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(0.4%) . BRI CID BN 1B TH-7-,
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0.74 (40/54) . #sMET U A A 0.69 (456/659) . RFEHDO TV A 95 0.8
(8/10) . AHM CJD ® 1 FIOMRNIHBMETH -7,

TR O IAE (WU ALHERH) (%, FEME CJD 23 71 ik (64, 77) | WHRERAHEE D
&H% CJD 2% 61 1% (49.2,69) . BTV A 9W28 73 & (62,81) . ROV A
RN 70 5% (63,75) . AHA CID1 BlOHEMERT 48 B CTH o T2,
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%/a\ﬁi (LI TMet/Met] &9, ) OEDZEIEIX, IIEME CID 23 62%
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a5, @7 ) A RICB T 5 BB ARONRIE, V180l (&Efxi: CJD)
2611 B (54.7%) . M232R (&= CJD) 71 128 #1 (11.5%) . E200K G&EistE
CJD) 73126 f5 (11.3%) . P102L (GSS) #3160 5] (14.3%) . P105L (GSS) 7323 i
(21%) . D178N (FFD) 7289 5] (0.8%) . ZDfhdDZEE)S 58 fil (5.2%) ThH-o7T-,
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89% (8/9) Thoiz, (R3) EREHLIGEDT ) AV EORLBTFEROER
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L0 HAFEBRENE <, P102L R P105L X & HICE WA H - 7=,

RIFECLDERBERDHER

HIREZ L OBGREER OB 2812375 &, BHRELIL 2014 F23 (301 fl) T
H2% <, DOUNT 2013 25 (294 #i) . 2018 4EAY (279 #1]) . 2020 H4 (277 m)
%oko(§6)%ﬁbfﬁ%%—N%?yx%ﬁfﬁﬁéhéif®%%®¢%@
(DUAAr &) 13 1.4 4E (1,19) Thoi-,

O RIRE N L o7 2014 FEOFRRFER Z & OB (/100 T AE) 1% 39 bk
T2 0.04, 40 m%—~49 &2 0.54, 50 mE~59 &S 2.02. 60 %~69 %S 4.6, 70 %~79
BE7% 8.76. 80 EELL E23 738 THHoT-, (8 7)

NOBEREFREIZ LD CID DT DOHERE ZSE L L TURLTWD A, 2016 FELIKEIX
P— R T AFER L TEEN H D, IR L THHBEE SN D £ TIITAEENS OREEZEN
HDHTD, =g T U ABERERIIAS % LE A EHR SN,

-l &%E$4®$ﬁ%%%ﬁ 295 L zmoﬁﬁm#&mhbfﬁ$1i6o
e LA _E O HE s kb\f‘%$475>if+{tﬁﬁ o BIRFAUCITMFZEENL T Y AW D
RO EIZ otD i OMELT 9&[1{“7%7)2“/{“& ZWrID Z EmEEz 272
HEZEZTND

WIRBIEED H S D

INETIEARY =S, T U A TEERINT BB MEEDH 5 CID 13K 2 1TRT &8
Nt 94 B TH D, SEIDEEESTHIZ 1 FINBINEESINZ, 50 94 FHloix
MM, LLENC Y —_ A T A TCD & LTSI, £ D% OIBHGEAIZ X VS
ﬁfﬂﬂ%btﬁ%&\ﬁfméﬁ%ﬁ%ﬁ%ﬁ%%ﬁfﬁiém & D& AH PR MR
ﬁﬂ%btﬁm%awé&\@%%@@@%éqnmﬁﬁ i 157 BINZESIZ X -
THERINTWD

RN 2 52 1T DIRIK & 72 > T2 JRREO NERIE. IMAEIS2S 70 1] (45%) . AdHd I s
27 Bl (17%) . RALZEIREE2Y 10 41 (6%) . IMILIEDS 7 1] (4%) . A0 8 Hil
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(5%) . TN 7 6B (4%) . BEmEEN 19 B (12%) . = XHTm 2% 7 41
(4%) . ZHEEEALIED 161 (1%) | #MEEZR TADAD focus FRETFIHD 1 4
(1%) ThHoT=,

REEREAERE D & 5 CJID ORIFED DA EBIERT D L. BIFEN L - ZIEIZ, 1995
D 15 i, 1998 4ED 12 . 1997 FED 11 I Th -7, (X 1)

TSR 2> B 380 £ TOHIR OEH1E 13.6 ., F/MEIL 1 F, HXIEIX38FETH
-7, (X 2)

TR 2 52T DIRIA & 7p o 729 REIT . MBS AN K050 2 5 ed . B 23 Z AL is vk
72, %< OB 1987 4 (B3Fn 62 ) OREfEALVEE 5 1B IR AR 2 2 1T 7235 73
DT, B LAEEREAERE D & 5 CJD 395 £ TOHMIIEI LT 2HEmIZH D,

TR D ALERE IS AR TR & 32 1T T B IS DWW TR, (R E OREIRAME ] < vz 2
EDVEIL TS 1993 4 (PRl 5 4F) OB (1 61) ZFRE . MHEIEZL HLIRTOM
NS 72 D 8 A% OREBAE FH 22 D73 HIA L Ty, Z OMUSAH RS O FTREMEDS
HOIEFGHY . BIEBHRINETTH D,

AWFFCHE Tl BEREBAEE DS O 20MZ e o 1256, EONFIZ OV TERED O FIE
BT A L9 ICHKIE L TV 5, 2024 4F 2 ABIIE., T XRTOIEFITEERE (AT
ERER) NHEE (HDOWIIFHEE) ~ B HEELZ A3 5 CD THhDHl La S
NTNDZENHERIN TN D,

4 ¥55E
INETHERINTE T —XITMA, 2024 4F2 AICBES NI —_( T U AFK

BETHRHNSNTEEREMZTZBRERE Lz, TNETOY—_A TV ARBEROM

ig:&\ ARERBEDTUTO 2 20 Web FA FTABL TS, (¥7rm—Fka

5Web 34 ~® URL

s TV RO —_A T R LG T BT D AR EE

https://square.umin.ac.jp/prion/

- Japanese Consortium of Prion Disease (JACOP)

https://square.umin.ac.jp/jacop/

- BIRER R FHU R o o & — ARAEA T () A [ —_ A T R)

http://www jichi.acjp/dph/inprogress/prion/
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6 &
712024 2 ABED Y — N1 S I ETERDEE

file SN
WMeFER  IZITHEERF VA Z Dt At
(TR S
M CID 9(8.9%) 67 (66%) 25(25%) 0 (0%) 101 (100%)

FEBEEDH 5 CID  0(0%)  1(100%) 0(0%)  0(0%) 1 (100%)

BHEMET Y A 3(5.8%) 49 (94%) 0(0%)  0(0%) 52 (100%)
N 0(0%)  0(0%)  0(0%) 25(100%) 25 (100%)
7Y A E 0(0%)  0(0%)  0(0%) 50 (100%) 50 (100%)
BRI 0(0%)  0(0%)  0(0%) 8(100%) 8 (100%)
B 12 (5.1%) 117 (49%) 25 (11%) 83 (35%) 237 (100%)

CD:ZuA Y7 =Lk - ¥ a7
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7% 2. BB & DELIFH

MFEME CID,N=3827 ETRMCID,N=1 HEEBERDOHS CID,N=94 EFY ALK N=1115 RHYFEOF Y F %%, N=18

el
5 1,689 (44%) 1 (100%) 40 (43%) 456 (41%) 8 (44%)
% 2,138 (56%) 0 (0%) 54 (57%) 659 (59%) 10 (56%)
L 71 (64, 77) 48 (48, 48) 61 (49, 69) 73 (62, 81) 70 (63, 75)
fife Ik
4 400 (10%) 1 (100%) 41 (44%) 141 (13%) 2 (11%)
T e 2,876 (75%) 0 (0%) 37 (39%) 959 (86%) 5 (28%)
AN 551 (14%) 0 (0%) 16 (17%) 15 (1.3%) 4 (22%)
] 0 (0%) 0 (0%) 0 (0%) 0 (0%) 7 (39%)
o K129 %A1
Met/Met 2,368 (62%) 1(100%) 64 (68%) 886 (79%) 10 (56%)
Met/Val 115 (3.0%) 0 (0%) 3 (3.2%) 187 (17%) 0 (0%)
val/val 12 (0.3%) 0 (0%) 0 (0%) 1 (<0.1%) 0 (0%)
RHA 1,332 (35%) 0 (0%) 27 (29%) 41 (3.7%) 8 (44%)
a K219 %A1
Glu/Glu 2,472 (65%) 1 (100%) 61 (65%) 1,027 (92%) 8 (44%)
Glu/Lys 11 (0.3%) 0 (0%) 5 (5.3%) 13 (1.2%) 1(5.6%)
Lys/Lys 3 (<0.1%) 0 (0%) 0 (0%) 2 (0.2%) 1 (5.6%)
RH 1,341 (35%) 0 (0%) 28 (30%) 73 (6.5%) 8 (44%)
CD: 7uAY7x/Lk - YarJHE. Met: AF A=, Val: NV, Glu: Z/VZ I W, Lys: Uy, *hgufi (U Araip)
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#3. BTV I E T EELGEES L DELIFH

{5 CID

GSS

FFI

V180l, N =611

M232R, N =128 E200K, N =126

P102L, N =160 P105L, N =23

D178N,N=9 FODDZERE, N=58

R
7
L’

i+

il JEtE
=]

(E3EY Y]
Be il
!

o Ry 129 £
Met/Met
Met/Val
Val/Val
!

a R 219 27!
Glu/Glu
Glu/Lys
Lys/Lys

e

212 (35%)
399 (65%)

79 (75, 84)

69 (11%)
541 (89%)
1 (0.2%)

0 (0%)

461 (75%)
145 (24%)
1 (0.2%)

4(0.7%)

602 (99%)
0 (0%)
0 (0%)

9 (1.5%)

62 (48%)
66 (52%)

67 (60, 73)

20 (16%)
108 (84%)
0 (0%)

0 (0%)

125 (98%)
2 (1.6%)
0 (0%)

1 (0.8%)

126 (98%)
1 (0.8%)
0 (0%)

1 (0.8%)

64 (51%)
62 (49%)

62 (55, 68)

25 (20%)
101 (80%)
0 (0%)

0 (0%)

120 (95%)
5 (4.0%)
0 (0%)

