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Supplementary Figures

Supplementary Figure 1. Comparison between dystrophic and myopathic LMNA-RM muscle tissues for TLR7 expression.
Supplementary Figure 2. Comparison between dystrophic and myopathic LMNA-RM muscle tissues for TLR9 expression.
Supplementary Figure 3. Characterization of inflammatory cells in LMNA-RM muscles.
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Supplementary Figure 1. Comparison between dystrophic and myopathic LMNA-RM muscle tissues for TLR7 expression. TLR7 was highly expressed in LMNA-RM muscle biopsies, especially in dystrophic patients. TLR7 was detected at the level of blood vessels and capillaries (yellow arrows), on the sarcolemma of some muscle fibers (white arrows) and within some myofibers (green stars). Regenerating/degenerating muscle fibers in dystrophic patients were particularly positive for TLR7 (green stars) (upper panel). Nuclei are stained with DAPI (blue). Original magnification, X40. Bars: 20 m.
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Supplementary Figure 2. Comparison between dystrophic and myopathic LMNA-RM muscle tissues for TLR9 expression. TLR9 was highly expressed in LMNA-RM muscle biopsies, especially in dystrophic patients. TLR9 was detected at the level of blood vessels and capillaries (yellow arrows), on the sarcolemma of some muscle fibers (white arrows) and within some myofibers (green stars). Regenerating/degenerating muscle fibers in dystrophic patients were particularly positive for TLR9 (green stars) (upper panel); in the surrounding tissue of dystrophic LMNA-RM, myofibers showed an immunoreactivity for the receptor mainly distributed at the periphery of muscle cell (upper panel), whereas in myopathic muscles TLR9 was more homogeneously distributed in the sarcoplasm (lower panel). Nuclei are stained with DAPI (blue). Original magnification, X40. Bars: 20 m.
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[bookmark: _GoBack]Supplementary Figure 3. Characterization of inflammatory cells in LMNA-RM muscles. Few CD3 positive T lymphocytes, mainly of CD4 phenotype, some CD11c positive dendritic cells and very rare CD138 positive plasma cells were detected in LMNA-RM muscle biopsies. Nuclei are stained with DAPI (blue). Original magnification, X40. Bars: 20 m.
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