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Hdb =
L=

7maAY7x)L b« Y7 (Creutzfeldt-Jakob disease, LAF [CID) &9, ) IZ
RFEIND TV A HiE, SEICEITT DR HHEREREE ., I 47 0 —X R EOMRRIE
REREL, EEHESIRELZ R TR T T 2B R EMEETH 5,

LT TREREIERIT R R | BIED [EROBE I 2 EREICET 515/
(AT T¥ERE) Lo, ) 1I8EES< 7Y A& & O8N O R AE AT EO
HEEOBRZ, BRFEMAZZIRMT 52 L1 > T DAY, 1999 4FFE X D R A D
B (RAERGAICIIFEORE) BEoe 7V 3 9\ O a3E ORRARR A AN ZE X
JEAE SRR S E A B A TR 7 A NV ARG BT 2 AN EE (LU TAF5E8E)
SN, 2002 FFEEXR D TV A R K OEFME T A L A EYWEIZ B3 2 SR AT JEEE) |
2010 FFE LD T 7Y F DY —_A T R &Y TR BT 2 FEMEEE] ~AT
L7z, ) W&, 7TV A IRORICER SN Z & Lo,

2 &

WFZEBETIL CID —_a T 2F B (LT [FB&) Lwo, ®RIZT U AR
— RS FUAFER SR LT, ) EREL, BASEZ 10 71 v 712500 TR
NEL, BRI R COHEMEL Y —_A 50 2F8E L THRBELTWS, —1F 2
ZEIZ, FHEEMNEOT Y A iR (EER Y ENE) o215 T, Nk
(235 < R E PR A Bh AR BE B RS O BRI IRGT S 4L 5 BE IR I N ZE CERN S b2 A
FIZHOWT, FHIE L TRANCFEHFIEZIT > T\ 5D, 2006 FE)HIE EYWED T
815 M QNGRS D BB ISR 2 ERICEE 3 2958 (RYUE) ICES\W R bn
JEBNZOWTHRERRET DL IR o7, REEITO I BICY—1 T U AEER
7Y IR PR E N LRGN O W T S REEICIE L TV b, 51T, —
AT AEEDO L LT, 2EOERENS T U F RN DN BEICHONT, 7
U A R AR R REOKRENS RIE KR, WMERIR A 4~ — D —REOKENE
ERFZFEONDD, ZNOOFERLAEIIEHL T0D, 28, LLEORHAEITWT
NLBEE (HDHWEFEE) ORENMELNZEAICORER L T D,

EMMICBE SN D EZERTIE, —_A T U AZEBhoRESNIHERREE S &
2, lHx OBEITONT, BIK (INFEH - B - RG] e &) | 2RO MR
ExaiMiz LTnb, ZESTOWEEZRTT Y AU\ ERESNIIERILT — & X—
ZNTBERESND, LLED XD 2 Fht & i CORER S ITIEFNE, JETHI A RV CE Y
(ZZ 2 EREECAEZE LR L, EORORNZEBHIL TS, £z, 201744 H
72513 Japanese Consortium of Prion Disease (JACOP) (2 X 27V 4 R d BHAREFA
CHEE L CREZED TV 5D,

AETIE, CNETEEINTEZT—XIT, 202542 H 13 H, 14 HIZBES
N-ZEE CTHRFI SN REE N8R 2H®ET D,
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1999 -4 A 1 225 2025 42 H £ TOMIMIC, HFZEEEEE )R %4 U T 10220 D
BEFHRPDEE SN (EEALET)  ZESERETED I B A HFIN TV A )k &
BODI, T —HRN— R TBEESNT-, 2025 4 2 HDFEE S TIE 252 FlOREF A i
En, FDOHIH178FIN TV A g & LTSN, BFHER 252 BloWNERIL., I
M CID 23 118 5] (66.3%) . BsME7'U A 908 57 Bl (32%) | FEREASHE LIS D R
KNC X 5015 CID 23 1 5l (0.6%) . RIZEDT YV A A 2 il (1.1%) . 2~
B 3B (1.7%) . ZWHEEHIN 26 B (14.6%) . 7 U 4 IR EBIDN 45 ] (25.3%)
Thotz, (F1) B, BRI &I CBHIARGED 72 DI WHI LB AR F N
B ONTHEMEZWD TE o7, ZWREF & 1T B S ORE TR2Wm 23180
DB ZET 5 &Yl SN flZ BT 5,

