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ek B

Creutzfeldt—Jakob disease (CJD) I8 ONFDIEGIEEII NERILBRYYE, BaM7e
EDZHHI7LRHRZ AT HDEERETT VA VIR ERIRSND, B FOT7 U A 95HIE,
GEME CID, ALY A2 (Rl ATR CJD, RS CD %) | B(ahET" ) A9

(TNA =2 b AT — v A = GSS) | BEEMSIRMEAIRIE (FFT) |
FIEME CID) FITFEIND D, EDRGEOFIED A T =X L, BYBH IR, 1RRE
BIRTENR ST, ABREIZIT 5 77V A R ORSIRAIRGEE X, FHIR2 0T,
LTI D720 | AR ONCERIRIE RN S EFRIRS . SR OPEMFIIC
LFETHHDEEZ LI, ALREHIXIZIIT 5 CD h—o T AFREE B2 T
RN, BREEAT > 7,

(x5 & H5ik]
ARfzeiE, dEERIXKIZIIT S CD —_o T U RFEE & LT L2k E Rz,
1999 FE7)2 5 2018 4E £ T, 20 AEH]DAHEHIXIZ 1T 5 CJD Yr—_1 T o AFHE 2R
i,

[ R]

ALMEE T, 1999 005 2018 4 12 AR F T 20 4ERIZ 332 4 (A 130 44, ik
20244) CJD H—_A T L AFHEZFTEHE L, 241 44 (72. 6%) 25 CJD L 52Wr, 91 44 (27. 4%)
23 CJD 275708 STz, 241 440 CJD ONFRITANFEME CIDI18T 4 (77.6%) | HEfFREHER% CID
14 51 (5. 8%) . BA=MET"Y A 2995 38 45l (15. 8%) . Z3%ARHE CID2 151 (0. 8%) T o7,
I CID I3 ALHEE TIERR e~ 7=, FEIERFEEN L, AN CID 71010 175%, R
lit% CJD 57.9+16. 0 5%, ISMET U A% 72.4+12. 05 T o 7=, Bkl cJb24l
A, B 90 44, 2l 161 44 (el 62.7%) & &AL MBI 38072, CID FRER G
KEEL/100 TN/AR) 18, &R (20 4R 2. 24, 45 6 4R, 55 1] 5 4R 1.23, #5215
TEfE] 2,30, 2R 3 A5 A 2,63, B A 5 4 2,90, EHYINARRD T, MR CID
(B8 LTI 2008 AELARE R TID L T g,

PFME CJD COMEBEES £ CTOWIM] 1. 7+2.6 » H. LT £ TOWIM 13.7+14. 8
iy A Coholz, RN CID OEENERS £ CoWRIE3.6+2.2 » H, JELETD
M 26.9+£30.5 % A, FHESEE ) HFIE F TOWIM 16.8+6.5 FTH Y, BN TIE
R CID DISIEITFRD /2o T,



BEMET ) A5 38 4p . Ik h < G- D VIS0L A5 23 44 (BiEbs 44, ik
1844)  (60.5%%) TV, M2B2RZEHE 64 (B34, &tE34) (15.8%) . GSS(P102
EE)AL (B4, &ME34) (10.5%), FFIOIT8NZAR) 14 (Zcfk144) (2. 6%%6) .
V2101 258 144 (Zotk 1 44) (2.6%) . E200K 255 140 (Aot 144) (2.6%) . Zaddi-,
AEE ClE, 2ETHMIT 2 5] LR T RU Y V210T JER], VIS0T 28 FSE ANIEEN
b, FT. WINREE S T H 7 Octapeptide repeat FEAZER 24, (BME2 4.
SRR (5. 3%) ZFR T,

(&%)
ABHRED TV A RO 20 R OVEINRABER 2. 24 1%, 2EHRE 0.85 L L, fid T
EMEANZH T, ABBE T, —A T U REED T BRI OREEE, BB EyE
DREFINRE L, B 52 I-AREERH 503, EENE X EVERER L FIC B
RO TNDRERRIZE UL REA D = XL B E TR WARERBIZERBN T,
ARIOFRERIID THERRE TH L LEX LD,
BT, ZMERZMEBI ZFEBDTZA, A DR S Xl s 2\ ME a2 5
0. ENEZ b, AN CID L RERERAER CID ICB L CiE, ifie, faf7n L,
REHE & FRROFER AR T, IIFEME CID Tl BRRITZ IR E LiciFye B
CE RN R & g R 7 B R CID EB At L T4, IR AE % CJD Tl
30 4RI b K SRR IIRYER 2585, Aﬁﬁﬁé_ﬁmﬁéz%#%zgmn
AREIZ I DBASMET Y A 95 38 451 (15.8%) | FEREFHFHkn 72. 4212, 0 skl 3,
[EHE 216 51 (17.7%) . FEIEFEN R 65. 5113 9k & IEEFRE CTh o 72,
V1801 ZE KL, AbifgiE—C 23 151,38 151 (60. 5%) & 4= 89 441l/216 1] (41. 2%) & ki LT
H Mol FREE, JAICEI LT, AWEEITRCKIZITN E B 2 HIVD N, FCK TR
EFRITBEMNET Y WD 96 0. 28 OFE L H Y | BREEERITD/RNT LR S
A, RBERIID TR | A TIXTIEEDSF R & ALHEDF R D 2 F52D BRI
FEANTIER & LTS STV,
M232R 85, GSS, FFI, (X, JiRE, #ald/p &, RERE & RO REZRD =, GSS
IZB L CIIHIAICKREREZROTE YD | A% bRIMX CIXEERBIESNEEE X 5
i,
E200K ZE B4R LT, 2tk 1451 (2. 6%) 25RO TV DA, BETIX 17, 1% & Helgi—ik
A7 s CID Th v, [IAURE LTSI R 2RO 5, ImEITRED B RN
BELTEXIRE0HY . TOHEHIC X DIIEDR Y BNHN TV D TREM) B 5,
RICK: CIIAEFE A3 DS FAS CTIIBD CHiZR V2101 28 BUER & Ayl C 55 kit 1 4
(2. 6% FEDH TN D, AFRTIHMIT 1 FERENRH DDA TH Y | AFEGNLE TR
HHiThh,



5 Octapeptide repeat fRAZFILEAGIL, I THRREYE & N—F 0 Y = XL EF80,
RTERIASEAGREE & P LIRSl U, SHSIEMER B IAEFILS MRS D 70, BT,
TREEZIWTIC 2 > TR O FIEREARERENE & 5t O BARMRRENED—RETH D FIREMEN
HeE STz,

(e

ALHEHED CID (28T B RERI7 2R E 2 01D TIT o 72, 1999 HE0 5 2018 H-0D 20 4EfHIC
332 BIDH—_A T o AT Z i L, 241 BIDOT Y A Ji{ e Mead L=, BRI aE
Y IV E<, S OITEIMERZE DT, T —A 7 U AR RIS JORER
FRAEDR EIZ XY CJD OBWERE < 720 TOD ATREMEAVRIB S NT=08, BREE, &
RS b LT AE O RBREE b 3, A% bIEEICHGT T NS HEERFHEE
z2 65,

BT Y A RICEI L C, JWHRE Tl RAER 25800 5 Z E b 5, AN
REFRHIRS, —R, LR S EF 580, HEOH LD LML EE L2
LRICDOZLMEN 85, Octapeptide repeat AL BN OMERRITA L DOREFVEZ
WHZ b EEZRIE LB X DD,

CID DEFHFEBIE, ZH T, 30, JINNVART v T ARHLND, SBFEDZHETILCID
DORREMEE FIZEBET 5 2 L REE L bbb

AREIZIIT 5 7Y A AR ORI BEERILOMTIRGE X, A% OILREIZBT 5
CID DISFESERRIK T, B TEHxR DAL BT, CID OIRREDFRIRCT S, 1L
. PRHVERZWNC G5 Z WSS, A%, CID ERBDEFEICE D, FEiR
AN He B AR & s 28512 L, I EFERIIZ CID [ A X2 TS 2 &
NEETH D,



(srE]
AR L O P T L7ZZIEEHILL T OB Y TH 5D

BSE bovine spongiform encephalopathy

CJD Creutzfeldt—Jakob disease

CWD Chronic Wasting Disease

FFI fatal familial insomnia

GSS Gerstmann— Striussler— Scheinker disease
PSD periodic synchronous discharge

TSE Transmissible Spongiform Encephalopathy



i

Creutzfeldt—Jakob disease (CJD) I8 ONFDIEGIEEII NERILBRYYTE, BaM7e
EDZ 7L RHRZ AT HHEERTH Y 7 A9k L s s, 7V A (prion)
JRIL, IEH 7 A EA PrP) HSEEAHA L, AN (transmissibility) D d 2 5E
U A E PrP) & 700 AESHIREAS M - i35 Z LI K W RIET DR TH 5,
) A & TR E BRI (proteinaceous infectious particle) DEM T, W7 4 /LA
JBYRIA- ) A NI HER T Prusiner ICK W EBNTZAFRTPIP*ZOHDENH 2 &
(2725, AT, FIET D L. T L5 4E T 100BEIC B 2 BSEHRB CThH 5, 15
EEME &R B T TIERIR I LA BT 5 2 b h . AR BRI IE
(transmissible spongiform encephalopathy'TSE) LREEN D,

TV AL, DX DIZEE TV A EADHIARRITE ST D BT E
BTHDHN, @ﬁ@ﬁ%\f@#ﬂ%ﬂfwéotF@7)ﬁ/ﬁTi\7)ﬁ/§
FIE L B2 YRR RFE CERWIIEME Y oY 7 2L |« v a3 7Y

(Creutzfeldt—}akob disease) . U A VEHBMLFEFIZIDATFINVA I~y » o
fa 2T —« A 1—95K (Gerstmann— Striussler— Scheinker disease (GSS)) . £t
SEPEGIRMEAMRAE (fatal familial insomnia(FFT)) <P5MEMECID (familial CJD) %%
Tl U A9 (genetic Prion disease) &, mﬁl#%mf%éf S Y
F 9% (environmentally—acquired Prion disease) (2430 Hivd, EEMTY 49K

