Statement of novelty
Cystic fibrosis is the commonest rare disease worldwide. Over 70.000 patients have been registered and numerous sequence variations in the CFTR gene have been reported. As new patient (variant) specific therapy has become available, longitudinal clinical data on patients with rare variants is crucial.
[bookmark: _GoBack]In our manuscript, we report 12-year longitudinal data on a patient homozygous for the rare c.3140-26A>G variation and compare it to patient data from the European Cystic Fibrosis Registry and the CFTR2 database. To our knowledge, this is the first longitudinal clinical report on a patient with this mutation in homozygous state. Moreover, we present data on the effect of the detected variant evaluated at the RNA level in nasal epithelial cells in the described patient and their heterozygous relative. The latest review of publications on this variant is also included.
