P102L GSS

102 Gerstmann-Staussler- Scheinker GSS-102
GSS-102
76.3% GSS-102
GSS-102 87.7%
GSS-102
MRI
( )
102 Gerstmann-Staussler-
Scheinker GSS-102
GSS-102
114 GSS
1999 2016 1 22
CJD 3 11 72
GSS-102 63.2%
2016 42
GSS-102 15 35.7%
87/114
MRI 76.3%
22 15

105



1 31 3

GSS-102 100 87.7
75

11 9.6
7 6.1%
PSD
MRI
41  36.0
17.9+17.7
p<0.0001
97.6+18.8

p=0.0586

CJD

102

GSS-
102

GSS-102

CJD

65.8%
CJD-102
2

13 11.4%
GSS-102

52.7+21.6 MRI

44.6+£25.6
MRI GSS-102
GSS-
GSS-102
GSS-102

[ ]

1 Arata H, Takashima H, Hirano R,
Tomimitsu H, Machigashira K, Izumi K,
Kikuno M, Ng AR, Umehara F, Arisato
T, Ohkubo R, Nakabeppu Y, Nakajo M,
Osame M, Arimura K. Early clinical
signs and imaging findings in
Gerstmann-Straussler-Scheinker
syndrome  (Prol02Leu). Neurology

106



66:1672-8, 2006.

Nozaki I, Hamaguchi T, Sanjo N,
Noguchi-Shinohara M, Sakai K,
Nakamura Y, Sato T, Kitamoto T,
Mizusawa H, Moriwaka F, Shiga Y,
Kuroiwa Y, Nishizawa M, Kuzuhara S,
Inuzuka T, Takeda M, Kuroda S, Abe K,
Murai H, Murayama S, Tateishi J,
Takumi |1, Shirabe S, Harada M,
Sadakane A, Yamada M. Prospective
10-year surveillance of human prion
diseases in Japan. Brain 133:3043-57,
2010.

Amano Y, Kimura N, Hanaoka T, Aso
Y, Hirano T, Murai H, Satoh K,
Matsubara E. Creutzfeldt-Jakob
Disease with a prion protein gene
codon 180 mutation presenting
asymmetric cortical high-intensity on
magnetic resonance imaging. Prion 9:
29-33, 2015

107



108



