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Supplemental Table 1: Primers used for /7TGA3 mutation analysis

EXON | FORWARD PRIMERS 5' — 3' REVERSE PRIMERS 5' — 3' PRODUCT SIZE (bp)
la cgtcacatccatcttgetc atccgtgggtctatcttcct 460
1b cteectectgtectecttg cgaccgagtagccgaagag 539
Ic acgcctgatgcetetgtge gactaccagcgaggtgctta 605
2 ttttccttgectgecttac gcacctcacccatacttcag 583
3 actcactgcccacaaggat gacacacagccacaggaag 601
4 gtctctcatccttecctget aagtcatggtggttgctgat 659
5 ggcaaaatgctcaccaataa ttccaagtagggcaagaaag 490
6 ctactttcttgecectacttgg ataaagcctgactgcaaacc 487
7 atattggcatctccatgtce acatctgcacatcctctcte 541
8 ctetgtcectgatgetetg gcttetctccatggattace 389
9 cccagcaggtacagagagac gagacaacagagccagacag 446
10 tcttetteatctttgtetgeac aatgaggttgggtagagagg 372
11+12 | cagacctgctttgtggactc acaccaatagccttccaaac 563
13 agtaggaagtcgcaatttgg catctgcaagttgctctcac 483
14 atcctcaaccaggcacag gcacctggaggagaaagc 405
15 aggtgggatggtcagaaac attctccaagcagcagagac 477
16 ctetggtetgggcctte ggcctcttetcaccctetac 379
17+18 | gtggggtggogaggtagag cagaggagtttgggagatagc 481
19 gctatctcccaaactectetg aaccacctccatcttaccaac 684
20 ctgtggaggatgtaggaagc gaggaagaattgggagcag 515
21 caaccctctcaacctcactc gcctcatcacctcatcacac 435
22 tgtgcatgagtgaaaggaag acacatccatgcaaagacac 414
23 ctggctgacagatcctttg agacaccagaactcctccag 382
24 agcaggacaaacagcaggt gtgtggtcagaagccagag 457
25 cttctgaccacaccaccaa cttgeecttgaccttgtte 564
26 tctggctttgaggagttctg gctctttggcettgttttgg 599




Supplemental table and figures

Supplemental Table 1. Primers used for /TGA3 mutation analysis.

Supplemental Figure 1. Abnormalities in patient kidneys. (A) The upper glomerulus shows
extensive mesangiolysis with “free-floating” cross-sections of irregularly widened capillaries.
The lower glomerulus has a segmental scar (arrow head). (B) The upper segment of the upper
glomerulus contains a cellular crescent (fresh extracapillary proliferation without
interposition of silver-positive extracellular matrix, single arrow). The middle glomerulus
displays a fibro-cellular lesion of extracapillary proliferation with fine lines of silver-stained
extracellular matrix between the epithelioid cells (double arrow). The upper segment of the
lower glomerulus shows segmental mesangial expansion with increased cellularity, and

thickening and splitting of Bowman’s capsule (triple arrow).

Supplemental Figure 2. Generation of CDI151/a3-deficient podocytes. Podocytes were
isolated from glomeruli from Izga3™/"*;Cd15 """ Typ53*" mice, and the Cd151 and Itga3
genes were deleted by adenoviral delivery of Cre recombinase. Cell-surface expression of

CD151 and a3 was examined by flow cytometry.

Supplemental Figure 3. Alignment of the amino acid sequence of a3 in different species.

The affected residue (alanine 349 in humans) is boxed.

Supplemental Figure 4. The A349S mutation does not prevent interaction of the a3
precursor with the ER chaperone protein calnexin. Integrin subunits a3 (with antibody 29A3)
or 1 (using antibodies 9EG7 or MB1.2) were precipitated from podocyte lysates, and a3,

B1, and calnexin were detected by Western blotting.



