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A search for known gene mutations in suspected monogenic diabetes.

Yorifuji, Tohru
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We screened for mutations in the known causative genes in 70 Japanese
patients with neonatal diabetes and in 213 with MODY-like diabetes. Mutations in the KATP-channel
genes were identified in 25 with neonatal diabetes. Sulfonylurea treatment was efficacious in 15 out

of 17 patients, and 14 of them could be switched from insulin to sulfonylurea. In 5 of them,
neurological improvement was also demonstrated. Among 103 families with MODY, mutations in the major
MODY genes were identified in 103. We also identified chromosome 6924 abnormality as a novel
etiology of MODY-like diabetes. Those without mutations in the known genes showed characteristics of
early-onset type 2 diabetes. Interestingly, the inheritance was maternal dominant. Non-Mendelian
inheritance should be considered as a cause of unknown MODY-like diabetes.
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