s 15 . Z7UF IR

MFM: Creutzfelde—Jakob i (CTD) DER PR IR UL r] A

o] &

MFEECAUD BTVAVENSBTRLE, WT7EZEHTVS. HEFIIRFETEDR
HEE, /MBHKER, MR - REABRBR OROIFI/O0-XXZZEL, BHOALUAIZED
HESICEIRBIHNTHS.

Rt - TEF LA

HAE D7) & UFHOIAERIZ AT 100 T A b e b EM 1 ARRE T, FIHERKIZ 67.9
BTH2Y. TV A VRBAFIEGECIEESNTH Y, BWLICEMIZZHE 7 B R
T ~RET2LEPDH L. TV A VRGNS, EEE ERNO3IHEENH Y, &b
ZoDlk, dMBIEEECID Th 5 (1), WAIBNIE A classic & XN, SET O
FHE, IAZm—x A, NIRER, HLREE, HRREEE, HEASMRER L EHEL, F
B 3~6H A TEBEES CH 2. &2 CBMEELRTY. brEOEA B 1~2
FRETDH L. MM L2 I HBWRECETT260 50, BRETHCID DL 20
MM2-FERNE, RATRREEL EOBRMEEREERT ) 2ERL EORBMERFPET 2 2 L
DL, BIRETEORERIRL, W12 ERERE L CH, STREELR EOER NI T
. %70, MM2-HURELEARIR, BAMRES kRS RERkemR L, ds
WBES R 2BEEPET L. 200 ORERNE, A X RN B A E R corticobasal

R1leb -V EODE

OEBEET) 4 % (76.6%)
A) IMFMH Creutzfeldt-Jakob & (CJD)
(7) 88 %3\ (F Heidenhain & ; MM1/MV1
(1) L3A/B ; VW2, MV2 (2 — )L —3BE variant)
() BERE (BOEEMAEMERERLE (FSI), MM2 REKR) 5 MM2
(D) KBEER ; MM2(MM2 REH), VW1

@B (Riktt) 7 * 9% (20.4%)
A) EEM (RiEHE) QD
B) Gerstmann-Straussler-Scheinker 5% (GSS)
C) BOEMEREMETRIREE (FFI)
D) Z

QESME (BEHE) 7VF % (3.0%)
A) 7—IL—&
B) ERM CD (@MW, MMARFMN, FHROZER, AEBE b FREKRILE
Y, BEbh-JFREAOEY)
C) ZE® UD

(LHAETOHEE 2017 F2REFTORADY —RA TV X - F—% &V http://www.jichi.
ac.jp/dph/prion.html]

-
Y
*
v
]
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2 | MHF M Creutzfeldt-Jakob FED LRI E#E

. #ERPSHVLNTWSDHESE
A. FEEFI (definite)
BHMOARER, £V IXRy > 70y MECRBEREETNICEE Y
VA ERERE.
B. (ZIFHEESI(probable)
REBARIEHWA, UTD1~3 %7
1. RUEEITIERME
2. ROABEER2EBU LEEZ®I Y
a. IF7A—XX
b. BT £ 7 3/ BEER
C. SERER & 7o I3 RN BRER
d. E@HRsS
3. BOK ETREERBMERE (PSD) 2R %
C. ULl (possible)
LEDBD1ELV2 %W -TH, BELEPSD2X<BA.

II. IEKRZEESE
nBGD SHTEED C DEE LI (possible) IZAZBFIT, B L PSD A%< TH, X
BHERPICI14-3-3EAIMRESNBREBY 2ERFOIHE, ZIFHERESG
(probable) &£ 3 3.

(EEHBRFEMEERDSEAERBRRMATE (EAERERBRARERL) [T A VERGE
FMT AW ZABPEICET ZREMRI /. TULURBEAC RS> 2017.)

syndrome (CBS) RHEFTVEAL_EIERFRIE progressive supranuclear palsy (PSP) L& LTV 2 2
EPHEINTY 5.

