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Clinical Characteristics of Cerebral Autosomal-Dominant Arteriopathy
with Subcortical Infarcts and Leukoencephalopathy Patients with
R544C Mutation Aged 90 or Older

KeunHyuk Ko, MD, JungSeok Lee, MD

Department of Neurology, Jeju National University School of Medicine, Jeju, Korea

Cerebral autosomal-dominant arteriopathy with subcortical infarcts and leukoencephalopathy is an inherited small vessel
diseases caused by mutations in the Notch3 gene. In Caucasian patients, the average life expectancy was 65 years for men and
71 years for women. However, this does not seem to be the case in patient with R544C mutation, which is a rare mutation in
Caucasian patients. Herein we report two patients with R544C mutation who were older than 90 years who were not

previously reported.
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Figure. Fluid attenuated inversion recovery brain images of the two patients. Case 1 (A-C) shows extensive white matter hyperintensities including

external capsule and chronic infarction in the left medial temporal lobe. Case 2 (D-F) shows extensive white matter hyperintensities including

external capsule.
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