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Table 1. Clinical Outcomes in Mucopolysaccharidoses II (MPS II) Patients before and after Pentosan

Polysulfate (PPS) Treatment.

Patient 1 Patient 2 Patient 3
Before After Before After Before After
6-Minute Walk Test 495 m 480 m 425 m 410 m N/A N/A
3-Minute Stair Climb Test 173 steps 153 steps 188 steps 187 steps N/A N/A
Shoulder Range of Motion
Flexion R134,L130 R140,L140 R126,L124 R132,L138 R170,L170 R 170, L170
Extension R 50, L 45 R 50, L 45 R50, L 45 R48,L 43 R 30,L 30 R30,L 30
Abduction R90,L130 R120,L130 R80,L80 R128,L148 N/A N/A
Adduction R28,L38 R 60, L 55 R20,L20 R52,L37 N/A N/A
Outer rotation R 70, L90 R 65, L 80 R5,L5 R5L6 N/A N/A
Inner rotation R 90, L51 R 90, L 90 R10,L 10 R85, L 80 N/A N/A
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Figure 1. Blood serum migration inhibitory factor (MIF) levels throughout PPS treatment. Three adult
males with attenuated MPS II were administered weekly PPS injections for 12 weeks at a dosage of
0.5 mg/kg for the first injection and 1.0 mg/kg for all subsequent injections. Patients 1, 2, and 3, are
represented by (a), (b), and (c), respectively. Blood serum samples were measured for MIF levels using
a human antibody enzyme-linked immunosorbent assay (ELISA) (R and D Systems) at the start of

the clinical trial, before weekly PPS injections, and were then taken every 4 weeks for 16 weeks in
Patients 2 and 3 before the injection. For Patient 1, measurements were taken at weeks 4, 10, 14, and 17,
as a seizure occurred between injections 7 and 8 and treatment was halted for two weeks. Bars represent
standard error of the mean (n = 3). The red, double-headed arrows indicate the start and end of the

PPS injection period.
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