H. sapiens NLSQHBLV-
M. musculus NLSQHBLV -
G. gallus NLSHPBLA-
X. tropicalis NLSQPFP——
D. rerio DLSGHECELS

Control B1175
Cohort c.1714T>A

LQN
LQN
LQN
LQN
LQN

AQCGM
AQCGL
AQCGM
AQCGL
AQCGK

L — — — —1

B3271

c.1900T>G
p.Ser572Thr(Het) p.Leu634Val(Het) p.Pro856Ser(Het)

CMVWPKKRKL
CMVIPKKRKL
CTIPKKRKL
CTVPKKRKM
PTIPKKRKF

A
B3848

c.2566C>T

;\

CAKUT B633
Cohort c.456A>C
p.GIn152;Iis(Het)

H. sapiens SQPJLRQOSL
M. musculus SQPLRQOSL
G. gallus SOPIRQSL
X. tropicalis SQPJLXQSL
D. rerio PORIIIQGL

RD2 ! RD3 I:I RD4]
‘ I * 1,158 aa
A3460 A782
c.970C>T c.1343G>A
p.His324Tyr(Het) p.Arg448GIn (Het)
\ 4 v
MSSHLNGOA CKHRTEKSE
VSGHLNGOA CKHRILEKPE
MTSHLNGOA FK DKPD
LPTIPILNSPA FK DKPE
ISSOMSTS -~ LK NVQT

RD | Repressor domain

Interaction motif: LxxML

I Interaction motif: LxxLL

I Putative nuclear localization signal

Supplementary Figure S2 . NRIP1 missense variants identified in families with
CAKUT and a control group with nephrotic syndrome.

Protein domain schematics of human Nrip1 showing the position of each variant identified
in 3 families with CAKUT and a control group with nephrotic syndrome. Upper panel
showing the evolutionary conservation of amino acid positions Ser572, Leu634 and
p.Pro856 in the Nrip1 protein across evolution. Lower panel showing the evolutionary
conservation of amino acid positions GIn152, His324 and Arg448 in the Nrip1 protein

across evolution.
bp, base pairs; aa, amino acids.

1



