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#) . gCJID 21 4 (V1801 156 4. M232R 5 4,
E200K 14), dCJD 54 Th -7, E200K
L1 FEFROL (R 9T 4, o6 08 FERAE) Th V|
GSS RAEHF T ed»7=, dCID 5 4% C-3,
E-1, F-1, F-2, F-6 IR TFFZZ T TW
7=, sCID @ 46.5%, #{=tE CJD @ 71.4%IZ

(i & 7O FHTEEZ RO - A HUg ZE X e o T2,

sCJD (% B-1, B-2 Hitlsk T 95%1F #1X A3
FAFN 1.35-5.51, 1.25-4.21 L HEICRIE
NEMo Tz, E-2 Hilf T4 BAEHHE VW
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2.25-16.17), BT 2 F-4 Hll T b BEH
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T 0, A6 O3 Hiu L R GO AR T4 A5
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LRESTUIVE,
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2FEHEZLOOBERENEHLEN, D
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HELTED, EEHIREERAZFFOLO L
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EUTER 6, B L AER R E SR

WA o=, sCID & gCID D& F ko
HEEAY 2 B, dCID DO 5
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iz kL 4 sCJD—sCJD , gCJD—sCJD ,
dCJD—sCJID D=L &EN L B,
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dish, BAEHIKIZIR S 4 L Tvvie, BB
CID THRBIEROM I (E-4 HusE) 7558
BHENEZAMENE CID &IiXiEn /- 5875 H
THhH-ot, E200K CID i1 1 RO A
REh, #HALHIX H %O P102L GSS fEM T
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b,
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G. FFERE

1. RCRE

NE ® % 1E. W B &
Creutzfeldt-Jakob 4% [ij {4 . #h £ PN
69 : 316-322, 2008

VTS

2. FRREK

BEEAIE, DOKREE, PR, fth, Hk
i 5 Creutzfeldt-Jakob %) B AEL L
[Z2W T, 2008 7Y A RS, Bifs
de i, 2008.8.29-30

—

H. WA EHE O i - B&Ekm
1. $piFEE
El

2. ZRAHERE
2L

3. £t
AL

®1 EEBOREEY

1999 2000 2001 2002 2003 2004 2005 2006 2007
sCJD 12 T 16 11 7 13 5 6 10
gC.JD 1 1 1 1 2 6 2 2 i
dCJD 2 1 2
it 13 8 19 12 8 20 9 8 15




#2 sCID ORBEZEEBOFHRESM

Hiklg | 99 00 01 02 03 04 05 06 07 | Total | Expected (gf'g) 95%C1
A-1 2 1 1 4 4.7 0.85 | 0.34-247
A-2 0 0.92 0 0
A-3 2 1 1 4 7.37 054 | 0.15-1.38
B-1 3 1 3 1 1 9 3.05 295 1.35-5.61
B2 1 3 2 5 1 12 4.95 242 1.25-4.24
B-3 1 1 1 3 2.46 1.22 | 0.25-3.56
C1 1 1 1.54 0.65 | 0.02-3.62
C-2 2 2 1.54 1.3 0.16-4.70
C-3 1 1 2 4.93 0.4 0.005-1.11
C-4 1 1 1 3 4,45 0.67 | 0.14-1.96
D-1 1 1 2 2.17 092 | 0.11-3.32
D-2 1 1 1 1 4 5.12 0.78 | 0.21-2.00
D-3 0 0.84 0 0
D-4 1 1 1 ! 4 2.82 1.42 | 0.39-3.64
E-1 1 3 1 2 1 2 10 8.87 1.13 | 0.54-2.08
E-2 1 2 1 1 1 2 8 4.24 1.89 | 0.81-3.72
E-3 1 1 2 4.16 048 | 0.06-1.73
E-4 1 1 3.09 0.32 | 001-1.78
F-1 1 4 1 6 4.56 1.32 | 0.48-2.88
F-2 1 1 2 4.94 0.4 0.01-2.22
F-3 0 1.36 0 0
F-4 2 1 1 4 1.82 2.2 0.60-5.63
F-5 1 1 2 3.18 0.63 | 0.08-3.51
F-6 2 2 2.86 0.7 0.08-3,90
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£ 3 gCID DERMEZFEBOFHIRERH