(ZIE, BRI TAI X AR CJD (dura mater graft-associated CJD) <CHE[E % H
lblﬁﬁﬁuﬁ%ﬂkwﬁmeWMmmCD)#aiﬂé(K@,%B)

CJD DEFIRZINL, SURICHEAT T DF8MBRAEIET, I A7 n—X AR xR 1L, #
J A LA SIS A S 2 3 2 VR 2R BRORH #ilﬁ\ BEARIEIR 2388 D5 A1 T iR 5
ThHDHN, KREHZ D DHIMFEM CID IZRB W T & IEMAIF 238D, E&istE > )
FUIRIZ BN T D TREFE MR R BEE, FEHRIRRGE 2 780 5%%%%
DTS, FAETIL 2003 4F20 D HRRIYEIC DI TR Y | EHR
Wit 1 BB LANICEREEFT~E T D 2 EREE DT TS [EERIEHRE

*ﬂ#\wﬁﬂmﬁﬁ e AN

TV A IROBZWNNTE DFEEN R b EHE L 2 500, HRIZIAS Vb iTng
DHWHO DF ﬁ%ﬁ@mﬂaM et al., 1998) TH 2,

225D IClinical Neuroscience| ~DO¥FE [V A JROZMr 15 WHO O2 WL
e LRI K0 WHO ORMIEEIC K 2 &R O REE & WHO B2 BRI A 7
L7z (&, 2013),



[WHO B2 ]
WHO (HE: SRR RE) Fo W e CL X, AVEIME CJD (sporadic CJD : sCJD) . 1&{mME CJD
(familial CJD : fCJD) . EEJFP:CJD (iatrogenic CJD : iCJD) . Z2FMICJD (variant
CJD : vCJD) D4 >DAT AV —IIFEISNTEY , TOWMEZIR~D,
[P CJD]

b U A IRDOIRE 8F % 58, FHEWI7eM TR, (periodic synchronous
discharge : PSD) <°, I MR HEHGRFRGE O RMNEE - BB OEE S, #iik s V&R -
14-3-3 BHADEAE R E 2788 %, WHO OANGENE CID F2WEHE (1998) 1, 1979 4ED Master
D OPZWIHNE Master CL, et al., 1979) % &2, 14-3-3 HHZMIHE IZEML T
W5 (B 1) 2 ORESEM: % Defini te (ESEM) | Probable (1ZIFAESEH) | Possible (5
VMED D 3EEITHINT . “Definite” IXMkAARIZISUW CRHMAZREET A H T 50, F
7olE Western blot VP YLt CIMIZ T 72 7" ) A BRI SHERI T 2,

“Probable” &, JRERATRIZZV WS, HEFTMERRAIREE 27~ L, M C PSD 2388, &
DIZIA 7 m—X A KRR - BEASMREEE, /MIMIEIR £ 73R ME S
DHH2HBLU EERIIERN L EFR L CWD, ZOEA, BRKREIIS LS,

“Possible” 1%, “Probable” & [RERDEGHRIERAS & 75905 PSD ZFRD 72V MERFITH Y |
D OERIEN 2 FEARNGD S DA ST, FEAIEIRDY “Possible” THENK 14-3-3 FEH D
M. BREN 2R THHHDIL,  “Probable” LW D Z LITHEE LTV,
AIROT VA ANFBIEHTA KT A v (BEF BB R ERERIRF e EBREY ¢
JV A JEGYESAASTEE 2002, ) © ZAUTHEHLL | sCID OFZMHHYENMER STV D,
BEE L <MFEMEIZ oAV T )L kY aTIEoLmrELgE>

WHO (HSREREREER) DAGEME Y v 7 =V b« T 7yR  BWE

I TR

I AIF7r—X2X

B WU S S 7ol VIR

C S T 7o THEAS MR e

D HEBAEAES

T A M CEIMERIIIERGE (PSD) A58 %

B #ifk14-3-3 R A E CRARREED 2R Ch 5 H D

Possible CJD: 1 3K TN ITOATE H H2IHH %380, AU ERMEOHO (B 1, PDEFRDHIRY)
Probeble CJD: JREEFTHL, « B4~ Y A BAOTEHHIIG O TRV, T BLO TOSEHH2IEE 27880,
M%EA L Eifi=3Ho
Definite CJD: AMKEARIZISV YT CID I TRHEA 7B AR 50, 7218,
Western blot ¥ SR CRE 7 U A BADRIH SN H O




[&f=fE CJD]

WHO DM EEHETIL,  “Definite fCJD” 1%, 7'V AV EHABLFAEIGEO LD

“Definite CJD” TV . —BIENIZ “Definite or probable TSE UmiZEM A IRAMIE
transmissible spongiform encephalopathy)” #F3&>HHDE T 5, “Probable fCJD”
(%, “Probable CJD” 7 >—HIEPIZIFEEIZ,  “Probable CJD” &7 50>, £72IFIE
BRFRAY72 7 ) A B HE R F AR A O MRS R B AR DIEf A2 &9,
A T ARG NDGE, GSS, FFI baEnd,

[=JEU: CJD]
PEJEUME CID 1, AL, B & R AR LT U RIANC X D FRIEE 2 <0
TWD, AR CIIRERRAE% CJD 4 140 ZLL FEROTEY, 7T A, A FU X
Tl FEEARAR/VE RIEIR G2 D FIEE S <FRH TN D, WHO Tik, “Definite iCJD”
% RS 72 & DRFRGHE ) 27 %~ 7= “Definite CJD” &EF L CWD, F7=
“Probable iCJD” % [AED Y A7 %57 “Probable CJD” L ONEKHKOE K
R ARIVE R 2R 5 S U - T INIMIEBERE (progressive cerebellar syndrome)
EEFRLTWD, AL TELT D &, MERB% CID 1%, M CJD OR2IKiHE
Y22 - TR L, BEOTINBEZHEET 5 2 & TRl S5,

[ 2258 CJD]

RS CID 1, 1996 4F Will B1Z &0 s Will, et al., 1996) &, %@f(ﬁ\ B[
ZHUNZ S D FIEZFRD TN D, ARERIRIME (BSE) Ha oD & i fn 27 U 7 fe
DK EE 2 B, BIEE TOHMITHI 10FETH D, HFEFRIETH Y aﬁéﬁ JRER, A
HIRBAERN EERTH Y | JFRMEORBHERE LTSN WA ERH D IEESL
P25, FIEL D V) 1L RTRINIE > TODIERH 20,

WHO D2 EEHETIL, pulvinar sign & MR SAUARHSAO728E850 MRT BT R, (T2WI, FLAIR
G TCOELVMEORIRMEE ) REEEL (BRE2) |

ki Tl PSD ZERIR 70 i FUEGERD e & SIUD D3, AFWIDZEFA CID TIIIEIE
BN PSD Z 3D TUN D (Yamada, 2006), WHO DOZWiEUEIZ ¢, “Probable vCJD” (2, 4
W CIIE ISR SR ARD D Z ENHDH T EDNMESNTND, ZDZ L%

PSD %388 % vCID % Rk X 72 = DI b EHE Th D,

BEACID 1F, ABIHBFYYE CTH D 7V A IRt Ei S5 50% &

72577, 019 FEERAE  URIE]A) A RO TV D W EICE DRIEZ Btk T EIREETH 5,



ZMF2 <ERAMI7 oA YT ok - YA TIHROBWHYE>

WHO (HESURAERERS) DTN 7 v > 7 =)L |« Y a7y ke

I A EATVERESR - iR
B. #&iaas e ALk
C. —E L, MOBEEBENRITE D
D. EIFEMEDRTREMED 20
E. T VA U REBETED
i} Alﬁf@%@%%f%a
B. JBIEMEDIE A& fE D IR R E
C. Kk
D. IA I m—X A, BEGER), VA R=T
E. FRE0E
M A T PSD BaPke (72 1M 2SR His 1)
B. MRT ~Cmj{H st Bk D ARR AL O & 1E 5
IV A HERUERTEE Y A G-
e £l TA CAPRRINBECRER L7Z B D
ZIEFEER] : T+ 00 4,/5HE+MA+TB £/ T +1VA

* B HIZIL PSD BFHICROONDZ EBRH D
5 W Bl T+ 4,/55EE +1IA

CME, Az, HEL, B, $5EL

NI E D & LTt AR RO

LRI T AN E = AR B B A

D ORIMIR FESPTREIK VB &t L 724

e : DHERIKAERE L —F THiAT Lt@,%%%QmKﬁ@%ﬁ%ﬁ%ﬁ%
m@ém [ZHETT S 5 2 SIFHELE S RS, BRIRIEIR 1T JE L 722 W AR R
I_J{nﬁii’mu &)fcﬁl/\ VCJD l/\{ﬂ iﬁ)ﬂf&)éo

£ R &N ORIRIT DT » TR A L & L& 72 77 ) A vl B0 LB
W7 — L —5F

0.0 T o

[WHO R2Wr EEMED 1 A
WHO Wi EEIE, CJD OFEE L L UUIAHTH DM, [RE., FRENEWE O TR
W2 EITEEE LTV, Parchi SI3ZEM: CID 2 6 B HFE L TN A3 (Parchi et al.,




