Table e-3: Proteins identified as over-represented in aggregates in MFM-filaminopathy

Mean proportion [%o]?

Accession Protein Aggregates Controls Ratio TTEST
Q14315 Filamin-C (FLNC)*? 84.21 12.13 6.9 1.9E-05
P17661 Desmin (DES)*P 49.95 13.71 3.6 6.7E-08
A4UGR9  Xin actin-binding repeat-containing protein 2 (XIRP2)*? 24.42 0.00 n.a. 2.1E-05
Q86VF7 Nebulin-related-anchoring protein (NRAP)*P 20.36 0.26 78.1 3.1E-07
P02511 Alpha crystallin B chain (CRYAB)** 13.93 1.15 12.1  3.1E-09
Q702N8 Xin actin-binding repeat-containing protein 1 (XIRP1)*® 12.46 0.53 23.6 6.3E-09
Q5VST9 Obscurin (OBSCN)*? 12.30 4.49 2.7 0.00016
P48681 Nestin (NES)*P 10.85 0.14 77.2 5.7E-07
P12111  Collagen alpha-3(VI) chain (COL6A3)*¢ 8.59 2.08 4.1 0.00081
Q13203  Myosin-binding protein H (MYBPH)*¢ 6.61 0.42 15.9 0.00198
Q9UBF9 Myotilin (MYOT)*P 6.60 3.19 21 0.00334
P04792 Heat-shock protein beta-1 (HSPB1)** 5.10 0.72 7.1 1.6E-05
075923 Dysferlin (DYSF)*f 4.82 0.58 8.3 0.00091
P62805 Histone H4 (H4C1) 3.99 1.95 2.0 0.03386
P11055 Myosin-3 (MYH3)* 3.68 1.24 3.0 0.02186
P02545 Lamin-A/C (LMNA)* 2.81 0.60 4.7 0.00655
Q13501 Sequestosome-1 (SQSTM1)*c 2.71 0.00 n.a. 0.01148
P06396 Gelsolin (GSN)*¢ 2.65 1.14 2.3 0.00921
P12109  Collagen alpha-1(VI) chain (COL6A1)*¢ 2.21 0.41 5.3 0.02108
P11142 Heat shock cognate 71 kDa protein (HSPA8)*¢ 2.14 0.64 3.3 0.00417
P12110 Collagen alpha-2(VI) chain precursor (COL6A2)*¢ 1.60 0.40 4.0 0.00071
Q15124 Phosphoglucomutase-like protein 5 (PGM5)* 1.51 0.00 n.a. 0.01169
Q14764 Major vault protein (MVP)* 1.46 0.00 n.a. 0.01671
P08123  Collagen alpha-2(l) chain (COL1A2)? 1.43 0.36 4.0 0.02914
P28074 Proteasome subunit beta type-5 (PSMB5)*¢ 1.33 0.05 28.0 0.0048
P54652 Heat shock-related 70 kDa protein 2 (HSPA2)*° 1.22 0.48 2.6 0.01947
Q86TC9  Myopalladin (MYPN)*P 1.22 0.00 n.a. 0.00088
Q14596 Next to BRCA1 gene 1 protein (NBR1)* 1.12 0.00 n.a. 0.00599
Q5BKX8  Caveolae-associated protein 4 (CAVIN4)® 1.10 0.00 n.a. 0.00083
Q9UBY9  Heat shock protein beta-7 (HSPB7)*¢ 1.09 0.05 20.7 0.02386

Q0ZGT2 Nexilin (NEXN)*P 1.06 0.16 6.6 0.00081
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Protein kinase C and casein kinase substrate in
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