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0 O Molecular and phenotypic Features of Sporadic CJD Variants?”

Sporadic CJD variant % of )
Previous Classification Cases Neuropathological Features

MM1 or MV1 70 “ Classic CJD" distribution of pathology; often prominent

0 Myoclonic, Heidenhain variant involvement of occipital cortex; synaptic type” PrP staining; in
addition, one-third of cases shows confluent vacuoles and
perivacuolar PrP staining

VV2 16 Prominent involvement of Subcortical, including brain stem

[ Ataxic variant nuclei; in neocortex, spongiosis is often limited to deep layers;
PrP staining shows plaque-like, focal deposits, as well as
prominent perineuronal staining

MV2 9 Similar to VV2 but with presence of amyloid-kuru plaques in the

[0 Kuru-plaques variant cerebellum, and more consistent plaque-like, focal PrP deposi-
tss

MM2-thalamic 2 Prominent atrophy of the thalamus and inferior olivél no

[ Thalamic variant spongiosisCwith little pathology in other areas; spongiosis may
be absent or focal, and PrPs¢ in detected in lower amount than
in the other variants

MM2-cortical 2 Large confluent vacuoles with perivacuolar PrP staining in all

0 Not established cortical layers; cerebellum is relatively spared

VV1 1 Severe pathology in the cerebral cortex and striatum with

0 Not established sparing of brain stem nuclei and cerebellum; no large confluent
vacuoles, and faint very synaptic PrP staining
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