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Table S1: List of 108 primary hits that reduced Gcce Residual Activity below 30%. Shown are the Maybridge Identification Code for the

compound and directly beneath, the IC 5o value (um) determined in the secondary screen (columns labelled Code) and the 2D structure

of the compound (columns labelled Structure).
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Figure S1. All 108 hits from the primary screen were evaluated for 3 characteristics using 4 assays: A)
inhibition assay, to confirm and determine the ICsq value in the presence of 0.8 mm MUGIc; B) heat
denaturation attenuation assay, i.e. remaining Gcc activity in the pre-sence of the compound following
heating to 50°C for 20 min.; changes in intracellular levels C) Gee and D) Hex activity in GD patient
fibroblasts (N370S/N370S) after cells were treated for five days with the indicated concentration of test

compound.
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Figure S2. Deuterium build up curves are shown for all segments of Gcc in the absence of
ligand (+), or in the presence of excess IFG (D), MWP (?) or MAC (0).
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