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Elucidation of regulatory mechanisms of mother-daughter centriole engagement and
how defects in this system lead to the associated genetic diseases

Watanabe, Koki
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The maintenance and loss of centriole engagement is essential for proper

centrosome duplication and genome stability, but the mechanisms involved remain poorly understood.

In this study, we found that Cep57 (centrosomal protein 57kDa), the gene responsible for MVA
syndrome, and its paralog Cep57L1 inhibit excessive replication of centrioles. In cells in which
Cep57 and Cep57L1 expression was suppressed, the daughter centriole was separated from the side of
the mother centriole, and a new centriole is formed from each side of the separated centrioles. We
also found that, in such situation, the over-duplicated centrioles caused a high frequency of
chromosome segregation defects.
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