MM CID DD ENTIZ 36T, Fu 77 — LU 7 Y 4 » & prion protein (PrP)
B, vZAZx Ty MEFICE ) 1L 2B oA, F 70, PP BRI N2 129
S (AFAZVERETHOMME, "YUy EATRTEOMVE, Y Y2RETLOVVE) L
DM AEDLIZ L Y MEM CID & MM1, MM2, MV1, MV2, VV1, VV2 O 6 BlIZ5H S
1, MM2 BURBRAOR AT S & ) MM2-F BB L MM2-#RIR B 4300 6 s Y. MM B
D B, HRBOREY LA, ISR S) B L 0N6) BRI,

I cik
1

=

Nozaki I, Hamaguchi T, Sanjo N, et al. Prospective 10—year surveillance of human prion diseases in Japan. Brain. 2010 :

133(10) : 3043-3057.

2) Nakamaura Y, Ae R, Takumi I, et al. Descriptive epidemiology of prion disease in Japan : 1999-2012. ] Epidemiol. 2015 :

25(1) @ 8-14.

World Health Organization. WHO Manual for Strengthening Diagnosis and Surveillance of Creutzfeldt—Jakob Disease.

Geneva : World Health Organization : 1998.

4) ZARME KBS 7Y ok v RFBORB E BITORA 2 b ERAHRE 2010 5 50(5) 1 287-300.

5) ri”@ﬂﬂ%ﬁ’f%’ﬁ?ﬁﬁﬂ PR BRI e S (G M B RIFFEFE) [ 7)) 4 VIR R OSESEE T A v A &SR
VBT 2 FRARTAEEE] W ) A RIS A N2 4 v 2017.

IR AT @RI i B S A IR BRI FE 3 [ 77 4 iR OB Y A v A RGeS B 2 FRACATSEE ) .
T A VR EIRRNE Y A Vv ARG, R AU 5 2010.

=

3

6

N

IR%R

PubMed #:5% : 2015 4 6 H 29 H (H)
#1  ("Creutzfeldt-Jakob Syndrome/diagnosis” [Mesh] OR "Creutzfeldt-Jakob Syndrome/epidemiology” [Mesh] OR
"Creutzfeldt-Jakob Syndrome/physiopathology” [Mesh] OR Creutzfeldt-Jakob*) AND sporadic

At 20154 6 A 29 0 (H)
#1 (Creutzfeldt Jakob #§/TH OR Creutzfeldt-Jakob #/TI OR 27 vu A > 7 = v } - ¥ 3 795/TI) AND %M

ERCE SR



MFHM: Creutzfelde—Jakob J5 (CID) DRk, Nk F AL,
MRI i AZED LS 5D A

|z

EBE D F AR O B IZRIEL - FRAGKL, T F/70—-XXHHRT3EICARERBEE
& periodic synchronous discharge (PSD) AR L, FKEFIZ (L PSD (&l LFEBILd
% MEHRONE, HEH EEERIEFLALOEFTEETHY, 14-3-3BBLEY
JEAMEMT S. RT-QUIC (real-time quaking-induced conversion) ;%12 & V) BB BE&R
DERETVFERAOREHNFTEETHS. MRI TlE, HBEEFESK 7213 FLAIR B T KA
BREEEEY R BRR, EFICL > TREKRICLEESERD 3.

st - TEF LA
7 A VIROREBASTEAEN WAL - AHAMEP RO, IA 27 v —x A BT 5 EHIC
PSD A3 HUBLL, KEIZ1X PSD 144 LN PHEAL T 2 Y. i MRI T35 Hoasm 4 £ 7ok
FLAIR Wi{% TR E, FEER (0%, RIRE), FERNC L - TREKRIC L EES2#En 2.
B RERRAS T3V, M EEE R ER T, EHECOVTIBEAEDEFTER TDH
B BEW 14-3-3 HEE LR A U EAMPEMT 27, 54, RT-QUIC HELV S S N, KW
70% THEHETH O PrP> ORI HTIHRE L 7¢ > TV 570 Bl 14-3-3 & FME S RT-QUIC 1<
& % BEHE PrP MISE IR O A BRIERERE, RERRINGE, MM%e, BIEBMEE, INAedh, ASmhiE
£ RBEREER E TR R 2 A8 H 5.
B RRAES MRL R HEOEE TS, 7TV VIROBM 2 TIafic i vwitA, KER
FIE, HOREMMEL EOEBETRELREDOT e 2 EMICHEN T2 ZEPEETH 5.