DU T & OERMROER

BERTEF RO NERIL., IUFEME CID 25 4102 il (75.5%) . ZEHEH CJD 728 1 ], Eix
MY A w08 1215 il (22.4%) | WHEBHEREO & 5 CID 73 94 il (1.7%) . HERE
FELANDJRIRNZ K D HERFME CID 25 1 B, RO 7 U A 9558 20 ] (0.4%) Th -
7=,

Bt (Bri) 1%, f3EME CID 23 0.79 (1813/2289) | #Eintk 7 U F 9575 0.68

(492/723) . WHERAEFED & 5 CID 28 0.74 (40/54) . RAEDO T U 4 97508 0.82

(9/11) Thot=, ZHEI CID 1 FIOMRNTEME, HEEBMHLANDIRIAIC X 5 #5
M CID @ 1 BIOMERNTLMETH - 7=,

IR O P IAE (U AL&EEFE) 1%, M CID 28 71 1% (64,77) . &MY 4
VRN 73 % (62,81) | FEIEBAEEED H S CID 28 61 % (49.2,69) . ROV 4
VRN 70 % (63,75) Tdhol-, ZBEM CID @ 1 BlOESET 48 . HIEBHL LIS D
JRIRNC & 2 #4540 CID @ 1 FlOFE#IT 75 i CTh - 72,

ZWr OREFEMEIZ IS T, RG] & RITHEER DN Lo 2FIE 1T, VM CID 25 10%
(411/4102) . ZHEA CID 73 100% (1/1) . BMET U A 960 12% (148/1215)
TEIERAEIE D & 5 CID 78 44% (41/94) | IR AL LIS O JRIKIZ &L 5845 CID 23
100% (1/1) . RGBFEDO TV A HH{MN 10% (2/20) ThoT-, —FH T, HEEFNED D
FA 1L, M CID 25 85% (3502/4102) | Z8HA1 CID 28 100% (1/1) . EBMETY
TR 99% (1198/1215) | HEAEBHEFED & 5 CID 7% 83% (78/94) . FEEEAELLAL
DJRRNT & 55N CID 73 100% (1/1) . RGFEDO TV A 290 35% (7/20) T -
775

TV A VEHEBLR AT R129 Lo RU 219 ICEFZANMENLTED . R
REICETE L CTW5, DOREICBWT, a R 129 2R THRL LA DI AT A=K



TEEIR (LT TMet/Met] EWV9, ) O EODLEIEIL, 3N CID 73 95%
(2539/2674) . AFA CID 2% 100% (1/1) | BEMET Y F W0 82% (966/1171)
TEREREAEIE D & % CID 7% 96% (64/67) | FERERAH LIS O JRIKIZ XK 5 154% CID 73
100% (1/1) . ROFEOT U A WD 100% (11/11) Thot-, —FH, =2 K 219%
?&f%%%@&%&w& VERREHEAER (LT TGW/Glul W), ) OE®H5HE
A, IFEM: CID 7% 99% (2651/2665) | A% CID 25 100% (1/1) | BTV &
VDS 98% (1120/1139) | fHEEAEED & 5 CID 23 92% (61/66) | FHERBHE LIS D
JRIRNZ X 5 540E CID 28 100% (1/1) . KOO TV I 95 82% (9/11) ThoT-,
=L, 7 )zL/EEV?’*%:%’—i@*aﬁmkﬁﬁﬁ@{ﬂ%*aé@iﬁcﬁ”#é (% 2)

