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Figure S1. Quantitation of plasmatic and urinary HA by CE-LIF. HA concentration measured in plasma and urine of wild type, Ids-ko and Ids-ko mice
treated with ERT (lds-ko+E), during a time course of 24 weeks at T =0, 2, 4, 6, 12, 18, 24 weeks. All values are represented as mean +SD. n = 6-7 for
each group. Asterisks indicate a statistically significant difference between Ids-ko and WT and between lds-ko and Ids-ko+E at the same time point

(Mann—Whitney U test; * 0.01<p-value<0.05; ** 0.001<p-value<0.01)
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Figure S2. Plasmatic and urinary CS+DS 4s/0s disaccharides ratio. Ratio between the percentage of disaccharide 4s and the percentage of non-sulfated
disaccharide (4s/0s) of CS+DS measured in plasma and urine of wild type, Ids-ko and Ids-ko mice treated with ERT (lds-ko+E), during a time course of
24 weeks at T=0, 2, 4, 6,12, 18, 24 weeks. All values are represented as mean £SD. n = 6-7 for each group. Asterisks indicate a statistically significant
difference between Ids-ko and WT and between Ids-ko and Ids-ko+E at the same time point (Mann—Whitney U test; * 0.01<p-value<0.05; ** 0.001<p-

value<0.01).
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Figure S3. Percentage of plasmatic and urinary HS 6s disaccharides. Percentage of HS 6-sulfated disacaccharides measured in plasma and urine of wild
type, Ids-ko and Ids-ko mice treated with ERT (lds-ko+E), during a time course of 24 weeks at T=0, 2, 4, 6, 12, 18, 24 weeks. All values are represented
as mean +SD. n=6-7 for each group. Asterisks indicate a statistically significant difference between lds-ko and WT and between Ids-ko and Ids-ko+E at

the same time point (Mann—Whitney U test; * 0.01<p-value<0.05; ** 0.001<p-value<0.01).