Hittele 99 00 01 02 03 04 05 06 07 | Total | Expected (gﬁz) 95%CI
Al 0 1.09 0 0
A-2 0 0.21 0 0
A-3 2 2 1.72 1.16 | 0.015-3.23
B-1 1 1 0.71 141 | 0.036-7.85
B-2 1 1 2 1.15 1.74 | 0.21-6.28
B-3 0 0.57 0 0
=1 1 1 0.36 2.78 | 0.07-15.48
c-2 0 0.36 0 0
C-3 0 1.15 0 0
C-4 0 1.04 0 0

D-1 0 0.51 0 0
D-2 0 1.19 0 0
D-3 0 0.20 0 0

D-4 1 1 0.66 1.52 | 0.038-8.47
E-1 2 2 2.07 097 | 0.12-3.50
E-2 1 1 2 0.99 2,02 | 024-7.29
E-3 1 0.97 1.03 | 0.026-5.74
E-4 1 2 2 b 0.72 6.94 | 2.25-16.17
F-1 0 1.06 0 0

2 0 1.15 0 0
F-3 1 1 0.32 3.13 | 0.01-1.78
F-4 1 1 2 0.42 4.76 | 0.58-17.18
F-5 0 0.74 0 0

-6 1 1 0.67 1.49 | 0.038-8.30
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JBE A 275 A o 0 2 0 T B @ (R 1 8 A0 W R 20 95 36)
TV A AR R R T A N ARYEZ BT A WA S EpTRERET

T A UFEOBEHRZE — “l-iomazenil SPECT [2DW\T— &£ BREFHHA K54 >

e N E - B B2 BRI RFREREFHER RN
WFZEl hE - BEE B BRERT LR FRER E F R RN
Wrget & - EREF % Bl L RFEREREE I ER RN R

WRES

(1) Creutzfeldt-Jakob #5 (CJD) D B2 Wr O - ® 2 H B OBREELZ RN Lz, 1M
CJID6 #liz 2T 2]-iomazenil SPECT Bi# # #ifT, INEUROSTAT + (2 L ¥t
i Rt % 35 Z 72 o 7=, 263V T MRI LR Wi @ (MRI-DWI) C@E{E 5 & 74
HEBE(BHHWEERLEZEE &, —HOEEKBETHL A28 Z-score k%
s, BERERIZIRRIBALOIE K 2 38 1=, 123]-iomazenil SPECT |34/ @ PR tE
RAAPTEECRFEROAEN<, TAPAEROBRHICRIBENS, RiEkE
HERR P MAE T 01 GABA {EllfE =2 — o v oA H Y . GABAAZEK -
BEEERT AR VT EE S REOKRE A ARE TRIT A Z LA THEE -
fz. AfFEE DWI ofthoo~—H — TR & CJD ot L THIM T 5 nlHEMESS
HHIEH, CID OPRMBROMREEOTMICHB L F 2=,

(2) FUHETHEFEEL LI ZMOTRIEZToTE L, VA HRRETENA K

74 (2008 FHR) 2 BRI, AL E bITERSHET,

A. FEE®
(1) CJD ¥ ® 123[-iomazenil SPECT @
i
Creutzfeldt-Jakob #5 (CJD) @ 5.1 32 1-
L, SAIEMR MRI LB I i % (MRI-DWI)
BigkbAEHTHY ", BEMICHLILASIT
W5, ERAICEEE RPN Tl GABA
M=o —o R RMCBE+TS Y,
23[-jomazenil SPECT #& # (iSPECT) T
GABAA ZEK L EEEEER T AV
TEHY U ZREEKORERHT AL T CID
O RMREIFIAT 5 LR TE S0 B
L7725
(2) BRTFEEH A K74 > (2008 41§
AHTIX, ChET 2047} -
Y a7 RERE == T (SAThRD) | 43 2002
£ 2 HIcaEh, BIrEICMT 2%

