 172
FRREEOD 2 EFEN LMY HABHER A
3,
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Clinical characteristics and laboratory findings
_ Yusei Shiga
Department of Neurology, Tohoku University Hospital

Abstract ‘
Acutely progressing dementia, generalized myoclonus, and perrodlc synchronous :

discharge (PSD) on EEG are thought to be characteristic features of Creutzfeldt—Jakob .

disease (CJD). However, recent surveillance studies in European countries and Japan’
‘have revealed several uncommon variants that run relatively long clinical course,
demonstrate atypical myoclonus, and show no PSD. Brain spécific proteins such as
14-3-3 protein, tau protein, and neuron specific enolase (NSE) are detected in the CSF
of CJD patients. Clinical features and laboratory findings of sporadic CJD are related well
to the combination of polymorphism at codon 129 of prion protein gene(PRNP)
(Methionine/Methionine, Methionine/Valine, and Valine/Valine) and type of pathogenic
prion protein (type 1 and type 2). Those of genetic prion disease depend on pathogenic
mutation in PRNP. Positive rates of PSD and 14-3-3 protein in the CSF differ among
subtypes of sporadic CJD and genetic prion diseases. Diffusion—weighted MRI is very useful
for an early clinical diagnosis of CJD and some subtypes show thelr own charactenstlc'
ﬁndmgs )

Key words: Creutzfeldt—] akob dlsease, uncommon variant, periodic synchronous
discharge, 14-3-3 protein, diffusion—weighted MRI '

BL® I RIRTVS

Creutzfeldt —Jakob #5 (Creutzfeldt ~Jakob
disease: CJD) 3t b 7V F VKOKEH % &
O, BEBRE»LMEN, SN REKics
BEhb, BREOHN SR TORWEIEHEE
BCHALABIIEDY 4 THREREZAELT

Wb, ZOROAREELDEEREBRTHY,

BAETHEIT R OD 5 5 5 FRGE I8

RALKFERRFEBAENT

0047-1852/07/ %40/ K /JCLS

CHITIEHCIDEVZIITAFICETT2D
HfE, £HMIA I u—3 R, RECTOENEE
[FI#A#4 B (periodic synchronous discharge:

- PSD)DSBLT, RIERS A LN B ESIKE

CHA P ) — B LEBSNTE L
Ko TR HBHERLZ2 60, K&k
FHEZEDLER T h o7, L L19964E
A ¥ AT 7 ## KA EE (bovine spongiform
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encephalopathy: BSE) et e & R 7= & &
ZONBERBCID HHESHY, RORe:
bR DWTERRED S L) ko, A
CDBEREICRET AL ALATEY,
BAEL DRI BRIV T 85, i
TV EAMERCBEEBHIC X ) B LR L7
ERNE . BIERIFECRBEEEHICL 2
Qmﬁﬂmwutﬁ&éhfbbﬁAH%k&
o2 Twnw3a2

SO XS ITCID IR E % B BRI AR AR
BEWI G TR, B4R ERTLLEE
CHrb2EBTHY, BEI -0y (&,
F—A b5 V7, RBETRY—~4 5> 24k
ﬂﬁﬁ%n,%w%ﬁﬁﬁ%%ﬁwa%.%
RS U RARABBROERLY, CDC
NETERONTOAL S 2Y—REBCIRL

(B4 DBERIFEST L ERHELME T
Vb, 7YX YEARETF(PRNP) 2 F 129
{21t Methionine/Methionine (MM), Methionine/
" Valine(MV), Valine/Valine (VV)® 3 HEofz
- FHEDPEEL, BRICHHET2RERS) 4
YIERBHOLE VT Y A CBEOS TR 21kD
DEATL, 19KD D A7 2 5HAET 5. WK
ﬁ@DTﬁCh%@ﬁ&Ab%LIDMMI
MM2, MV1, MV2, VV1, VV2i2, MM2 i &
ICMM2 R ER, MM2#ERICHES 5 55
PRIBENTBY, ZOSEBBEER, BE
ROGHEE ST 5% MM1, MV1izoh
i'ca)ﬁﬁﬁﬂCJD 12, MM2ARBRAN I H R R
CID iz, MMzﬁgﬁlikﬁm&:EﬁCJDk,
MV2 £7:2VV2127 3 u 4 FEE2 32 CIDIc
MBS 2, BEHCID CHRURAECID L b 3
BHRERIZ Y CRARETRELEEL Y
5. '