1 (0.8%)

118 (94%)
7 (5.6%)
0 (0%)

1 (0.8%)

75 (47%)
85 (53%)

57 (51, 62)

14 (8.8%)
146 (91%)
0 (0%)

0 (0%)

135 (84%)
10 (6.3%)
0 (0%)

15 (9.4%)

120 (75%)
5 (3.1%)
1 (0.6%)

34 (21%)

12 (52%)
11 (48%)

46 (41, 48)

2 (8.7%)
21 (91%)
0 (0%)

0 (0%)

0 (0%)
21 (91%)
0 (0%)

2 (8.7%)

15 (65%)
0 (0%)
0 (0%)

8 (35%)

6 (67%) 25 (43%)
3(33%) 33 (57%)
58 (54, 61) 68 (53, 74)
4 (44%) 7 (12%)
5 (56%) 37 (64%)
0 (0%) 14 (24%)
0 (0%) 0 (0%)
8 (89%) 37 (64%)
1(11%) 3(5.2%)
0 (0%) 0 (0%)
0 (0%) 18 (31%)
8 (89%) 38 (66%)
0 (0%) 0 (0%)
0 (0%) 1(1.7%)
1(11%) 19 (33%)

CID: Z7uA>Y 7 =)Lk Y745, GSS : Gerstmann-Straussler-Scheinker #%5. FFI : BN ARIRAE. Met : A F4 =2, Val:

v, Glu: VX I UEE, Lys: U,

*hgfiE (W ALap) .
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F 4 BEETV T MHE TS T T > ELGEGTFEEDE

N=1,115

P102L

P105L

D178N

Codon 178 (2bp deletion)

V180l

V180l + M232R

V180l + 24bp Deletion

V180l + S237P

Y188K

E196K

E200K

E200K + 24bp Deletion

E200K + M232R

E200G

V203l

R208H

V210l

M232R

R232R

Octapeptide Repeat Insertion (72bp)
Octapeptide Repeat Insertion (96bp)
Octapeptide Repeat Insertion (120bp)
Octapeptide Repeat Insertion (168bp)
Octapeptide Repeat Insertion (~5¥)
!

160 (14%)
23 (2.1%)
9 (0.8%)
2 (0.2%)
611 (55%)
7 (0.6%)
1 (<0.1%)
1 (<0.1%)
1 (<0.1%)
2 (0.2%)
126 (11%)
2 (0.2%)
1 (<0.1%)
1 (<0.1%)
4 (0.4%)
1 (<0.1%)
2 (0.2%)
128 (11%)
3 (0.3%)
1 (<0.1%)
3 (0.3%)
6 (0.5%)
2 (0.2%)
2 (0.2%)

16 (1.4%)

018



Zx5 THHECEDEEER, WREEE. MR ZEZFE DL TEE

FFI

sCJD dCJD Visol

JER IS4/ mr—xX R
HEAT R AE
ZINIRAE R
PR
AR IR
HEAR S ESIEIR

iz PSD
SRERE ORI

MRl KIMECE O fE
IR O &GS

BURDEES

80%

99%

48%

39%

58%

49%

78%

78%

63%

28%

14%

3.0%

84%
98%
72%
39%
71%
61%
85%
66%
79%
3.2%
3.2%

2.1%

33%

98%

27%

9.2%

43%

41%

52%

7.7%

59%

43%

11%

2.5%

44%

100%

56%

11%

11%

56%

44%

0%

67%

11%

0%

A CID GSS
M232R E200K P102L P105L D178N
72%  75%  29%  30%
96%  98% 67% 87%
41%  54%  93%  26%
36%  33% 5.6% 4.3%
56%  67%  48%  78%
44%  41% 21%  61%
78%  81% 51%  52%
73%  81%  12%  4.3%
53%  63% 38%  17%
28%  25% 8.1% 4.3%
10%  21% 4.4% 0%
550 7.9% 19% 0%

0%

CID: Z7uA>Y 7=k - ¥aZyE. sCD : M CID.

FEME R N HRAE .

dCJD : W HEE D & % CJD. GSS : Gerstmann-Straussler-Scheinker 7. FFI :
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6. BIRBEMDIERE & DERKRE

R = T AR NOERERASE TR &
1999 86 115 -29
2000 106 113 -7
2001 117 123 -6
2002 97 134 -37
2003 120 142 -22
2004 137 168 -31
2005 168 156 12
2006 174 174 O
2007 178 170 8
2008 178 206 -28
2009 218 166 52
2010 243 219 24
2011 265 219 46
2012 266 241 25
2013 294 252 42
2014 301 245 56
2015 275 266 9
2016 248 261 -13
2017 244 294 -50
2018 279 339 -60
2019 246 274 -28
2020 277 315 -38

*3E =473 ICD 10th (23317 % A81.0 & A81.8 DAEFTH 5,
TEF P —A T AFERE AN OBEFHEH OB DETH D,
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7. FHIER & DEEEDFRMR
FEFAE 0~39 % 40~49 5% 50~59 5% 60~69 5% 70~797i% 80k~

1999 0.03 0.24 0.99 2.29 2.19 1.03
2000 0.07 0.42 1.25 1.75 3.08 2.89
2001 0.07 0.12 1.10 2.76 4.18 1.44
2002 0.05 0.12 1.30 1.89 3.18 1.44
2003 0.08 0.36 0.99 2.63 4.38 1.44
2004 0.07 0.30 0.89 2.76 5.07 3.71
2005 0.07 0.38 1.47 3.19 5.55 2.05
2006 0.03 0.13 1.36 4.13 4.79 3.16
2007 0.05 0.32 1.15 2.50 6.13 5.52
2008 0.05 0.44 0.73 3.25 6.13 4.57
2009 0.05 0.44 1.57 3.94 6.89 5.21
2010 0.07 0.42 1.78 4.00 6.66 5.17
2011 0.00 0.36 2.08 3.84 8.14 6.03
2012 0.00 0.42 1.66 411 7.98 6.64
2013 0.00 0.30 1.35 4.49 9.76 7.26
2014 0.04 0.54 2.02 4.60 8.76 7.38
2015 0.04 0.27 1.54 3.99 7.80 6.14
2016 0.06 0.54 0.70 3.28 6.87 6.75
2017 0.00 0.54 1.79 3.55 5.46 6.44
2018 0.02 0.32 1.92 4.43 7.02 6.24
2019 0.04 0.11 1.02 3.61 6.09 7.45
2020 0.02 0.16 0.96 4.59 7.08 6.07
2021 0.02 0.27 1.08 3.83 6.03 6.07
2022 0.02 0.22 0.72 1.72 3.75 3.47
2023 0.00 0.00 0.00 0.13 0.43 0.35

HEFEROHEAIIAD 100 HARFEM TH S, MEEOSRICITESBHFHEICKITHAOAOZFEH L
7=,
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B 1. (BRBIEFEZH T S CID DERFEDHS

15

10

1985

1990

1995

2000 2005 2010
Calendar Year at onset

022

2015

2020

2025




B2 fERBHEEZEH T S CID DEBHED 5 BimFE TDHE] () DA

15

10

0 5 10 15 20 25 30 35
Incubation period (year)
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2023 410 A 30 H

2023 & (5 4F) 9 ARE
TIVF R —RA SV RARERHERBRE

JEA T8 R SR A B e EET A MR R U IR TR 3
T VI AIFDF—_A T o R LRI T BB 5 AT FEEE

1. HE

DL ORI BISENF I3 . BIIEOEHRIEICE S 7Y 4 U056 2 5 e i o B IR N B A | B
DHFEOBIC A EMAELZ IR T 52 1o TWA, 1999 FEFE L0 . KAADORE (RAlfesr
BEICIIFEORE) ™Mo 7 U 4 iRk OSZEE ORI XEAE 5B R FF 7T E
Bhdr TIERME D A VARG CBE T DA ZE) 9 (DL, THFZEBE] S 9, 20104EFE LY T U 4
VROV — XA T R LY BT A RRAEMREE ] ~BAT) IS S, U A RO RICIE
HEnsdz it ot

WF2EHEClZz a4 Y 7oL b - ¥ 27 (CJD) r—_A T AFKBE (BT FR—_o
TUAREREWIR) AREL. TORTEER 10 70 v 71300 TMMERNEL, iR o
MEZY—_A T AFBE LTEREL, S OICKEERIREOT Y 4w B E (EEH 1Y 2R
) OWI1EE T, HROBEICRT 2 EREICT D 5 R E) (25D < R R B Rk
i (DL R BRI IE ) OBRICIRAT SN 2 BERFAEE N ZE CTHERDE L - BHE IOV
T, JFAIE U CTEMAEEZIT> T D, 2006 4D IE TERYYE D T 55 M OSERYYIE O BE (29 5 &
BRICBAT D5 (YYEYR) ISV TRITH ONZEFIZOWTH, FHEOS & TRAEMSG LT
XD otz, BT, HEEITO IBICY—_A T U ARERT Y A VRS E (Y
BE) N LIZEMC OV T HFEIEICHEL TWD, —_1 5 20— L L TCEEDEKE
NH TV A IRBEEDN D BEIZONT, BE (b WEEE ORIEOL LI ) AU EHEER T
R DARFEN RAL KT, WEMIRNA A~ — D —RBOEKEPEFRZCFESNDIN, b0
BHROFATIIFEAL WD, 2B, UEOREIIWTNLEE (HDWITIFEK) ORIENMG LN
FIZORERL TND,

P T U RAEBITEHMCERE SN AR DO Y —_ A T 2AFBS (LT, TEBES] 0
9) CTHHRFARZEORREZHRE L., ZEESTIIZOHREL S LIl x DEFEIZHOWVWT, ZHomSE
M K (VB - Bt - ARG 7 &) FEOMIZIT> T\ b, ULEDO L) BTl & 288 T8
FRENTEBEFIZOWVWT, BEHEBRWCTEMMICZZEREREICHEZEZ B L, ZO%ORNE B
WL CuwW5b, 201744 A XV Japanese Consortium of Prion Disease (JACOP) (Z2X A7V A R
D B IR & s U CIHEE 2 D T 5 (https://square. umin. ac. jp/jacop/),

AEETH, TNFEFTEHRINTEXET—HXITMA, 202349 A 7H « 8 HIZBfES =V —~o
T U ARBETHRA SN REZ A=K EHET 5,
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2. FER
2.1. HEE

