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Comparison of the clinical features between CJD patients with and without history of neurosurgery

CJD with history of neurosurgery CJD without history of neurosurgery p

Number of patients 27 1,128
Sex, female (%) 63.0% 57.4% n.s.
Age at onset (years), (range) 71.0 ± 8.8, (49 - 88) 68.7 ± 9.6, (30 – 91) n.s.

Disease duration of CJD* (months), (range) 6.1 ± 7.8, (1 – 28) 6.7 ± 12.0, (0 – 171) n.s.

Incubation period** (years), (range) 15.0 ± 9.1, (1 – 35)

Polymorphism at codon 129 of prion protein gene

Met/Met, % (n) 92.6% (25) 97.6% (1,101)
n.s.Met/Val, % (n) 7.4% (2) 1.9% (22)

Val/Val, % (n) 0% (0) 0.4% (5)

Positive rate of PSWCs on EEG, % (n) 81.5% (22/27) 94.3% (1,057/1,121) p=0.021

Positive rate of 14-3-3 protein in cerebrospinal fluid, 
% (n)

90.9% (20/22) 84.1% (675/803) n.s.

Positive rate of tau in cerebrospinal fluid (cut off 
1200 pg/ml), % (n)

92.8% (13/14) 88.7% (503/567) n.s.
*Disease duration of CJD: duration between the onset of CJD and the appearance of the akinetic mutism or death in the patients who died without akintic mutism, **Incubation period: duration between 
neurosurgery and the onset of CJD.
CJD: Creutzfeldt-Jakob disease, PSWCs: periodic sharp-wave complexes, EEG: electroencephalogram, n.s.: not significant

Hyperintensity lesions in bilateral thalamus on DWI of the 
brain in 2 patients with history of neurosurgery who had 
no PSD .Pt. Age at 

onset
Sex Initial 

symptom
Disease 
duration*, 
months

Codon 129 
of PrP

Hyperintensity 
lesions on DWI

Pathological 
findings

1 75 Male Dementia 11 Met/Met CC, BG ND
2 49 Female Insomnia 28 Met/Met ND MM2-

thalamic type 
sCJD

3 63 Female Gait 
disturbance

19 Met/Met BG, Th ND

4 75 Female Drowsiness, 
gait 
disturbance

6 Met/Met BG, Th CJD-MMiK

5 64 Female Visual 
impairment

21 Met/Met CC MM2-cortical 
type sCJD

Patients with history of neurosurgery who had no periodic sharp-wave 
complexes during whole disease duration of Creutzfeldt-Jakob disease.

*Disease duration: duration between the onset of CJD and the appearance of the akinetic mutism or death in the patients who 
died without akinetic mutism.
Pt.: patient, PrP: prion protein gene, DWI: diffusion-weighted images, ND: not done, CC: cerebral cortex, BG: basal ganglia, 
Th: thalamus A. Patient 4 B. Patient 3
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•Statistical reliability of numbers of the test. Diluted jejunum homogenates (upper 10-4²lower 10-5) from sCJD patient 2 were analyzed 
seeding activities in three experiments with a) 4, or b) 8 replications by RT-QuIC, which were monitored ThT fluorescence during 48 hours. 
c) The positive reaction in numbers of 32, 16, 8, 6 and 4 replications were calculated Log SD50/g of tissue. Data shows mean ± SD of three 
independent experiments and indicates p-value of the significance t-test. d) The reliability of statistical significance based on poisson
distribution was calculated from the number of positive wells in N=32. The confidence level (CL) of 95% was achieved with more than 8 
replications.
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Ki-129Met/Met       Ki-129Val/Val

MM1             100%            100%
VV2              100%            100%                               

MM1              0%            37.5%
VV2               57%               94%   
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MM2-thalamic type sCJD Other types of prion diseases p

Patient (n) 9 188
Sex, female (%) 11.1% 55.9% 0.013

Age at diseases onset (years) 56.4 m 10.1 69.3 m 9.6 0.001

Disease duration (months) 18.6 m 6.4 8.6 m 10.8 <0.001

PSWCs on EEG, % (n) 0 (0) 84.2 (154) <0.001

Hyperintensity signals on MRI, % (n) 11.1 (1) 97.3 (180) <0.001

Positive CSF 14-3-3 protein, % (n) 16.7% (1) 86.5 (115) <0.001

Higher concentration of CSF tau than 1300 
pg/ml 0 (0) 91.5 (108) <0.001

MM2.1(+A4Creutzfeldt-JakobC�sCJD�2I�6�C(�sCJD2I��B#

*Disease duration: duration between the onset of CJD and the appearance of the akinetic mutism or death in the patients who died without akintic mutism, PSWCs: 
periodic sharp-wave complexes, EEG: electroencephalogram, CSF: cerebrospinal fluid

Patients in Japan Patients in Europe1

n 9 13
Sex, female (%) 11.1% 53.80%

Age at diseases onset (years) 56  (40-65) 43 y.o. (24-80)

Disease duration (months) 19 (13-30) 30 (7-96) 
PSWCs on EEG, % (n) 0% (0/9) 7.7% (1/13)

Hyperintensity signals on 
MRI, % (n) 11.1% (1/8) 9.1% (1/11)

Reduction of CBF or 
hypometabolism in bilateral 

thalamus
80% (4/5) 71.4% (5/7)

Positive CSF 14-3-3 protein, % 
(n) 16.7% (1/6) 0% (0/13)

Higher concentration of CSF 
tau than 1300 pg/ml 0% (0/4) 12.5% (1/8)

RT-QUiC in CSF, % (n) ND 60% (3/5)

������MM2.1(+A4CJD��B#

1. Parchi P, et al. Ann Neurol 2019
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