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SHISEE TUAIERUVEREIANINABREEICEATIREHNEI ARk R
V180I1ZE B & {5 Creutzfeldt Jakob¥BIZHEITATVA U EBE

B FZHUEMEDEZEITOLTOEE

MESEE: AERREEAR (RaRAR) WA EC

Comparison of clinical features between male and female

Male Female p Value
Total no.patients 158 302
Age at onset, y, mean + SD (range) 77.9 £ 7.7 (44-93) 79.3 £ 6.5 (64-96) NS
Disease duration, m, mean = SD (range) 14.5 £ 14.3 (0-73) 21.2 = 21.5(0-114) <0.0001

Comparison of clinical features between codon 129 polymorphism

Codon 129 polymorphism Met/Met Met/Val p Value
Total no.patients 349 108

Male/female 113/236 44/64 NS

Age at onset, y, mean * SD (range) 79.2 = 6.9 (44-96) 77.7 £ 7.1 (57-93) NS
Disease duration, m, mean + SD (range) 17.4 £17.5(0-114) 23.3 £24.3(0-111) NS

Effects of sex and codon 129 polymorphism

Male- Female- Male- Female-

Met/Met Met/Met Met/Val Met/Val p Value
Total no.patients 112 236 44 63
Age at onset, y, mean + SD 776 80 80.0Xx62 786xX73 77.1XxX70 0.003
(range) (44-93) (64-96) (57-93) (65-92) '
Disease duration, m, mean + SD 14.3 £ 14.3 19.1 = 18.8 15.2 = 14.4 30.4 £ 28.7 <0.0001
(range) (2-73) (0-114) (0-71) (2-1112) '

1. V180I1Z E1E I Creutzfeldt JakobiF T XM IZZ <. WD EFEIMHE LB
LB LTHEIZEMN T,

2. TVAEBEELEFIAF 1292 T A Met/MetD X ED RIERFEHINERD
=<, Met/ValD T DERIMNREEMN-T-,

129



ERMED AL AL (BT AR DI A S

=D
)
N.:
\

HOREDTVAIEZDY —RALSOREER (~2021F98)

MESEE: EiFH-HREERMREEVI— KE RF

LHOBEIZEIT 5416651 D T4 REH D558 2. BEMETIA U BDSE

F5¥ECID
174510.4%

B
pPAF S
88845 21%

mMEHECID
3167431
76%

gCJD,
726 fE I
82%

EiEiEk
cJD GSS,
- 1934 2% W mstEciD 158%E#l
cJD 1[ W EmBE%CID 18%
?;9?)] |ZEREICD ZTRACID
145 0.02% BEMETIAUE
B k4%%EciD
SEEBHEEEAETI/04YI7TI YT RBEIS6 ADHIRE 4 BEEBEREEET 5704V 7TIL- o) REEE156 ADBIEHL
DR/ LRFETOHEO N H
16 15
» 18
12 17 11 16
10 - | 14
3 12
A) 8 7 10
! (A)
6 505 5 8
4444 41 1414 4 6
4 333 3I 3
2122 2 4
2 1 11 1 11 2
. 00 0 0
FFFF TS S S 7
L
1 CIDY—RAFZ UV REFEERIT, FRIIFL4AIB D oFH3EIALI0B £ TICEET41660% 771 7
VIRERIE L7z JEERIBNICA D EIMFEMECIDA3167HI(76%). BIEETY F iEH88841(21%
). FEREBHEERCIDA93M (2%). ZREAEICIDA 1A (0.02%) TH 7=
2 BIETVAVROZERNEEIZ, V180l, P102L, M232R. E200K, thDIETH - 7=,
3 WEEREBEZRCIDOREILTBAMERICH 5, BREEZIEERNOREELE COFEHRDRERRIFIZETH -