Im

WA 7 ) & VRRIFETEC & 2 BT RESH 50T, WHTH LIV (&),

-
Y
*x
v
]

I ek

1) Steinhoff B], Ricker S, Herrendorf G, et al. Accuracy and reliability of periodic sharp wave complexes in Creutzfeldt—Jakob
disease. Arch Neurol. 1996 : 53(2) : 162-166.

2) Meissner B, Kallenberg K, Sanchez—Juan P, et al. MRI lesion profiles in sporadic Creutzfeldt-Jakob disease. Neurology.
2009 : 72(23) : 1994-2001.

3) Pujita K, Harada M, Sasaki M, et al. Multicentre, multiobserver study of diffusion-weighted and fluid-attenuated
inversion recovery MRI for the diagnosis of sporadic Creutzfeldt—Jakob disease : a reliability and agreement study. BM]J
Open. 2012 ; 2(1) : e000649.

4) Nozaki I, Hamaguchi T, Sanjo N, et al. Prospective 10—year surveillance of human prion diseases in Japan. Brain. 2010 :
133(10) : 3043-3057

5) Stoeck K, Sanchez—Juan P, Gawinecka J, et al. Cerebrospinal fluid biomarker supported diagnosis of Creutzfeldt—Jakob
disease and rapid dementias : a longitudinal multicentre study over 10 years. Brain 2012 ; 135(Pt 10) : 3051-3061.
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= 1| BLEZEHE

TV F RAREREER
TIF IEOERZEHOXEEZITVET.
EIRE  RERFAZREREZMETRARELDEF
http://radiology-tokushima.com/radiology/
HBWIE, TREXRTLRIIMITTUVETS.
TIAVRROCBEREY A N AEREICET 2 AEARUEED
http://prion.umin.jp/virus/contact.html
TIVAVRDY —RAF VR ERREFHICET 2 REMANELR
EiIE® - HRERMEL Y5 —
T187-8551 ERAB/NFEm/NIEET 4-1-1 TEL: 042-341-2712(& 14 ¥ L1 > 3133)

8% 14-3-3, #VEBAIE, RT-QUICE
BREREICTCT VA VROZHEXRELET.
EIRE  RBRFZFEFPAZREREFREMABERBZER Y NE ) T—> 3 VRIZEE
http://www2.am.nagasaki-u.ac.jp/prion-cjd/prion/

7V # Y EABGTFRE
RETVAVYEAOIIRY YT Ay MR
TVFYERBGFREICTT VA Y ROZHEXE, SLORERERICOLWTYIIRY T
Oy MEICTEET VA YEROERE, BLU0ROZHETVLET.
EIRE  RIERFRZREZRIMARREHREE D
http://www.prion.med.tohoku.ac.jp/geneticanalysis.html

6) Sano K, Satoh K, Atarashi R, et al. Early detection of abnormal prion protein in genetic human prion diseases now possible
using real-time QUIC assay. PLoS One 2013 : 8(1) : e54915.

7) JEAEGHER TSR B A T BRI R [ ) A& VR OEFEE Y A v A REGE (B 5 FRASHTSEEE ] A,
TN R LRSI Y A v AR, HO IR S 2010,

8) JEAETHE R AT B A D S M IR e F 3 (G MR B IRIFIESRSE) 7)) 4 VI R OSBRI Y A v A S
VBT 2 SRR M. ) A VB4 N 24 22017

IgR=

PubMed #3 1 2015 4 6 A 29 H (H)
#1  (("Creutzfeldt-Jakob Syndrome/diagnosis” [Majr] OR Creutzfeldt-Jakob* [TI]) AND sporadic) AND
("Electroencephalography” [Mesh] OR electroencephalography OR "Magnetic Resonance Imaging” [Mesh] OR