1999) . =D 5 LAFIREI TR 2 LI IARZWIEEEZ 72 720, 12 WHO 2k A7
LTh, ZOMDOEBEFHEIINT LD THRRV, ZEKEECTHY | CJD HEE
i, R TRZWII DWW LT ¢ —/IMA DLB) | 7 /LY A ~—J5 (AD) SEfI T,
FIFIRRIR I HEZT - L Ch (DLB @ 74%. AD @ 90%) . [RIFRIZ CJD OF2WrELYE
Bt/ L TWDH Z & (DLB @ 42%, AD : 58%) 23RS SV TV 5 (Tschampa et al., 2001),
B b SR 22 1M CID ORI C BT S, 1) BEFMEEE S PSD IR I ER0
DT EMBN, 2) KGR, AT, e ERIMECEREFE DB 24> TV MRw, 3) EEER
HHTHDOIA I B—X A, /=% Y =R L /NMIERITZE ORISR BT
TR FBD B, SEARNKIEIR A~ T2 47 B—X A IV T ¢ —/MEJE (DLB) @ 70%
2. TV oA ~=—95 (AD) @ 50638 5 & DL S & %5 (Rosembloomet al., 2011),
EEFCID LS HICZWREETH Y | BRI L OGRS R a5
VERH D,

vl
CID WX, £7. ZOFEREBZEED Z L0 bIfE D, CID TITHEI TG
FHa 2L, FHIEEE TR AIBERERE # (Rapidly Progressive Dementia @ RPD) A58
L EITHITEBET D ENEETH D, RD 22T 2REHO—LLBRE 3 1TH
177~ (Rosembloom et al., 2011)723, vascular (AMIMAEFEZ) | infection (YY) |
Toxic/Metabolic (FPEE/CEME) . autoimmune (H W) | Metastases/Neoplastic
(#i5f8/ %) | latorogenic/Idiopathic (PEJEM: “Bp%éth) . Neurodegenerative (f#
RRAMRR) | Systemic (EEPEE) OEERIAZET 5, MRAMEERTIE, AD b
ZRODLN, FRANEZ YD EHB = 2 — 1 A (FIDAND) | 73— BhEE AR
(RN EE FEEAZZENENE « CBD, MEATMERZ EYERREL « PSP, 58) 25, ERIRIIIZERIDN L
LD,

F7-. FRCHEELFERYEBRIL, 1B AREEEEE (potentially treatable disease)
Thd, HOREMRE (FIEGMEIBRINK., BAMIE R &) 13, EITHEOREE
REREE, TTENAR R K A4580, FRRREE, BRRPTALS CJD LESELL, WHO DRl vt
i T-TIER S % RO D, FUEEUA Hu bk, 25Uk, CRMP 5,/CV 241
K, VGKCHUE) %, FREIUROMBENPMLEL 720 | IGESFEHIOEET D, Vg
IR, BYERBIIHEIICEL 2 2EATH Y . FHRROEENE LS
JE L, N TE B WA A i TN & Th D, 2o, FE/GETEEE, 2
MRRERSE . TRIR ATREZ R B IR SEI IR A LB H 5,

FEARHE T, Ak Y . FIEMI T, CID OBMHIREEZ LS = L 23% <,
HEATHERAIRERERR 2 380D CJD D3 EEHOAV T H I3 1106 11D 5 5., 352 3723 prion
negative cases T o7- & DM 5 (Chitravas et al., 2011), 352 D 9 BiHFk

10



AA-5301 48 Bl DF L, 304 B 233 61 (77%) 73, incurable prion disease mimics C
bofe, —J7, TLH] (23%) 23, SoBhateif, Mg, e, AGHMAMESE, TH%AT

B/ PRI Cldo o 7208 WHO T ELHE A4 T b B & T 8451 (11%) 73 “Probable CJD”,
13 511 (18%) A3 “Possible CJD” DMkt Adi7- LT\ iz,

270 RPD O, $EANCIL, D ERRRGE, FIEZK, JHRRD R EREomIE
DREHL, 2) FEHEIR 25 D 7 IEMEZR BRI LOHRE., 3) Wb/ & O T (B
AN > TR, R, IMMRL, M, 72 L) BRETH 5,

CJD DEFARZIKICIE. X U IEMERFHWIR2K D472 65§ treatable disease & ffESRIZH
BT 52 ENEETHD I EEFITRNTUINT 720,

SR 3
R TR E R E DR [T

Ji iR 2= JIBATTE, i R 7 A RIS
B PAHIE & EIIEAA D WORGIEIEINEINE | g HRRRAHR SRR T U o i
g MBI NSRBI MENY > E
SEREFRESERERE /T 7 e T A U E U o NIERRAZEIEE
(SBifE, B a— Al ~7 a7 ) AE) / RIS RBIEE
[ENE7= Sk ikjea) i [ [ TR AE
RYYE VA T L = A R Y TR
== IEHEAKUEYE
FA I FHRISHREERR, | TV YR
TR LA (0 [ A=F aVaEV A NI S )]
HIVBS AR PFEMECID
LTI B EVETIE FIHEECID
= v I UBIZKRZIE ZEFIRICID
e FT I URZAE AIEAIBE A
FA TV RESE A TR R SRR R E
HER K ZIE FERMRREE
SRAHEEIE TR EE
B OI% i TRFIE 2 D TEEh = 2 — 1 LR
JHFMERRRE N—F Y R
BT 4V E L7t — MR
AR RIMR B FLEARZE M
v A~ A T TR B
7 La—)LHiE PIHES & BIR D /S—F Y
Y Fr7 KW INCFU R R
kel 2EMEER EAamiRs
b AR AR PR
$hrheg
AR
7 7 AJp
AT v BRI
S b= KU TR
H O | FEsEnaerkd
&5 HOVCKCHE S UABEL ORI
FEANIE
JL—"T A
Padf R— R
PR AR 5%
v U7 v 7R

11



[V A 5D kES]

UTARIZZ2 ) — NN HAVD K D 72 T RBTEDS, £ ORI <, 1920 4EiC
Creutzfeldt 73 1 {5, F4E Jakob 73 5 BilDEGHIZHES T3 D RREMER] 2 #E5 L. 1936 4412
1% Gerstmann 573 Gerstmann-Striussler—Scheinker J7 (GSS) D% % . Stern % 1939 4=
(CHRPRZEMEE 2R LT\ 5, 1957 4R113 Zigus & Gajdusek 23377 =2 —F =7 D
Kuru 2355 L, FO5REKRE LT 1954 4712 Sigurdsson 78 slow virus infection ZHERE L
722 b3, 1966 4121 Gajdusek 78 Kuru DF 230 P —~DAGREEIZ R LT-, 1968
21X Gibbs B2 CJD DF L /X D —~DAREIR N LT, Z ORI A Z k4%
% < OIFFEOHC, 1982 4FIZ Prusiner HIHEYYR 11X T 4 VAT 7 —T D XK 95 12K
EGETEATOLD, Thbb T U4 THDEWD U A AGEIRE LT,
B DOERKIZ LY Gajdusek & Prusiner 13454 1976 4F, 1997 4EI12 ) —~YVE A B
LTW5,

TV A RIE b MR, R VE L CJD A HROMANE, CREIINIE
i, AAVEL AR EL, BB CJD BRI IE T D BRI SR OB 72 £ OEEFME CID ¢ &
FESFUTR & ZeRE AR LT, FRICINIMVEL TR O RESE SR AE L 1 5 =R CID 12
L Cid, £ CTOMERBHEE CD 25X LTW5D KA R (554« Lyodura) 3
1987 4RI THEE I S 72, AARTOMAERIRIE 1997 £ TH 0 | LA AFR Chlfs
IERETS CID NBWERHD—2 L E X SN T D UK, 2015),

T2, R, SEESICRBOTY SUERIRAME (bovine spongiform encephalopathy :
BSE) 7> & DIEGNE 2 HAVH R EI CJD OFANMER A R-EE 720 . £, B E
IZBWTE, 2R CJD OFRACHEIERS Al D CID 23857 572 L, a2 d K&
AQEE g LY

b, ZLOWFREEFERATH, RS THLRERFERZ SN TWDICHED
59, TUAIRIZEA LTI, EORBGEORIED A 1 =X 5, JRYHIER, TREESE
ERTZNRH SN TORY, Tz, ZILORBROBEOS A 2T 5 2 &
%, fRD CTEE/LHREE 2> T D,

[V A5« R o]

CID ZRFE LT HANTV A IROREIRIT, 100 T AT 0 4R 1 AFREE CHlEET
RNEFDITNDD, L LRROEHI T L7 +— I A% YT H &M
MDD D, ET-TRICEL T, HIBGED OIS, A TR D 1L
[ZHTET D HITRFETH D05, HFRIITR D LK 9 BN LAELINIZHETE T 5 & S
TW5, 72N TIUC LTS, BRROEY | BN OBmMFRITZE 1000 CTH Y, FE
[ e 755 (= E VAN AN
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KRN T, European and Allied Countries Collaborative Study Group of CJD(EUROCJD)
L. Extended European Collaborative Study Group of CJD(NEUROCJD) &\ Y9 2 -DD#HA
BdH5H, BIROCID IZIE, A—ARTUT, A—ANUT, IFH, TI7A, KAV,
AZNT FTUH AANFT | ARA 2 AL AL EED, NEROCID (2L, ~b
X Tow—T, T4 TUR, KUY TAATUR, TANLVTU R, A RT
T, N x— TV, Ax—TUNEELTEY, TR EhUEREILE L
TW5, BIROCID (2%, AF4, A=A~ U772 ERRNUSNDE SN L TWD A,
O 2HFETIRIERIMN 2 AN— LT D, ZD2-o08fkiE. AROSEEBIET S
72 EERAE L TEBY . EOR—LR—INSENENDY A MIADZ ENT
XDHLEIToTND, Zohbh, BINZEWT, CID T 2 BA0L2MRD T
W L EHEERTE D, 20 2 Rk 1993 FE)E 2008 £ED 15 AEMOHEH A | LT, #
DA %27 2 72\, BUROCJD & NEUROCID ANER[E D 7"V A Jist %Ki, BUROCID T 1. 06
~1.60 (N/100 T N/4F), A AT /L% BR< NEUROCID T 0. 63~1. 54 (A/100 J5 N/4) &
100 ﬁAaW: DA | AR L R Tt L RERETR V(SR 4,5, A AT

[ZBE LTI, SRS 2. 33 BB /100 5N /4F) & i< FENE CID A Z OETIE %
W ENFHEL TS, ZOZEIE, FEMED CID AHEHI b EZ KIFL S H 2 &
ZRLTEY, FHRMECD OBIENEE 22 LICHLERD, ZHDRINOFEECIE
1990 4FAR & EHlE L, 2000 (RO TG DFECE BN LV MERD B 5, £ ORI, T
F TR O o T2, HONTIEN I N TR 727 ) A REBRE DB
WEICEED ST REMED MR S D,