LTIRHDLOO CID BFIZwT 5 AR
BRESTHOMEAICS VWT LRSI TW
b, SbhizxhZ#MH5H T, 2003 4 3 Aic
LA R AR R LT 2o
V7 b I TIRERTHENA FFA )
HRABEhMBAISATWS, £0#%, ®EET
WM =T L TERY I Y7L b ¥
7R (vCID) A SR L - B S, #
HETH vCID BES AL LTIEZEH, W
FAFHTEIC CJD ORELSHRE AP H L
HELTETWA, EFfTAHZALETY A
IR T A R &, BMAhERAR T
WitZih Tldde < BB MEL T LM ~DH
BRAFLDLEMENERIH, £28
- HEBERHREFORBEAICOVWTHRE
TEMELESE, COZLEZTT, BES
iy 7"V A 955 B USRI 7 A 7L A RYE (2
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M2 EWEBETIL 17 om0
HA K74 (2008 ERR) 128 L < &ET+ 5

Sbepsi

B. Bl

(1) 2005 # 4 H~2008 4 HI(Z

(2)

s
CJD (probable) L &M, F k&5 OWF4E
RlE S 64, ISPECT ZiafTEn7 6

Fizxt LTLLTFO L S hiETHAT LI,

HBREICHDNT
iSPECT # Hif7 L 7=, '**I-iomazenil [}
3 RMEIE Hrrvh AT
(Millennium VG, GE i) TH#ie L 7=,
i {§ 7 — % % INEUROSTAT -+ (%3t
&> 7 k) CAEHT L 7= (Z-SCORE #@PH :
1.0-7.0).

24-42 A% HEZR R Y fF % iSPECT
A MifT L7,

i MRI-DWI, %mTe-ECD SPECT T
7 e-ZIS (easy Z-score Imaging System)
AEHT HAFRREAD I hETT L 72,

e ANFELT 20 AOHEMFEOLE
B LBBIOI—TF 4 T ETY, HRE
VRV i ol Y pui

CJD Lz,

C. MERKER

(D

iSPECT # KifT L 7= CJD M¥F X 55~73
ik (E) 66+-ThE. B : &=4:2), 2f
& LIEME T, #isFEEUT 129MM,
219EE 7o 7/-. &< MRI-DWI #
(G5 dH Y M TiE PSD Btk - 7=,
fiti MRI-DWI T {8 SO B EIZIZIZ —
B L TISPECT T HEHHE FA358 0 6

2. RIEIEEE Iz W TITEMmERE~ -
=, 34HOBETH 1 » A ORE Lk

TREROEKRKI B TEL, £

iSPECT (%, #mTe-ECD SPECT L Y IA
VN CHUE T AR A A dh o
T

(2) 7

D.
(1)

E:
(1)

Ud &g A K74 (2008
HERR) BRI 2 2008 49 H (2 @il -
v % — HP (http//www.nanbyou.or.jp/
sikkan/105_i.htm) (248l L7z, /-4

LI 2009 4 2 Alcsek L, HP Bk,
ST ECTRAEZTELTVS,
£ B

iSPECT (X%84E P78 CJD O FLEI#
%% MRI-DWI %> #=Te-ECD SPECT X
D BAFICRINTE 248, KINEESE O
fill (3 R 72 = 7,

iSPECT |+ CJD Rk L LT
MRI-DWI (28 0 5 BB TlT7eu a8,
FERFAY AR OB ML T 5 £ T
i LB L/, £7- MRI-DWI fhiod>~
—H— TR CID (@t L THIM
T HHEMELEH D

& W

iFEME CID Tli iSPECT TH4E 547
SRR FHRAMAERD b, Mk oiErT
LBz FORRITIERT S

(2) 7V A LREETIHNA FT A4 (2008
M) B5ERE LT, 7V A RO ETTS
o [l Bl 4 o 7] e 5 2 B Tl S T &
SHBETHHOTHD

(% 3Cwk]

1) Shiga Y. Miyazawa K, Sato S et al.

2)

Diffusion-weighted MRI abnormalities
as an early diagnostic marker for
Creutzfeldt-Jakob disease.
63 : 443-9, 2004

Guentchev M, Groschup MH, Kordek R

et al. Severe, early and selective loss of

Neurology,

a subpopulation of GABAergic inhibitory
neurons in experimental transmissible
spongiform  encephalopathies, Brain

Pathol, 8 : 615-23, 1998




Autonomic Nervous System. Kauai,

Hawaii, 2008.10.29-11.1

G. B £ 2) HILERT, BREASA, Sk, BRag
1. i SR FE . K8 BRI JE B A M AE R o0 0l % 7

£l Yol-2a4YT7x/vbh « F¥a7ZRO 74

o L

ae BYEG. F 187 BB H M T =, B,
2. FoREK 2008.11.29
1) Kishida H, Koyano S, Baba Y, Suzuki Y,
Kuroiwa Y. Neuroendocrinologic change H. SRt EHE O HIgE - B8k
in Creuzfeldt-Jakob disease. 19t & L

