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Abnormality of programmed cell death and treatment in connexin26 mutation
deafness model mouse
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The greater epithelial ridge (GER) is a developmental structure in the
maturation of the organ of Corti. Situated near the inner hair cells of neonatal mice, the GER
undergoes a wave of apoptosis after postnatal day 8 (P8). We evaluated the GER at P8 and P12 in
human gap junction protein, beta 2, 26 kDa (GJB2) (also known as connexin 26 or CX26). In both
non-transgenic (non-Tg) and R75W +mice, some GER cells exhibited apoptotic characteristics at P8. In

R75W+mice at P12, apoptotic cells were still clearly evident in the GER. In R75W +mice, therefore,
apoptosis in the GER persisted until a later stage of cochlear development. Cultured cells
expressing CX26-R75W revealed that the mutation affects the biochemical properties of gap binding
(Kamiya et al. in preparation). The fertilized eggs of R75W +mice have been selected by breeding and

genotyping to create a model of deafness for analysis.
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