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(54) Title: RECOMBINANT HUMAN NAGLU PROTEIN AND USES THEREOF 

Human NaGlu Amino Acid Sequence (signal peptide: 1-23, underlined) 
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MEAVAVAAAV GVLLLAGAGG AAGDEAREAA AVRALVARLL GPGPAADFSV 3VERALAAKP £0 
VRGS RYLRDFCGCJ 120 
TQSY ERSIDWKALi ISO 
A FLA DGPLPP3WH 24 0 
FPQV FNCSYSCSF: 300 
MQFP SSEFSYLAAA TTAVYEAMTi 360 
RLLV LDLFAESQPV YTRTASFQGf 420 

EAVNGGPEAA RLFPNSTMVG TGMAPEGISQ NEVVYSLMAi 480 
RRYGVSHPDA GAAWRLLLRS VYNCSGSACR GHNRSPLVR) 540 
RLLLTSAPSL AISPAFRYDL LDLTRQAVQE LVSLYYEEAR SAYL3KELAS LLRAGG7LAY 6G0 
ELLPALDEVL ASDSRFLL3S WLEQARAAA7 SEAEADFYEQ NSRYQLILWG PEGNILDYAJN 660 
KQLAGLVANY YTPRWRLFLE AliVDSVAQGI PFQQKQFDKN VFQLEQAFVL SXQRYPSQPR 720 
GDIVDLAKKI FLKYYPRWVA GSW 74 3 

(SSQ ID ti0: : 1) 
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(57) Abstract: The present invention provides compositions comprising an isolated mixture of recombinant human NaGlu proteins 
© in which a substantial amount of the NaGlu proteins in the mixture has increased levels of phosphorylated mannose that confer the 

proteins to be efficiently internalized into human cells. The present invention also provides methods of producing such mixture of 
Q NaGlu proteins, vectors used in transgenesis and expression, host cells harboring such vectors, and methods of isolating and purify -

ing the mixture of NaGlu proteins. The invention further provides methods of treating NaGlu associated diseases. 


