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Present 

classification

Pathologic change PrP

immunostain

PMCA Transmission Proposed 

classification

Prion

MM2T Thalamus/olivary 

degeneration

negative Positive Ki-ChM (+)

Ki-Bank (-)

MM2T M2T 

MM2C Large vacuoltaion Perivacuolr PrP

deposits

Negative Ki-ChM (-)

Ki-Bank (+)

MM2C (lv) M2C (lv)

(newly 

identified)

Spongiform changes 

(small vacuolation)

Synaptic PrP

deposits

Negative Ki-ChM (-)

Ki-Bank (+)

MM2Cb (sv) M2C (sv) 
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A: 

Confirmed with neuropathological (large confluent vacuoles) and 

immunohistochemical (perivacuolar prion protein deposits) analysis, genetic analysis 

of prion protein gene (no mutation and methionine homozygote at codon 129 of the 

prion protein gene), and Western blotting of the prion protein (type 2)

B: 

1.progressive dementia

2.no mutation and methionine homozygote at codon 129 of the prion protein gene

3.hyperintensity lesions confined to the cerebral cortex on a diffusion weighted image 

of brain magnetic resonance image

4.only 1 or none out of the following 4 clinical features within 6 months post-onset: (1) 

myoclonus, (2) pyramidal or extrapyramidal signs, (3) cerebellar ataxia or visual 

impairment, and (4) akinetic mutism

Definite: A; Probable: B 1-4; Possible: B 1-3

‘Probable’ and ‘possible’ cases are in the absence of an alternative diagnosis from a 

routine investigation.

‘Probable’

Sensitivity: 
77.8%

Seven of 9 patients with MM2-cortical sCJD can be diagnosed.

Specificity: 
98.5%

Thirteen of 847 patients who did not have MM2-cortical type sCJD can be misdiagnosed as MM2-cortical 
type sCJD. The 13 misdiagnosed cases consisted of 3 with MM1+2C, 1 with MM2T type sCJD, and 9 patients 
with no prion diseases.

UUL2B
_RTSw ou;�?��*%
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Antibody specificity index (relative CSF/serum quotient: CSQrel)
"q��SSPE�U^l����=e��.

���CSQtotal IgG > CSQlim (IgG)����, 

"q��. CSQlim (IgG)  = 0.93× (CSQalb )2 +6×10-6 −1.7×10−3

CSQrel  = 
CSQpathogen-specific IgG

CSQtotal IgG

= CSF measles IgG/Serum measles IgG
CSF total IgG/Serum total IgG

CSQrel  = 
CSQpathogen-specific IgG

CSQlim (IgG)

Reiber diagram1
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1) Reiber H and Felgenhauer K. Clinica Chimica Acta, 1987.
2) Cosgun Y, et al. Turk Hij Den Biyol Derg, 2019.
3) Reiber H and Lange P. Clin Chem, 1991.
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