199944 A 1 B0 202349 A £ CToMMIZ, WFEPEFEE /L U CFHa s L7z 7,219 6
(E@W%a@)ﬂ%~«47/xéééfﬁﬁéﬂ ZDHH 4,906 BINT Y A LPFE LT
HNT —F RX— R TG I NT,

2023 -9 A ODZEES T 312 FIOEFINRET S 4L, D55 205 ] (FRIHFA TEERI N 10
Blaate) WU FURERD LI, BEINT (RD . 2O, 7V A IREEFN 796, 2
WrER B B 28 20 B, ROBBIZBIN 1 H, ZWIARBABIN 76 THh -7,

2.2. % - BIREDHM

F 2 | TBEEE OME - BIFEO DT, FBRER, BG4 ¢Ti2m4$ﬂmmmfﬁ%&
<L WWNT 2013 4F (294 ) | 2018 4F (273 ) | 2015 4F (271 f) Th-o7c, ANOEREFAIC
cm®%tﬁ@%@%§%&bf%bfwéﬁ\mwﬁu%ﬁ%~&4§yxﬁ%&fﬁﬂ%ét
W, AT U ABERERIAH B D RSN D,

F 3 ITAEM AR R BB E R L FREBRZ R, 2000 4E(URTE & ik U TR TlE, 60 mlL L o4E b
BEFRIZ IV CEREE, MAEED EFHEmICH D

2.3. BIRFEMOIM

3 4 \TRIRREO T A0 2 BN R 3, BERIER] 4, 906 il D 5 HAVFEM: CID 23 3, 728 5] (76%)
THY, ZOIBL TV FVEAEBETORBDERSNT=DIX 2,474 6] (66%) Th-ol-, EiEME
CID 1%, ZEJACID 28 1 1, BEERAEIED & 5 CID 28 93 5l (2%) Th o1z, BIEMET U A KD 5
HEEME CID 1 882 ] (18%) . VA KR~y « AR A AT —+ ¥ A H—¥H (GSS) 23 176 44
(4%) . BIEMEZHEEARIE (LT, [FFI) W 9) B8 fITh-o7T-, Zoftiic, 7V A 9kidhk
ELTWDEODT Y F VR A B TR O LI DR 72 & CTHEREDH A 18 filfr
3%,

2.4. JER - FrROHBRE

7V A IR OFERBIN EESER - P RO HEBUEE 2R 5 12T (P O &\ WAL T & 5 I
CJD, AP CID, GSS DA ZER) , HEIEOBERN 2017 FENGEHF INT 720, ARITH L
HEECEH SNTBEOLZEFFH LTV D, R 6 IS IS L UMM MRT BT Ao B 2779, MK
PSD (EHIMEFRIIVER ) OA LS OFT LG | THIEZEOUGETIT Y 2017 FLARF I B8k S VT2 5ER] D
HTHEHINLTND

2.5. BfzTHRE

TV F RN EE SITIER S & DT, 5636 5l (78%) 127V 4 EAEEE FRENEMmM I T
W5, BEGZELENES. 7Y A UREBFE AR, M CID @ codonl29 & codon219 2D Sy
ERIORT, BaE7 VAR E LTRESNTWAIERID S B, 7 ) 4 EAE A T ERDOE
D> TV BIEFI OB E R DS ﬁ%§8_T¢ BEIZ %tkaA@fUﬁV%EEEE¥
DIRFRIIAITOIN TN 72 WD, FIRCTERENBO LIV TWDTDIZEBIET YV A 99 & CHIE S LT iER)
Lo, K8 OEHMERIIERS L1T— ﬁb@w 7R, M CID &HIE ST EFI O HIIE T ) A
VEABBLBTIREMTIONL T RNWELEEN TV D
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A FERICEAT RN EONTHE. BEBLOZOFEICK L TAFIEE 7263 leEE %
fatl USRS Z21Th v 2 L1, E%ﬁ% ExI LT U A IR OABREEIC D703 D Al REME &2 A E T
TR, ZOTOARMIEPETILTe LA, BEBHICEDBGFEROFOERICOWTHHAEZITY 2 &
IZLTW5D, B FREORESMICOWTIE, BRI ERENMTY Z & 2 FAlE LTV DA,
VINEE T = T U AEFES LI LTV D, FEIHCITEGICE L GERDIEW D 7 o' Y
YT OEMELEBMLTEY, BFFICLEZN> TYHR— F&21T-5 T 5,

2.6. A7FHIR

BR800 CTHUIE 4,299 AOE LR IN TS (2023 4F 10 AR, FBIFNHIETETO
RO 23 9 1T, VM CID I XAEMFHIM OSEMEMN 17 » A 7208, WEBHEEDOH 5 CJD &
BAAMECID TIEZEN LY bEWHAIZH D, GSS 1T E HIZEFEHEIAE -T2,

2.7. BWOMERE

TR DBWT OMEFEE 2 F 10 1T, ZENTHIRD BB R D HEFEFIIEAETIT 12% Th o712
ﬂ\@ﬁ%@@®%éQD@%E@QDTiﬂ@%ﬂ%@m“@ﬁﬁﬁ%éﬂtoE@%ﬁﬁﬁﬂi
LR R B E B ER R FE THHRIZIOWTOIEEZZ T LN TE D, £, =147
YARERTIEHREHEEDT-OIITHRITEE L EXTEY, HIRERICS T2 RN —FbEmL T
[AYR

2.8. TEEBHEREDH 5 CID

IINETIEARY =S T A THEES IR D & 2% CJD(ACJD) 1TFR 4 IR T & B0 &5 93
FITH D, SRIOY—_A T AREESTHITBEINREGE S dCID EFNT /0> 7=, 2D 93 JiE
FOIEMNT, LATY—_A T A TCJD & L TEE SN, £ D% OBHEAIC X 0 B - ]
L dCJD & 722 o 7 dER] & | i B REFAECEGE B ClE S, £ ORI 2 I L7
SEGl 2305 & B D & 5 CID FEFNITAE, B FF 166 B3 —_1 T U AHBATHRIN
TW5, BEDNETHE L TWAHEBEBMEEDSH 5 CJD B ORI, #EkOHEZITRTEEY
Thod (WEOMEELFROEREFET D)

2 1T 2 % T DIRE & 72 > TR D A o3, BB 69 1] (44%) &80 25
B, I (27 1 5 17%) BEIUTRNTE, TR 12 IR S EBHEIRE O & 5 CJD £ TO
W D5 21, %<@$%ﬂmm(Wﬁ&)i@@ﬁ@@ﬁ&ﬁﬁuw A Z &R D
T, B DEEERBAEED & 5 CJD R £ COWIRIZEILT 2HmcH 5, BIAEDOFIT 13.5 4
(W%ﬁ# T4, /I~ K 1 1~334F) Th D, @%%ﬁﬁ@%é&Eﬁﬁ@%ﬁﬁ@ MiEE 1
. BHENORIFE COMMOSMER 2 1ITR-7,

@E@ﬂﬁ&ﬁﬁﬁ (CBEZ 2 T T2 BE IOV T, [BAAEEORREENEH Sz 2 SV LT
W% 1993 (CEREK 5) AEOBREF] (1 F1) ZBrE ., WUERTEZS S LIRT O REREE A 72 0 )28 5 1% o fi s
PROINTHI L T eV, I OMICAEEAE O RTREMEDN & D AEF S 13 FldH 0 | BIE L IEFHRIES T
5D,

Kﬁ PECIE, BB SN2 s 28A . TORRICOWVWTERENDFERICHAT S X

@ﬁbfwéo%%ﬁﬂOHﬁf\?AT@fWTEFE(%6DHE%%%)W%%%(%é
wm%ﬁ>mfﬁﬁ%ﬁﬁ%ﬁ?équ%éj:&ﬁﬁ%éﬂfwézkﬁ%%éMTwé
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==
3. fhrg

TNFETBEINTEET—ZIIMA, 202349 A7 H -8 HICEE SN —_1 T 2AFKES
TRHESNEFERZNZ2 -8R 28 E L, 2INFETOV—S, T U AZBEHBOREIL. AiEE
HEab T, RO 2ODF—LN—T FETABL TS (Furo— RAafgg) .

TYFURDOY—A T A L BRI TB5Z BT 2 AR FRBE
https://square. umin. ac. jp/prion/

BIEERRFEHIRER T ¥ —AREEZRN ()L UHEP—_A T R)
http://www. jichi. ac. jp/dph/inprogress/prion/
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4, XF

x1. 2022598 7H -8 HREY — M5 AZESRFAREOHE

S [F XTEEHI BEL VA =1
N =18 N = 157 N = 30' N = 205
A0
M F 4 CJD 12 (67%) 120 (76%) 29 (97%) 161 (79%)
ZTERCD 0 (0% 0 (0% 0 (0% 0 (0%
BEEBEEDH D 0 (0%) 0 (0%) 0 (0%) 0 (0%)
CJD
E{=ME CD 6 (33%) 35 (22%) 1 (3.3% 42 (20%)
GSS 0 (0% 2 (1.3% 0 (0%) 2 (1.0%
FFI 0 (0% 0 (0% 0 (0% 0 (0%
n %)
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®2 BEOMK - RFEEDOSH

YR FURFER AOEERE
HRE 2 = /it E: z At x=
1998 4 LIAT 42 79 121
1999 £ 32 54 86 51 64 115 -29
2000 £ 48 57 105 44 69 113 -8
2001 £ 54 62 116 62 61 123 -1
2002 £ 47 50 97 54 80 134 =37
2003 £ 49 n 120 70 12 142 =22
2004 £ 62 12 134 68 97 165 =31
2005 £ 75 89 164 12 83 155 9
2006 £ 60 13 173 70 103 173 0
2007 & 80 98 178 10 97 167 11
2008 £ 14 101 175 96 107 203 -28
2009 £ 97 121 218 19 87 166 52
2010 £ 101 141 242 93 125 218 24
2011 & 114 150 264 107 112 219 45
2012 £ 115 150 265 99 142 241 24
2013 & 132 162 294 116 136 252 42
2014 & 129 169 298 115 130 245 53
2015 & 120 151 2n 120 143 263 8
2016 & 106 132 238 115 144 259 -21
2017 & 113 126 239 127 165 292 -53
2018 & 101 172 273 154 183 337 -64
2019 £ 111 134 245 105 166 27 -26
2020 & 110 161 2n 131 183 314 -43
2021 & 102 124 226
2022 & 42 44 86
2023 & 0 1 1
B 2 4 6

