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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)
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1. Parchi P, et al. Ann Neurol 2019
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