"magnetic resonance imaging" OR "Cerebrospinal Fluid" [Mesh] OR "cerebrospinal fluid" OR "cerebrospinal fluid"
[subheading])

B EEMRSR 2015 4F 6 A 29 H (H)

#1  ((Creutzfeldt-Jakob %/TH OR Creutzfeldt-Jakob #/TTOR 27 » 4 > 7 x v } - ¥ 2 79/TT) AND #FE) AND (4
WFLEREE/TH OR M#%/TT OR H#i/TH OR #fi#/TT OR MRI/TH OR MRI/TI OR "Magnetic Resonance Imaging"/TT
OR R&A LG HI 5/ TT)

ERCE SR



O EIZZ OERTETVA IR ORI R U A

| &%

BEMHETY AKX EIE M Creutzfeldt-Jakob & (AD), Gerstmann-Straussler—
Scheinker & (GSS), HIEMREMRIEELE (FF) 29I ND. bHAEOEGETVF VK
7V EABEFEED VIS0 (AUD), P102L (GSS), E200K (CJD), M232R (CID)
HZL. V180I, M232R IFIFEA EAMAERB L LTRET 578, BHIZIIEGCFRED
WETHS. V180l IIEMHEET, Z{HFERETHEORMELZET S. P102L [T/ MK
THRIELEBRICETL, E200K FLHBEMAEM CD L AKOBEBEZET S. EFE, BEW
BEES2IERLTI7M17HEEINTLS.

st - TEF LA

ODVBEO T ) A v EAD#EMLTZEEIE VIS (OD), P102L (GSS), E200K (CJD),
M232R (CJD) 7% ¢, Bk EHENRE R 2. 209 b VIS0 ixb »E S HE %
{, M232R % P105L (GSS) ¥ bW ENEEA ThH 5> BT ) 4 v I3 EH 13w ok
BEWELETH Y, PIOSL TR EIEFITREREZED 255, VIS0, M232R 313 & A EXE
WEHE 2 D TIMHEME CID £ LTEIET 27 1o, BT BB FHRADVLETH 5.

V1801 (& I FIELE WG DS 77 1 & B T, BT TH 2 2 L5, BAVETHRIEL,
i 9 - JE) 3 1 ] 44 1% 1B periodic synchronous dischange (PSD) 2328 6 4112 W72 9,
Alzheimer ¥% £ ORIV EZE L 70 2. MRIIEEGEF B (C 360 T, BRIEESLPLER T 2 R
FERWRE L BRER BB 72RO b, RERIFEHNTDH 5. SHERA real-time quak-
ing—induced conversion (RT-QUIC) DB PERIIEY,

P102L Z 5 GSS OV SAEEMIL 55 M E £, FKBEZHTH L4 L L VM
DWEETH 2. FHE MR TR IIELEZED 5 LD 90%H/MRIER TF
FELY, CJD ORI & 29 2 5EF & D7 < v idk PSD DB & %\ 25, RT-QUIC
assay OB IERIXE .

E200K &% CJD Ok iy RIS CJD LML TH h, BHETETH 2. bHE
TREBESHR SN T2 BNELHARE T, MBHYEETH 2. FETFIIERIL 58.6 %
LA ik b PSD,  BEES MRIJLHGRFAM (%, BRE SR chMt L 057,

AR, FERRREE . R E 2 TR E T2 24 FOHEShTe 7,

BRI TR 9) BB Tvrcrii o,

-
Y
*x
v
]

I ek

1) Nozaki I, Hamaguchi T, Sanjo N, et al. Prospective 10—year surveillance of human prion diseases in japan. Brain. 2010 :

133(10) : 3043-3057.
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2) Nakamaura Y, Ae R, Takumi I, et al. Descriptive epidemiology of prion disease in Japan : 1999-2012. J Epidemiol. 2015 :
25(1) : 8-14.

Shiga Y, Satoh K, Kitamoto T, et al. Two different clinical phenotypes of Creutzfeldt—Jacob disease with a M232R substitu-
tion. ] Neurol. 2007 ; 254(11) : 1509-1517.