BRI ICD 10th 2175 A81.0 £ A81.8 DEFITH D, EFH— M T VAKBRLEAOFEAERTCHDE
HDRETHS
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®3 FMBERANERECLOBEHREBER

~39 5% 40 E~49 % 50 B ~59 &% 60 #~69 &% 10®E~T9 % 80 B~ L
REGE BER BEEX BEH BEE BER BEEX BEY BEE BER BEEX BEH BEE BER BEE
‘29 0.0 4 02 19 11 4 25 2 28 5 13 86 07
2‘5’20 0.1 7 04 23 12 26 18 31 31 14 29 105 08
2‘2‘ 0.1 2 0.1 21 11 41 2.8 41 4.1 7 1.4 116 0.9
2‘22 0.0 2 0.1 5 13 28 19 32 32 7 14 91 08
9 0.1 6 04 19 10 3 26 44 44 7 14 120 09
o 0.0 5 03 16 08 4 28 5 50 18 37 13 10
7 0.1 6 04 21 14 49 31 6 55 13 21 164 13
2226 0.0 2 o1 25 13 6 41 5 48 20 32 172 14
el 0.1 5 03 2 12 4 25 13 61 3% 55 178 14
2‘28 0.1 7 04 14 07 s 33 70 59 29 46 175 1.4
2229 0.1 7 04 % 16 6 39 8 69 3 52 218 17
a0 0.1 7 04 29 18 72 39 8 67 4 52 240 19
A 0.0 6 04 34 21 6 38 105 81 4 60 263 2.1
222 0.0 7 04 21 17 75 41 102 19 54 66 265 2.1
2 0.0 5 03 22 13 & 45 126 98 5 13 294 23
22;4 0.0 8 05 3 20 8 45 113 88 60 74 298 23
225 0.0 5 03 23 15 13 40 109 17 5 59 211 21
e o1 10 o5 10 o6 5 31 %4 67 64 64 238 19
A 0.0 9 05 28 18 6 34 76 54 6 63 239 19
22;8 0.0 6 03 28 18 8 44 98 69 5 59 23 21
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~30 &% 40 B~49 % 50 #~59 % 60 #~69 & 70 B~79 &% 80 B~ wH
RAE BEM BEE BEM BEE BEN BER SER BAR SER BRE SEN BEE BEM BEE
22;9 2 0.0 2 0.1 16 1.0 66 3.6 86 6.1 73 7.3 245 1.9
zgéo 1 0.0 3 0.2 15 0.9 7 4.5 113 7.0 68 5.9 27 2.1
2221 1 0.0 4 0.2 15 0.9 56 3.6 86 5.3 64 5.5 226 1.8
22§2 1 0.0 2 0.1 8 0.5 16 1.0 39 2.4 20 1.7 86 0.7
zg 0 0.0 0 0.0 0 0.0 0 0.0 1 0.1 0 0.0 1 0.0

F) BERQBEMEIAD 10 FAMERMTHS, BEEOIBIZIERRAERICEITHIAOZEALR, 2021 £
LIBBIERI|MEN S LM =0, 2023 FRRATIHEEL H>TLVS,

F4 REIEDOMHR - RFEFE

Al 5EHE CUD, EEH C, FEEBEEDH BztE CD, GSS, FFI, ROMEOTUA
N = 3,728 N=1 % CJD, N = 93! N = 882! N =176 N=28 V|, N =18
431
5 1,630 (44%) 1 (100%) 40 (43%) 348 (39%) 86 (49%) 5 (62%) 8 (44%)
z 2,098 (56%) 0 (0%) 53 (57%) 534 (61%) 90 (51%) 3 (38%) 10 (56%)
Fih 71 (64, 17) 48 (48, 48) 61 (49, 69) 76 (68, 82) 56 (47, 61) 58 (52, 60) 70 (63, 75)

'n (%); Median (IQGR)
3) BEMETVAURCETIADEABGFOEEZRDHEVN CID OREELAH LIPS, BALZEN

FCOAhTIVIZEEND,

mEHGE L, TV U EREEGFREP. REEBEEREBFLENEFND,

031
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&5 FEREMRFOHRIEE

PSR CID, N = 1,478 JBIRtE CJD, N = 421 GSS, N = 68!
SFI0—-XR 1,116 (76%) 171 (41%) 26 (38%)
TR AN 1,455 (98%) 407 (97%) 51 (75%)
N EhEIN 689 (47%) 128 (30%) 62 (91%)
HEARRRAE IR 829 (56%) 194 (46%) 40 (59%)
SRS EREER 623 (42%) 144 (34%) 14 (21%)
BHEEE 619 (42%) 101 (24%) 8 (12%)
BEREE 118 (8.0%) 27 (6. 4%) 13 (19%)
RERE 570 (39%) 67 (16%) 5 (7.4%
FEAAEIR 624 (42%) 139 (33%) 17 (25%)
EHEREINE 1,060 (72%) 215 (51%) 32 (47%)
I HITEE 923 (62%) 249 (59%) 36 (53%)
BEES 470 (32%) 99 (24%) 28 (41%)
EBTEE 512 (35%) 95 (23%) 15 (22%)
Bt EREE 252 (17%) 58 (14%) 11 (16%)
TAMAFEE 96 (6. 5%) 14 (3.3% 2 (2.9%)
FEERENIEE 841 (57%) 236 (56%) 18 (26%)
HITEE 894 (60%) 248 (59%) 31 (46%)
BETHR 657 (44%) 93 (22%) 9 (13%)
AT FiRaER 12 (0. 8%) 1 (0.2%) 0 (0%)
SEUIR 13 (0. 9%) 2 (0.5% 2 (2.9%)

'n ()

) MEECD FTIVA UV ERHEGFORREETOTLWEWIZET, EERMECD XTIV A U EREEGTF
DERZROHTEVD CD DREENH LB EET, REFRRET SN 2017 FLURICEFIN-BEREERL
= (DBIEFEFREERBCFILGSLLY)

032



& 6. BRSO MRI FT R D IR

M SHE CUD, S&fZHE CJD, GSS,

N = 1,478 N = 421! N = 68'
BRI 8514 B PSD 1,060 (72%) 100 (24%) 7 (10%
WS 85 1 B RBRBOBKA 601 (41%) 205 (49%) 20 (29%)
WRI 128513 2 KINR EDEIES 976 (66%) 297 (71%) 11 (16%)
WRI (28514 B REKDEIES 476 (32%) 100 (24%) 6 (8.8%)
WRI (2851 DRERDBEIES 99 (6. 7%) 28 (6. 7%) 2 (2.9%)

n %)

) MAEECD FTIVA U ERHEGFORREEZTOTLAEWIZET, EERMECD XTIV A U EHEEGTF
DERZROHTEVHD CD DREENHEPEET, REFRRET SN 2017 FLURICEFIN-BERZEEREL
= (DBIEFEFREERBCILESLLY)
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x1. TIVAVEBEGFIFL129 £ 219 D0

EHEE
k2219
Glu/Glu Glu/Lys Lys/Lys A &t
a k2129
Met/Met 4,862 (86%) 174 (3.1%) 13 (0.2% 35 (0.6% 5,084 (90%)
Met/Val 426 (7. 6%) 5 (<0.1%) 0 (0%) 13 (0. 2%) 444 (7. 9%)
Val/Val 17 (0. 3%) 0 (0% 0 (0%) 0 (0% 17 (0. 3%)
TEA 0 (0% 0 (0%) 0 (0% 91 (1.6%) 91 (1.6%)
At 5,305 (94%) 179 (3.2%) 13 (0.2% 139 (2.5%) 5,636 (100%)
TUFURER
ak> 219
Glu/Glu Glu/Lys Lys/Lys B/ =
aF>129
Met/Met 3,167 (88%) 30 (0.8% 6 (0.2%) 31 (0. 9%) 3,234 (90%)
Met/Val 277 (1. 7%) 0 (0% 0 (0% 10 (0.3% 287 (8. 0%)
Val/Val 13 (0. 4%) 0 (0% 0 (0% 0 (0% 13 (0. 4%)
<EH 0 (0% 0 (0% 0 (0% 71 (2.0% 71 (2.0%)
A&t 3,457 (96%) 30 (0. 8% 6 (0.2% 112 (3.1%) 3,605 (100%)
PIFEE CID
ak> 219
Glu/Glu Glu/Lys Lys/Lys E ast
ok 129
Met/Met 2,291 (93%) 11 (0. 4%) 3 (0.1% 7 (0.3% 2,312 (93%)
Met/Val 106 (4. 3%) 0 (0%) 0 (0%) 2 (K0.1%) 108 (4. 4%)
Val/Val 12 (0. 5%) 0 (0%) 0 (0%) 0 (0%) 12 (0. 5%)
TH 0 (0% 0 (0% 0 (0% 42 (1.7% 42 (1.7%)
A&t 2,409 (97%) 11 (0. 4%) 3 (0.1%) 51 (2.1%) 2,474 (100%)
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®8 BEEMTIAURICETETIVA L EREEGFORMERDOSH

BIEMETY A % - N=1066'

102 Pro/Leu (GSS-P102L) 153 (15%)
105 Pro/Leu (GSS-P105L) 20 (1.9%
178 Asp/Asn (FFI-D178N) 9 (0.9%)
180 Val/lle (V180I) 578 (55%)
180 Val/Ile (V180I) + 24bp Deletion 1 (0. 1%)
180 Val/Ile (V180I) + 232 Met/Arg (M232R) 7 (0. 7%)
180 Val/Ile (V180I) + 237 Ser/Phe 1 (0. 1%)
188 Thr/Lys 1 (<0.1%)
196 Glu/Lys (E196K) 2 (0.2%
200 Glu/Gly 1 (0. 1%)
200 Glu/Lys (E200K) 123 (12%)
200 Glu/Lys (E200K) + 232 Met/Arg (M232R) 1 (0. 1%)
200 Glu/Lys (E200K) + 24bp Deletion 2 (0. 2%)
203 Val/Ile (V203I) 4 (0. 4%)
208 Arg/His 1 (0. 1%)
210 Val/lle (V2101) 2 (0.2%
232 Arg/Arg 3 (0.3%
232 Met/Arg (M232R) 125 (12%)
Octapeptide Repeat Insertion (72bp) 1 (0.1%)
Octapeptide Repeat Insertion (96bp) 3 (0.3%
Octapeptide Repeat Insertion (120bp) 6 (0.6%)
Octapeptide Repeat Insertion (168bp) 2 (0.2%)
Octapeptide Repeat Insertion (A&%) 2 (0.2%)
Codon 178 (2bp deletion) 2 (0.2%)

n (%)

