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Fig. 1 Axial (A, B, C) and coronal (D) MRI (PHILIPS Intera 1.5T) of the brain on admission and axial
MRI on 60 days later (E~G)
A, B: DWI (TR 3.385, TE 84, b=1,000) showed high intensity in the bilateral cerebral cortex, cau-
date nuclei and pulvinar (arrows).

(Notice that the high signal in the pulvinar was less than that in other areas)

C: T2WI (TR 4,200, TE100) did not show any remarkable abnormal intensity area.

D: FLAIR image (TR 8,000, TE100) showed high intensity in the bilateral cerebral cortex (arrows).
E: DWI showed high intensity in the cerebral cortex, caudate nuclei and pulvinar. High intensity in
the pulvinar was less than that on admission (arrows).

F: T2WI showed high intensity in the cerebral cortex (arrows).

G: FLAIR showed high intensity in the cerebral cortex and caudate nuclei (arrows).
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Abstract

A case of Gerstmann-Striussler-Scheinker syndrome (GSS-P102L) mimicking variant
Creurtzfeldt-Jakob disease in clinical manifestation and MRI findings

Akiko Kanata, M.D."”, Kazumasa Saigoh, M.D.”, Yoshiyuki Mitsui, M.D."”,
Tetsuyuki Kitamoto, M.D” and Susumu Kusunoki, M.D."
"Department of Neurology, Kinki University School of Medicine
*Division of CJD Science and Technology Department of Prion Reserch,
Center for Translational and Advanced Animal Reserch on Human Diseases,
Tohoku University Graduate School of Medicine
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We reported a 51-year-old woman with Gerstmann-Striaussler-Scheinker syndrome (GSS P102L) manifesting
characteristic MRI findings. At the age of 45, She developed gait disturbance with muscle atrophy in the lower
limbs and positive plantar flexor sign. Subsequently, sensory disturbance such as refractory pain in the lower
limbs and ataxic gait were developed at the age of 49. Following these clinical symptoms, she finally demonstrated
rapid progressive cognitive dysfunction. Just after presenting cognitive dysfunction, cranial MRI was performed.
Cranial MRI with diffusion-weighted imaging and FLAIR imaging demonstrated abnormal high intensity lesions
in the bilateral pulvinar, caudate nuclei and cerebral cortex. The degree of high signal at the pulvinar was less
than those of the cortex and caudate nuclei. A proline-for-leucine substitution at codon 102 of the prion protein
gene was demonstrated. These results allowed the diagnosis of GSS (P102L). This is a rare case of GSS (P102L)
presenting with high intensity lesions in the bilateral pulvinar on MRIL



