129

FMC
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CJD
PrP
PrP
129

129 90%

129 Methionine/Methionine

242 1.54-3.79

95%

Methionine/Methionine

CJD
CJD
0.36 0.25-0.53

Creutzfeldt-
Jakob Disease CJD

CJD sporadic CJD

sCJD CJD genetic CJD
gCJD
Gerstman-Straussler-Scheinker
GSS Fatal Familial
Insomnia FFI CJD
CJD variant
CJD vCJD o)
PrpP 20
129 219
CJD
129 Methionine/Methionine
Methionine/Valine Valine/Valine
PrP
1 2 6
129 90%
Methionine/Methionine D 129
129
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CJD
PrP
129

CJD

CJD

1999 4
6763

2018 7

PrP 129
3109
2402
707
90% PrP
Methionine/Methionine

129

129

Methionine/Methionine

129 Methionine/Methionine



Methionine/Valine

Valine/Valine OR
CJD sCJD gCJD GSS
gCIJD GSS
CJD
1999 4
IBM SPSS Statistics version
25
10
CJD
CJD
CJD
3
1
2 5
3
2402 2207 91.9%
129 Methionine/Methionine
sCJD 1674 gCJD
533 GSS 118 129
cID Methionine/Methionine
2 1 1596 95.3% 440 82.6%
96 81.4% 707
660 93.4%  Methionine/Methionine
1
2
OR
95%
129 Methionine/Methionine
OR 0.80
0.60-1.10 sCJD 2.27 1.49-3.46
129 Methionine/Methionine 9cJD 0.34 0.23-0.49 GSS 0.31
0.18-0.54 gCJD
OR 95% GSS 0.33 0.23-0.48
OR
0.85
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0.60-1.21 sCJD 2.42 1.54-3.79
gCJD 0.45 0.30-0.68 GSS 0.27

0.15 - 0.48 0.36
0.25-0.53
CJD
3)
PrP 129 CJD
Methionine/Methionine
129 Methionine/Methionine
sCJD 14%
gCJD GSS CJD
gCJD GSS
CJD 100 1
CJD
2015 100 1.8
2017
ICD-10 CJD
A81.0 291 3)
100 2 3
PrP
PrP
Methionine/Methionine
PrP 129
sCJD 129 Methionine/Methionine
Methionine/Methionine sCJD
gCJD GSS
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3.
1
(N=2,402)  sCID (N =1,674) gCID (N =533) GSS (N = 118) (N=707)
n % n % n % n % n %

1,049 (437) 736 (440) 218 (409) 59 (500) 366 (51.8)
1,353 (56.3) 938 (56.0) 315 (591) 59 (500) 341 (482)

+ 68.8+11.0 68.9+9.7 73+11.0 55.7+10.1 61.7+14.9
93 91 93 75 96
22 22 26 22 4
355 (14.8) 241 (144) 65 (122) 9 (76) - ( - )
1,807 (75.2) 1,204 (71.9) 467 (876) 109 (924) - ( - )
240 (100) 229 (137) 1 (02) 0O (00) - ( -)

129

Methionine/Methionine 2,207 ( 91.9) 1,596 ( 953 ) 440 (826) 96 (81.4) 660 ( 93.4)

Methionine/Valine 185 (77 ) 68 (41) 93 (174) 22 (186) 49 ( 65)
Valine/Valine 10 (04) 10 (06) O (00) O (00) 1 (o
CJD sCJD CJD ¢gCJD CJD GGS
2 129 Methionine/Methionine
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Met/Met Met/Met
n % n % 95%

2,207 (91.9) 195  (8.1) 0.80 ( 0.60 110 ) 085 ( 0.60 1.21 )
scip! 1,401 (97.0) 44 (3.0) 227 ( 1.49 346 ) 242 ( 154 3.79 )
gCID 440 (82.6) 93  (17.4) 0.34 ( 023 049 ) 045 ( 0.30 0.68 )
GSS 96  (81.4) 22  (18.6) 031 ( 0.18 054 ) 027 ( 0.15 0.48 )

gCID+GSS 536 (82.3) 115 (17.7) 0.33 ( 0.23 048 ) 036 ( 0.25 0.53 )

660 (93.4) 47 (6.6)

CJD sCJD CJD g¢gCJD CJD GGS
Met Methionine Val Valine

*

.‘.

9 CJD CJD CJD
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