éo75§l0>7°) z“‘/i“#“—/*%’ T UADBEDOOE DIZHREGDOIR SN H S, TV
IR DREER iﬂﬁ#'ﬁf%ét . HREIGOm LIZEECH D, AR
@%5@D1iﬂ@ AT EmMEA 2N 2 28, O DI TIIfE B D 56 5
%éﬁm%&ﬁmkgiofm o BUEIXESCHRE T IR X D Ak i BB E T IR
i%%%?%%@wowf@iﬁ%xié_kmf%\é%%fiﬂﬁim S RN
R—=FHEMLTND,

BT ) A IRIET ) A EAE OB A RIZ X - CEfsfk CcID, VA b=
Ve RAbaART— ¥ A —9 (Gerstmann-Straussler-Scheinker ., AT
[GSS] L9, ) . BIEMFEEMEARIRGE (Fatal Familial Insomnia, LAF [FFI] &
I, ) WHHEHEND, BT A UIRICRBIT D EREGFEARONRIZ, visol (F
&% CID) 23677 5 (55.7%) . E200K (GE{=4: CID) 2% 138 i (11.4%) . M232R
(&=t cID) 723 138 il (11.4%) . P102L (GSS) 7% 166 #3] (13.7%) . P105L (GSS)
2324 %l (2%) . D178N (FFI) 72510 #i (0.8%) . FDMDOEEN 62 ] (5.1%) Th

o7,

Bk (B/4) 1%, V1801 23 0.53 (234/443) . E200K 751 (69/69) . M232R 7%
0.94 (67/71) . P102L 7’ 0.87 (77/89) . P105L 7% 1.18 (13/11) . D178N 7% 1.5
(6/4) . FDOMDOIEF 0.72 (26/36) TohH -7,

TR (WUAAIEEFE) 1%, V1801 28 79 1% (75, 84) . E200K 73 61.5 i% (55, 67.8) .
M232R 77 67 1% (60,73) . P102L 23 57 5% (51,62) . P105L 7° 46.5 1% (41, 48.2) .
D178N 77 57.5 1% (54.2,60.8) . =DM D) 66.5 5% (52.2,73.8) ThH o7,

o R 129 7T Met/Met D (58 58513, V1801 23 76% (513/673) . E200K 73
96% (131/137) . M232R 73 98% (134/137) . P102L 7% 93% (140/150) . P105L 2%
0% (0/22) . D178N 73 90% (9/10) T -7z, —JF. =2 K> 219 ZHIC Glu/Glu @ 5
b 5 E| A1, V1801 A3 100% (668/668) . E200K 73 93% (127/137) . M232R 7% 99%

(136/137) . P102L 7% 95% (124/131) ., P105L 2% 100% (16/16) . D178N 7% 100%

(9/9) Tho7=, (F3) FREBUNLEDLT VA VEHEERTFEROERIT
FA4DEY Tholz, BT LTLEEARANOT ) I EREEEFOREITITON
TWRWR, FETEREPRD SN TWDTDITBBIET Y A4 0k & HE S NTER S



bV, BIFEROFHEMMPARFATH HIEF B SNL TV D, 72, IFENECID &
ESWIIEBIOHZIET Y A EAEEGFRENMTON T RWNWEBZENTVD

B TERIZET RN GONIEEIC, BEB LT OFIREISH L TAMREZ b
k%?ﬁ%ﬁ%ﬁﬁbf%ﬁ%%ﬂbﬁw LiE, BRI AR Y &S LI U A
BREIC OB D AT Z R E TE R, TOIZOANFRIETIE, T L AREMAYICZ D&
BFERDFFOBERICOWTHIETTH Z LIZ LTV D, R FRAEDREREHIZHON

Tix, EAMICEERENT D 2L 2L LT oA, BEICECTERRLHAL
T 5, BFFEIHCITRRICE L CERORWA v e ) 7 OFEMEZ LML TEY |

LI TR = b &{T> T D,

RE & DERARIEIR - BORA) R - MRI AT R O HIERSERE

Fp M ORRRIER., AT A, MM%%@&ﬁﬁﬁiﬁsm DTHD, i
BNZ LT, JERCHREN RO HBBHEEIZITEVDRH D,

WA & DEFEME

= TR LBHAEIZ L > T 4780 IO 3 MR S iz, il 2 & AT
MRl ik, VM CID 28 13 72 . V1801 73 23 72 H . E200K 2% 11 2> H . M232R 3
15 72, P102L 28 73 7> H . P105L 728 184 7> . D178N 78 24 2, WHERBERE D H 5
CID 15 2H Th o7,

