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Abstract

We report an autopsy case of sporadic CJD (sCJD) in a male over a clinical course of 3 years and 8 months
with acute progression during the first 8 months, and died at the age of 80 years. He developed hallucination
and optical illusion 8 months after the onset, and became akinetic and mute (akinetic mutism) after 1 year and 3
months. After 1 year and 6 months, myoclonus began to be observed, but periodic synchronous discharge (PSD)
was always unclear on electroencephalograms. However, both diffusion-weighted images (DWI) and
fluid-attenuated inversion recovery (FLAIR) images of magnetic resonance imaging (MRI) performed 3 months
after the onset had already revealed high signal intensity areas from the bilateral temporal cortical regions to the
cortices of the bilateral occipital lobes, suggesting CJD. On DWI MRI 2 years and 5 months after the onset, the
caudate nuclei and putamens were visualized as high intensity areas in addition to the areas in the cerebral
cortices. Cerebrospinal fluid examination performed 2 years and 10 months showed a positive 14-3-3 protein
value and a high total tau protein, and the real-time quaking-induced conversion (RT-QulC) method revealed
abnormal prion protein (scrapie prion protein: PrP>). Based on the criteria proposed by Zerr et al. and the US
Centers for Disease Control and Prevention (CDC), a clinical diagnosis of probable CIJD was made. Autopsy
was performed, and based on codon 129 polymorphism of the prion protein (PrP) gene and the Western blot
pattern of PrP> treated with proteinase K, this case was the MM1 + 2 type. The MM1 + 2 type accounts for
several percents of sCJD. The clinicopathological phenotype of the MM type is determined by the predominant
type. In general, MM1 + 2 type closely resembles the MM1 type. In this study, we reported the clinical
characteristics of this case of the MM1 + 2 type, compared them with those of the MM1 or MM2 type
previously reported, and presented MRI images that were important for the premortem diagnosis. Tottori J. Clin.
Res. 7(1), 70-88, 2016
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