SR 4 TV AFIECHEESE TR, [ERI(EUROCLD)

~2008 4F-3 H
FE Lok HE T ek
27V | SR CID | R CID o
. A
SwnEls | ETUAR
(@ (b) CJD
(b/a, %)
F—ANT)T 360 322 89.4 1.17 1.04
F—ARNJT 174 153 879 1.39 1.22
Vol 359 331 92.2 1.12 1.03
TTUA 1554 1305 84.0 1.60 1.34
R 1398 1295 92.6 1.13 1.05
AZ)T 1237 1007 81.4 1.40 1.22
FIH 272 253 93.0 1.06 0.9
AFT 120 46 38.3 1.54 0.59
ARAL 695 631 90.8 1.18 1.07
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AR 188 180 95.7 1.64 1.60
JEE 1017 876 86.1 1.14 0.98
: 1993 4R DD BREFE L H7278, [ Lo CBIEBI AR OME T AR -0

skt N 100 J5 564

S5 [EBIFET =R (BUROCLD, 1999~2007 4F)
FETR (ANH 100 J5 56 EH)
AL — 1.54
To—Y 1.22
747K 1.36
E ¢ 0.63
TARATR 0. 65
TANTL R 1.2
A AT 2.33
J VT x— 1. 01
AN 0.78
AT = —F 1.34

WESEA (definite) . 1 XIEMESFEH (probable) D Fr

LA TRV F ARFECEDBIL, A AT TV, AaXRT THRIEETY /L JRD
SO LEIEN%E L, Aa 37 %, BUROCID T 1.54 (A/100 5 N/4E) & FET-ZR I o[H

FIFFERRELRN S, FIEME T AN 64 1% @, <137 U EHER T
DIERZA o T D RTREMED NE SiL, HUB BRI DS R HE DR RT3 2 &
Bz BV, ERMED CIDIZR LTk, JEERIIZ BIROCID 76 O#ENR £, 7T v
AR LOFEEDORERNVE AL D CID BEH L TWD, HEBMHICL D HOIE
EUROCID 726 53 il es SAL T\ 503, [RIRFH, KIEDS 4 Bl CTH D DIk LT, 1XIZIFA
IRFHADATFR T 139 41 (2010 4= 2 A) &JEEIRIIZZ N, BARIZI T DR AEE] CEH S
TR D KA KA DD DA —H—NOEASNIZHEDTHHDIZ, FA YT
9, 7T A 1H, A X VT 64, FEEAFERRINTITD/R, D2 EiE AH
TOREEDMF RN & L E o7 2 &, ARRDIRBTIEL L R —0ff
FEEASERIAOIC B ARICEH ST TREME B 5 = & | B O R ATIFRO R 72 &
BRa BRERNBEZZ bND, ZOZ L, /e —_A T ANELERZ LERL
TW5, ZFEAIO CIDIZEI LT, FENEIE 216 B 9 5 169 Fil 2780, A
22N (20103 H), BARIL1FIOHRTH D,
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RO &N, HUBAI S b EREREIC S 0 BB & L CHRRMN iRk 4 72 e

HEFE D KENTOWVTEZTZVY,

KED TV A AFZEET BT — 2 1%, B TPt 4 — (Centers for Disease Control
and Prevention, (DC)3 LN, £ DBHEHKL TH S National Prion Disease Pathology
Surveillance Center 2> HAZR SIVTUVND, ODC DA KT 1979 FELAFEOIETE & ST
FEPARENTOBH, FECHE 1713 AON/100 5 AR FE L2E LT 5, AV
PEAS 8. 3% & T DREHE 0573, FHEMES U AL AAY 14. 25 TN 0 1y VB
(23 5 (197972008 1),  (EAGTERL Pt BB AR B IRITE S 7Y 4
IR ORS¢ )V ARG BT 2 RAMTZEEE , 2010.)

[V A 95« BARDER]

AIRTOE F 7V FAFGOY—A T AL, 7V A IR DA R L
LT, FrERRIRFI SO SN D AR AZE (EHORENIMS G
258 OFT =%, 1944 HO [JFYYED T M OVEGED Bk 2 [ I B
T HEE (BYYED) O TN SEHE S AT DIYYERAEER), JECHErED
WIN G LI NDERERE 72 E3d 5, L LG, N OENEEFE HOGEIEIC
5 2 RYYEREBAIHA Tl 7V A IROBMHITELEIES N TR Y . BN A
NI NT LEFOEEZLND T YA LAIFOBWZE DG OHHEFE TR ATREMERH 0 |
BRI ANZEICE S 7T — 2 DI b EfEE B 2 bD, 7072 N EIRERGEH CIIAFR T
DTV F AR K HERIETRIL, 1988 4E 0.5 A, 1998 4E49 0.8 A, 2008 4£ 1.6 A (A
/100 TN/F) & EREZBDTEY, D EHEMUTWOHIERH Y . g Lo
IR Db &, [HESRFIDNE 2D,

ZTHEH, KEOT ) A UI{—_A T AR, 1996 45, ENZIS T HZEEA CJD
DFAZZT T, JBAE [7aA4 Y7 x)v b - ¥ a7YRICET 5 BEGEmeer (2
L o TREEFRES IO CEIMEN-, 612, HmIIEEE 7 e/ Tz -
Y a7k LV OFRREME ] (2ol &Mk 1997 405 19943 H) . L
THATOY—A T AN 199 45 4 ABRE ST,

BT CID H—~1 T L AZEA LTI, 1999 45 L 0 [EA 557l - EEaMR BT ARRF
JeddE 17U A PR ONEFRIME D o« VA ERYYEIZ B9 2 JHAMISCEE) (2, IRt
=, FEHRLE | JRBRTE IR T E D7D CD XA T U AT ERDERE ST,
EHIEMEHA, i LW e 2 R, SRR & &4T 9 .
BEDY—A T U AKHIDBRE ST, 77V A Lnskeioin B BE T OV TONEHR
Bt &, D h—a T UAEFERITBEDEE (L LUIALD LTS
MU DY —_A T U AZEITHE 2 L, AREA R EER R & 77 LT
FHFHE AT,
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TV A ARDEEOIN D BT OV T OERER L — MIFLLTO LS R b OnH Y |
WA b EAVE TR Sz B THRETERD CID —1 7 U A REBSITHR
filtxingd, 1) FrERRIREMTEEDOBRRKHEMAZIC L 50— (BFICLDT
U AR DORFESRIED HFG I L ORI NFHAZEEE HOREDMG DV Sa . #EnT
BX 0 CD —1 T U ALREREH RIS OBERE N GHEZE ORI S
%) . 2) BYYEEIHES @iz 20—~ (BYYEEIC L Y CID AEDEIT R
boTBR, BWEER L —_A T U ADEEME O EF B L TL, BAEITEE
L0 CID Y —_A T U ARERICTEREREDOFEN I N D) . 3) ZoM (P—
R T AD—BE LT U A E A PrP) @G -SRI 21T 5 BRI iR
fit, MU COIFHRAFREITLD) o

FHF RS (FE) O FEHFEDOREZEZ LT, Fibile 1T CTREE2
2L, g, WM, REORET —F N EfEE L, A T U AR EICRE R AR
AT %, ZERCID Be\ile ERIEFIOGATE, —o T U AZBR KO Y —
R T UAFRBIZ L DBEENE IS, RESRICESE I —S T RAER
TR THEA OFEFNZ OV TR LI, OS2 & OFHl & B 51T,
AITIE, OV —S T ADT—H % AN T, 2010 42 10 R OFHERETR D
M3 2303 Brain |CHVSE L TUW4, 1999 4E2 50 10 4R T 1222 A CJD B 2Tk
L., 9224 (75.5%) HMIFEME CID, 216 4 (17. ) HEABMET" ) A 95, 81 441 (6. 6%)
DERMECID THY . 2D H B 80 BIAEEREHEIZES 5 CID ThoTz, ZEFACID
1 BTz, FEANEE CID & 3PERD =, Z OHETIL, BERD FHHFRO TV S,
1999 4F1Z 0.65 (AN/100 J5 AN/4F) 23, 2006 1213 1. 10 (A/100 T N/42) . 25 0.85(A
/100 TN/ & ERAEBDTCND, ZOZ &, BRI —w v 58 & R U AT
bolz, (BAFBR PR EM SRR RSO R R ) A L O
7 LA RYWE | B A FHARTSERE. , 2010.)

(b O HIERAO 51

eHEEX, BN, KESIZFEEREEICH Y, UERT-E ) L, "ELLEITWS,
ZOBEY ., BEENKATH Y, BRANTBEEN S EIEEE L2,
7V F ARIINERIGREBYYE TH Y . BDRO T ABMRRIMIE BSE) . DA L—E
— (scrapie) . FEDEMTEEEMEE (Chronic Wasting Disease : CWD) 72 &, ZfEDERS
TH VA IREEDTND,

EMIKPER OFPEFGFRE Tk, 2FETHE SN TV A AMFIX132.8 TEATH D
23, ABEEIT 79.1 HERA RS L TRV . 2EOILAO 59. 6%)3 bfEE THE ST
% (2018 4F), Fi=, 2FEDOAO 10 5 AHT= 0 OARFEEEIL, 1, 11I8EATHH DI
)L, AbEEIX AL 10 5 NS0 fiE R 14,856 85 . 2FE 1 ThD, 2MDEF
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WA CHIA] 3, 514 BHE BHE /22403 0 | AWHREI T RERAID 13 5 & 22H L T4 (2013
), ZORBEITEI LT H ., 59. 1% G LT ¥ | Ax[EFAE) 28, T & b Ui < .
AR D b2\, WHAFRERUZIW TS, 52.4 J78E (4[F 251 J55H)
ERE I THD, DAFRICELTY, SEEEIEL 17,821 1D 9 6, ALihEI35EH
11, 529 BH & 2E D 64. AT L TRV L L Th 5 (2017 ALifiE G A pE R i
f@)e U hE, AMREICORAERBS D =R OHFETEH, AMUUAREDO =R
T LD BIEPKE < ARIIEE 190cm, KRE 150k (22T DENRRKOEREY) CThH
%o BTEOINCIT—RE TR E CAEREDND L2, @V VG L AEBRE DA
fEIZ X0 BRI AR AIER LT Y | BifE 66 HEAR L TV . At s DA
DRTEE 72> TN D,

