CLAIMS

1. A #hCAL-composition derbved-from-CHEOcells-thalcoplansah gheramonnba L CAL

containing-N-ghyreans-carrying-mene-comprising recombinant human alpha glucosidase
(rhGAA), wherein 40%-60% of the N-glycans on the rhGAA are complex type N-

glycans, and wherein each rhGAA molecule on average comprises at least one bis-
phosphorylated mannose-6-phosphate (bis-M6P}-o+ glycan).

2. The composition of claim 1, wherein at Ieast 17% of the total glycans on the rhGAA are
bis-M6P than :

420794-05-0)--glycans.

3. The-rhGAA composition of claim 1, wherein the rhGAA comprises anthe amino acid
sequence that is at least 9590% identical to that-deseribed-by-SEQ ID NO: 14.

4. The rthGAA-composition of claim 1, wherein 30%-ormore-of-the rhGAA binds-te-cation-

mdependen%m&nesecomprlses at Ieast 3.0 mol mannose- 6 -phosphate recepter(CHARR)-or
(M6P-orbis-M6R) residues

per mol rhGAA

5 The FhGAAcomposition of claim 14, wherein 50%-or-mere-of the rhGAA binds%e%aﬁen—

rhGAA.

CD

6. The rhGAA-composition of claim 14, wherein the average-content-of N-ghyeans
carryirgrhGAA comprises at least 5.0 mol M6P ranges-from-0-5-te-residues per mol rhGAA.

2—7.0-molmelrhiGAA:

_The fhGAA-composition of claim 14, wherein the average-content-of N-ghyeans-carrying
Mb6P-ranges-from-10-to-4rhGAA comprises at least 6.0 mol/ M6P residues per mol rhGAA.

8. The rhGAA-composition of claim 14, wherein the average-content-of N-ghreans-earrying
M6P-ranges-from-5:0-t6-6rhGAA comprises at least 7.0 mol/ M6P residues per mol rhGAA.

9. The rh&AA-composition of claim 14, wherein en-average-the N-glycans-contain-greater
tharrhGAA comprises from 3.0 mol/ to 6.0 mol eFMG6P and-greaterthan-4residues per

mol/melsiatic-acid TNGAA.
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10. The rh&AA-composition of claim 14, wherein en-average-40the rhGAA comprises from

3.0 mol to 69%9Hhe4¥-g4ye&ns4an4he7 O moI M6P residues per mol rhGAA-are-complex

1 and

phesphepyla%ed—at Ieast : | pe-N
M@P—phespmpyla%ed—and#one pharmaceutlcally acceptable carrier or at—le&st—%ef—the—h@h

12. The pharmaceutical composition of claim 111, wherein the rfhGAA-en-average-carries2.0
to-8-0-siakic-acidresidues-per-mel-of rthGAA-—pharmaceutically acceptable carrier is water.

13. The pharmaceutical composition of claim 111, wherein the thGAA-isproduced-by- CHO
celH-ine-ATB200-001-X5-composition is in the form of a lyophilized powder.

314 orbyasubeulture thereof.

. The pharmaceutical composition of claim 1-further-comprisinga-chaperenell, wherein the

composition comprises mannitol.

A—methed—fer—makmg—thelS The pharmaceutlcal composmon of claim l—eemansmg

Whereln the composmon comprises polvsorbate 80.

4—A-CHOcelHine that produces-the16. The pharmaceutical composition of

claim 1-

32



10.  The method of claim 18, comprising administering 11, wherein the
composition to quadriceps, triceps or other skeletal muscle of the subject.

comprises a pH buffer.
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