
Supplementary Figure 1: 

Multiple sequence alignment of human ACO2 (NP_001089.1) and yeast ACO1 (NP_013407.1) 
generated by MUSCLE version 3.6 using the option maxiters 2 [Edgar, R.C. MUSCLE: multiple 
sequence alignment with high accuracy and high throughput. Nucleic Acids Res. 32, 1792-7 
(2004)]. Residues interacting with the substrate are highlighted in green [Lauble, H. et al., 
Crystal structures of aconitase with isocitrate and nitrocitrate bound. Biochemistry 31, 2735-
48 (1992)]. The deletion site is highlighted in red.
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Supplementary Figure 2: 

a) Image of Western blot membranes for �broblast samples Control 1, Control 2 and ACO2.mut
probed with antibodies against ACO2 and β-Actin. Black boxes indicate the image sections 
shown in Figure 3A. b) Image of Western blot membranes of �broblast samples Control 1, 
Control 2 and ACO2.mut were probed with antibodies against β-Actin and Tom20. Black boxes
indicate the image sections shown in Figure 3C. Bands of the protein ladder are indicated on
the right or the left side of the images. The size of the protein ladder bands are indicated in kDa
and black arrow heads. The identity of the samples is indicated at the top of each membrane.
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