7 SAMERRPIMIE (BSE) FAEIL. FE[E T 1986 fEICHER SNTZONBAITH Y . Dk
SITHIINL, B MOE LERRCD 25| &R T2 EBHALNERoTND, 2
UL, AEHTHW SN T2 EOREMN T Y A ATHER ST\ 2 & 1Y
SN G D e MBI L= EE 2 DTN D, AbHHE CIIHiR ST
RBOTNRNE OO, BENSURTL O Z0EAN R S TnD, EORT L—E
— (scrapie) (IZBH L i, 18 i EE N HHI B TE Y | 1981 HEZ T TIZZEDIIEE AL
WHE TERD TN D, FEOEMESEEMEZE B (OD) 12B LTI, dEk OIS A LT
B, IEFITIER SNTWD, T HEOEW D RS DI R IME
(Transmissible Spongiform Encephalopathy : TSE) TH V., =k b & EESHHEM) T
HDHZENPHOENTND, ZHE THARIZBIT ARAITHER I LTV, KE,
HFE, INTz—, 74T R, F LU THBEOHRECRADHERSN TS, &
mZEN LR S & TRIFIRTH D 0D 7V Aot h~NEGed % 2 & 2R3l
1L ZAVE TITHER SAVTWRWDS, AMERRIRINSE BSE) & 15720 | Mk, MER, R¥B
FOFEFD D BIEGUWEDNHEE SN TR Y | EEEETIFRHEEANC L5 b v T~
DTG U D Z L ARIREIN TS (2019 NEIFENZAFEES) . BIlET
I, QD DAANDIREY A7 HENEBZ HND 0D, KER FEEHRE o #—
CDO) 1L, IR TRRBEINTMICFERZILIZ TOD At M350 A7 L7225 H]
BEMEN S D E WIS Z/E LS, b hO 0D ~DIZL BAPIET 5 2 L OFEEM A
IRELTWD, | ELTEY, F£7-, BONEILZ 2R (BFSA) 1X, in vitro TOIER
RIS &, TOD &Y D REM & N DOBINZE T DHEE7e RGN Y 7 A3 5E
T2, | &L TWD,

REIL, BRSO THRATH YD . HRERENIZHEND L DB IERIC
20N, £, PR, DR R GER) | BERR EEZ SO RRASUERES L TN D,
Z OHIE DY —_A T 2R LOGHFHAZRGEE IO THEHECTH H L& 2 bivd,
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(A DERE

TV A PRI, BRI T D FRAME & D TSRO B VBRI T H 1 |
Y22 & SHEDNREARRI R TH Y | —A T U ADER L ZDIFROMATIE,
INRBEFINC L EETH S, BCKIZBW T, et oS 2580 508, 7
DT COZEMRENIAF DO RE R 2010 4 (Nozaki, et al., 2010) DHATH Y . B
PN & [RIHEEE L AL 9 2 AHRE CORMKER 2R L E 72720,

ZOAMRE T, IEMETR Y —A T U ZADFHIA S 4172 1999 A0~ B 2018 AR 20 AT
N S —_A T ADRRNT EBEEEAT O FE, 2010 FOEERE Lo W bnEIz E
STHIFFICEE TH D, FAROED, 7UTICESThH, [FRROFEE > 7o
1% 2010 FFOARFHRE DA TH Y | AL EEREEZ HND,

VUG 2R P E AL, ML LTS ThHAumEIX, AAERBOHERE e L TR |
O A L D72 ARERNLE L TND, ZOZHET, o> BARD U2 X8
FHACHH D, ZOHIEMITR S L-iFsed,. St oOMmG2#ATH, CJD OHivsk
P2 B NTT 5B THIERICEEREWE 1T/ 2 FFHhEO 2,

F7o, AWREIL 1860 ARG, RENOBAELRO TR | BT Y F I
BIL Cid, AN, WE, JWNcBIT2H 5055 A4 TE2RBODH AR H Y . W4
ECTHRMRBEY A 7 HHEE LT D,

IBEEI 3 5 7 U A IROBRIORIE T, S, YT b 78D |
EAIR I LI I ERATE <. A RO ST 5 bDLEZ DA,
TBRHIKII 5 CID A 7 TG I, E OBz TR L
FE AR A OIEET, WA ST,

x$G L 7k

AL, AERERIXIZI1T 5 CID —_1 T U AFRAE L LT /) L7282 2T,
1999 4F7 5 2018 - & C, 20 M D ALEMXICIS T 527"V A IREHE 241 4 DI
JERILZ T LTz, CID Y —A T 2 A TIE, 199 4B L o2 % 10 71 v 7124y
. AEE X CRFER IR T S O E A ZE, B ~— T — R (Rl
KF) . TVAVEABG AT GRALKRT) & BYYE DT85 M OVEYSE D BB 1 Txt
T HERICEET HiEA: (EGYETE) L0 CID DAEEDOIVTIEF D —A T L 22TV,
RS 72 R ERAT L, AT HL, LI, REL AN MRT SEHORFEES (WD) T
MR, JEERER O E S HT R, I CoEEIERIEE (PSD) | Bk 14-3-3 &
FIBEN S . CID R, I RITHESHE, BTy, BT LT\ 5 (A ErE R e
YRR RIS R 3EIR AR T R D o L A YA IEEE,  2002),,
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CJD DEFRZWN L, RHITEIT T 23RS, I A7 n—X AR 221, B
A DI s A 51 2 28 2 MR 70 BRI RGE,  BRAIEIR 2588 2 5 A 1 T s 5 C
Ho, LInLRRNG, ZORYZKIIRE R 2 L3 b7a< 720,

BIfE. CJD DOEFRZZHNC WHO OZWiEYE [Zeidler, et al., 1998]203HSAYIZIA< H
W BTN D, WHO F2IEEHE LT, AV CJD (sporadic CJD @ sCJD) . & fmf: CJD (familial
CJD : fCJD) | EJEE CJD (iatrogenic CJD : iCJD) . ZZFA CID (variant CJD : vC]D)
D4D>DHT AN —HFAINTEY, SRV —_A 7 AT WH OZHiEAES
Az, %%ZIKA&%B% TR AT, FiEIC TRE 257 L TiE 21T o 72,
AR TAHRE R FE DML B SAGE Th 5,

S

[ABRED 7Y F IR DORRRI 72 FFHEES LUV

ACHEEHIX ClE, 1999 4575 2018 4F 12 A K F TD 20 4EIZ 332 44 (B 130 44,
T 202 44) CID H—~_A T U A EFhE L (X 1) , —1 T AFRERZIE
FEFERINTITAEM 3 44~30 44 L EE) B 573, M) 16.6 4 Th o7, ALfEEHIX D
P T RAFHETIE, 332 44 1 241 44 (72. 6%) 3 CJD & ZWr S, 91 44 (27. 4% 73 CJD
EOLEI I,

35
30
25
16

20

15
10 15

10

3
il i “ I |
, N l.llll I

1999 2000 2001 2002 2003 2004 2005 2006 2007 2008 2009 2010 2011 2012 2013 2014 2015 2016 2017 2018

m Male Famale

E1 CIDY—RASUREFER| B L BHH (19994 -20184F)
(3324 : Bi41304, 42024 )
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20

18
16
14
12
10
8
6
4
2
1999 2000 2001 2002 2003 2004 2005 2006 2007 2008 2009 2010 2011 2012 2013 2014 2015 2016 2017 2018
& Sporadic CJD Genetic prion disease B Acquired prion disease I Unclassified CJD
& - 1]
B2 CDH—RAFURAEE - RB R BER (24148)
#1 JdLiEHEICH1TBCID24145(19994E720184F)
MBIET VA
Mt coD | EBEBIEHCID (r=38) SETHE
(n=187) (n=14) ass FF1 visor M232R | E200K | V2101 | Octapeptide | Y
(P102L) (D178N) repeat.
SN 187 14 4 1 23 6 1 1 2 2
B/% 73/114 6/8 1/3 0/1 5/18 3/3 0/1 0/1 2/0 0/2
2HECHHINE 77.6% 5.8% 15.8% 0.8%
72.4+12.0
SEEERTEFID" 710101 57.9%16.0
(HE) (35~90) (19~81) 55.5+11.2 47 79.0%5.9 | 70.7+10.2 74 55 A54 81,92
(40~66) (69~91) | (60~84) B:58
R A 1726 35x22 3,36 3,12 34,4 3 4 A
D 4~ 4~ (n=2) © (n=2) (=) | (=D | (=D B:156 NR
Er-FCoRMA) 13.7+=148 26.9+30.5 2 both of
(1~69) (5~93) NR 12 - NR NR NR . NR
(R (n=36) (=7 (n=1) them survive
BN oy
(B (n=18)
a RAEFFEES: TI9E = SDUEERE) NR $REEL

b FIENLEENEE S FTTOHAR : F1YE = SDUEERE)
c HEEHE#CIDICHTR B IENSCIDRAE T TORAR : F19E + SDUBERE)

241 2,0 CJD ONERIZANFENE CID1ST 51 (77. 4%) 5 | FITHEFER 148 44, B\ A 39 4, 1
ERSAER CID 14 31 (5. Q%) . &MY A 95 38 44 (15. 8%) T o7z, ZEAI CID 13k
HREHIXIZ TGO BTV (2) o 43%RHE CJD (Unclassified CJD) & LT 2 4]
HIRDOTND, 1 HIFIIMEFIIZAE S CID & B NIHFENE CJD 2RI T&E 9, 9 —
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B, BLERESRRETHY . BEEEEGECTE VIR TH-7=, CID LT
AR DS FTRE Ch o TEBI ORI 23 GE D

