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Appendix 1

World Health Organization diagnostic criteria for Creutzfeldt–
Jacob disease (CJD) (1998)[8]

1. Definite CJD
 a. Characteristic neuropathology and/or
 b.  Confirmation of protease‑resistant prion protein (PRNP) 

on Western blot or immunocytochemistry and/or
 c. Presence of scrapie‑associated neurofibrils
2. Probable CJD
 a. Progressive dementia
 b.  Typical electroencephalogram (EEG) during an illness 

of any duration and/or cerebrospinal fluid (CSF) 
analysis positive for 14‑3‑3 protein and a clinical 
duration to death <2 years

 c.  At least two of the following: Myoclonus, visual 
impairment, cerebellar signs, extrapyramidal or 
pyramidal signs, and akinetic mutism

3. Possible CJD
 a. Progressive dementia
 b. Atypical EEG or no available EEG
 c.  At least two of the following: Myoclonus, visual 

impairment, cerebellar signs, extrapyramidal or 
pyramidal signs, and akinetic mutism

 d. Duration <2 years

University of California, San Francisco (UCSF) 2007 criteria for 
probable sporadic CJD (Geschwind et al., 2007)[14]

1. Rapidly progressive dementia and
2. At least two of the following:
 a. Myoclonus
 b. Pyramidal signs
 c. Extrapyramidal dysfunction
 d. Visual disturbance
 e. Cerebellar signs
 f. Akinetic mutism
 g.  Other higher focal cortical signs (apraxia, neglect, 

acalculia, and aphasia) and
3. A typical EEG or magnetic resonance imaging (MRI) and
4. Routine investigations should not suggest an alternative 

diagnosis

European criteria for probable sporadic CJD 2009 (Zerr et al., 
2009)[10]

1. Progressive dementia
2. At least two of the following four features:
 a. Myoclonus
 b. Visual or cerebellar disturbance
 c. Pyramidal/extrapyramidal signs
 d. Akinetic mutism and
3. One or more of the following:
 a. Periodic discharges on the EEG
 b.  A positive 14‑3‑3 CSF assay and a clinical duration 

to death <2 years
 c.  High signal abnormalities in caudate nuclear and 

putamen or at least two cortical regions (temporal–
parietal–occipital but not frontal, cingulate, insular, 
or hippocampal areas) either in diffusion‑weighted 
imaging (DWI) or fluid attenuation inversion 
recovery (FLAIR) MRI

4. No alternative diagnosis on routine investigations

UCSF 2011 MRI criteria for CJD diagnosis[7]

MRI definitely CJD:
• DWI more than FLAIR hyperintensity in classic 

pathognomonic: Cingulate, striatum, and more than one 
neocortical gyrus (often precuneus, angular, superior, or 
middle frontal gyrus)

• Supportive for subcortical involvement: Striatum with 
anterior–posterior gradient

   Subcortical apparent diffusion coefficient (ADC) 
hypointensity

• Supportive for cortical involvement: Asymmetric 
involvement of midline neocortex or cingulate

  Sparing of the precentral gyrus
  ADC cortical ribboning hypointensity
  Or cortex only (more than three gyri)

MRI probably CJD
Unilateral striatum or cortex more than three gyri.

Bilateral striatum or posteromesial thalamus.