) BIEFEEZRDODINTI/BEEZRHE LT, E200K v 1) 7ENIISM CD 2 hi=16F
NS CID & LTSI TULVS, Octapeptide Repeat Deletion (-24bp : EEZETH S 24bp DREK) %H
I BHMFEM CID A6 FIBFESNTILNS,
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£9. RUMNHER SN IEGORERNEFLAM(R)

B} EHE BRERE =/MiE =AfE
IS4 CJID 17.3 18.0 1.0 311.5
ZEE CD 42.4
EIRSIERED & 5 CD 23.3 28.2 0.8 206.0
&= CJD 27.3 31.1 1.5 254.9
GSS 78.1 51.5 10.0 294. 4
FFI 27.9 34.8 6.7 79.9
ROFEOT A U 25.0 21.7 4.0 68.3
) REHIOHEEEH L GBHTEEE Ao =HITEHN DB .
& 10. ZHOERE
HeEpl, (F (XRESEMH, BEL M, o,
N = 574! N = 3, 755' N = 570' N = 4,899’

B
MFtE CID
ZERCD
ERBAEED $H 5 6D
ERtE CID
GSS
FFI
RAFEDT) A U9

392 (11%)
1 (100%)
41 (44%)
119 (13%)
16 (9.1%)
3 (38%)
2 (18%)

2,801 (75%)
0 (0%)
36 (39%)
751 (85%)
157 (89%)
5 (62%)
5 (45%)

535 (14%)
0 (0%
16 (17%)
12 (1. 4%
3 (1.7%)
0 (0%)
4 (36%)

3,728 (100%)
1 (100%)
93 (100%)
882 (100%)
176 (100%)
8 (100%)
11 (100%)

n (%)
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x11. BEBERZATLS704 YT/l - VIATRBEDOBIEDL &L LIE>T-TREE

fmAE (JRER) A (% )
i fE S 69 ( 44 )
fixi 4 i 27 ( 17 )
RIEH B ARSE 10( 6)
fixd i fiE 7C 4)
aFH 8( 5)
X504 7( 4)
ERm g 19( 12 )
=X 2 fE 7( 4)
ZF0ih" 2( 1)
&t 156 ( 100)
1) BHHHEILE 1., SMEETADLAD
focusPrEF 1141

FIMARIE% (B ADBEZRTAE
100%(ZE BN H D)

x12. BEBERZATH7 04 YT/ b - YVOATRBEDOBIBEE L BEN S HRKRE TOHAM

BiEN SR BEETOHBE (F)

BHEAE 1-10 11 12 13 14 15 16 17 18 19 20 21 22 23 24 25 26 27 28 29 30 31 32 33 it &Ft

1975 1

N = =N
WWNBE=N =
S
N BN =
N
w

037



1. BEBEEEETSYO4YT b - I THREE 156 AORBEDHT

16
14
12

10

(N8

0 !!!
LN ~ (*)] — o LN ~ D b o LN ~ [ep) i o LN ~ [e)]
o0 o0 0 D (o)) D (o2} D o o o o o I - i — -
)] [e)] ()} ()} )] (e} )] )] o o o o (=] o o o (=] o
— — — — — i — - (o\] N o~ o (a\] o~ o~ oV} (a\} N
JEI"Iii5

M2 HWEBHEERZETLI704YT7)Lh - YOTITREE 156 AOBENSFHERFFE TOEHRBOS

18
16
14
12

10
N

1234567 8 9101112131415161718192021222324252627282930313233
&3
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01

IR TEHEE R A S R (AR BRI 3E)
Sy RBFFE S
T VA AFGOY—A T R L REGTRHICE 4 5 AN

EEY—RAFVRICETKOAED T F U RDEFBR
(19994 ~20234F)

WFSEr A LS

BB ERI R o & — AR A A R P

MEEE

W SN,

ruaA>Y7x)bk ¥ a7¥E (Creutzfeldt-Jakob disease, LLF [CID] EvvH,) ITRFEX
NAHT VAT, BRICEIT T AR E ., I A7 0 —X AR EFOMRIERE R L, &
LS IRAE 2 T T D BAER R AR CTH D, AFETIE, 7V A —o
TUADT —ERXR=A %S L, DREDO TV FIE OG-,

1999 4E 4 H 1 H225 2023 4E 2 H £ CToOHIMIZ, WFZEEEEE %8 LT 9761 #il o BEH R
(EEFEET,) Y—_A T AFBRERT, DI H 5055 BIN7Y 4
JRERO B, T—FR— TSN, 2023 I 542 BRI S, FDHH 356
FINRGE STz, L BERS LT 356 il NFRIZINVZENE CID 23 260 61 (48%) , fill RS HE R
D&% CID N 16 (0.2%) ., @EisthE7 Y A 9mH 95 6l (17.5%) . 2WiRBBI2Y 32 B (5.9%) .
TV F IR TERINN 129 B (23.8%) . i2WriREEEI 24 B (4.4%) Tho7-,

7V F IR DOBERE NI S LI S RN H Y | = T ADHEGR N LETH D,

A AR EBN )
raAY7x)Lh s ¥a2T7Yw (Creutzfeldt-Ja
kob disease, VLT [CJD] w9, ) ITfFRS

o7 U A U IRIE RIRITHETT T D AR RElE

Ja—X A7 EOMIER A B L, HEHEhp
B2 R CHE T D BAEH) A R A MR R C

9994E4 H LI, DMETIE 7V Ao+
— R TR E RGBT A FRAAFSEEE) 8
MR L7 TCIDY—_A T U AEKES] 12XV,
T A IO REY— A T AN S 4T
WA, RYy—_a T 20E2 BT, DREIC
BIFAH7 ) A IFOEAEERM ZH LI T 5 2
L. BEAICID (variant CJD., LLF [vCJID]
LW, ) OREEEHRTHLED2ETH D,
AKFFETIE, TV A IR —_A T ADT —
HR—= AL L ORED TV A JFOE G
R LT,

NS
i

Nl w2
o OE N
G

B. AR Ak

(H—ARA 5 VR & - 1HHRIR)
VAR =R T A TR EEEZ 1007
1y T EE DTy 7IZCIDY—_A T
VARE (MHRABOEME O E) AR E L
TW5, CIDY—_A1 T ZAFKEIL, FHEFFIR
OCIDIH Y (FPRREERH M E) &g L,
BWMENEL TS,

A=A T ZDFERIFUTIRD3 SO TH 2,
(1) FrE R BIEPRITTE S 36 < (R R R A
NEE (2) RYWEEIC IS < R T H (BRERYYE) |
(8) WALRSAICTHELND 7Y &V EABIGT
BREB X ORI RFACEE DN D IR RE DK
TS AFHEEL, Zh b 0FRE I, CJ
DY —_ o T AFHIT K 5 FEHMPE N 26
Fhi x5,

039

A I N7 T RN T OEEHFRITHIC 20 T S
NACIDY—_A T AKBETIHT OB X
N5, ZEORHEICE > TT VA UIHERES N
TIEBNE, FZWT ORESRE - K72 & 2 5Ffl S .
TR RTINS, EFBIC OV T,
%tﬁ%ﬁéﬁéi?ﬁ%%ﬁﬁ%%ﬁ%%ﬁ

TW5,

(DHAE)

199944 H 7> 5202442 4 £ TOMIM PIcE 5
N7=97611F (77U A IR UA ORI B E
LTmESNIBIbEEND, ) o i e L,
ZWr, MR, RS, ZWrOREEME. Bz TRIco
WS LT,

(REEADERE)

A2 TORBEITEE S LIIFEDORENES
NI E T D HFER SN D, KREOMENFERIT
AP, MR RADA =T, X ERE
FFRDO L) ZINE L TWAD, 728, CID—~_ A1
Z v ADERZOWN T, BIRKFOMBEHEAESE
BETARINLTWS,

C. IR#HER

(M=)

199944 H 1 H 75202342 4 £ TOHIFIC  AF
TR RIS R A 10 U T 9761450 R I AN I EE &
nic, (EEfZET, ) VY—A4 T AKES
AT, DD BE05EBIN T Y AR LR 5
oy T—H R R TGRS Tz, 20234 121E5
ABIIMHRFT S, D D B356HI NNV EER S Tz,
L < Bk S 7235601 0 NERIZINZEMECID 232
6001 (48%) . HEREREAEIED & % CID A 145 (0.
2%) . BARET U A N6 (17.5%) . 2



Wr A~ERGIA38201 (5.9%) « 77U A RS ERINN
291 (23.8%) . Witk E10324%1 (4.4%) T
botz, (F1)

(2 Z L DEARNFEOEE)

BEIER AR ONFRIZ, IMMFEPHECID 38274

(75.7%) . TEREFEAEIE D & 5 CID 739441 (1.9%)
MY AR AI11160] (22.1%) . ROFED
gu?/wnsm (0.4%) . 25 BRICID AN 14 ¢

27,

Btk (Br4e) 1%, MFEMECIDA30.79 (1689/
2138) . FHFEBAHIED & 5 CIJD230.74 (40/54) .
BT Y A4 958 030.69 (456/659) . ARAFED
7 AR H30.8 (8/10) WE@CJD@WJM
BB TH o7,

FEIFAH O RAE (U NrEF) 12, EEC
JDNT1R% (64, 77) | HEERBHERED & 5 CID)36
1% (49.2, 69) . BEMETY A W73k (62,

81) . RO TV A L IEIRTOR (63, 75) .
wﬁﬁucmuﬂ@w& 1348 TH 5T,

W OREFEMIZ BT, FEFER & VT IE R E RN
58 B EIESITINIEIECIDA386% (3278/3827)
JJK@7)2L/J“75:99% (1100/1115) . FHfER
R D 3 5 CID7383% (78/94) . RH¥ED 7
A PR N89% (7/18) T o7~ —J7 T, WHEEH
D5 B EEIZIFEMECIDAY10% (400/3827)
BT zL/rznw% (142/1115) . AR
BED & 5 CIDA44% (41/94) ﬂ%é&iﬁé@i’h‘
IRI1% (2/18) Th o7,

