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BACKGROUND RESULTS

Pompe disease Is an Inherited |lysosomal storage Evaluation of Pompe 6"®° mice for motor deficits in the RotaRod test resulted in first significant
disease caused by a deficiency of oa-glucosidase, differences compared to WT littermates at the age of 52 weeks (Fig. 2A). Further analysis of
encoded by the GAA gene. Lysosomal glycogen Pompe 6" mice In the beam walk test showed motor deficits already at the age of 24 weeks
accumulates In tissues, including the central nervous (F1g. 2B). Differences most likely depend on the higher sensitivity of the beam walk test.
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mice - for their behavioral deficits.
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Our results show a start of the muscle and motor phenotype already at the age of 8 weeks that
progresses with age. The Pompe 6" mouse model Is thus a valuable tool to evaluate new
compounds against this devastating lysosomal storage disease.
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Figure 1. Grip strength test and wire suspension test of

Pompe 6"¢° mice. Mean grip strength of 6"¢° and WT For more information about the models please
littermates at the age of 8 and 24 weeks (A). Hanging time of 8 Visit:
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