CID DURIERBIEH CHALOER D LT
H5IENS, IhE THREHLZMREHECID & &
ZHNTOLEEM L MM1, MVI B Gt
L3 UbERBHAES T2, #RIZE Y
MHTCID L BH SN B EB S FLT 5. B
%’&‘%‘f&iiblﬁﬁﬁ&%ﬁ"é’&wﬁ, EROALND
WEYODOHBBIETIE, ARELZYEET
PHTEL, BYHBHSROLNL L1045

BAEE# 652 85 (2007-8)

TETD, RBEIRLHESD 14-3-3FH",

MRI, $FICHBEAMRE 2 E32 e RET
HHILIMONB LS %o TL B LM
COHOREFRAIBRER, BIZTFLRLT

BEIHETZZLE LM S hoodh 3.

AR TR CID, 5 CID OBKIS
BB 14-3-3BE2 LD E 3 580
DRHERBED, WHHH MRI 7z & DO ¥R
REDBEEIZOWTRU 2.

1. B D

BRI 14-3-3 A L & HIC WHO OBl
BEDRASATVABERETH 2.
PSDIZCID IR LBIR L &h, BEL 2B
PHERLEER SN TV 2 REFETH 2.

LB LELICRT & 5 W ain s B4 2 b

FTRECHYLUBRICHET 25 R Th 5.
CID O PSD Ot & LT QL Eltc8 -
B ORI IL 100-600msec, $HFE DRI
500~2,000msec(0.5-2Hz), @ S5k i &Mt 3

TRAERMCHE, @SB ED SELL LM -

LEREDOMMEZE 500msec LFTH 3, piRE 3
BRENTV: 5% Steinhoff 513 = D4&HC PSD
DBUHEEIRE L. MRS s h
CID 15081, CID # FE S W BaEL 242

BESOAEHGU LRACRER 64%, 1

RE91%T, CIDDPSD LHBFREELT
V72Dt Alzheimer % 4 B, M H245E 1 61
THolLHFELTVBL. 1/3 DIEMTIE PSD
XIS, PSD DRSS IIR 4 7)§%x.7.>ti<‘:'
B BWwIEERRLTWE,

Parchi & O35 Cid PSD D BEMESIE MM (n
=175) 80%, MV1(n=7) 71.4%, VV1(n=3)
0%, MM2(n=12) 0%, MV2(n=26) 7.7%,
VV2(n=42) 71% T, {HREOREILOL S
27 20IXMM1 103%, MV1 143%, VV1
100%, MM2 91.7%, MV2 73.1%, VV2 90.5
% ThHol. ZBIHETT 5BME, 5443
FI7U—-X R0 2 IRIB R R % B2 5 5
TIXPSDAHBRL, #ETIBETIF I 0—
AABHB LRV HB LT IR B 5
T PSD 3BT B R OB HILD A L
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#1 Sporadic CJD S2HiEEE (WHO, 1998)

Definite:
Diagnosed by standard neuropathological techniques; and/or
Immunocytochemically and/or Western blot confirmed protease—resistent PrP and/or
Presence of scrapie —associated fibrils.
Probable:
Progressive dementia; and
At least two of the following four clinical features;
Mpyoclonus, Visual or cerebellar disturbance,
Pyramidal/extrapyramidal dysfunction, Akinetic mutism;
and )
A typical EEG during an illness of any duration and/or
A positive 14-3-3 CSF assay and a clinical duration to death<2 years;
Routine investigations should not suggest an alternative diagnosis.
Possible: )
Progressive dementia; and
At least two of the following four clinical features:;
Myoclonus, Visual or cerebellar disturbance, )
Pyranﬁdal]extrapyramidal dysfunction, Akinetic mutism;

-

and
No EEG or atypical EEG; and
Duration<2 years. .
a _ b.
Fpl W’WWW i

Fpl e Fpl T

| 50 uV
. 1sec
B1 WEMCDEZDKEDRESHZ(L
PRI ROREAOHE TR L (), BPSEEFRIEL (b), i AR mELT
FEAYERCE (PSD) & 2 b (), RARIIXEMOSBELHEL T (d).
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BBk 65 % 8 % (2007-8)

. durati_on of illness>6 months

early psychiatric symptoms*

- Persistent painful sensory symptoms®
ataxia

- myoclonus or chorea or dystonia
dementia

=
MOOEPUO WS

=
™ >

Probable : I and 4/5 of IT and IIIA and mB
Possible : I and 4/5 of II and LA

R2 ZRYCID OBWFILME ri” VEL):)]

progressive neuropsychiatric disorder -

. routine investigations do not suggest an alternative diagnosis
. no history of potential fatrogenic exposure

EEG does not show the typical appearance of sporadic CJD*(or no EEG performed)
. bilategal pulvinar high signal on MRI scan

Definite : IA(progressive neuropsychiatric disorder)and neuropathological confirmation of vCJD*

‘Depression, anxiety, apathy, withdrawal, delusions.

