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FAMB3H plays an essential role in the formation of dental enamel and its
heterozygous mutation causes autosomal-dominant hypocalcified amelogenesis imperfecta. We have
demonstrated that FAM83H regulates the organization of the keratin cytoskeleton in human colorectal
cancer cells. In the present study, we showed that the keratin cytoskeleton in cultured
ameloblastoma cells is also regulated by FAM83H. Mutant proteins of FAM83H prevented proper
organization of the keratin cytoskeleton and concomitantly dis-localized component proteins of
desmosomes form the cell-cell interface in cultured ameloblastoma cells. We additionally generated
mice with a mutation in the FAM83H gene. We are testing whether the FAM83H mutation causes the
disorganization of the keratin cytoskeleton and desmosomes in dental ameloblasts in vivo.
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