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Factors influencing the onset and progression in patients with V1801 genetic
Creutzfeldt-Jakob disease
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To determine the influence of factors of the onset and progression, we
assessed 19 Japanese patients with V180l genetic Creutzfeldt-Jakob disease (CJDg with respect to
background, clinical course, and disease management. No significant differences between disease
durations (the average was 46.3 = 38.6 months) were found between male (n=3) and female (n=16)
patients and patients with methionine homozygosity (n=15) and valine heterozygosity (n=4) at
polymorphic codon 129 of the prion protein gene. The disease duration of tube-fed patients (n=11)
was significantly longer than that of non-tube-fed patients (n=8). Disease duration was
significantly negatively associated with onset age (the average age at onset was 78.8 + 5.5 years).
Total disease duration was significantly longer with V1801 genetic CJD than with MM1-type sporadic
CJD. Compared with MM1-type sporadic CJD, there were statistically significantly more females and
older age at onset.

V1801 CJD



prion protein; PrP 180

V180l Creutzfel dt-Jakob disease; CID
CID 1)2)
2 visol CIb
protective factor V180l CID
2
V180l CJDb
CJD V180l CID
V180l CID definite 19
PrP 129
MM1 CJD definite 51
3)
3 16 78.8+5.5 69 % —90
46.3 + 38.6 6 » H~122 PrP 129
Met/Met 15 Met/Val 4 Met/Val
V180l val
11 3 8
5 7
7
1
31.0+9.2 49.1+£41.5
p=0.14 Welch’s t-test
2 PP 129
Met/Met 43.1 + 38.5 Met/Val 58.0 £42.2 129
p=0.56 Welch’s t-test

3

=-0.74 p=0.002 Speaman rank correlation



16.3+9.5 68.1+37.1
p<0.0001 Welch’s t-test

156 = 13.4 27.9 £ 13.6
86.6 = 33.0

p=0.15 Welch’s t-test
p=0.02 p<0.001 Welch’s t-test

[1] Iwasaki Y. The Braak hypothesisin prion disease with a focus on Creutzfeldt-Jakob disease.
Neuropathology 2020;40:436-449.

[2] Iwasaki Y. Creutzfeldt-Jakob disease. Neuropathology 2017; 37: 174-188.

[3] Iwasaki Y, Akagi A, Mimuro M, et a. Factors influencing the survival period in Japanese patients with
sporadic Creutzfeldt-Jakob disease. J Neurol Sci 2015; 357: 63-68.



3 1 0 1
97
2022
432-444
DOl
98
Creutzfeldt-Jakob disease Brownell-Oppenheimer variant 2023
54-62
DOl
Iwasaki Yasushi Mori Keiko Ito Masumi Kawai Yoshinari Akagi Akio Riku Yuichi Miyahara 15
Hiroaki Kobayashi Atsushi Kitamoto Tetsuyuki Yoshida Mari
System degeneration in an MM1-type sporadic Creutzfeldt-Jakob disease case with an unusually 2021
prolonged akinetic mutism state
12 20

Prion

DOl
10.1080/19336896.2020.1868931

10 2 4

V1801 Creutzfeldt-Jakob

63

2022




48

2022

Iwasaki Y, Akagi A, Riku Y, Sone J, Miyahara H, Yoshida M

System degeneration in an MM1-type sporadic Creutzfeldt-Jakob disease case

Asian Pacific Prion Symposium 2022

2022

128

2023

Prion

2021




V180l

64

2023

49

2023

Iwasaki Y, Akagi A, Riku Y, Sone J, Miyahara H, Yoshida M

Relation between clinical findings and progression of cerebral cortical pathology in sporadic Creutzfeldt-Jakob disease

20th International Congress of Neuropathology

2023

Iwasaki Y, Akagi A, Riku Y, Sone J, Miyahara H, Yoshida M

Clinical characteristics of patients with V180l genetic Creutzfeldt-Jakob disease

Asian Pacific Prion Symposium 2023

2023




Iwasaki Y, Akagi A, Riku Y, Sone J, Miyahara H, Yoshida M

Factors influencing the survival period in patients with V1801 genetic Creutzfeldt-Jakob disease

26th World Congress of Neurology

2023