FIERFFRI L, M CID 71.0£10. 178k, AEIERA#TL CID 57.9£16.0 5 T o7z,
BT PRI 72.4212.0 5% CTh o7,
BLHTIE, ARERX To oJD241 fild, B0 44, &t 151 4 (Zebk62.7%) L4
PERZUMERIZNGRO DI (F 1), A 7HITIE, VM CIDIST 4 (B T34, &«
PE1144)  (ZbE61.0%) | BERERARSL CD14 4 (1644, Zeth844)  (Zxii: 57.1%)
EEIEMET VAR 84 (B 114, k21 4)  ET1.1% THY ., EEET
U A9 (BERERAEZAER]) (TR LTI, BRIRER Th Y T EREE CTh 573,
IFEME CID, BIBMET" Y A RIZB LTI A MEIc 2 MERSRD DTz, ZiuTang
DI LIS Ch 5 = L HBIE L QWA ATREM N H 5,

CID T 7ERI 91 4 DJFIRGE L, BE, FREVE, MFEZE, TADARENE L AL
77

ERERIORIERFEZAX, 20 R (241 40) TlE, P12, 1 L4/ FOFIE, B 2.24

GIEEL/100 T N/AE) Thotz, LD, h—~_o F 2 2% 5440, 41
(T D & 1999 4E 75 2003 AE T 1 1 5 AERIT Y 6. 6 44 /4F sk 1. 23 (A
/100 5 N/AE) T 71273, 2004 4ED 5 2008 4E £ TOH 2 1] 5 AR 12. 4 44/4F
PREER 2,30 (A/100 B A/AE) | 2009 4E0 5 2013 A4 CTOES 3 /] 5 AWML 13.6 44
/AR, MEREER 2,53 (AN/100 5 AN/4E) | 2014 470~ 6 2018 4 T 4 i 6 4RI T4
15.6 44/4F, MR 2.90 (N/100 TN/4F) EHINEZZRD TS, @DREBTHY
PRAEERITAEM 100 TS0 Ol i@ Bain L, ) (XM3)

CID SEFID PRI TFRIEN < | oW TR, BHTHFOSL YT NALI,
SRS CID, AR 7V A s L OIS AE % CID O £ Dl T b [FIEk Chh o 7273,
REIE, ZEATIRBIARRER & D EBERERR T A R 3 A AT L COREI LB M CJD

TEL AL,
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3.50

0.07

0.00 bl [
1999-2003 2004-2008 2009-2013 2014-2018
e @Sporadic CJD e e e Genetic prion disease em» Acquired prion disease Unclassified CJD emmmTotal

B3 dbiEEMR(CE T DT IA L HmO BB EGAELK/10075 A/ )

[T oA 7 =)L |~ « ¥ 2 7YROEK

SRR ATREZ AN IME CID JEBNZ B LT, FEE S 71. 010, 1 5%, IEEHIERS
FCTOHM 1. 7+2.6 » H QL)) 4L F TOHM] 13. 7+14.8 » H (36 ) TH-7- (F&
D .

BRI 7 01 7 =)L b« ¥ 3 7IR DR

FRFEHARINIC 14 BIOREER R CID 2387, RaEs e rl e/ AR AL CJD
([ZDOUNT, PR T 57. 916, 0 5%, MEEHAEIES £ CoWIM] 3.62.2 » H (1241) |
FECETOMHM 26.9430.5 # H (T HI) | BEBHEAELL D> HFIEE CTOMH 16.8+6.5
FE4B) THHoTZ (FED

[4] ZERI 7 a7 =)L b » ¥ aZYEIEERO > T,

(BB Y A AR DRHE
BEET ) A 95 38 4p . Ik h < G- D VIS0L A5 23 44 (kb5 44, ik
1844) (60.5%) TdHV., ZIUTkix W32RER 64 (B34, L34 (15.8%).
GSS(P102 85) 44, (BPE14., ZetE34) (10.5%). FRIMITSNZAS) 14 (et 14)
(2.6%), V2101 225 140 (ZcME144) (2.6%), B200K 25 14 (et 144) (2.6%) . 78
Wiz, Fio, WNHREE D THHMi72 Octapeptide repeat fAZT 24, (24, W
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) (5.3%) AFdlc,  (X4) FEFEFRNL, BT Y A IRaAR T T2.4E
12.0 5 TdH 0 . ZOPWNERIZ, VIS0I 285 CJD T 79. 05.9 %, GSS T 55. 5+ 11. 2 1%, M232R
ZEFLCID T 70.7£10.2 1% Ch o7z, AFEM: CIDIZBA L Tk, HARENO#HE L R&E 72
FREITRD 2N H 0D, WHRE TIRBEMET U 4 98I L CRE B ZAER] 2 580
W5, (F1)

B4 FEIBEETVA MR HERI(388)

5

Pl

AL, AREIZERT 5 7 A U AROZEFRE L ORKRIIRHRZ B N2 LT,
bREL,. BAIGHRICAE T A TH Y . Sl i MR TH 5, AN 538 1
A (2015 45) TH Y, 2000 =75 2015 4= F TO N L OFHNEEEN 0. 20%6~-2. 2% & LLigny
ANHERE S ZZE LD, BEFI & LTl koD 83, 456k’ DIfifEZ A L. FHfENE
B 1| AU, 455.8ka' & 720 | HUREROD 2. 9k & FiG T2 & HH Y EifE
%, 157512725 G4, 2010), L L7ends, TOREEE LT, EEESHICAD

DEERT DA H Y | JETHTEM CH DA 195 TAE ANOPEF LTS, £
FHTHTAT AN 20 7% TIZ 410 5 ADAETE L TR0 (R 27 451 (2015 4F) [FEZAGRAD) |
A A P B P 28R ax 28 ek I ets el BEPA = 3 IFthtiax 53 fsx & 2 de
ZNENOHH iR EEDET T DM H 0 | ) ekiEk Tkl _xm%:x
T TWDATREME B D,
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FREEDSEE A TH D | NBRIGERYYE CH U | JEGMEZFR0 5 77U A 98I LTl
AHERRIRANIE (BSE) DFIEITRBO 72\ 0D, A WA 2E 1 ofESE
%3 i L CHEBERIIEE L THY | @h$@7)ﬁ/r\EEf%527v
—IX, 9CIT 1981 R TAHEE TRER ST\ D, BEDEMEFEMEZRE (WD) 1%
) ﬂ@%ﬁ%ﬁwl‘/@%ﬁ”é{KL PR IE (Transmissible Spongiform Encephalopathy :
TSE) CTH Y., =R b bEi s L TERSNT\W5, TOHETHLTY v
TNFALHEELZ 66 RO, AROATERE I HE A 50 fE & 7> T D,
HCDT T o REOHIR BT, FH, BERNZ & BRNSUEAEE TlLEs LT\ D,

ABRED 7V F 95 e N D5 A 7 O 2 2E S Nozaki, et al., 2010) &k
B UMRE L 720,

2 LiBEDCID2M1 R E#HE 12224 (20105)ED LB

MY EERiEER EER EBiEH BARE
CJD CJD cJD FUA iR (SEE#/1005 A /4E)
bEEH R * * 187(77.6%) 14(5.8%) 0 38(15.8%) 924
(n=241) 71.0%+=10.1 57.9+16.0 7244120 :
LE * 922(75.5%) 80(6.6%) 1 216(17.7%) 0.85
(n=1,222%) 68.2+9.6 56.5+16.0 48 65.5+13.9 :

* 20105 £ E#R & Nozaki, L. et al.2010.
Prospective 10-year surveillance of
human prion disease in Japan. Brain.33.
3043-3057

* 2010F £ EHEFIGIOIFEFEECIDEED

wox JbEE M R IR & (326l D5 F R EECIDER D

ALHEED 7Y A AR RHE

[117° U A AR DOFIER

ALHRED 7V A L AAROMEEZR 2. 24 (ON/100 TN/ 1%, EEHRE 0.85 L ik, 4
E L EWMEANCSH D, EDOIEZDMNFEME CID TH Y | [FZ A 713mln CRIE, 70
~T9FRIT peak 35 & &N D (Nozaki, et al., 2010), ALHEED 65 Ll oo AAEL
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1 29.1 L REMNE26.6 L0 @<, mE RS RENA X0 &y CFEEL 27 AFREEE
P . BEMEOFELE 2 DD, —1 T U AO I IRGIREES L O
iR ~D B DEHF S L TS AREMED B 5,

A IAHI ORESE & RABOE MBI Ui, FRASROE (199972003 4F:1. 23, 2004 4F

72008 AE:2.30 . 2009 452013 412,53, 2014 4E72018 4F:2. 90 (/100 T AN/4)) 1T
B QWD ATHEMED S 5, RERE T H 4 CID JERI T, 100 5 ABH 7= 0 OFIEE/FH3,
1999 4 0. 64, 2006 - 1. 10 LHIINZFEHTERY . REPICH—A1 T 2 ZAD %I,
PREEHEORIEN 72 ST E T D ATREMENE 2 Dz, FEERI—_A T A
TR & & HITCID BEBNNE L o TWVAN, ZHHOHEIMCELTY, 2iEv
P T U ZADJEAFNE & BITKEEROHINIFE S FER & B 2 b,

LU 5, T TICAY—_ T U AT 20 FE2 R0 L CWAICHEEH ST, b
BT, BEET YA IROIER, —EHTEDLENTE TWLHIENH 5Dk
L. AGREFRIE CID O EARTEH DM CID IZRE L TIRKIR, Bl & NTHEInom 4
ROTND, £, TOFRERITRENE L L TH R,
EERNVSIMECTH L8, Bk Lz, AEERER & L TOBRE & o, fRSUL
72 EDOFBEEASBERE L, T—"A T RIIHTDNEN DD,

Bl ClE, LA T o CJD241 iR, AP 90 44, 2otk 16144 (i 62. %) &
LN MBS HALTZAN, 2E 1, 222 SEfIh, B2 4., L1104 (ktE
58. 19%) & RFEMINCH LENRZVMER D D 5, HNOHRE TIE, ZERL & Ok
LHDHN, BLEEZBDIRNETHA—A T U T OHE (Collins, et al., 2002),
L LABMENRSL W E T2 KEOHRE L H D (Holman, et al., 2010), CJD DB LcthizhE
LCi, SEO—MN D OMERAR HRIIE SN2 T — X BPLETH D, 4@@@:65
LCiE, Bk 254 T3 N, 2ot 285 T3 N (i 52. 9%) & 2ty M 5, S HIC
ROEIAE, BE19.25 45, 2otk 24.36 2 CTH VD . ARPEEE (Zettk 100 Al iﬂ“
HHEMOE) ICEALTH, 657%95.3, 707% 90.6, 755%83.8 &, 80 % 73.8 & &
MINZMEA D D, Z O CD DB LT HEE L WD EEZ LD,

