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It remains to be elucidated how idiopathic nephrotic syndrome including focal
segmental glomerulosclerosis (FSGS) develops, while glomerular podocyte cytoskeletal proteins have
recently emerged as candidate molecules associated with development of proteinuria. Mutations in the MYH9
gene, which encodes nonmuscle myosin heavy chain-11A (NMMHC-11A), cause Epstein syndrome and secondary
FSGS in the kidney.

Firstly, we showed that NMMHC-11A was localized at primary processes of the podocyte. Secondly, podocyte
expression of NMMHC-11A decreased specifically in Epstein syndrome and idiopathic nephrotic syndrome
including primary FSGS. Thirdly, expression of other podocyte-associated proteins did not significantly
changed in both FSGS and other chronic glomerulonephritis. These results suggest that NMMHC-11A is
strongly associated with development of idiopathic nephrotic syndrome, playing a pivotal role in
maintenance of podocyte cytoskeleton.
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