International Symposium on the




TR A 5 Al 5 < T Al 8 i (O s P R S R TF 2 90 348

T A R R USHREPE 7 o L A ULE (2 M S A BT BE

GRETEE

MEP 14332 VNV HRERERRAZ V54— FERERA

WFe iy f14 « e HORER
WFaehs f& ¢ e

HREE

[E VL RAE I FE AT « BREL BRI
£ [ESLRQEGIERT - UL

B AT ATV A VHRORMBRIIACEBLE LT 55 A TUETHD, £
ORW OB E L TORED 14-3-3 ¥ A2 BREHEIZAFHCTH L. BN TORE
HEEEAHTETA 0, UarEh o b 14-3-3 2 30 {a e L., BIE#MICA

15,

A. BFRE®

CJD (25T A filii P 14-3-3 # 737 Tk
B LRIImER SN TED, 2Wh#h: LTH
BThiLPRENTVWS, CID WL
AU oML TRER, WEKEICE
WTTEBEDZ D D, ThAMIET S0 AR
EHAZ A — FERERL, BAiTHZLT
ENTOREEMREHFEST S,

B. ik
PEk, [ENTEYEBFZE T T O i 14-3-3

U AMEMNERARSY ¥ —FE LTI,

KIBEZHWT GST &%~ 27H8LLT
BHIEHOTE, MERTOBELNS
{T57.GST#MEEH S His MER~E
WL, - REAR G KA G LI 4
ERHWER~LEELT,

(fREm~O/ )
Kelziz L

C. FRkH

His &7 o 7@ LTRESHLED
14-3-3 # 22737 cDNA 7 i 5L 4 i B &
B~ 27 % —pCDNA6 His-MAX (invitrogen
) ICHIA L7, #EBMRE LTE FEdik

203T # u # M v 7=, %Ml L &
pCDNA-His-14-3-3 # 293T #if1iz k7
A7 =2 al L 48RRI M A (| L 7=,
AL LMl 1% b 74 b o & I E A%
ECHME. Ni-THao—2A 05 52 HWT
His G 14-3-3 # 32 AU L=, K
WU 37 WidH 14-3-8 ¥ R 7 B
EERHWETZ ALY T oy MNEIZT, KIS
HoRRAETo= (08 1), SR, MUY
AR EHITH 14-3-3y T4 Y 7+ —LHiE
FpRAGICROS L, KGR Y 2 HiCH
RBHRBEISMEEZAE L TWE, £/, SRE
BT A RIGHEOBEBREEICL#ER TV e,

D. ¥ %

KIBHERE GST#A 14-3-3 2 37 HIC
s, LA B His 3 14-3-3 ¥
Yo7 FIRHEO RIS, REFBMECER
Tuwi=, £7=, GST &8Iz b ~FFR o ik
hicg Eh s 14-3-3 # A~ 27 Ik~ 1
ROFER LRI AY T oy ME
DL IBHRICRNT L ERARMEENE %
fToZLNaEL B2 6N,

E. # W
AMEIZCBWVTIER SN His E5H
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— VRNINTHE) B L
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!. \ F. fREEfa R
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_ 4 e B 72 L
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Ruly Aol enllpeniosis) G. BF7E5% (2008/4/1~2009/3/31 53%)
D)  HiesgikERL-ERETORGH LRXRE

B L
] AGSTMED
D e e e o dHsRaE

2LHERREK
1 YL
[ 1a) : WM L7- His 4 14-3-3g BL Db
T4 47 4—L% SDS-page % v .

