2015 2016

CDG1b

Development of the deaminoneuraminic acid therapy for treatment of congenital
disorders of glycosylation Ib

Kitajima, Ken

3,000,000

CDG1b KDN
Man Man

CDG1b
KDN

The objective of this study is to_development of the KDN therapy as a new
drug for CDGlb patients. In this disorder, glycan amount is reduced due to a deficiency of Man. The
reduced glycans are rescued by the mannose therapy; however, the development of new method would be
desired, if possible. In this study, we thus try to demonstrate the effectiveness of the new method.

As a result, we attained the establishment of analytical methods for metabolic products and the
amount of cell surface glycan chains. On the other hand, CDGlb model cell lines could not be
established within the research period, even after many efforts. Notably, we succeeded in
demonstrating that KDN is incorporated into cells through ponocytosis as well as through one of
monocarboxylate transporters unlike a major sialic acid species NeubAc.
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