Iwasaki Y, Kizawa M, Hori N, et al. A case of Gerstmann—Striussler—Scheinker syndrome with the P105L prion protein

Nl

3

4

Z

gene mutation presenting with ataxia and extrapyramidal signs without spastic paraparesis. Clin Neurol Neurosurg. 2009 ;
111(7) : 606-609.

5) Higuma M, Sanjo N, Satoh K, et al. Relationships between clinicopathological features and cerebrospinal fluid biomarkers
in Japanese patients with genetic prion diseases. PLoS One. 2013 : 8(3) : e60003.

6) Yamada M, Tomimitsu H, Yokota T, et al. Involvement of the spinal posterior horn in Gerstmann-Striussler-Scheinker
disease (PrP P102L). Neurology. 1999 : 52(2) : 260-265.

7) Matsuzono K, lkeda Y, Liu W, et al. A novel familial prion disease causing pan-autonomic-sensory neuropathy and

cognitive impairment. Eur ] Neurol. 2013 : 20(5) : e67-€69.

Mead S, Gandhi S, Beck J, et al. A novel prion disease associated with diarrhea and autonomic neuropathy. N Engl ] Med.

2013 5 369(20) : 1904-1914.

JEAE G7 @R T Al B e 15 B T IR T T T3 (BB IR B s IR SR F3E) 77 ) oA Vi R OIS T A v R G

BT S ERAERIEEE MR Y A VRS A N F A v 2017.
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=
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I®xx

PubMed #i3 1 2015 4 6 [ 30 F (X)
#1  ("Prion Diseases/genetics” [Mesh] OR (genetic AND prion disease*) OR (genetic AND gerstmann-straussler-scheinker
disease*) OR (genetic AND "fatal familial insomnia")) AND ("Japan" [Mesh] OR japan [TIAB])

B PREMRSR £ 2015 4E 6 A 30 H ()

#1 (7Y 4 Y9/TH OR 7Y 4 »9#/TT OR FKEEEFEIEEANREE/TT OR Gerstmann-Straussler-Scheinker/TI) AND ((SH
=i#{n%%) OR #{z%/TH OR #{n%/TI OR # =t E/TH) AND (HZA/TH OR HA/TI OR 43F/TI OR F A3/
TI OR b »3E/TI)
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HHENZ L VERS M (gett) 2V A AR O FRFR L B ol

| &%

DLDHETERINATLIESET Y VEIE, ZTER Creutzfeldt-Jakob disease (variant
CJD:vCID) LIEEBIERECD O 2 EETHS. EEBIERE CD dura mater graft-as-
sociated CJD (dCJD) IZEHFRDEHULEE LD, Filisr o 30 FUEEBLTHRET 55
bH3. 2/3NVFETS—BTHHNUD IZEBILEERSGE LY, 1/3H47T5—08TH
BRBRRETEDESHRBAERLEZETS.

fEl - T T A
FEIET ) A+ I, kura, vOID, R CID (S 1% 2,

vCID OFIEER TG 29 L, D7V & UiF LI L EERETH O, HEIRESLI
O EORMIEIRTHFET 2 10, KRB LBZ SN L v, 7T 5 LIRACEEA
PRREFRE PRI L £ OEBYER VI 2. R RFRESLEEEEEET 2 HE EL
EMHMO AT A, BEE MRI YEHE 5 CHIRAL O {5 538 (pulvinar sign) #7288 5.
iz C 3 B[R] B 1% 7 FE periodic synchronous discharges (PSD) (3@ HIEH L 72w, D3 [E
251 5 vCID OHt I, 1990 FEIFCHEERIEEES D Y, WIHEM L O 11.5 R ER
7% EORAER TS L BB 1 IO A TY, RHORET PSD O MBASHZES T

5.