*These include frank pain and unpleasant dysesthesia.

“Generalized triphasic periodic complexes at approximately 1/sec.

“Spongiform change and extensive prion protein deposition with florid plaques throughout the

cerebrum and cerebellum.

23R PSDTHERTESLWE L3, PSD
BRI BRLI WL Tha. wERE
TRIFGROGRBCOLT, 26 HUBROR
HETPSD2BOBLIE B P5RL K,

COZLIGEEECIDIbHTIRE Y, 5
B EAMIF I U -2 BEF 2547
(codon 200 R, codon 210 R, codon 232
SBEAETR L L) T2 PSD 213 L, #f72%:
BTIA 20— 2 B IRMB R & 4 7 (codon
1802258, codon 232 ZERBBAEITRIL 1) i
ERBE OB DA 2RDLH,

ZRE CID Tix PSD B L frvs = & M5
BESRTELN (D), RAEOER T
AN REIN 2 PSD OB LTH b, ERMY
CID T % KIFI2i PSD A BT 5 W hetE A
610).

2, 14-3-3EmH

BB O 14-3-3&8H, tuEA, S-100b &
H, NSE(neuron specific enolase), 7 X DEFEE
KAV CIDOBMICHATH L = & 3 HES
hTw sz 14—3—3&50)&75’1;&}#3%'@»
A% The 14-3-3&H, tauFky, S-100b &
H, NSE DEER P OFERIMRB% CID Tit

85%, 86%, 82%, 13%, ERECID T i
40%, 24%, 62%, 24%, BIEHCID < it
m%,&%,&%,m%kﬁ%énrsm

NSE OBHEERRRL - TV a2, EFF~a
CLRINSORHOWERE G —ShTns
W, WERER cut-off i % TCRERRET AU
lo’cl‘%ﬁ%iﬁ&éct'(%%. HeEoE -

HEME, cut—offﬁ@ﬁi“%li&%’.@ﬁ%ﬁ LoT

V3, .

MR CID EMEUC B B 14-3-3 BADRE
HERIZ MML 92%, MV1 91%, Vv1 100%,
MM2 78%, MV2 65%, VV2 90% & i <
nrw&.%ﬁuﬁﬁ?%ﬁ&ﬁkﬁﬁow&‘
MR IEN AR CRET 2 & ThEhgix
293%, 85%L %Y, BEEAMOH CHE
FEAEO?. BEECID B3 U-3-3 B
DEHERICBE L T, BAEIIZHET T 2 codon
200 ERHITI 14 $1% 1381C, codon 210 Z5 5%
BUC 15 $ IHTHEELBEShTWEY, #
ﬁﬁﬁ&&ummlwzﬁﬁ@%3w¢ZWfﬂ
codon 232 ZRIR I HATRI T2 4 B4 p TRt
Téb,%ﬁﬂQDfu~ﬁKLb&3§E@
BHERIIEWD, LA LBSE R et R IR ¢
W15 BIREE ML 0, Gerstmann -Striussler—
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E2 BMFEH CID BEOLEEESE MRI

KBEEBROBESIHHOLFRE ShT v, KRR ABERE I OLBEEL 2T
28(), ABRACOIBREELET2H(0), AECRESLET 2RO L B4 TH D,

Scheinker 7 Cid 6 Brh 2 B TR & B4R
VBV FAERICID bBERITH5Y
TEL D,

CDLHIT14-3-3FADOBIEILCID Tit
RLTEHYA, Lemstra 6%, Huang 5™t & 3
CREREZST%LHEL, REBICHLER
BIZLTL OB 2. CID B0k E caiR
U-3-3&ZAFBEHRELE 2D 13 B ot o B 4
B - BB R DB E DS AR B R,
ERREBE, BARE, SESENEES,
Alzheimer 5T b #5453 D, Ay REER
T % Guillain—-Barré SEEEET D HmEShTw
%M, 4-3-3F\H X 884 ABEHEHE O
Bt TREBHICHBIT B L2 bty
20, tau AR BRI OSSR R R T b B
PICBEICE2THRESD ), BHREAORERRIC
BEBEMLETH 3.

