JEA G EAT B A A R A B & (A MER B BRI e 3E (A MR BBURMTES36) )
Sy AHAESE %&%
TVF DY = T AL TR B AN 7E

FEOE®RICETFETIF /Y —RIS VR

WFoE oy - Bl R [ENE NS TR S
Wrzeth 1 - e K IIPNEPNES iy TS

T
EN

FFE R Ao P 2572
A FE R Ao P 2572

Ty

T
R

2L
FRRE
2L
FRRE

HMRER

AFTraAY 7z b s vadp (CID) V—_4A 7 U 2AEREENREINT
PHO 1T FbHED OFRFEICTEREDO T Y A IROFERERIBH LTI TE T
%o FRBEBMET Y A IR ORISR IZ I T V180T 36 L O M232R D2 FL D4
FERE L, Bk EIZB R >T 2R LTS, FTx T 7 VA FF—_ (TR
DFEFICEES E P ENERKICBT 57U A 95D EREICHOW TR 21T -7,

%mﬁﬂoﬂ#%2m7$9ﬁ®%ﬁT¢IEI%E_ﬁwfﬁéééﬁﬁ%é
. VAU EHESNZOEA 12 . 2 BN CID10 #, BE{stE CID 2
lchoTz, £l LﬁTﬁfJ&;éb\i{mODF% KHOREEITHEN 18 fITh-o
Too BHEHIXKITIIT 5 1999 4F 4 A5 2017 45 9 A OB T, 296 BN~V A
I (FESE, IZITHREE, BEV) LHIE Sz, ZOWERIE, IFEME CID 240 4] (81.1%).
EPE CID 50 1] (16.9%), 45 CIDEHIERALE) 6 f] (2.0%) TAEH &1F
FERIEECTH o7, EHA CID IXFESNeroT-, —J7, BsfE CID @ PRNP &
FHE{R O Z8 BB 1L, V1801 38 il (76.0%), M232R 9 5] (18.0%), E200K 1 44
(2.0%), FNVA L~y « AbBA AT — - ¥ A H—¥ (P102L) 14 (2.0%).
FIRMEBSEVERIRE 161 (2.0%): D178N 1 #51(2.0%)DIATH - 7=,

2013 4F 10 A5 2017 4 9 AIZ[R% & V180T Z BIERIH 10 filEx TRV, &
FEREFHI T, V180T OBEENEWEN D Tl IEREE S~ ML T
D EMRBEINT,

A.BfREM DGR IOV T HH BT 5
TVF IR —_ A T U AFELZE LT,

HE - WEH#KICBT ST AU HoET B. AR AE

1y - HEERRBIC DWW T G MNIT L, AHO HE DY E X8 W T U A i — o

EFT — K & DR TV, HURE 2R R A T UARBERICHE I -4 418 ] (1999

LT 5, Ytk cE<mESh B4 A5 2016 429 A) 2o\ T, HIE

T\W5% V1801 PRNP &Ein 2% 1 5 Fik EA RO CIJD HYHMEDH IO b &IZE

PEZ U F RO T OEFR, HIGERY I & A AIRTRA ATV BRI D Y —

119



N TUAFEBRICTlH A DBREDOT ) F
WOBZW R, ZRroOMEME, ) 1zon
TORMEiZIT>72, £ LT, 26 DOERFIC
DOUVTHA M, IR FEE, R (I,
BARYE, M) | BRIRER 2 EOHEBIZOW
TR 24T > 7=,

(fREEADERE)

MHFIEIC BT D EA L S L7 8 A 1E H &
B RORERICEH L TE, —1 5
VARBIRO B D ENLRE R - AR R
VAR EEROFEEAKB LTI, TXT
DEFEDORBEEHGTND,

C.HIR#HR

2016 4 10 A5 2017 4 9 HOWf <
ENE#XICBTYEESICHRESI L, 7
Ui EHESNZDEA 12 #]. 5 Bl
P CID10 5], EistE CID 2 i ThH -7z,
FLBEARD DV IIMOEBIZ L D HREF
TIEEBEN 13 Bl THo7-, BLXizHIT
% 19994F 4 A5 201749 A O Ti,
296 B8 7V A U (REFE, I FIEREFE, V)
CHIE ST, FONERIT, M CID 240
B (81.1%). #EixtE CIJD 50 5] (16.9%), 7
5 CIDUHE AL ) 6 1 (2.0%) T4[EF
BLFiERETH-7= (K1),

iR CIJD @ PRNP & HiE {5 T O& By
BEEEIE, V1801 38 fil (76.0%), M232R 9 fil
(18.0%), E200K 1 #i (2.0%). 7 /LA b~
VAR A AT — ¥ A —9H(P102L)
1 il (2.0%). F &M HEEAIRE 1 6
(2.0%): D178N 1 #(2.0%)DINETH - 7= (4
2),

D.E%&
iy E T EEE TV A UFEDO Y b,

V1801 & # i 23 2 [EH 5+ (K 40%) (2 kb~

120

B 525 < . E200K - P102L D AEEE D /) S

WEWOREB AL, U EXDAROE

BTV A RO SMICIItRERH D & B
2 bivlz, F£7-. 2013 4F 10 AHH 2017 4
9 HITIR% & V180I £ FIEHI7Y 10 #i¥ 2 T
B, REFFHIHART, V180T OMEE M &
WIEMN D Tl ITFERERS IS4 HIL T
WD ZEDNRIE I N,

E. #HA
i E Y E RISV T, SEBsET Y A
i DFEAERP AR BRI TOWCK & 1T R -
7ol 2~ LT,
B3N
1) Nozaki I, Hamaguchi T, Yamada M et
al. Prospective 10-year surveillance of
human prion diseases in Japan. Brain.

133; 3043-57, 2010

2) WWHIEf, BRERbLz2 . EO % ¥
B—B, YW —, AARICBITDE b -

TV FIRDY—_A T R LR
RE. In: JEAE 578 BT 50 2 4l B 4
MR B IRTESEZE [ 7Y i &
ONBFEME D A L A EYE 2 B3 5 i AT
JEHE) MR, TV A IR EBRE T A LR
JRYIE, B, @R AR, 16-21, 2010

F. BEGKIFHR
L

G.HIRHER

1. X HEE

L

2.ELRK

1) VERRIER, padui. sARRRE. ZE)IIE,
KHFEZ ., W, P =, I E
IRV A RO ERE, §F 15



5] B A g R R R R Ak 7 2
H., B

2) MEREIEOR. pHARfE, RAMZE. Z)IL,
KHFEZ, IR, FrEsEE —, HEME
HilklcEB 1T 57V A RO FERE, BT
A A ARGEHE TR P i, 2017
£9 H 23 B, [l

20179 A 1

H. 5 EHEOHE - 2HKR
(TEEELT,)
1. Hr DS
7L
2. RAHMEERK
L
3. T th
7L

121

X 1. 7V A o pEE OB

TNARBEORENSR
(1999.4 ~ 2017.9, n=296)
_ HE®EcID

2%, n=6

X 2. @7 A R0 ERE & Ok

R{=MECID 504D S5
(1999.4 ~ 2017.9)

FFI
_(D178N)
D178N =% 2%
9%

E200K
171%

P102L
18.1%

V180l
76%

< [EF15(2009)

P rEE (n=50)




122



