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Healthy control

Healthy control Pompe Patient Pompe patient
(untreated, 5-6 yrs old)

Pompe patient
(1 yr old, after 6 months on ERT)

Pompe patient
(untreated, 5-6 yrs old)

PTase Act ivi tyWestern Blo tting- PTase

* �Dand �Emust be cleaved at the 928th position to achieve the active conformation
�i �Jsubunit must bind here to achieve active conformation
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Ligand
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No bindingComplex N-glycan

Mono-PO4 High Mannose N-glycan

Bis-PO4 High Mannose N-glycan

Bis-PO4 
High Mannose 

Mono-PO4 
High Mannose 

Bi-antennary
Complex 

Uncovering enzyme

GlcNAc-1-phos phot ransferase Catalytic site Recogni tion site
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