[2] M7 oAV 7 x)L b« ¥ TR

ALEE I 31T 2 A CIDIST 3 (77.6%) . FEAEFHAI4EED 71. 010, 1 ki, 4[E 922
Bl (75.5%) | FEIEVLFHD 68. 219, 6 5% L IRTFRROFER Th o7z (K 2) o MFEME
CJD DFEFESRIZE LTI, 1999 2003 4F: 0. 86, 2004 4E 200841 1. 75 , 2009 4E 2013 41 1. 82,
2014 4E72018 4E:2. 53 (/100 5 N/4F) & HIMAFRD TS (13) , AEHRETHI
FEMECID 1, 100 T A& 720 OFIEL/AEAS, 1999 4 0.55, 2006 4F 0. 87 & HINZZRDH
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TWDD, JREIEL, KREHE Lo DM CID OREEENEVMEHAINH Y . CID R
B LTORERD EFIZREZ KFL TS,

A ERIPIORS M CID 13, AR A 2R, - (e Fn S, BRIRAOIZITIE Il
AVEICRIE L, EITMEICGERAE, S A7 n—X A, EEEES A2 2L, A I
[FIHIMERGEE (periodic synchronous discharge (PSD)) Z7<d, FHREIEIRDSHZE A 5 AT
HNCIE, FORRZENIR S AT, & b7 U A RO ERRB L WZ D, — 7,
FIFEME CID o> M2 8 MV2 78 W1 Y VW2 F g BRI 2054 2 D (Hamaguchi,
et al., 2005),

AWFFECIE, IUEME CID @ 5 BLERIATAE EIEIR E L7- 69 5%, BHEORER CID JiE
B (WM2) B L TN D, FFRKAT R BIRIZ, BIREAIRGE, BUSTERN AT, REmEE)
IAT, HZEMRREE, AR ES AR08, PRAEREI R S, RSk
FOT, MR 7R IREME: CID &1 X572 2 BERSEIR 27807, Mlif7e B OB IR JGE
oRNTEBEEN EEZ ONEE LTV (Tamura, et al., 2016),

[3] BRI 7 v A 72/ b« ¥ T

TEERAR A CID 1 14 1] (5.8%) &4E 8061 (6.6%) &HEZL, 1FFED SR HIZ
Nds (F2) , FIEVLIFM 57 92£16. 0 1% b REPSIE TSR 56. 516, 0 5 & 1FIE
[FEECH -7, B CID OFRIEARM AN CID(71. 010, 1 5%) (ZH#E LT 10
R LA FEFERSIE T 5, TR ) B FSE & COMIM (hiEE 16.8+6.5 4 (F 1) |
2E 11.8+5.54F) bREROMEMAH Y | ANEMRIREBITED L7220 E D EHEEE S
7o FIET 5 & Hln e/ T T U, MEAEES & T 3.5+2.4 » A (11 f31)) |
AT EERE 5. 7£4.3 » A L0 b AR MEBN S - 72, ALHEE ORESE
CID L, FELCE CTOMIMIAS 26.9£30.5 4 A &fthod CID & A 7L b L, IERZFRD T
W5, FEARRTEERERARRS CID ITAIFEM: CID LD RVIRK A AT 5 & S D08, It
LIZTADOHN, 140893 » HThHotzZ LB L D b0 EEZ b,
THEARSAE % CID DOFEABSRIZEI LTI, 199972003 4F:0. 30, 2004 4F~2008 4F:0. 19 , 2009
72013 47:0. 04, 2014 H72018 A:0. 00 (A/100 J5 N/4F) LI #3880 Tnd (X 3)
TEERAFRL CID 1, AH C OGRS ALY 1973 4 (HFN 48 4F) 2°5 1997 4 (R
94) THY ., TDEL D 1987 FEDOFFFEAEE HIEA B LRI 22 T2 BE TH 5
(Centers for Disease Control and Prevention (CDC)., 1997), &%t 2L 5 DR G
FIEOAREMEI IR 72D B 2 DD 0, Bl © OENHE T H AR A 11.8
LS, RIS 30 236 L SAHHE ] (Ae, et al., 2018) ZFBHTW5, 4
B, AWHEORETTE 2006 FFIER] AR 30 4F) | 2014 4FE38RER] (Bhifif% 31 4F) & &
HRERIIFYES | 2380 Tz, BAERIEGIZEE L T35 % bIEEISHINT D0E DD D,
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(4) ZBEA 704y T )Lk« Y aTYR

AEIOIHFZETIL, AR CID OFIEIFFBD -T2, BRAICID 1T 12~T4 5 E TD
BB CRIE L., ) 26 1% & B2 < (Spencer, et al., 2002), AFR TR
ME—D vCID WIS 40 i AFIETH D (Yamada, 2006), ZFHICID 1, 1996 A= Will &
IZEDEE (W11, et al., 1996) Sil, ZO%, HEZHINIZEOFIELZFRH T
%o HFHERBIRAMIE (BSE) D & Sl 21 U 72 RN & B 2 D, FIEE TO
TR 10 Th 5, BHHRIETH O ETITRER, PR HERS A THY | R

FIEORHRREB E LTSN T D ERH D IEEEZET 5, BIEL Y 14 <
fif SWHZZE > CWDIEBIH VN, i Tl PSD SR 22 ISR 2 & &
S, AHAIOZEFA CID TIISSIEL T PSD 2380 TVN 5, WHO DRZiEEIC b

“Probable vCID” 12, IR A D 5 2 LD D T L AIINES
NTW5D, ZOZ EiE, PD Z3R0H 25 vCID & kS 72 =D b EHETH D,

(5] Bt 495
AEHEEN T 17 4ERIZ 38 BB A i ffad LTz, LB T 58 s
70 A5 38 451 (15.8%) | FERENELIAESD 72. 4712, 0 ki, REEREE 216 1] & Hefge L,
2 CIDITHBITHHIE (17 M) & L CUIIIFERRTH o 7oy, TR, 2EHRE
2365.5E13. 9K TH Y, SOROFIE VT E OIS H -T2 GR 1, R 2),
BRMET Y A A2 B LT, Z OB, 1999 2003 4-:0. 07, 2004 42008 4-:0. 37 |
2009 H-72013 4:0. 67, 2014 42018 4F:0. 30 (A/100 7 N/4F) & 25 3 R 200972013 %
E—=ZIZHMZRO TS (M3) , EEREG THBIEMET ) A 9HIE, 100 5 AHTZ
O OFIER/ DS, 1999 47 0. 04, 2005 4 0. 20 EHPMAFRH TN D, 1999 2003 4EH 0
2009 2013 FEDOHIMZ B LTI —1 T RO & & S ITHFEER O E S F
REEBZ LD, 2014 2018 FFIZNT TR T LIS AR 5, ZDZ Lid, A
KDISFELLZ N FITHERE L O DIRHINEE S T IREME S & 2 BT, é\@@ﬁﬁﬁzﬁ %
YA T XD IEHIOWEEE, FREFRORE B L O HEOBMNIZ
RN E LT R ST,
V180T EHBIDEME TV A IR HEIATE, AbHEE T 23 1,738 51 (60. 5%) & 4=
[ 89 f511/216 51] (41. 2%) & EL#E L C H%hotz, TV AL X L Einfa Ko 180 D
Valine (V) 7>5 Isoleucine (I) ~DZEFLIZ X A5 CID TH Y . HARCTIIBIEHEE D
HZWBIEMECID TH A28, BCKTITEEMETY 429D 5 5 0. 2% (Kovacs GG, 2005)
EOWELH VAR THS, BE, BB L T dBEEERNE E BB X
DIVDHN, R, BEEIEREPFIEICEE G- L TR0, T LAIEE ClIE BIERE
HDH T END, BRI DI EPHEER ST, [RIZARORIEL 79. 0£5. 9 7%
&L ENHEE 76.1£7.4 LI3FHER <, AWRE & REOSMIIMIS L TWD EE X
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DAV, EEFIEA RS L (Jin, et al., 2004), FRAVE. mkiMEREREE CRIET
DA E RO D, FIENDESMER)E T 13.3+10.9 #» A (Nozaki, et al., 2010) &7
972 CID & e UARARZME M 2380, FIHI CIEBFEIREAE & ORI A & 5 2
BID, Tz, AIGEMECID & DERINMEL 2508, I 47 B—XAZBHDHHLOD,
Jbdis i CJE A [T AR JiicRE (PSD) 23860, BRIRFT RANEREL &L 72 5, Z DIREZRD R
D TR DDV T 5 A3, VISOT 285 23 (b, 2 Bl stk (0 90 mk. %K 79 %)
T, A TIETIEDOF R EARZRD 2 FROHH 180 LHEFANIIER & L Tilih =
n<Tnsd,

M232R 285 6 44 (BiE 34, £tk 34) (15, 80 IXAE AT 33 411/216 1] (15.3%) & [A]
EThoTz, FBIEFRILT0.7E10. 25 TH Y, ENHRL 64. 212, 5 5% & AR Z 4K
D 180 ZBHE L 0 FMEMZFED T, ARZHFINIT U7 TROLERTHH 08, diil
PG CID ICESLL L= 2 A 7L I 47 a0 —X A %O PSD H 720 M2 27
FEME CIDIZINZ A TRHRE SN TOEN, BBERHIEL . Bl LI
FEMECID & OERNINEETH D, =2 R 180 BF CID & =1 Ko 232 858 CJD 1%, I#%%R
DMK L FIRBOFRD HVRWIFEG & U CRIFT 5 2 EICHIERZET 5.

