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Characterization of the function of dystroglycan N-terminal domain and its related
disorders in nervous system
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The N-terminal domain of a -dystroglycan (o -DG-N) is cleaved and secreted from
many types of cells. However, the functional role of secreted a -DG-N is still unidentified. To elucidate
this point, we generated transgenic mice overexpressing o -DG-N ubiquitously. Interestingly, we
demonstrated that the reactivity of 11H6, an antibody which detects specific sugar chain structure of
a -dystroglycan, was markedly reduced in skeletal muscle. In contrast, laminin binding activitg was well
preserved. Based on these results, we propose that the evaluation not only of IIH6 reactivity but also of
the laminin binding activity is necessary for the clinical diagnosis of a -dystroglycanopathies.
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