
 

Supplementary information, Fig. S20 | Structural mapping of disease-derived 

mutations onto components of the IR subunit. 

a, Mapping of four residues that are targeted for mutations in steroid-resistant 

nephrotic syndrome (SRNS)1. These four residues are Arg389/Gly592/Tyr630 in 

Nup93 and Phe1994 in Nup205. The mutations, R389W, Y630C, G592V and 

F1994S, may alter the local conformation. b, Mapping of the disease autosomal 

recessive infantile bilateral striatal necrosis (IBSN) mutation Q416P in Nup622. The 

mutation of Gln416 to a helix-breaking residue Pro in the middle of an extended helix 

may destabilize the helical conformation. 
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