GSS (P102L Z55%) 1%, 4 51/38 51 (10.5%) & 4=[E 39 f4i/216 f5i] (18. 1%) L 0 00 72
FICh 5703, AHEN TITHEIRICREREZFBO TR . ARIFEIFFZND D DOFIEH
EZHD, GSS OIFIEAMRIT 55 5+ 11. 2 7% & AN CJD(70. 0£10. 4 3%) (2 Heige LT
10 %A EEFRIE TH DR B 5, FIED b MBS IRIE E COMRMNIL. 2F
WET36.7£30. 1 y HLDOWHRESH Y MRS LS 26T 3 WA L 36 0 H ThoT,
IR AR E L, SRIOV—_1 T 0 2 THERIKHIIDFRE) GRS TE TV
[N

FFT (IRMBEEMEAIRAE « DITON Z858) VL AT sd8iED 1451 (2.6%) #BsHT=d, 42
ERETH 4p1/216 6 (1.9%) THY, BB CD THRRERTH D,

E200K 2554 2R U Cld, 74 kot 1 44 (2. 6%) 23R TN D728, AECi 37 41/216 1]

(17.1%) & Heiset— 0728 5 E CID Th 0 | FEIEAF 58. 529, 8 15k DI ZAFHI D 5
DTIEH DN, FIENSEEESIREE T3 WV H Thot=Z Lid, 2EHE 3.9+13.6
IHEEGET 5, ENTRLREE LI LR LR D, BRAER & A0FEM: CID

ERERIL ., ARHIHRED D Z ENDIBIE TRRENEE L 72503, WAL, JtEE
FRENOERDPBAE L TETBELH D | DS HINT X DIREDER 2EBIAL TV
L AREMED N B D,

RICKCIIAEEE DSOS H A CIID CTHf7e V2101 Z8 BER § ALHEE C 55 kAt 1 4
(2. 6% FEDH TN D, AFRTIHMIT 1 FERENRH DDA TH Y | AFEGNLE TR
HHITHIL WD (Tajima, et al., 2014),
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AEIOMFFETIL, Octapeptide repeat FAZE LG (APE24) (6.3 HrdHOT
5o TVAVEAITT VA IROIIECEGT 505, ZO7 Y AL EED Octapeptide
repeat A, Codonl2Met & [F—7 L /LT 120bp @ 5 Octapeptide repeat fii AZSH
ZZONEB] (58 kB, b4 M) TIERRHTz, EHIRORGE CREARE T
fiE, N—F Y =X Lx R0, INMRL JLBORFHEG s (E S a3, SikrEE
gz U, IR 14-3-3 P2, Iz PSD &t & | BRIY)72 CJD & B7e RG22/~ LT,
AEAAEERIEEEIE (FID) SESELL, WaBDAE FID LS Tune (&3) . EN
® Octapeptide repeat FRAFEFNL, FRARIEES 4,6, 7, OWEITH D05, 5
Octapeptide repeat i AFOFIFHREIIHIO T TH Y . KK TH 5 Octapeptide repeat
FRABN IO T2 Mead S, et al., 2007), HHCFEIZERT, EITHEOIREYE L »—
XV = RLERBOT-DIL, FT 2 ZD 35 5EFIELNE 1 I (Jansen, et al., 2009)
BRDDLDIHTH D, AT o FHEHI T, EATHEOREIEL N—F V=X L% B
THRTEET D03, [FRAIE CID CHEEMN MR A (GEBOEG) | IR
KMATTDH D, [ERREZE B3 2 FIEMERMIN IAIERFI LIS A 23720,

Fox DR LTz WEBEB T, JERoRdie 2 5ol MR B, kiR, Bl A hif T L
TBy, e TB Z[Al T Octapeptide repeat iﬁ)\ﬁ{%’ RO TND, JHREEDOEITI,
5 (BOE 24F)  AEAETRENL, B (RO 134F) IRTET- X 0 REE S BEEUE TRE,
A (%t 27 $§Ez‘§) : R iﬁmﬁﬁﬁliﬁf‘ébofcﬁﬁ % E CHARRETEE, &
FReD THREIR 7oA T, BRI UL, A THSRAE &\ —F > VY = XA EFED, il
SHBEMEEEE RO SIMENZE R 278D 570 & AisARISERERAE & BT ARl L C
W5, KETIE, EITHREEE, EBIGH, TREMERI T EA R U, BRIRAIIC
AT SRR R E O RE & 719~ 288bp D 12 47 X X7 % A Rl ARG DO %58
TV (Kumar, et al., 2011), BIE, WMEEZMITE > TOZRVWETEHERERRE A 5
I EEMFREVED —RHL, 7V A BIGT-DA 7 Z_TF REERRAICEE - FEIAIY)
BSYET U A U RERECH D TR SR STe, A7 X T T RO AR08
ERATTEL :E”’E“%;’Efzf WHAREME S TRIR SN D, T OFEGIOMER & Makix, 414

DRFVEZINCH 272 —RE L UGB AR 52 B REMDN H D,
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#3 5 Octapeptide repeati@ AZ R EBI(A ST 14l) ED LLE

C Jansen,etall SEMT(5) fEM2 () FEHI3 ()
ARG 5 (12915 %) 5 (12915 ) 5 (12915 %) e
5 (12915 H)LHE
L i 35 57 Bt MNEBH 495% B
P, |IA-EEHET REEEEE REBEEEE REL BIEARIE
EFEH TR E LRk SR
BIRETHEORMNE HEATIERBANGE TR EATERBIGE
- Parkinsonism(#i ¢ 51 B 8{R) ORS¢ BIRIESR BISEIEAR
LEE-1 e T SRS BRI SRS BREE SRS BRI
1T, MERE SRR IR SHERRRIR - R AT
=F/o0—xR -) -) -) -)
SRR BISR- AIEEZEZ DS BIER-BIBRRERDIC
BMRLCT SRR REHX SRR SRR
DWIR{ESHE HEITEY ) =) )iten-an
B4R (PSD) BITEd =) ) )
14-3-3 -) -) =) x
SEC RN 22mETHE) it #RiB134F 161%(274F)
Pt.5 : 455% R AE (55 FE ) FEEATIERR MLE +Parkinsonism FEATIE BB SE -Parkinsonism EFTIERBHNGE +Parkinsonism
Ton SR NJE +Parkinsonism HEHE REHE HEH

*1 C Jansen, et al : Inherited Creutzfeldt—Jakob disease in a Dutch patient with a novel five octapeptide repeat insertion and unusual
cerebellar morpholigy. JNNP 2009,80:1386-89.

Aham

1. dBfEHXICRIT o N7 U AL IRORIERNEZ RS Uiz, ABRIGEEYYE CH

L7 VA IRIBNT, ST Iy 7 EGIEEI LI D8RR, RRSUELH Y| D

TEERHCTH D, IEHREEE T T IS IR E RN 0D T TH D,

2. PR 1L AED B ERK 30 40D 20 AEHILT 332 lDH—_A T L R & TS L

UL DT A G Z M Uiz, FOWERIL, 9N CID18T i, 1&{=t: CJD38 3], il

EFEART% CID14 f51], Z3%EARHE CID2 Bl Cdh o7z, Z D], 91 fiA3 CJD & HE S 47,

3. JHHED TV A IROREEIE 2.24 (N/100 TN/ X, 2E#HE 0.8 LV FE

(2 MER 278D 72, F72, FEESROHEN (199972003 4F:1. 23, 2004 42008 4-:2. 30 |

2009 4E 2013 4F:2. 53, 2014 4E72018 4£:2.90 (N/100 HAN/4E)) HiRHTWS, H—

A T > AR HRHI OGRS L OYREGRAE DM L2 XV CJD ORMRERE < 7a> T
HAREMDVNE SN2, L LG, 2EF LD B HNTEWRREE)N L IX

BRE LHET D RTHEMES EOBREE & AL E OATE UL B BB L. A% bEEICT—

T AT ORERH Y . A B DT AMIEOERITIRE V),

4. JBMEEI 1860 4RI 2E X W BEEISKE L TR Y . TOHEHOFENRy

ANTEEE L TN D ATREMED S RIR S 72,
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5. JLHHE T, BBHT Y A4 UIRICRERAEFI 238D 5 Z L 3d b, HARNIREER
B, EHEH) DB B D AREEZBRE L2 R OZF LM E )N & 5, Octapeptide
repeat I AF B ORERITAH ORAEZKNZ b EE 2R E LB X 5D,

6. CID DEFARMGIE, MM CJD LISMZ, BHF, Fld@mliSiE 2 R & 3 59%
ST THED RS E 2~ 3R 6 0 . CID OFER - #lEidz <, o, A
WA N T ANRHBIND, KDIRAOVERRANT N7 L0NF 2 B, BANEDZE
TIL CID DRIREMEA FITEET 5 2 L B EE & b b,

ABFZE, AREEHIXICIS T 577U A RO R K O e 2B &
T LTz, FTo, BIsPET ) Al B LTI b 5 i 2 ERH A T Hal
DIRNE A 7D CID bR LTz, A% OIHEIZRT % CJD OFIEMGRIK -, BT
BIxROAIR D, CID OIRREDFFIRCIEREDITE, SFMEZWNC TG 5 Z &3
rrsns, A% b, CIDREBOFIIES D, Falir)l R I EFRIEE & di 25
(Z L. Y OEFEHNC CD ERZ XA TV ZENEETH D,

HEE

FREZDIZHTZY | WEOMEFEEZ A X F U7 LB KPR TR MR- B
PRI RE Rl PR R Y R — BRI I CE 2R L ET, F72, L& CJD
—_A T ADHHAEE SRS TH Y, LFEIFEE T o 7o RS FI RS X
OEERHBE . #2050 £ Lottt ERS e SO, AbhE R
KRB FERMRL - B AR RE S Ve 2 RS EA S, AL T ) A Rk &
OVEFEME T 1 L A EGSERFSEHE CJD Y —_A T L A B2 (AR 11 AF~RK 21 4F) |
JELETHBE ) A AR —_A T R RGBT D IRANFSEEE CJD Y— A
T UAREE (PR 22 FE~) ORI L BEah o= LE T,

FIZEFA
BRI R EFZRFASCIRBEI X 72
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