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Abstract
Two siblings with glycogen storage disease typeXI

Two siblings with glycogenosis typeXI were reported.

The boy presented shortly after birth with a Fanconi syndrome, whereas his

younger sister presented at birth with a hypergalactosemia which was detected

by newborn mass-screening.

We studied carbohydrate metabolism in liver tissue. The results were as

follows, all enzymatic activities of galactose metabolism and glycogenolysis

were normal, galactose oxidation was reduced and there was no change on the

activity of phosphorylase after administration of glucagon and adrenalin in

vitro.
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