ODAETIX 16O vCID 2T, EFPHEEAIC L 2EEECID TH Y, 148 fEFIH

RSN TU D Q01542 A —~A 7 v 2AEHS), FEBHOEE L7 - e Tl oEEIXE 1
DLFHYTHY, HHLICBHEERESLHIHL T 2EHMDOLFIT N A Y B, Braun Lo b Mg
M Lyodura™ Z /L T2 25, Aﬂi??@‘fﬁ]@*iﬁuiiﬁrb BEDEDTH D (F2).
Lyodura” O i1k (1997 43 ) R FMi 220 10BE» O GFEL TO v, ERE
CID IR & 5 A5, FAiih & 30 FE%l L 70ERIT b BEVHRS AT 5Y. dCD

1| BREABECHITIEEBEORE L B-RKBEI L DFEHOEER

B () SHE (SF#B)
i+ B RE (A% i+ B RE (AB)
FE5 43.8+13.8 (62) 30.8=16.7 (26)
MmEREE 402+17.7 (41) 35.7%6.1 (3)
M5 245+17.2 (6) 27.8+15.1 (6)
BE TV NA, =XEEE 50.2+9.4 (26) 50 (1)
Z Dt 443+10.4 (6) 29.1%14 (13)

[Hamaguchi T, Sakai K, Noguchi-Shinohara M, et al. Insight into the frequent occurrence of dura mater graft-associated
Creutzfeldt-Jakob disease in Japan. J Neurol Neurosurg Psychiatry. 2013 ; 84(10) : 1171-1175.)
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xR2 | BFREAEICH T EEBIERE CJD(dCD) OREK, EIEH, BEFISFBOLRER

BEK
MR, DR (%)
BERBEOREAKRE, % (A
&%
mEFEE
N5
BEHITLWhA, =ZX&ER
Z At

BEBERO S (FHEE)
CID SEF# "' (FHmEEE)
SEREART T (S5EE)

Lyodura” OERAE, % (A%)

OR>Y 129 %8, % (A%)
AFFZVIAFHFZY
AFF=v /N>
INY [N >

REL % (A%
k75—
75— 8

*1 FHBERE

B4

142
58.5

43.7(62/142)

28.9(41/142)
4.2(6/142)

18.3(26/142)
4.9(7/142)

43.1+15.1(1~70)

55.7+14.9(15~80)

12.1+5.8(1~30)
100(130/130)
96.6(57/59)

3.4(2/59)
0(0/59)

54.8(17/31)
45.2(14/31)

SE

53
435

53.1(26/49)
6.1(3/49)

12.2(6/49)
2.0(1/49)

26.5(13/49)

31.6=15

429+15.6

11.3+6
92.1(35/38)
74.3(26/35)

8.6(3/35)
17.1(6/35)

78.9(15/19)
21.1(4/19)

p &

BEERL
p<0.001

BRERL

p<0.001

p<0.001

BEELL
p<0.05

p<0.01
}ﬁ%%tﬁb

BEERL

(Hamaguchi T, Sakai K, Noguchi-Shinohara M, et al. Insight into the frequent occurrence of dura mater graft-associated
Creutzfeldt-Jakob disease in Japan. J Neurol Neurosurg Psychiatry. 2013 ; 84(10) : 1171-1175.)

%3 | BRBIEREE QD (JCAD) Ic 1322l TS5—08 FT5—IBILOMBHIROERE

25 | Ts-ommey | FTIUIE PR
9% | phumec UE ghunzc %% ghemic| omm | RERS

? (A)*? ? A ° (B
NS 80 1.8+27 91 22%27 75 0.6=x1.0 BRELRL | BERERL
FERAEIR 60 1.0+1.7 55 1.4+2.6 67 0.5%0.7 BRELRL | BERERL
FANAE 100 26*3.2 100 40+35 100 0.9%09 <0.01
RERE 52 35+38 64 5735 42 0.4+0.5 BRELRL <0.0001
IF7A—XX 88 44+31 73 7.3%1.7 100 20%13 0.052 <0.01
RSN BRI 60 58+3.9 82 7.3%£3.6 42 22%10 <0.05 <0.0001
HERER R 72 45%31 45 82%16 100 22*14 <0.005 <0.0001
EEEES 84 6.1+4.5 73 10.3+3.2 92 28+1.2 BEERL <0.0001
BT 100 15.8+9.2 100 13.3+6.6 100 | 17.9+115 BEERL

*1 2BET— I RBROI-DDERETH > 7

*2 FH+IRERE

(Noguchi-Shinohara M, Hamaguchi T, Kitamoto T, et al. Clinical features and diagnosis of dura mater graft associated
Creutzfeldt Jakob disease. Neurology. 2007 ; 69(4) : 360-367.)