RBNE X o THEFHIRIZIZZEZRH Y . BTV A 9750 F T vi8ol IZIFEME CID
L0 HAEFEHENE <, P102L R P105L 1T & HIZEVMEA N H - 77,

FRF T & DBREEBMDOHER

TR Z L OBGRBEROWB 2 BT D &, BINE L 2014 &8 (303 f5)) Th
12 <, DOUNT 2020 A3 (300 f5l]) . 2013 4EAY (295 f5l) . 2021 £y (294 ffil) T
bHote, (F6) BIFHLTHLH—_A T U RAERTEEIND E TOHM O YHfE
(WU Ar&ipH) 1L1.6 4 (1.1,2.1) Tholz,

O IIRE BN Lo T2 2014 FEOFEMERR Z & OMEER (/100 7 AE) 1% 39 LA
T2 0.04, 40 5%—~49 %7 0.54. 50 % ~59 kS 2.02. 60 % —~69 i 4.66, 70 ik~
79 %N 8.83, 80 Ll Y 7.38 ThoT-, (FE7)

NOHEEEFREIZ LD CID DR TCEDOHEBRAESZE L L TOURLTWAAY, 2016 FLIKFRIT
P T RFERETREEN B D, TR L T BER SN D F TITIHAEFEN OB ZE)N
HDHTD, b—_A T U ABEEERIIES RO D EHEHIEND,

%#B&ﬁ¢$4@$ﬁ%?%ﬁ 235 L. mm&ﬁm#k%@bfﬁ$fim
i CA b O FERR PSRRI BV CTREESE DS EREAICH 5, BIFES TIIMEINE T Y A4 IR D



RAEOR EICXY ., SE OEITHRAIEN T ) A IR e E NS Z E -7
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WIEIERE D &H 5 CID

ZIVETIEARY —_A T U A TR SN EEBREDOH H CID TR 2 1T &5
@ ;I‘ 94 @AJVCEE)%)O /ﬁ\lﬁl@iéé‘(&i%ﬁfzbz;\zﬁéhf:ﬁ’fﬁ”if;ﬁﬁ)of:o :h%@ 94
@ﬁ%ﬁrﬂﬂﬁbtfmk EEI ilﬁﬁ%ﬁﬁﬁ ﬁﬁfﬁiém %@%@ﬁ
%ﬁrﬂﬁﬁbtfm%a@ék\@ﬁ%ﬁf@%émDiﬁf\ﬁw7%#§gx

IZE > THER SN TN D

TR 2 52 1T D JRIK & 72 o TR BB D INFRIE. IMIESSE S 70 5] (45%) | BRI 27
il (17%) . ARELEAREDS 10 B (6%) . AEMfED 7 il (4%) . w7 8 B (5%) .
%&ﬁ7ﬁJM%)\ﬁﬁﬁﬁﬁ19%<m%)\EKWﬁﬁﬁ7ﬁUM%)\%m%%
BAGIED 1 6 (1%) . IME% TADAD focus FREFMA 1 6] (1%) ThH-o7-,

TR HEIE D & D CID OIEIRFED AR = BEET D L. BIFNENZL - TZHIZ, 1995
D 15 ], 1998 4ED 12 5], 1997 ED 11 I TH -7, (K1)

TEIERAE 2> S 30 £ TOMIM OEE1X 13.6 £, F/MEIZ 14, HKRIEIZ 38 ETH
o7, (X 2)

RS E 2 52 1T D JRIK & 72 o T RE IR, B S0 402 5 oo, AMHI ML 25 Z FuiZ kv
72, < OBEN 1987 £ (MFN 62 4£) ORHRALER 7 28 B AR 2 52\ T 7= & 72
DT, BHEDIHEBAERED & 5 CID 3% £ TCOMMIZER LT A2 H 5

