
Supplementary Table 1. CJD-typical clinical symptoms reported at the time of lumbar puncture for each iCJD case involved in this study. 

  
Source of 
infection 

First symptoms (onset) 

Key clinical feature of CJD at time of lumbar puncture 

cognitive 
impairment 

cortical 
visual signs 

cerebellar 
ataxia 

extrapyramidal 
signs 

pyramidal 
signs 

myoclonus 
akinetic 
mutism 

1 Dura mater grafts cerebellar ataxia + - + + - - - 

2 Dura mater grafts cerebellar ataxia + - + - + + - 

3 Dura mater grafts cerebellar ataxia + - + - - + - 

4 Dura mater grafts cognitive impairment + - + - - + - 

5 Dura mater grafts cognitive impairment + + + + - + + 

6 Dura mater grafts cognitive impairment + + + - - + - 

7 Dura mater grafts cerebellar ataxia + - + - - + - 

8 Dura mater grafts cognitive impairment + - - + + + - 

9 Dura mater grafts seizures + - + - + + + 

10 Dura mater grafts cerebellar ataxia + - + - - + - 

11 Dura mater grafts cerebellar ataxia + - + - + + - 

12 Dura mater grafts personality changes, myoclonus - - + + + + + 

13 Dura mater grafts 
 cerebellar ataxia, cognitive 

impairment 
+ - + - - - - 

14 Dura mater grafts cognitive impairment + - - - - - - 

15 Dura mater grafts 
cognitive impairment, visual 

symptoms, headaches 
+ + - + - + - 

16 Dura mater grafts 
visual symptoms, dysarthria, 

headaches 
+ + + + - + - 

17 Dura mater grafts seizures 
The patient presented seizures at clinical onset which were recurrent and did not respond to treatment. Other distinct CJD-

typical symptoms might habe been superimposed 

18 Dura mater grafts cerebellar ataxia + + + - - + - 

19 Dura mater grafts 
extrapyramidal disease and 

progressive dementia 
+ - - + + + - 

20 Dura mater grafts cognitive impairment + - - + - + + 

21 Corneal transplant cerebellar ataxia + - + + + + - 

22 Growth hormone cerebellar ataxia - - + - + + - 

23 Growth hormone 
ataxia and lower limb dysaesthesia 

possibly related to iCJD onset 
Further information was not available 

 

 



Supplementary Table 2. Sensitivities of the studied CSF biomarkers described in the present study 

for iCJD compared to the sensitivities of the same biomarkers reported in previous studies for sCJD 

and for gCJD associated with the E200K PRNP mutation in the same ethnic populations. 

 sCJD gCJD-E200K iCJD 

 
Sensitivity 

(%) 
References 

Sensitivity 
(%) 

References Sensitivity (%) 

Western-blot 14-3-
3 

77 - 85 [1–3] 64 - 89 [1,3,4] 87 

ELISA 14-3-3 88 - 97 [5–7] NA NA 95 

 
t-tau 

 
86 - 97 [1,2,6] 75 - 85 [1,4] 87 

p-tau/t-tau ratio 97 - 100 [6,8,9] 99 [8] 95 

 
a-syn* 

 
86 [10] NA NA 91 

Nfl 86 - 100 [11] 95 [11] 86 

 
YKL-40 

 
85 [12] 82 [12] 76 

RT-QuIC 80 - 85 [1,3,13] 100 [1,3,13] 86 

*Comparison only with studies using the same methodological platform. 
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