7=,

130




FUAVRR BRIV RBRIEICEY SHEFEN HERE
BEREDT VAR )—=2T

MRDEE: REXKFRFPEEERFARESHRAR PEEX

&000

4000

2021-1 2021-2 2021-3 2021-4
6000 6000 6000
2000 4000 4000
2000 2000 2000
A = 0 = m— 0 0
0 12 24 36 0 12 24 36 0 12 24 36 0 12 24 36
2021-5 2021-6 2021-7 2021-8
6000 6000 6000
2000 4000 4000
2000 2000 2000
— 0 = S 0 e e—— 0 —
0 12 24 36 0 12 24 36 0 12 24 36 0 12 24 36
2021-9 2021-10 2021-11 2021-12
6000 6000 6000
4000 4000 v 4000
2000 2000 2000
0 12 24 36 0 12 24 36 0 12 24 36 0 12 24 36
2021-13 2021-14 2021-15 2021-16
6000 6000 6000
2000 4000 4000
2000 2000 2000
m— — 0 e — 0 m—— 0 m—
0 12 24 36 0 12 24 36 0 12 24 36 0 12 24 36

Flfr KRR KOV S O i i) 528 |2 FH S U 2 39 DR (R~ U [H
EALRR) MOREEEZETIY H L, RT-QuICEIC L~ T ) A romt 2k, (BN
X% D—5 % ~T)

VEEF] (2021-11) TRT-QuUICOGMHEIGCZBD BTz, ZIUL7 Y F w2l & %

2 HiLb,

L% TV A UIRRZEHIRCRBIEST ¥ U T REMEICE END A HEMIIS D EE 2 B,
AR D ABURE DL RSO AT TV F AT ) — = T A ERIAT
I EMEFE LUV,

*AMFGENT THIEE « NA A~ —0— - [GREER - BE TP - BRG] & LT L



BRATIZ RICE T HHEARERER S EFRERD
ERShEFEDHEIL

MESEE: EFERXKFZERERSWEMBESHIEMRIZE - REMREETM E4KREE

[T EAED M*-&ﬁj [BEHA R T4 OFE - BE]
SRR L B ILECEFESR & BRE

D08

ASL CBF
BIARZZ 2 D P REFIE

A2,

# B

1. BEAIDUARICEWTIERHEEBEDOREINTREINTLSERBEEZED
MEOEEFRET S0, INMRER IR RABEBRENDENREHE
FEDB®EZEIT 1=,

2. VLERTERICEENSRBUVDBRTEA D= BT 4E 12 £ #2 T X M
RBEBEDERELERENTT+HT. ERFEBHEREZEANTSHET
SREEbIZERTILT-,

132



FHBEE TUALHRCBRED () ABESE(CET HRAEHERY HRRE
TV IRDZRBEFHICET SR

ROEE: RERXFZEFIMERRE BHEEA

FMB/EFEN LI TIAUREO ZRBERE)RIIZEALT
BT 5. CIDIUITUMERRELTEED
[BRAAESAODERE -WTIZBMEL TV,

AT URE K
--

F R 1646 A FR21457H
2 FR 1658 H 1044 11 F L2349 A 604
3 FRE174108 124 12 FRE24% 2R 584
4 FRE184E10H 14 13 F L2445 A 58
5 FRL18459H 0% 14 264 B 154
6 F 13456 H 24 15 FRE2751H 274
7 FEr15%3R 224 16 FR26512 A 234
8 FRE184E3A 214 17 FRE275F9R 104
9 F R 2041 A 54 18 FRE304E10H 2044

19 F k3046 H

1. SH2E ~ELFIRAL T NB RIS YRR AT E T o1, T, 24
Ao RERRERBEHEZ(IT. SIBETA. EERBEAH LS NEFEGETE
5T [EMBEENT ZTUA R RBELFHEOEFICONTIOBMATEHE
nEEED LS RE A BT SHERSEE DD D AR OEH LB OB E
RIThh BT ETH S,