T B 0D AVERYE S B A |\ C Bl 2 52 1T 1o R 2 DWW T, BV E O RERE M S 7= =
EDPHI LTS 1993 4 (CEpk 5 ) OBl (1 6) ZBrE . ALERVEZ S LIRTOE
JEAE F 72 D D328 B A% O REIRAE FH 72 D 73 THIBT L T wy,  Z OIS EE RS AE 0 A BEHE: A3
HOEFSHHY, BUEBIHFHRNEFTH D,

AWFFEHE Tl BEBEBAERE N 520N o 7238, TONBICOWTEREN S FIE
e e SN NN %ﬁbfwéomg&uﬂﬁf\ﬁmfmﬁmﬁiﬁ@<%éwﬁ
R B RE (BHAWIEFEEK) ~ HEBHEELZ AT 5 CID THhdH| Libs
NTWDZERERINTWND

45535
INFETEEINTEET—HITHZ, 202542 HICBEINTZ—_ 1 T AZ

BETHRMNSNEEEEZMATZBIRZH®E Lz, ZhETOY—X4 F  AFHEOM
B, AERLEDTLULTFD 2 20O Web A FTABLTWS, (XU rnm— RNAlfg



5Web 1 ~® URL

T U IRDY—A T R LGB 5 AT IEEE
https://square.umin.ac.jp/prion/

+ Japanese Consortium of Prion Disease (JACOP)
https://square.umin.ac.jp/jacop/

© BIRERRFHIRIER S o 2 — AR (T ) A iy —_ o 7 2 X)
http://www.jichi.ac.jp/dph/inprogress/prion/

6 X3
#1.2025 F£2 AFEO T —_A( T VI EFESDER
BEEB  SEHER Ol 20t &8t
R
M CID 6 (5.1%) 84 (71%) 28 (24%) 0 118 (100%)
BT Y 49 4 (7.0%) 52 (91%) 1(1.8%) 0 57 (100%)
HEPE CID (BEIELASL) 1(100%) 0 0 0 1(100%)
KOO T Y A 95 0 0 0 2 (100%) 2 (100%)
2 B A~ B 1) 0 0 0 3 (100%) 3 (100%)
7V I 0 0 0 45 (100%) 45 (100%)
2 Wi E il 0 0 0 26 (100%) 26 (100%)
At 11 (4.4%) 136 (54%) 29 (12%) 76 (30%) 252 (100%)

CID: Z7uaAY 7=k ¥YaTJ.



% 2.2 T & OEARNEH

MFEHE CID, BEMET Y A, 2 CJD, #4541 CJD (& 4L CJD (B RSETV AN
N = 4102 N =1215 N =1 B) ,N=94 BELISE) N =1 =20

PR

Y 1,813 (44%) 492 (40%) 1(100%) 40 (43%) 0 9 (45%)

£7S 2,289 (56%) 723 (60%) 0 54 (57%) 1(100%) 11 (55%)
A fff @ 71 (64, 77) 73 (62, 81) 48 (48, 48) 61 (49, 69) 75 (75, 75) 70 (63, 75)
fife 3tk

i 51 411 (10%) 148 (12%) 1(100%) 41 (44%) 1(100%) 2 (10%)

EIES =] 3,091 (75%) 1,050 (86%) 0 37 (39%) 0 5 (25%)

AN 600 (15%) 17 (1.4%) 0 16 (17%) 0 4 (20%)

R 0 0 0 0 0 9 (45%)
2 R 129 2

Met/Met 2,539 (62%) 966 (80%) 1(100%) 64 (68%) 1(100%) 11 (55%)

Met/Val 123 (3.0%) 204 (17%) 0 3 (3.2%) 0 0

Val/Val 12 (0.3%) 1(<0.1%) 0 0 0 0

EN 1,428 (35%) 44 (3.6%) 0 27 (29%) 0 9 (45%)
2 R 219 £

Glu/Glu 2,651 (65%) 1,120 (92%) 1(100%) 61 (65%) 1(100%) 9 (45%)

GluLys 11 (0.3%) 17 (1.4%) 0 5 (5.3%) 0 1(5.0%)

Lys/Lys 3 (<0.1%) 2 (0.2%) 0 0 0 1(5.0%)

EN 1,437 (35%) 76 (6.3%) 0 28 (30%) 0 9 (45%)

CID:7uaAY7=x/bh - FYaTghh. Met: AF 4=, Val: XV, Glu: ZVZ I Bk, Lys: VP

arfrgufE (WU hrdtife) .



