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We prviously found that abnormal O-glucose glycosylation of the Notch
receptor causes a decrease in the number of satellite cells, the stem cells of muscle, and a
decrease in Notch signaling in satellite cells, which leads to limb-girdle muscular dystrophy that
develops in later adulthood [Cell 2008, EMBO Mol Med 2016]. This study suggests that, at least in
HEK293T cells, xylosyl elongation of O-glucose glycans contributes to protein stability and quality
control of Notch EGF repeats. Further studies are needed to elucidate the molecular mechanism of

Notch receptor quality control by this type of glycosylation.
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