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Analysis of ciliary protein complex that determines renal cyst developments
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Primary cilia have diverse functions in cell signaling pathways, including mechano
sensation and hedgehog signaling. More than 1000 proteins are now identified to localize in the cilium. Ne
phronophthisis gNPHP) is an autosomal recessive cystic kidney disease. Among 12 reported Nphp gene Rroduct
s, Inv/Nphp2 and Nek8/Nphp9 are localized to the proximal segment in the primary cilium. However, the func
tional relationships are unknown. This study focused on ﬁhenotyﬁe analysis of nek8 knockdown embryos and t
he genetic relationship between nek8 and inv in zebrafish. Knockdown of nek8 produced pronephric cysts. Si
multaneous knockdown of nek8 and inv synergistically increased the incidence of these defects. Interesting
ly, nek8 mRNA rescued inv morphant phenotypes, although inv mRNA could not rescue nek8 morphant phenotypes
. These results suggest that Nek8 acts downstream of Inv function.
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The ciliary protein Nek8/Nphp9 acts downstream
of Inv/Nphp2 during pronephros morphogenesis
and left-right establishment in zebrafish.
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An attempt to isolate novel ciliary genes using
whole mount in situ hybridization expression
database
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