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Genetic diagnosis of focal segmental glomerulosclerosis (FSGS) can be useful

for predicting post-transplant recurrence. However, the characteristics of patients who are likely
to have a monogenic cause remain to be determined. 24 pediatric FSGS patients from 23 families who
underwent kidney transplantation at our center between 1999 and 2019 were analyzed. The recipients
were divided into 3 groups based on clinicopathological findings: familial/syndromic, presumed
primary, and undetermined FSGS. All patients underwent genetic testing using next-generation
sequencing. Pathogenic or likely pathogenic variants in FSGS-related genes were identified in 4 of 4
families, 0 of 8 families, and 10 of 11 families with familial/syndromic, presumed primary, and
undetermined FSGS, respectively. Our approach based on precise clinicopathological findings may be
useful to differentiate pediatric kidney transplant recipients with FSGS who are likely to have a
monogenic cause from patients who are not.
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