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MYH9 encodes nonmuscle myosin heavy chain-IIA (NMMHC-IIA) and causes Epstein syndrome
characterized by macrothrombocytopenia, sensorineural hearing loss, and progressive renal failure (focal
segmental glomerulosclerosis; FSGS). Recent studies have revealed that MYH9 polymorphisms are
associated with adult FSGS and progressive renal failure. FSGS is a leading cause of refractory
nephrotic syndrome in children, and we investigated animal and human renal specimens.to determine
whether NMMHC-IIA was involved in development of FSGS. Electron microscopy immunogold
labeling studies revealed that NMMHC-IIA was located primarily at primary processes of podocytes.
Immunohistochemical analysis revealed that the expression level of NMMHC-IIA markedly decreased
in steroid-resistant FSGS, whereas it did not change in chronic glomerulonephritis with heavy
proteinuria. A marked decrease in the expression level of NMMHC-IIA was also observed in the
glomerulus of puromycin aminonucleoside-treated rat, which presents with nephrotic syndrome. These
results suggest that NMMHC-IIA has an important role in development of proteinuria in idiopathic
nephrotic syndrome and architectural maintenance of podocytes.
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