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1. Noise exposure induced significantly decreased number of the ribbon
synapse in hair cells in mice expressing a DIA1 mutant (p.R1213X) compared with control mice,
suggesting that noise is one of factors leading to progressive hearing loss in DFNAl patients.

2. In mice expressing the DIAL mutant, the mutant was localized at the apical junctional complex
(AJC) of hair cells, where showed morphological abnormalities by TEM. Thus, AJC is likely the main
lesion in DFNAL.

3. In aged mice expressing the DIA1 mutant, size of the platelets was spread over a wider range,
compared with control mice. Detailed studies analyzing the mechanism manifesting the phenotype are
going on.
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/3000~5000 HiEE & Hb~C & S C L BI7E £ T 120 OFEEHE FRRE ST 5,
Fo, BB T, EN TR 1500 A (65 5LL LD 25~40%) LEE< REC
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