K3 ETETUF VRICEIT 2T RER T & OERNFE

stk CJD GSS FFI
V180I, N =677 M232R,N=138 [E200K,N=138 P102L, N = 166 P105L, N = 24 D178N, N = 10 %wl\ﬁoé?i’
PERI
5 234 (35%) 67 (49%) 69 (50%) 77 (46%) 13 (54%) 6 (60%) 26 (42%)
# 443 (65%) 71 (51%) 69 (50%) 89 (54%) 11 (46%) 4 (40%) 36 (58%)
Ml a 79 (75, 84) 67 (60, 73) 62 (55, 68) 57 (51, 62) 47 (41, 49) 58 (54, 61) 67 (52, 74)
Tl 2k
file F2451 72 (11%) 20 (14%) 28 (20%) 14 (8.4%) 2 (8.3%) 5 (50%) 7 (11%)
EIER =] 604 (89%) 118 (86%) 110 (80%) 152 (92%) 22 (92%) 5 (50%) 39 (63%)
AN 1(0.1%) 0 0 0 0 0 16 (26%)
R 0 0 0 0 0 0 0
a R 129 £
Met/Met 513 (76%) 134 (97%) 131 (95%) 140 (84%) 0 9 (90%) 39 (63%)
Met/Val 159 (23%) 3(2.2%) 6 (4.3%) 10 (6.0%) 22 (92%) 1 (10%) 3 (4.8%)
Val/Val 1(0.1%) 0 0 0 0 0 0
R 4 (0.6%) 1(0.7%) 1(0.7%) 16 (9.6%) 2 (8.3%) 0 20 (32%)
a R 219 £
Glu/Glu 668 (99%) 136 (99%) 127 (92%) 124 (75%) 16 (67%) 9 (90%) 40 (65%)
Glu/Lys 0 1(0.7%) 10 (7.2%) 6 (3.6%) 0 0 0
Lys/Lys 0 0 1(0.6%) 0 0 1 (1.6%)
ENG 9 (1.3%) 1(0.7%) 1(0.7%) 35 (21%) 8 (33%) 1 (10%) 21 (34%)

CID:Z7uAY7=x/Lk -+ ¥a7yE. GSS : Gerstmann-Straussler-Scheinker Jpi. FFI : BFEMEF M AIRIE. Met: A F A4 =2, Val: XU, Glu: 7%

Vg, Lys: VP

arpfiE (WU hrdipe) .



X4 EBETHETVA VRICHE T AT AV EHEBECFEEDES

BAn TR OFEH N =1215
P102L 166 (13.7%)
P105L 24 (2%)
D178N 10 (0.8%)
V180l 677 (55.7%)
V180l + M232R 6 (0.5%)
V180l + 24bp Deletion 1 (0.1%)
V180l + S237P 1 (0.1%)
Y188K 1 (0.1%)
E196K 2 (0.2%)
E200K 138 (11.4%)
E200K + 24bp Deletion 2 (0.2%)
E200K + M232R 1 (0.1%)
E200G 1 (0.1%)
V203l 4 (0.3%)
R208H 1 (0.1%)
V210l 3 (0.2%)
M232R 138 (11.4%)
R232R 3 (0.2%)
Octapeptide Repeat Insertion (72bp) 1 (0.1%)
Octapeptide Repeat Insertion (96bp) 2 (0.2%)
Octapeptide Repeat Insertion (120bp) 7 (0.6%)
Octapeptide Repeat Insertion (168bp) 2 (0.2%)
Octapeptide Repeat Insertion (%) 2 (0.2%)
Codon 178 (2bp Deletion) 2 (0.2%)
R 18 (1.5%)




