consensus statement on genetic aspects of CNS diagnosis and management. 'The presented expert opinion recommends
genetic diagnostics as the key diagnostic test to be ordered already during the initial evaluation of the patient, discusses
which phenotyping workup should be performed and presents known genotype—phenotype correlations.

Introduction

Congenital nephrotic syndrome (CNS) is a heterogeneous
group of disorders presenting in utero or during the first
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3 months of life with marked edema and massive protei-
nuria [1]. In the vast majority of cases, CNS is a primary
glomerular disorder due to genetic defects; occasionally it
can however be caused by congenital infections or alloim-
mune maternal disease [2].

Originally, the disorder has been referred to as the
Finnish-type nephrotic syndrome due to its high incidence
in Finland (1:8.000 live births), with two NPHSI founder
mutations (i.e., Fin-major and Fin-minor) in most cases
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