A zL/EEEIJJK% IX= %/129& o K2

1CIEHSRIN M LN TR Y JREEICRE LT
5 zb7b>E ZBWT, :JP‘/129%?§£‘6%%%<
3}8\&’)67‘?%%/?‘%%/\{2’—( (LIF TMet/Met |
W) OEDLEISIL., IEEECIDAY62% (2
368/3827) . &fnh $7 U AL ENT9% (886/111
5) . FEREREHLE D & 5 CIDNY68% (64/94) . R
SED TV F ¥R IB6% (10/18) Th-o7-, —
Ji. A K219 TR b < BODL I NVHE I
feREEASE (LT IGlwGlul &9, ) @E
W HEIEE, MFEMECIDAY65% (2472/3827) .
BALT ¢7m/r75>92% (1027/1115) . HHfER
WEIED & 2 CID7365% (61/94) . F/AMED T Y
F PR NN44% (8/18) TH -7~ ttb 7 A
‘g%E(%ﬁg:%ﬁﬁﬁﬁﬂ%ﬁﬁﬁ@%Mﬁ%%xﬁ@#

GEEET) A UROBEC LEDERD
BTV A RIE T ) A EADEG A
HIZL > TEBMCID, SV A R~y A huA
AT— %A H—9 (Gerstmann-Striaussl
er-Scheinkerii, VAT [GSS) w9, ) . EE
MEF A IRSE (Fatal Familial Insomnia, A
T IFFI] W9, ) ITnsnd, BiatErY
ﬁyiﬁczﬁoﬁéifgL{a%ﬁ;‘E@mR X, V180I
(BAEPECID) 2361141 (54.7%) . M232R (:_
{ZMECID) H3128%1 (11.5%) . E200K GEfst
CJD) 7812661 (11.83%) . P102L (GSS) 7316
0151 (14.3%) . P105L (GSS) 7323#1 (2.1%) .
D178N (FFI) 23941 (0.8%) . # DO ZEEMR
58%1 (5.2%) ToH -7,

Bickt (B112) 1%, V1801230.53 (212/399) |
M232R730.94 (62/66) . E200K731.03 (64/62) .

040

01

P102L7/30.88 (75/85) . P105L731.09 (12/11) |
D178N7132 (6/3) . =D ZEF)30.76 (25/33)
‘/63?)/)7]‘:0

T E (WU AC#EPH) (X, V180I2379m% (7
5, 84) . M232R72367i% (60, 73) . E200K7%36
2r% (55, 67.8) . P102L2357i% (50.8, 62) . P
105L734675% (41, 48) . D178NA3587% (54, 61) .
T DM OEFEN6T.55% (53.2, 73.8) Tho7-,

= }\/129%779*”“CMet/Met0) b HEIAIL, V1
80I7375% (461/611) . M232R7398% (125/12
8) . E200K72395% (120/126) . P102L74384%
(135/160) . P105LA30% (0/23) . D178N738
9% (8/9) Th-otz, —F., 2 R 219%H TGl
wWGlud 5 5 E| A1, V1801A399% (602/611) |
M232R75398% (126/128) . E200K7%394% (118
/126) . P102L7375% (120/160) . P105L71365%
(15/23) . D178N7389% (8/9) Toh~7-, (F
3) BRIZHET LImBREARAND T ) 4 & B Els
%®&Eiﬁbﬂf%ﬁmﬁsxﬁfﬁ%#mb
LN TWVWBTDITEENET U A VIR EHE SN
TIEFILH Y Efi%%i@%ﬁ%mﬁ§K%T% BHIE
Bl B BGR S IL TN D, 728, IVREMECID & HIE &
NWIREFOFIIT Y 4 v E A EE T RAEN
IThhTWRnEbLEEN TN,

(RRECLDERBEROER)

I & OBGRBEB OB EBERT D L.
FIREFNT20144ED (30144]) ThbH %< . DO
T20134E70% (29441) . 2018472 (279%41]) . 20
204713 (277@) Tholz, 5L L CANERE
NP SIDRAN CJD@&EE%E@?&% AL TWA,

QM)%WLT#%%—A47/X%ﬁT§ﬁ
SNDHETCOIMEOFIAE (WU AEPH) 131.4
£ (1, 1.9 Thot, \
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&1. 2023 FEREDY—RM TV RAEARDER
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W ORI
WeEF  IZITHEEG el Z DAt Al
& CID 21 (8.1%) 190 (73%) 49 (19%)  0(0%) 260 (100%)
WEBAEREDH 5 CID  0(0%)  1(100%) 0 (0%) 0 (0%) 1 (100%)
BT A 9 10 (11%) 84 (88%) 1 (1.1%) 0 (0%) 95 (100%)
NG 0 (0%) 0 (0%) 0(0%) 32 (100%) 32 (100%)
7Y F R 0 (0%) 0 (0%) 0 (0%) 129 (100%) 129 (100%)
ot 8l 22151 0 (0%) 0 (0%) 0(0%)  1(100%) 1 (100%)
R 151 0 (0%) 0 (0%) 0 (0%) 24 (100%) 24 (100%)
&5 31 (5.7%) 275 (51%) 50 (9.2%) 186 (34%) 542 (100%)

Ch: a4 vYI7z/Lk-vaJ¥R.
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&2 W LEDERKEFE

MFEME CID, N=3827 ZTEM CID,N=1 HEBHEEDH S CID,N=94 BTV FUW, N=1115 RSEDO IV F 9%, N =18

043

PERI]
5 1,689 (44%) 1 (100%) 40 (43%) 456 (41%) 8 (44%)
I 2,138 (56%) 0 (0%) 54 (57%) 659 (59%) 10 (56%)
ARG 71 (64, 77) 48 (48, 48) 61 (49, 69) 73 (62, 81) 70 (63, 75)
file
e 451 400 (10%) 1 (100%) 41 (44%) 142 (13%) 2 (11%)
EER =] 2,878 (75%) 0 (0%) 37 (39%) 958 (86%) 5 (28%)
AN 549 (14%) 0 (0%) 16 (17%) 15 (1.3%) 4 (22%)
TR 0 (0%) 0 (0%) 0 (0%) 0 (0%) 7 (39%)
a R 129 A1
Met/Met 2,368 (62%) 1 (100%) 64 (68%) 886 (79%) 10 (56%)
Met/Val 115 (3.0%) 0 (0%) 3 (3.2%) 187 (17%) 0 (0%)
Val/Val 12 (0.3%) 0 (0%) 0 (0%) 1 (<0.1%) 0 (0%)
ENE 1,332 (35%) 0 (0%) 27 (29%) 41 (3.7%) 8 (44%)
a Ry 219 2R
Glu/Glu 2,472 (65%) 1 (100%) 61 (65%) 1,027 (92%) 8 (44%)
Glu/Lys 11 (0.3%) 0 (0%) 5 (5.3%) 13 (1.2%) 1 (5.6%)
Lys/Lys 3 (<0.1%) 0 (0%) 0 (0%) 2 (0.2%) 1 (5.6%)
R 1,341 (35%) 0 (0%) 28 (30%) 73 (6.5%) 8 (44%)
CD:vBAYTILb-¥aTHK Met: AFA=>, Val : N>, Glu: FILRAZIUEE Lys: YD, *hR{E (EHGEEHE).



®3. BEEITVFURICETIELERIEOEFHFR

EfsME CID GSS FFI

V180I, N =611 MZ232R,N =128 E200K,N=126 P102L,N=160 P105L,N=23 D178N,N=9 ZDOfMDERE N =58

044

PERI]
5 212 (35%) 62 (48%) 64 (51%) 75 (47%) 12 (52%) 6 (67%) 25 (43%)
I 399 (65%) 66 (52%) 62 (49%) 85 (53%) 11 (48%) 3 (33%) 33 (57%)
HE fi 79 (75, 84) 67 (60, 73) 62 (55, 68) 57 (51, 62) 46 (41,48) 58 (54, 61) 68 (53, 74)
file
i 451 69 (11%) 20 (16%) 26 (21%) 14 (8.8%) 2 (8.7%) 4 (44%) 7 (12%)
EIEL = 541 (89%) 108 (84%) 100 (79%) 146 (91%) 21 (91%) 5 (56%) 37 (64%)
AN 1 (0.2%) 0 (0%) 0 (0%) 0 (0%) 0 (0%) 0 (0%) 14 (24%)
TR 0 (0%) 0 (0%) 0 (0%) 0 (0%) 0 (0%) 0 (0%) 0 (0%)
a R 129 A1
Met/Met 461 (75%) 125 (98%) 120 (95%) 135 (84%) 0 (0%) 8 (89%) 37 (64%)
Met/Val 145 (24%) 2 (1.6%) 5 (4.0%) 10 (6.3%) 21 (91%) 1 (11%) 3 (5.2%)
Val/Val 1 (0.2%) 0 (0%) 0 (0%) 0 (0%) 0 (0%) 0 (0%) 0 (0%)
ENE 4 (0.7%) 1 (0.8%) 1 (0.8%) 15 (9.4%) 2 (8.7%) 0 (0%) 18 (31%)
o Ry 219 2R
Glu/Glu 602 (99%) 126 (98%) 118 (94%) 120 (75%) 15 (65%) 8 (89%) 38 (66%)
Glu/Lys 0 (0%) 1 (0.8%) 7 (5.6%) 5 (3.1%) 0 (0%) 0 (0%) 0 (0%)
Lys/Lys 0 (0%) 0 (0%) 0 (0%) 1 (0.6%) 0 (0%) 0 (0%) 1(1.7%)
R 9 (1.5%) 1 (0.8%) 1 (0.8%) 34 (21%) 8 (35%) 1 (11%) 19 (33%)
CD:oBAYTILb-¥aTHK Met: AFA=>, Val : XYY, Glu: FILRAIUEE Lys: YD, *hR{E (EHGEEHE)
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1. TUAVREDNNAFI—H—ORBE - BERE
14-33 14-33 total tau RT-QuIC assay
protein protein . : :

WB ELISA protein 1st generation 2nd generation
JE L 79.30% 81.40% 80.10% 70.60% 74.30%
S 81.20% 80.40% 86.80% 97.60% 100%
£2. TUAUIR (2030fEH) DAL TROINAFAI—H—DRE

