
FIGURES 

[Figure 1] 

FIG. 1: Binding experiment of CUG-binding PPR protein 

1/15



[Figure 2] 

FIG. 2: RNA-foci formation suppression effect 
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[Figure 3] 

FIG. 3: Effect of PPR action on abnormal splicing of Atp2a1 
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[Figure 4] 

FIG. 4: Verification of muscle differentiation efficiency 
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[Figure 5] 

FIG. 5: Verification of RNA-foci formation suppression effect 
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[Figure 6] 

FIG. 6: Verification of abnormal splicing effect 
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[Figure 7] 

FIG. 7: Effect of PPR on myotonic discharge 
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[Figure 8] 

FIG. 8: Correlation between improvement effect of abnormal splicing of Clcn1 
gene and EMG score 

EMG score EMG score 

Left: AAV6-CMV-mCLo-CUG-PPR1, Right: AAV6-CMV-mCLo-CUG-PPR2 
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[Figure 9] 

[Figure 10] 

FIG. 9: Dose-dependent RNA-foci formation suppression effect of 
AAV9-CUG-PPR 1 

FIG. 10: Dose-dependent abnormal splicing improvement effect of 
AAV9-CUG-PPR 1 
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[Figure 11] 

[Figure 12] 

FIG. 11: Dose-dependent myotonic discharge suppression effect of 
AAV9-CUG-PPR 1 

FIG. 12: Relationship between administration dosage of 
AAV9-CUG-PPR 1 and amount of PPR mRNA expression 
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[Figure 13] 

[Figure 14] 

FIG. 13: Time-dependent RNA-foci formation suppression effect of 
AAV9-CUG-PPR 1 

FIG. 14: Time-dependent abnormal splicing improvement effect of 
AAV9-CUG-PPR 1 
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[Figure 15] 

FIG. 15: Time-dependent myotonic discharge suppression effect of 
AAV9-CUG-PPR 1 
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[Figure 16a]

[Figure 16b] 
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[Figure 16c] 

[Figure 17] 

FIG. 17: Amount of PPR mRNA expression in each organ of AAV9-CUG-PPR 
1-administered mice
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[Figure 18] 

FIG. 18: PPR mRNA expression persistency in each organ of AAV9-CUG-PPR 
1-administered mice
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