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HZeiERE4L () The role of MCPH1, a protein responsible for primary microcephaly,
in chromosome condensation
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WFZeR RO EE (33C) :© Mutations in human MCPHI (hMCPH1) cause primary microcephaly,
which is characterized by a marked reduction of brain size. hMCPHI mutant patient cells
display unique cellular phenotypes, including premature chromosome condensation (PCC),
in G2 phase. To examine a role of MCPH1 in chromosome condensation, I developed a cell-free
assay using Xenopus egg extracts. The results demonstrated that an N-terminal domain of
hMCPH1 specifically inhibits the action of condensin II 7n vitro. A complementation assay
using patient cells revealed that the N-terminal domain of hMCPHI is sufficient to rescue
the PCC phenotype. Thus, hMCPH1 acts as a direct modulator of condensin II to regulate
chromosome condensation.
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