
More gene dysregulation but still formation of myotubes is efficient

 Rare myotube nuclei have re-activation of DUX4-fl transcript  formation

Dysregulation of TGFβ & 
other signaling pathways

• Transcription dysregulation, including for TF-encoding genes

• Post-transcriptional dysregulation,  including less of the normal 
myogenesis-linked upregulation of the RNAi machinery 

↑ extracellular 
matrix proteins

• ↑ in expression of mitochondrial protein genes
• Oxidative stress response 
• Changes in the actin cytoskeleton

Differentiation
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Many cells may have transient FSHD-linked expression of DUX4-fl RNA

FSHD  satellite cells

Activation*