14-3-3 14-3-3 RT-QulC assay
SAK . . Total tau
T protein protein rotein st
WB ELISA P St 2nd generation
generation
N 1,592 80.10% 81.70% 81.30% 79.40% 83.90%
Btk 427 71.40% 74.00% 71.90% 38.40% 38.40%
TR 11 90.90% 90.90% 72.70% 72.70% 72.70%
F3. MEHETVA IR (1, 5925EH) D2 A TRID /A A —H—DRERE
" 14'3"3 14'3"3 Total RT-QulC assay
Ha%L protein protein tau
WB ELISA | protein | 1st generation | 2»d generation

Definite case 158 83.20% | 88.60% | 86.50% 77.80% 79.40%
Probable case 1153 85.70% | 88.50% | 86.70% 84.60% 86.90%
Possible case 281 61.90% 59.10% | 62.60% 61.20% 75.80%
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1% 25-49 (35.4+5.6) £ ThH -7,
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Sakai K, Noguchi-Shinohara M, Tanaka H,
Ikeda T, Hamaguchi T, Kakita A, Yamada
M, and Ono K. Cerebrospinal fluid
biomarkers and amyloid- 8 elimination
from the brain in cerebral amyloid

angiopathy-related inflammation /
Alzheimers Dis 2023;91:1173-1183.
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1) JERN

2, W IE: 7V A 95, gRRZ: -
M. BT ATA BT A AT HES L R
AR EF 2023-2024. FAAEFAE, HAL, 2023
pp545-548.
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1)

Fujita K ,Harada M, Iwasaki Y, Sasaki M,
Satoh K, Sanjo N, Takao M, Tsukamoto T,
Hamaguchi T, Mizusawa H, Yamashita F,
Yamada M. Differentiating between
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genetic and sporadic Creutzfeldt-Jakob
disease with diffusion-weighted magnetic
resonance imaging. Prion2023, Faro,
Portugal, 2023.10.16-20.

Tsukamoto T, Ae R, Hamaguchi T, Sanjo
N, Satoh K, Kitamoto T, Takao M,
Yamada M, and Mizusawa H. and Prion

2)

Diseases Surveillance Committee in
Japan. Prion disease features in Japan
based on the national suryeillance from
1999 to 2023. Prion2023, Faro, Portugal,
2023.10.16-20.
3) Yamada M. Non-experimental prion-like
transmission of non-prion protein
amyloidosis. Asian Pacific Prion
Symposium 2023 (APPS2023), Tokyo,
2023.11.9-10.
Matsubayashi T, Akaza M, Hayashi Y,
Hamaguchi T, Satoh K, Kosami K, Ae R,
Kitamoto T, Yamada M, Shimohata T,

Yokota T, Sanjo N. Imaging and
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neurophysiological findings for early
diagnosis of prion diseases. Asia Pacific
Prion Symposium 2023 (APPS2023),
Tokyo, 2023.11.9-10.
IWHE: TV A RO —_ A TR L
BRIR. 27 128 [a] B A i 2 - = E
SiBE. AlE 2023.3.18-20 (i, WEB)
IHIEf: 150 CAA - & MZBIT5H AB
TEARRUERE &2 H0T. 55 64 [B] B AR EE
TR, R 2023.7.6-8.
WHIEC 7V F o BIOT Y F kS
RGOS, 5 42 [ B AET TR,
#5( 2023.7.21 (WEB)
IWHIEL: & MBI 27U A 90 & ik
MR B OEHE. 55 38 [BIA RN AR EEMF
Jiax. 4= 2023.7.27 (Bl - WEB)
W IR B & oo B ORRE & 2 Ol
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T F UiRRIR R DA

WFIEo 4 - FR B
WHoEts ) - Ve B
WHoEh 0 - AKEEL
i VAR BN
WHFEl % - bk
WHIE 0 Bk
DI VAR N
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[ESLASH - fRREERRAT e v & — IRl
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[ESLASH - FhREEERRATIE v & —JRb
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MREE
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bDLEZ LN,

ZIE. WREERC X D MEERZ W 2 S IVTTIERIC L DA
72t EETH D, HATIL, 7)%/ﬁ@fﬁ%Uﬂ*ﬁ@%%lki&bﬁﬁméhf
WRWD T, Z DG~ D& B IR B N TN DS N Do 7=, 15 L EIZHT2 0
7V A PR OIR BRI ZHEE L C X 72T MERIEUIE L7 R B AN, £ TR,
2023 L7V A R OFRERERIEIL, ENCREA - AR ERAFZLE v # —IRBE T 12 f, ERGEE
JWEPET 3 Bl Th o7z, AEF 15 BIOH THERNER A D OWFE CIREEAREH & fefT L72ERI N % < %
Lo, ALIE D> B Ok 2 8 TR LIk B P RIMT 21T o 7ol 2 888k U 7o, SEFI O EGIR R I3

OVFEAMERMIT B fin Y >N E (DLBCL) OfE £ | C i S TR AE - Bk %
2 ULBITH DN, g5 2 R T W B 2RO fEAT TR Creutzfeldt-Jakob 7 (SCJD)
ZEMTE R, HRICEHE DR ARDOY—XA T ZRHI OO 20T, HAIZ
F IR OIRERAEA O & 7R DS AT 5 Z & T U A IR OJREREER O, 2 W E
ZHINSE 5 Z &L, BGMRBICR T 2 AREETF B RN D b ER~OFEIRDBHIFF T 5
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BIFH7Y

A HHEEM
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EIZHEIRT D,
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HEHET %, [ENREAR - 1 E o & — BBV T
MY CNEOBEERH Y TV AR EFAE L
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2023 FF1X 7V A IR OISR ERMET 0L ENDRS
oo AR ERRIF R v 2 —IRkE T 12 B, EEGED
SEBET 3B TH Tz, AR 15 BIDR2NT, 4+
S it @ ﬂ%@%ﬁfﬁ@%ﬂ%mﬁbtrm#
%< B LTz, w75 OMRIEIT K 2 B
DIER] & — BT,

REF]] FETCRE 80 mitctt, [BEEEE] 75 nf
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<7poi=, 2021 4E8 H W9ﬁ):‘ﬂ%Aﬁ%
WIZE ML, IO THIEICK S K H I
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—XARMBLL, 560 THIT R RoT,
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Too MEHVEMESICE o 70, MR CE IR
JFE, R MRI CTHRE, RIEZIC DWI &5
i, FIFRFPITKEE S kR tau &
4 >2200pg/ml . 14-3-3 & 1 >500pg/ml .
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endent formation of TMEM106B amyloi
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WHFER 0 - SRR HORERM SRR PR e S W FE Rt BRRE - (TriRe R

WHoEth 0 - Mt —  BRETNIEERT
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WHIEs 0 - AIME RO BIRERIR RIS 2 o & — SRl 22T P

WHZEW 13 - BRES T BIRER R R o 2 — R S Y
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HREE

M3 oA 7 b b« ¥ a79iEECID) O %2 CANAERSE) & i L, @+ 2
ZEAHAE L, 9Bl MM/ sCID #Ed LU 20 Bilod SE #E(D B 11 BiANREAEME T A
AVEFETT 9 B IEEENE T A DA B O Ed epileptiform discharges, S8 MRI, EfiR
8 0 % LERARAT U7 MMIAT UL, IEH SR - 72 (Fp,3,4. C. P, O FMED miRmES
T F 72 1T I A (central sagittal sporadic epileptiform discharges ; CSSEDs), —{fl1EJA
HMERE(LPDs[PLEDs]) ., &[R4 578 (GPDs[PSWCs)) & fg#dT x4 & L7z, MM1/ ¢ #iil
sCJD FEiZEB T, CSSEDs, LPDs, GPDs (x4 5 £1(55.6%). 1 #i(11.1%). 8 #1(88.9%)
R S, FEIED H 4 epileptiform discharges ¥ & TONHHARNIX, ThEN 1.5 VA,
1WA, 263 WHTHH-7=, SE &L DiER]IZIHBW T, CSSEDs, LPDs, GPDs @ sCJD 2k
FrRLBElX, Z224 95%, 90%., 80% Td - 7=, MM/ A sCIJD T4k > CSSEDs, LPDs

(IR D IEREZRZ WIS T 53 2 WMV R ST,

W5 EAS]:

rsaAY7 bk a7 CIDNTKRT DIk
B3 L L C. Flupirtine, Pentosan polysulpha
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(FTPrP HiiR) 72 Ehkx e 3ERINR I ST D
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TBHELT D FUNCID DIRER D INIT 1T, F 21K
NEZETH Y 202112128 S 7z FEMECID(s
poradic CJID ; sCID)DFi7-72isWrkEHE I, A
FEMRIYE R i {5 0 15145 5o O PrPSead
B 70 PR B A T2 A o~ — T — S E B
S TWBI[2], MM ITIFRBER TR N A A
~—H—"Toh V. ¥ o E YIRS E (ge
neralized periodic discharges ; GPDs)iZCJDIZ
R TH Y | 6T %, FFEEE86% & s S

093

[8]. CIDDZWIIZIE < AV 53 2 WHOD 27k
BIZHEF SN TSl —J7 T, sCIDIKEEIC
BT, £¥ 7zepileptiform discharges? ¥4
HTEPMBNTEY ., WAYHNIZGPDs?s HBLH
T, IR T A A EFE (nonconvulsive statu
s epilepticus ; NCSE) & #452 S 1L A iEf & W5
ENTWB[5], ARBFFETIX, sCIDDJNE % TA
/B FE(status epilepticus ; SE) & He#g L, fiF
452 &xzHME LT,
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poradic epileptiform discharges; CSSEDs). 2)
—{R4: S5 14 i 7B (lateralized periodic discha

rges ; LPDs). 3) GPDs #fiftrets L L=, M
M1/ & R sCIDRE & SERED G ARG # ., Iz, M
RIPT & % LLigfigtr L7z,

(REBEE~NDERE)