B BLUMTA V7 +—nimmt  H DEMEREOLHE - BRRR
LHfikE W T =AS Ty | LR 3F S
PRI TREAT L 7= —
[ 1b) : GST M2 % 5 L His @4 ® ezl
14-3-3y OFRETOH v FEY
HERIGHE Y =22 > 70y bE o ARHRRE
i TRIT LT,
3. FDih
14-3-3 Z o 2l EBiEA L ¥ —FEL 7R D
THWAZ LT, RicoT-HBHiEXRW-#
BOWTLIERRBELRD S = LA
L2, CID BV LT 2B EIZH G
THELOLEEZS,




TR A 5 oL T 7 e A B < (e T 4 AR IR B 2 R 35E)
TV A RERURRE T A NV ARYSE M 2 WAL srpr A

ZR B H S R 1= Creutzfeldt-Jakob FEDEREKZERIZ DL\ T DR

WFZEWE H & - ks o
WEHAE : =€ ¥
HFEwH#E . HEH
W NE B BE

WEEE
Creutzfeldt-Jakob #i (CJD) D Eik &

L FREIR SRR PEE R

FRERKE INGERFUFERT
SHERKF NGRSO RT
FRIERRS NG 02T

BrizonwT, HwEENICEERZESBOLEE

fill @5 — # % JCIC retrospective |28 L7z, CJD & BRFEZM X h kA RiTT 27z 60
flth 53 it CID FREERZN Xh, 7 6lix CID REFESh T, —H T, WETH
IZ CJD k @eE 2 X7 56 flth o 53 FlILATROEERAIZ § CID & @2 T TUWLE
{5l (specificity : 94.6%) T 775, o 3 FlUEEEAAIZ CID A< Bbh Ttk »
7. EITHEO B ABRHEREE 1T 56 1 (100.0%) . MEAEMIT 27 #(48.2%) , /HEFER T
30 #51 (53.6%) , HE (K BR/ S A BE R 1L 52 6] (92.9%) | HEBhEE F KB IX 52 6] (92.9%) .

A r—R AL 53 A (94.6%) ., J8 44
WA (5] 2 G 0 1 BRI B e Rt o

A. HFEE®

Creutzfeldt-Jakob %5 (CJD) O fife & 52 7 | =
ISR ENLFATH L0, ARICET
% CID fEFloHRBIEM O BIEICHS, K
THEHIIX L2 350 C Rk 38 Jn [ B K7 N i 22 4 S 0F
FeifZ i & L TR 22 7 ) A iR o H B
MiThih, £%¥0 CID MEEMOT— 7%
b T D Y, Hox (3 B BREBRER O
BEH T — 4, #fRiEE VT, CID ORK
BWHC OV TERRAER:, BT R, Ei{fiT R
fat L,

B. HEHEE

B S B R R NN S R AP R AT IS F5 W TR
R R AN T L= 1976 2205 2007
HE COWRAER T, 1. CJD L EERZH S
BB A RETT S 7o fER], 2, PRERANELSAAYIC
CID Lr e S h-dEm, Zxt%e L,
MM CID ABIICE D =85,

Al M TR 1T 49 9] (87.5%) TR L TU =,
RSB LEETHAL LB,

Gerstmann-Striussler-Scheinker fiE 1,
R CJID I ZBRI L7 BT — % |
MR A B 5 o, BB, BARAER (1T
HoRmbgaehd, WARER, ARAER, #E
R/ R0, S A7 o —R A, i
[EHE HHE (PSD) ) . itk B (NSE, 14-3-3
# ). MRI {LEsa@err i, 7V A&\
(PrP) s 1-A¢HT (B (= 7 &%, codonl29 L
219 M), FuFT7—¥EH%E PrP ©
Western blot fi#4f7 (PrP ) % retrospective
TRz, £, WHO o2t (% 1)
MV, & AE B oo BB B W (B R /Y 2 (X
Probable CJD 7> Possible CJD 72) {22 T
FHRET L7z,

(ffw 2 it ~ D AL )

HBRIC 1= - TEKEIC L 2 XHFRELS 2
BITHLR TS, ARG HOZERE
F—7, HRiEgIeTEALL TR
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THEYHE oML,

C. WFFEE#EE
1. CJD LEgKZr Xl hE1T & /= 60
HE1

53 fillL CJD LREEZM &, 7#H)Ix CJD
A IE S /- (sensitivity : 88.3%), CJD A%
MIEENT !mfﬁlmﬂﬁ%iﬁfﬁﬁﬂﬁii % 5B ENN
A9 L —/MERERSE, Sk R
REMEHI@MET L2 —9HE, Binswanger
RE B, NI /S0l R
F i 2 £ 5 @4k 7 0 o— i 3 (S N
fi£, Binswanger % SE{ENaHEEE 2 (f 9 dETT
PEEE EPERREI T - 7= (3R 2).