X5 FLARBEIEOFEFR, MEESHE. IMMR EFE O HIREE

BAEHE CID GSS FFI
Overall sCJD dCJD V180l M232R E200K P102L P105L D178N
JER A7 Bp—X 2R 66% 76% 100% 31% 55% 67% 19% 0% 33%
HEAT M FR N 97% 98% 100% 97% 98% 96% 52% 100% 100%
JINIGSE R 46% 50% 33% 27% 33% 47% 94% 50% 33%
T = 31% 37% 0% 9.4% 29% 35% 6.5% 0% 0%
Bl (A K 18 54% 57% 67% 44% 55% 57% 35% 100% 0%
Bl (AR A K 15 39% 41% 33% 34% 35% 37% 16% 50% 33%
S S 66% 72% 100% 45% 73% 69% 32% 0% 67%
iz PSD 59% 73% 67% 5.3% 63% 67% 16% 0% 0%
RS R ORI 40% 36% 33% 56% 33% 45% 26% 0% 67%
MRl KMEE O &GS 85% 87% 100% 88% 76% 78% 23% 0% 33%
EEEOEES 40% 44% 100% 26% 33% 61% 19% 0% 0%
WIRDEE S 9.9% 10% 67% 5.3% 18% 27% 9.7% 0% 0%
B 14-3-3 &M 80% 81% 67% 81% 73% 82% 16% 0% 33%
mH RN 77% 79% 33% 78% 69% 84% 19% 0% 33%
RT-QUIC 61% 75% 100% 1.3% 67% 96% 13% 0% 67%

CD: 7uaAY7 =)Lk« ¥a7yF. sCID : %M CID. dCJD : HfERAERED & 5 CID. GSS : Gerstmann-Straussler-
Scheinker J75. FFI : E3EMESEME R IRIE.

AR A7z 2017 AFLUREIC B % S VT IEFNZ DUV THERF L T2,



x 6. BERBEHOHRKE L DFRER

FEIAF Y= T ARER NP EERAE e &P

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 0
2007 182 170 12
2008 179 206  -27
2009 220 166 54
2010 251 219 32
2011 272 219 53
2012 269 241 28
2013 295 252 43
2014 303 245 58
2015 276 266 10
2016 249 261 -12
2017 256 294 -38
2018 291 339 48
2019 254 274 -20
2020 300 315 -15
2021 294 328  -34
2022 250 365 -115
2023 141 381 -240

aZE1-%013 ICD 10th 12317 % A81.0 & A81.8 DA TH 5,
DI A T U ARER L AOBREREE RO AHDOETH D,



xR 7. FWRERTEDREXRDERME
FEIRE 0~397% 40~495i% 50~595% 60~695% 70~79 % 80 ik~
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 2.76 418 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 1.36 413 4.79 3.16
2007 0.05 0.38 1.21 2.57 6.22 5.52
2008 0.05 0.44 0.73 3.25 6.22 4.57
2009 0.05 0.44 1.57 4.01 6.89 5.36
2010 0.07 0.42 1.78 4.16 6.97 5.29
2011 0.00 0.36 2.08 3.95 8.45 6.15
2012 0.00 0.42 1.66 4.11 8.21 6.64
2013 0.00 0.30 1.35 4.49 9.84 7.26
2014 0.04 0.54 2.02 4.66 8.83 7.38
2015 0.04 0.27 1.54 3.99 7.87 6.14
2016 0.06 0.54 0.70 3.28 6.95 6.75
2017 0.02 0.54 1.92 3.66 5.88 6.54
2018 0.02 0.32 1.92 4.43 7.72 6.44
2019 0.06 0.11 1.09 3.77 6.24 7.55
2020 0.02 0.27 1.08 4.91 7.44 6.76
2021 0.02 0.27 1.62 4.27 6.95 7.02
2022 0.02 0.27 1.14 3.06 6.40 6.33
2023 0.00 0.16 0.72 2.04 3.88 2.69
2024 0.00 0.00 0.06 0.26 0.31 0.69
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