2. CNETIZNOFEFIN7AO—T VT DRRELOTIND, COIBLSEERFETIZIE
BIDI0ERBDI7AA—TF7YTHIRIMNER TLTWNS, CNETNECAH, ZRBEEOFREL
AW

133




SHREE TIVAVRERVERME DMV ABREAEICRETSREMRE REER
oAV I7z)Lh-YaJmOBEKEBICRET 55

MRSIEE: BMERKE NMGERZHAER S& 15

ERAAMFSAVDEE WETD=HIZ,
904 Y7L YaTiR(CID)BEDERKRATRZEFNICEER. &
&t .
1. RRATROBFHNEE e A 2. ZRE AT RO fEHT
Af \
- fﬂfa?kii%%m RERR DL iiﬁ&;ﬁﬁ&ﬁg ﬁﬂiﬂaﬂiﬁi’#,%ﬁﬁ)
Z D HIF A& H KB A “ > | - REDEE
- EHIHERIEEREDE & (fFRfRHRERR % & 1) — R)
Z D IR HA S JH R B HA - BRRIRTEILDRRELRAT
- #\I@”iﬂm' ZE SHE5HA - TVAVEBIREDEEERIAT 7
- BEXRBOARBEERXDEE)
- MRIBEUBEREEFRROZEL 7 p—
T)AERAR O
GIRATR &
BETFER SHONL P PR p——
3. TUA L EREICFRIFT . 7°D%?-??LE?EL¢7°UT>§EI®
TUA L EHREBEFER HIRA Ty MET
(FLZE M. V1801 CJD., M232R CJD — _
=D TH&E) ERRiZ @285 9 HEF 0 MR ET
+ codon129:219 8 F 2 B ERHT 7 *CJD%EEO)Q%%%ﬁ%Eﬂ%b\[:?é
BEIAARSAUDETE - HET

# B

1. CIDBEDEHRKENEERFR. REMRZEFNICHEL., RENSETET
DO BRRBZEHALGHML]=,
2. RUMEFHHNLZSVEFACIDEHND ., EFHREICRET SEFEHALMCLL,

3. VISOLEGRMCIDDRFEMNGEEERFRZBELSMIZLT=,

134



PHIEE TVAVREVERMEDAIVARRIEICEI T HREMRE FRAER

TUMNMBXDTILA Y > - AMOARAST— - 2V 1>

H—IR" (GSS) DEERYFE

WZRsriEE B KFEFD HARAMZE HHEX

Japan (n=296) | Uiy msertien | PRNP mutation: Pro 102 Leu
V180l P102L E200K M232R COdon 129 Met/Met
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5.3% 38.5% 141% | 92%  152% /é/ 6 é m {lﬁ
2 éh
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SHISEE TUAIERUVEREIANINABREEICEATIREHNEI ARk R
V18017 A DR A

MRSEE: RAEXFRFREREFRARR X Gz

BIRET)A IR THAHVIL0D T A X,

MAEE TV VIR ERGTHREEETRT

Ki-129 Met/Met (ak180, 0/5: my180, 0/5)
Ki-129Val/Val (ak180, 0/7: my180, 0/4)
Ki-219Lys/Lys (ak180, 0/5: my180, 0/4)
Ki-ChM/ChM (ak180, 0/6: my180, 0/4)
Ki-bank/bank (ak180,0/9: my180, 0/11)
Ki-180Ile/Tle (ak180, 0/6, my180, 0/6)

ETHDETILEYTRELEIIB I LG =,

Ki-129 Met/Met & FEI129MetZ 4 7 DET /L&)
(ak180EH] & /R EBR L, BHIEFIIXOI/5EH: myl180DfEH] ¢ R4k
TSI 72 L OPC/5)C)

Ki-129Val/Val & ~E129ValZ 4 7 D5 V8

Ki-219Lys/Lys & F81219Lys % A 7 DET5 VEIWY

Ki-ChM/ChM & h =T RDF A T EZ 4 T OET/VEY
Ki-bank/bank WY F X X I BT LVEIY

Ki-180Ile/Ile & F D180IEE X EA L€ T /NVEW)

U EORHWE-E2TOET NVENW) CRIEEBRRIIRI Lo T,
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EREEELL 8
BREENZHREETTEE (MM) Bl &E MMUAN O ETHE S B4 B ERXERES D LLEL
MM MM LLS D PMLZ {5
n=9 n=135
n (%) n (%) p values
Sex
Male 6 (67) 67 (50) 0.322
Female 3 (33) 68 (50)
Age 64 (57-74) 64 (51-72) 0.591
Lymphocytes 660 (302-1116) 740 (488-1241) 0.280
CD4 50 (40-69) 173 (57-371) 0.021
CDS 143 (76-735) 275 (173-535) 0.426
Serum 1gG 433 (298-919 1085 756-1447) 0.005
1. ZREEHEMMZEZERERELTHETESREBERIE (PML) (X, 3K

REET HEHIL MMESNNEE REBE LT HEHIELLEL T

R DCDAGTE) > /\EBk#L. CDS[&Z 4! /BB P I BIeGEEMNF EIC

EHh-oT=,
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