14-3-3 FE243 7 #EH D isoform A% b KHEL,
BOBRIZIR6EENEET L LR R
Tw3? ZoisoformZBETL=LI10L 5
THU-3-3FEHDBWMELX LT LS, o
AB D Y y-isoform HSCJD & fg i & i
MCHRTHIEHESRTVEY, Uil
y-isoform i CJD IZ 5 £ /9 % isoform Tl %
<%, EDY A 7D isoform #t CJD BE BT h
CHBT 22, KoV TOEMEIIRL THi—L
RIBCRES Tw R WS, 4 2 bk

FREOMELMS LTI Ebhs. 3
T Y ¥R THASORAIC I E D5
L2 F%# L&u\f:bﬁﬂiﬁiﬁu?&%i&h :
S t-isoform % B < y, ¢, 9, {, pOSED
isoform ZIRM L 7= L DL L H Y™, CJD BB
DEEHPICHMBIT 5 14-3-3 B isoform [
REG 2R L 5 2. '

3. AR MRI

CID 2BV 2 EERHIZ 0 TS 2
MEETHILIM—oFRTH Y, MRI i8]
BOLBMICHERA TR WEEL L nTni®,
Finkenstaedt 5™ %% CJD B 7 79 % T AH L
&KEE%%%@EC&%%%LT#B%MV
—A—ELTOEERNRZLOAL LS 12k n,
Bahn 5731 34 # MRI CHE {52 2 BRI 8%
Hahazti@ges LTHSHEAMRIT
ﬁ’%%?ﬁ&'zl,f:ﬁ%@#ﬁ%ﬁ#ﬁkb'f‘v‘é. =
IR R O BES 2 CID DR mFTE
EEZONIN, WHGEFAMRIFROLER L
EDIABRADOBEIES 2 T HEROSHE L
R, MEHCID ?Giﬁl&’fit:@&ﬁi’%%ﬁﬁ“
B, KBBAOMIRELTTE, WEmE
TR B L CEERAER & B L2258 4 ot
WM Eh3 (12). Shiga & iZILEE T MRI &
212 923%, SRR 93.8%C, T2
MRI, fluid —attenuated inversion recovery

A
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®3 “Q§m¥ﬁcm§%®ﬁﬂﬁﬁMm_

KR ), 60 B HERI (b) & b KB

BR BT 50

HRMEOREE L b HREAKSECDE R Ebfw%

. Vv2 ﬁ@ﬁﬁfﬁ) %.

(FLAIR) MRI & ) & CJD BZOBRIIZER T
WA EEHRE LAY WEGRT MR I
PSD B4 2 &) 8B, Bk < PSD 2%
BLEWS A S TORELRINT 52 L HCE,
BEIRFTR, BEMFTR L &b 2 & BMBmIc3
FHRRREETH 5.

ZRE CJD Tit MRI T pulvinar sign® 35 %
TRHEEICO ST RT3 WRECID O
KBS % 53 5 MM1 B Cid 34583 2 MRIFFE,
REEENTVRVA, BOoh0RkiE s 47
THERMN 2 MRIFFRAEEShTwa

VV2BIBRH# CID RBSECREFICT A

"?&5ﬁ,&*fu2§5n§wy47f&b

DB RAR L ITh TV, STk CRE
LE2AEREZATHRT . MM B IS4
QDID%%E&%%T,%&T%D&—&K
REB L2V, BBEAMRI CHEEEOSE
TLEBDRHRSHIIRS, EHCEEEsE

T 2OV TH S ([3)>,

MV2BIREH CID b BAETIH T AT S
ﬁ,&*fﬁ3§§ﬁ§wy47?$0u%m

. Kuru-plaque B L IEIT T 72, nseik e &

bICKBIERTREL, Mo amyloid—Kuru
5 4 7D plaque BB TH 5. HITFIIBHRT2
FDEICDZ 2 ERSEET 5. BEFECI}

4 MM2 BEEA RN CID £E 0 SPECTH ]

MM2 8RR C R L BEAT MRI TREBE S 20 5
fuizv. SPECT i FARER O Mkl F A5 &ﬂi
Reas.

HMRMM&tﬁ%ﬁﬁ%MM?,%%@'
CID @ pulvinar sign & BEBIL 7=, BRAHIZE A
BE%Hk#HT BESYET 20058 TH
5”’
:hi?ﬁ%ﬂitum%ﬁﬁﬁﬁKEEk
TR TV DR MM2 KB CH 5. LR
R, BEERICIR TRBRE, BREBEER,
WREEERS MBI 5. WSREHIEE /-