AT R ERER R FEOmMEEE R
BEN, ALY UFESTED %%L?‘J’r%ﬁ%ﬁ z
HEPLL TV 5, [ AESIZEA L Ui EIC B L
TWd,

C. ARHFER

AORMEITIEZREE X, MM1/ 1A sCID T
(100%). SERET1BIGWICRDT-, MM1/ i #iA
sCIDHEEICF VT, CSSEDs (X1A) . LPDs(
1B). GPDs(X10)1XZ=nEnsH41(55.6%), 141(1
1.1%). 8{511(88.9% )t S 417, SEREIZIBUVT,
CSSEDs. LPDs. GPDsiZ#nZ1141(5.0%).
201(10.0%). 4%1(20.0%) 2B S dv7=7=%, SE
BEL DEERINCI T 5, CSSEDs, LPDs., GPDs
@sCJDJ\UTfF?%ﬂ&I 1. ZNE195%. 90%. 80%
Thot- (1) . &5, MRI-DWI Lo g
B 5%, MM1/15 7 sCID T%41(100%). SE
BET5/1741(29.4%) 12588, SED 5 DsCID D
BNZFUWNT, BE100%, FFHEET0.6% CTh -7z,

]
PDs
A L B
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&1 MM/ HELEICIDEE & & USERE DERER AR
MM1/classic sCJD SE
(n=9) (n=20)
Male 2 (22.2%) 14 (60%)
Age* (range) 66.4 (51-78)  55.2 (21-82)
Diagnosis (WHO diagnostic criteria)
Definite 1(11.1%)
Probable 8 (88.9%)
Possible 0 (0%)
Clinical symptoms
Progressive dementia 9 (100%) 1 (5.0%)
Myoclonus 6 (66.7%) 5 (25.0%)
Visual or cerebellar signs 6 (66.7%) 3 (15.0%)
Pyramidal or extra pyramidal signs 8 (88.9%) 6 (30%)
Akinetic mutism 1(11.1%) 0 (0%)
EEG(epileptiform discharges)
CSSEDs 5 (55.6%) 1 (5.0%)
LPDs 1(11.1%) 2 (10.0%)
GPDs 8 (88.9%) 4 (20.0%)
MRI-DWI high signal
Cortex 9 (100%) 5/17 (29.4%)
Basal ganglia 8 (88.9%) 1/17 (5.9%)
CSF
Positive 14-3-3 protein 8 (88.9%) 1/1 (100%)
RT-QuIC 6/6 (100%) 0/1 (0%)
MRI-DWI L ® & @15 5 1ZNCSE T4/911(44.

4%). CSET1/8(12.5% )i = (£2) ,

&2 NCSEZf. CSEFDERFRAYAFE

NCSE (n=9) CSE (n=11)
Male 7 (77.8%) 7(63.7%)
Age at admission (range) 62.7 (27-82) 49 (21-73)
Background disease ~anti LGI-1 encephalitis(1)

~HHV-7 positive encephalitis (1)

bESA ( ldeUlL ence phalopathy with ~anti GAD antibody encephalitis
ures in chronic y

er
iral meningitis (1

tonpn ral epileps / (

=cavernous sinus hemangioma (1)

~unknown (1)

ers
=unknown (2)

EEG

. @
(epileptiform discharges) GPDs (2)

+CSSEDs (1)
+spike and wave complexes (1)

-GPDs (2)
-LPDs (2)

+focal spike/sharp waves (1)
-focal sharp es (3)
-beta waves burst (1)
=none (2)

MRI-DWI Cortex 4/9 (48.4%) 1/8 (12.5%)

(high signal) Basal ganglia 1/9 (11.1%) 0/8 (0%)

MM 1/ 88 s CITDHEAE 51 D e D> CSSEDs,
LPDs, GPDsOHBIREHIIZE N T E1.57 A |
1.0, FEH2.630 A Tho7-, £7-. MRI-D
WIL@&%’“% B HIIHIED B 2.0 H TH
>72 (X2) , M ECSSEDs¥ 72 i1ZLPDs%# & L
7= &6 5 B, 5f1(83.3%) TCSSEDs, LPD
sOHBLUIZGPDsIZAEAT L7e, GPDsDHEL, C
SSEDs. LPDsIZHAT L7ZIERIT W 72072, G
PDS%HAD&)‘K—{L‘{g ﬁb\-’c\ GPDS*@&&TG:%
L 72 I D et [R5 220, 75 B (FEFE, 0-2[91)
ThHoT,



B2 MM1/H83 sCJDE(=F51+SCSSEDs, LPDs,
GPDs, MRI-DWI LR H & (55D HIRFH

Months
4 A A
/& /e| O CSSEDs (1.5 months from onset)
0 LPDs (1.0 month from onset)
b 46 O6 O8 L¢ Le A GPDs (2.63 months from onset)
]
High signal on MRI-DWI
Ce O ] L® (2 months from onset)

T T T T T T T
3 4 5 6 7 8 9
Case

0 T T
Onset 1 2

WHOZW L #EZ 5 & MM 1/ & A sCIDRE
Dprobable sCIJDDZHr £ TOHRITF-4)2.67
B HTH-T=, —F. CSSEDsE L OLPDs% GP
Ds& R~ TG, Z2rE TOMMIL, 1.7
271 A L pfE0.08 TH EIZEMi Sz (R3) .

=3 WHOREREZEZRAL =M1/ H#E CIDED
P E TORME

RAED LM E TOHRE ()
Probable

Definite —aueir e LPDs and CSSEDs#% iz 7= P1{&

B B wHopsrE L0 S e |
1 definite 11 4 1
2 probable = 3 2
3 probable 4 3
4 probable 2 T
5 probable 2 2
6 probable 2 1
7 probable 4 3

8 probable =

9 probable 3 3 2

15 (SD) 2.67 (0.94) 1.72 (0.79) 0.03

* WHO D Wi % CTprobable i 7= 3~ F T
il & . CSSEDs# X U'LPDs% GPDs & [RIZE 24
> 725 & (Zprobable Z i 72 9~ % T O W[ D bhig

CSSEDs#% il FaR e =561 5 6 45 Ti3E]
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EDs, J&JE27% H %(CGPDs & it A2 e L 72 (X
3) .
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IR TEHEE R A S R (AR BRI 3E)
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WHIEsHHE - AL

SRR AL IR P Rl

WHIEl 0 - BVCREST  BIRER R ARG

WEFER 0 - PERSROS 1R R R R N R

WHoEs 0 - EIRBEA JUN KRR R A JE R it N A2
MEEF

19994 4 A7/75 20232 HE Tz nA Y 7=/ b « Y a7 (CID) —A T AFE
BETHREISNTIER O 5> B GSS-P102L ZHiH L, Z OEFIRAFFHEIC DWW TG L7z, FIE
DOHBLRI AT DIED, FRIRNT A —& Lt e OR#EZFHE Lz, 2FETEF 162 #ilo
GSS-P102L JEFIAER S iz, BAEOEEHITILING 63.3%TH V. Sl TAE IS
~BELEZEZED D E 16.7%IZDIFE o7, WIFIERIZ/IMMEN 73.6% & 5% T, KT
FUEMN 11.3% Th->7-, MRI BEFOAMEL 2GE L OEZTIRD & &EEFH Y OF NG
E 57 LICH AR TH BB ED - 7-(48.2 vs 83.2, p<0.0001), il PSD DA & 4%
EDOBE T, PSD Y OFBNEBICERR - 72(44.9 vs 67.0, p=0.0315), HfiK 14-3-3
HEHOAM L 20E L ORETIX 14-3-3 BEO TN ERiE A BIZE - 72(41.7 vs 66.0,
p=0.0051), GSS-P102L 152 #lO i LR K TH 5,

A HEBH

JUNHLFIZ 2363 % 2 K102 821 9 Ge-
rstmann-Staussler-Scheinker/#i (GSS-P102L)
DEFARIEFHIRRET 21T 9,

B. AR Ak

19994F4 A 75202342 £ ClcZuAf Y 7 =
)V ke ¥z (CID) h—_o( T AEKEAT
FEt S ER O 5 B GSS-P102LAE#IH L. &
D EERFIFFBIZ DUV TG L 7o, 80 O By 43
T ONED, BER /ST A — & L2k & ORI 2 5
L7,

(fREEA~DEE)

I H T > T BERNETIIFIEICHIZE
DRIEEFIKHEELTLH L W E X E2EA
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YP—_A T URAEBEDT—H LY, £2FET
A3 152 151> GSS-P102L SEFINNERE S 77~
151 AiZ PrP i#&fs+C P102L ZHER. 1 NI
PrP BIETFRRBTH 7223, 3 L ENFEED
FERIEIR 2 L P102L MNHER S Li=7= AE
1t GSS-P102L (2 & 7=, FIEFIIL 55.4 1%
(22-75), %I 68.1 H(5-199), H:k=1:1.1,
FEREZ AT 56 DIE 131/152 (88.5%) T -
7~
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BEDJEEHIZIVUNA 63.3%THY ., JLMT
EFENIVUNDA~BELT-EEZGDD E 76.7%
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ToIEMRIE, /MDY 94.0%., FRENEE 69.8%.
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51.4%. FEMAEIR 40.6%DNETH - 7=,

MR R CIIMiEc PSD #F L7-bon
14.4%, MRI CTEEEFZ2L7ZH 0N 37.2%,
Bl 14-3-3 EEDS 27.3%. BHIGA 2 7 B A
26.6%. RT-QUIC B2y 14.3% Td o7z,
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(RN )Y - 72(48.2 vs 83.2, p<0.0001), fiX
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p=0.0315), BHIK 14-3-3 EEOAME L 2faE L
DO TIE 14-3-3 [HMED 328N A BIZE
7o 72(41.7 vs 66.0, p=0.0051),
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DRTIZBNTEWITOERIEA B Z2ENTD
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DFEV INHD 2 FRTIET—HR20HETHT
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Tesar b7 7 A& —fif#HriZ L GSS-P102L
ZAODIFANZFE L T- (Tesar A, et al. Ann
Neurol 2019; 86: 643), D42 &,

(1) Typical GSS.

(2) GSS with areflexia and paresthesita.

(3) Creutzfeldt-Jakob disease-like GSS.

(4) Pure dementia GSS
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1. %R :36826)

Total CID(259141)= sCJD(2016%1)+gCID(55041)+dCID(25%1)

nonCJD (10914l)
2. PSDHEIRSERE :

sCJID(69%) >dCJID(60%)>9CID(21%)>nonCID(11%)
E200K (75%)> M232R (70%)>P102L (11%)
>V180I (3%) >P105L (0%)

3. MRIEE®

155 (DWW AR B & BIERZDMEMLICAH SN DIRRE, RSV
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