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TR OBEEE (J£30) : Heparan sulfate (HS) is synthesized by HS co-polymerases encoded by the
EXTI and EXT2 genes, which are known as causative genes for hereditary multiple exostoses, a
dominantly inherited genetic disorder characterized by multiple cartilaginous tumors. Three EXT-like
(EXTL) genes that share significant sequence homologies with EXT] and EXT2 have been identified in
mammals. However, their roles in HS biosynthesis remain unclear. Here, we showed that the transfer of
the first GIcNAc residue to the linkage region by EXTL?2 is critically required for the biosynthesis of HS
in cells deficient in EXT] and is likely involved in the quality control mechanism of proteoglycans.
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