120

FIGURE 1




M, (kDa)
225 >
150 -
102 >
76 >
52 >
38 >

2/20

FIGURE 2



3/20

FIGURE 3

o
3

8
Ly

WP eZ AR AL [}
Apanoe Yyo

<

_x\\\\\\\ o,

r 14 't .4



4/20

# HEK celis+bmM MR

FIGURE 4
= 300-
£
23
> @ 2004
52
T 0
<3 1
& 2100 < HEK cells
[
£

6 100 200 300 400 500
anti-CD63-GAA concentration (nM)

» HEK+anti-CDE3GAA
i HEK+anti-CD83GAA/SE10VK (non-binder)
aw HEK({CDE3 KO+anti-CDE3GAA

)
(23]
<

nedk by
o P
£ 3

GAA activity
&
£

{nmol hydrolyzed/mg/hour)

\\\\\\\\\\\\\\\\\\\\\\\\\\\\

0 100 2060 300 400 500
Concentration{nM)



5/20
FIGURE 5
-+ anti-CDB3-GAA
2000+ -»- anli-CD63-CAA+SMM MEP

«g= MYyCGAA
41500 <& MycGAA + MBP

1000+

GAA activity
{nmol hydrolyzed/mg lysate/hour)

500+

o oo LR P WK ooﬁoo R A R )

Y s :
0 50 100 150 200

concentration {(nM)

o anfi-mCDR3-GAA
% ant-mCDB3-CAA + MeP

R
ove |
)
o
% 4000~ = mycGAA
8 2 MycGAA + M6P
%g 3000+ e
ig ~E PP L
2E | L
8T 2000 .. —_
> '
G5 1000
e )
S = a
£ {:’ E 3 3 L { 2 4 3
B it 50 100 150 200 250
& concentration (nM)
&



6/20

FIGURE 6




7/20

FIGURE 7

Pompe cell line GM20080

Pompe Hine GM20088

{atesh) Buybing
o uaboshpn

EREEE

{o1e84] Buybin)
U0 UsBoAID

1
X

Pompe ceali line GM28001

47

FEEE S e

2l kad

{agesdy Buybng
Jusjuod uafioaAs)



8/20

FIGURE 8

225 -
150 -
102 -

76 —




9/20

FIGURE 9

L o L g Lol
&&&&&
ﬁﬁﬁﬁﬁ

% wa



BOO

o
<
o

.
oo
L]

GLA activity
{nmol hydrolyzedimg/hr)

¢
o]
<

- GLAMyc
=g GLAMyc + Ab {1:1 molar ratio)
s GLA anti-CD63 1gG4

10/20

R
S

R S

S

100 150

Concentration{nM)

FIGURE 10

200



HEK

PC-3

Kormalized fluorescencs

zed fluorescence
o<

FHGOG00

00000

SOHOH0

%

:

o 1000800,
&8
&
2 800060
&
&
S B0DDOD-
Ree
o )
8 400000«
R
£ 2000004
fo
=
&i
H A

11720

FIGURE 11

3 1

o 40
concentration {nly

" il . \\ \&\\\-‘o-\“\“\\\
T \\\i\\\\ﬁ\\\-‘-‘m L 0ab ow X W
&.4 1 18 038
concaniration ind

400

400

- OGS

as $aL &

- 083
e AP PP

o SF PR3

a3
s (LA



12/20

FIGURE 12

Day:

225 -

150 -
102 -

76 —




13/20

FIGURE 13




eeeeeeeeeeee




15/20

FIGURE 15

Bl anti-integrin a7
anti-CD9

#§ anti-dystroglycan

64

Antibody in Tissue / Antibody in Liver




16/20

FIGURE 16
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FIGURE 17
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