D 2/3 (3 A CJD L PO BRRHREG 2 2 L, 1/3 ORER T3 AR IR AET O L5 E
ITHRIET 5 (] 3). BIBETH OB T, 3K ETO PSD 2HIEH L 2 <, i

WELEZ 75— 2 RO BH T ) 4 VEHOLEZRBD 5 (74),

TERAE & 2 CIDAEBICBI L TiE, FRUEHE - KBRS L 2R — MEHI 2 H 2 DT,

ERCE SR



K4 FEBEBE UDAAUD)IZEI122ETS5—208 FETS—0BITLDREMRRE L MRI

FRR
2 75—o8 k75— o8
(25 @) *' (11 61) (12 61)
p fE*?
RE BEESS | RE | BIEESH | RE | BEEAK
E 5 2 (F) REBI# (&) E 5 (&)
94
[RIHA 1% E HA M E (PSD) 25 15(60) 11 1(9) 12 12%(100) <0.0001
BB BE R
14-3-3 B51% 13 11(85) 4 3(75) 8 7(88) BRERL
NSE (neuron specific 12 10(83) 4 4(100) 7 6(86) |BHERELL
enolase) HfE
MRI*
T2 s&FAEER, FLAIR B 22 16(73) 9 6(67) 11 9(82) BERERL
B, ILEGRABER
b/ G LS 7 7(100) 3 3(100) 4 4(100) | BREARL
7Y F EAEGETR
JR> 129 %8 20 MM 20 9 MM 9 10 MM 10
ORY 219 %8 19 EE 18, EK 1 9 EE9 10 EE9, EK 1

*1 20ET— I RBDI-HDPERETH > /2.

*2 TI—UBvs TS H

$ FEEMNS PSD RKIRE COMBIETI—IBTI3NA, ¥75—IBTI~S»A(FH23H»A, BERE1.0)

& HEH, HEK KANREOERESOEE

MM : X FF = vREBES, EE: JLY I VERARES, EK: JLYIVE/Y YV REES

[Noguchi-Shinohara M, Hamaguchi T, Kitamoto T, et al. Clinical features and diagnosis of dura mater graft associated
Creutzfeldt Jakob disease. Neurology. 2007 ; 69(4) : 360-367.)

FHT2E L,
Yaz@wyR—bRy b7—2
heep://www.cjdnet.jp/

I ek

1) RS @R AT S B B SR MR RS s TS, 7Y 4 R ORI Y A v A &G BT 4 SRACRTZEE,
TV A IOV —NA T A LEGTHIC BT 2 ARSI T A VBRI A N Z 4 22017

2) JEAGHEF AT B B A T B IR e [ 7 ) A4 R OB Y A v A REGE (B 2 ARACIFSERE ] A,
TV & BRI A v ARGE. B - @R ¢ 2010.

3) Yamada M : Variant CJD Working Group, Creutzfeldt—Jacob Disease Surveillance Committee, Japan. The first Japanese
case of variant Creutzfeldt—Jakob disease showing periodic electroencephalogram. Lancet. 2006 : 367(9513) : 874.

4) Hamaguchi T, Sakai K, Noguchi-Shinohara M, et al. Insight into the frequent occurrence of dura mater graft—associated
Creutzfeldt—Jakob disease in Japan. ] Neurol Neurosurg Psychiatry. 2013 : 84(10) : 1171-1175.

5) Noguchi-Shinohara M, Hamaguchi T, Kitamoto T, et al. Clinical features and diagnosis of dura mater graft associated
Creutzfeldt Jakob disease. Neurology. 2007 : 69(4) : 360-367.
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PubMed #:3% 1 2015 £ 6 H 30 H (k)

#1  ("Prion Diseases/transmission" [Mesh] OR ((acquired OR transmissi* OR "dura mater graft associated" OR infectious
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