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Abstract

Fibronectin glomerulopathy/glomerulopathy with fibronectin deposits is an autosomal dominant
inherited kidney disease caused by fibronectin deposition in glomeruli.

The prognosis of fibronectin glomerulopathy is poor, with approximately 25% of patients
reaching end-stage renal disease within about 20 years. Currently, there is no disease-specific
treatment available.

Several studies have reported on the mechanism of the disease and mutations in the FN1 gene,
and the causative genes are being clarified, but the number of reports is still limited, and further
accumulation of cases is anticipated.

In this article, we review the latest findings on fibronectin nephropathy based on our own
experience.

Key Words: Fibronectin glomerulopathy, Glomerulopathy with fibronectin deposits, Congenital kidney
disease.
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