2. MERFESEAIC CID LTRSS
56 i {7l

Bk 32 #1(57.1%) . Ltk 24 #](42.9%) .
FEAEAEMIE 66.4+11.0 4% (27-89 i) . B AHE
BIE 1291111 » H(2-58 # H) Th-1=,

56 fAlthed 53 HliLATROEEMIZEH CID
& W & T U7 fE (] (specificity : 94.6%)
T, o 3 FlIXEEKRNIC CID 434
CEEDbTWRdho T2 (3 3).

33 {5 T PrP M= TN 23T . 2 I Tilk
(GFERNED B/ (V180IY & M232R 4
1), #fstE CID ZER< 31 I codon 129
ZRi1 28 2% Met/Met (90.3%) . 3 il 53
Met/Val(9.7%) T, Val/Val DFER) 3727,
codon 219 {14 31 #4" Gluw/Glu C, Lys # §f
DfEMEE A s T,

PrP B2 I0%E4E CID29 I THREHT 29T\,
typel: 24 f5il, type 1 +1I : 16, type Il
4 fIfZ-7=, Parchi 50438 TiE Y, MM1
.29 A, MV1 % : 2 ], MM1+2 % : 1
fl, MM2 B . 3 fi (MM2-5Z %, MM2-5¢
B+ R, MM2-HRARE 1 #D, MV2 A .
1 72~ f=, MtfafE CID @ V1801 ix MV1,
M232R i MM1 - 1=,

) CID & EERZE STV AER]

B3FHoT=(F4). 163 ERE CID ik
b, CID Y—=41 F A AEHA SO —
RAFGUARZITTWEY,

BEDE PR T, #E T o R M RE A 1 56
7 (100.0%) . HEAERIT 27 #](48.2%) . 7
MEAEAR 1T 30 4] (53.6%) , S {4 B/ 8 (A /B4 ¥
1% 52 1 (92.9%) . MEWh {4 e SR E L 52 i
(92.9%) T bz, MEMEIESIRIEAZ R
Bieivo - 4 SEHIE MM2-R R, MM2-5
T+ HER, MM2-fIRE, MV2 Bl
Foak.b3fiCIA7o0—XRANBOHLNLE
(94.6%), I AV o0 —RAEBPOHLRP-T-
3 fEMIE MM1+2 B, MM2-5 T+ KR,
MM2-HER - 7=, 49 il T PSD #3385 6
N7=(87.5%). PSD 23k o 7= THEHD
3B 4 FEH)IE MM2-F B+ KSR, MM2-1
AR, MV2 8, V1801 i#i{nfE CJD T, o
3 ik PrP = Ffigdr. PrP iR AsfTod
TWWiehoi=,

fitiite B 2 AT RLIZ oW T 20 ] T NSE A3l
FE 2. 19 BT LR 25857 (95.0%) . MM2-
HEMO A EH@ATH-7-,14-3-3 EAIL
13 ) CHlE S 4, 10 f TR (76.9%) ThHh -
7. MM1 %A@ 1%L MM2-8AR, MV2
B ClatETh o7,

MRI i WesR PR e Jit 17 Al THE = h. 16
TR 5 AR (94.1%), EEELHED
o= 14 MM2-#HER Tho72 ¥

CJD L eiE i 7= 56 ;ﬁ‘f&Jmﬁ’.HJﬂ i
FHEHh#RNF - 49 B, B 3 ], HERRR
2 ], BER LB AR:F 1 Th 1,

56 4 4 retrospective (= WHO 2 it it
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% 1 Revised WHO Definition of CJD

[Definite CJD]

Diagnosed by standard neuropathological techniques ; and/or

Immunocytochemically and/or Western blot confirmed protease resistant PrP andlor
Presence of scrapie-associated fibrils.

[Probable C.JD]

Progressive dementia ; and At least two out of the following four clinical features :
‘Myoclonus *Visual or cerebellar disturbance

- Pyramidal/extrapyramidal dysfunction *Akinetic mutism ; and

-Atypical 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 CJD]

Progressive dementia : and At least two out of the following four clinical features :
-Myoclonus -Visual or cerebellar disturbance

- Pyramudal/extrapyramidal dysfunction *Akinetic mutism ; and

-No EEG or atypical EEG : and

‘Duration <2 years
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