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Disorder of Higher Brain Function in Myotonic Dystrophy

Yuri Kudo, M.D.", Toru Imamura, M.D., Ph.D.?, Hiroshi Kondo, M.D., Ph.D.”

Abstract

Myotonic dystrophy (MyD) is an autosomal dominantly inherited disease. This abnormal
gene for MyD is localized to chromosome 19q13.3 as an expansion of CTG repeat. There is a
correlation between the number of CTG repeats and the severity of clinical symptoms. MyD
has been noticed accompanying CNS disorders such as disturbance of memory, attention,
executive function and construction. We measured cerebral and hippocampal areas of 7
patients with MyD by MRI. Hippocampus is one of important areas of declarative memory,
therefore it was examined if there was a correlation between the hippocampal areas of the
patients and the scores of Wechsler Memory Scale-Revised (WMS-R). Wechsler Adult
Intelligent Scale-Revised (WAIS-R) and event-related potential P300 were also performed for
the patients. Then we analyzed a correlation to the number of CTG repeats and each datum.
In conclusion, an expansion of CTG repeat was correlated to onset, WMS-R andP300 in the
patients. And diffuse brain atrophy was observed and correlated to WAIS-R. Also, the
degree of hippocampal atrophy was significantly correlated to the score of WMS-R, especially
verbal memory tests. It was first found that there was a significant correlation between the
latency of P300 and the number of CTG repeats in MyD. These results suggest that CTG
expansion and brain atrophy relate to disorder of higher brain function in MyD.

Key words: myotonic dystrophy, CTG repeat, higher brain function, event related potential
P300, modality specific memory disturbance
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