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Anti-GAA antibody ab102815
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The Abpromise guarantee
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Anti-GAA antibody
Rabbit polyclonal to GAA
Rabbit

HEH®HD: WB

3z Z##: Mouse, Human

Recombinant full length protein within Human GAA aa 1-1000. The exact immunogen sequence
used to generate this antibody is proprietary information. If additional detail on the immunogen is
needed to determine the suitability of the antibody for your needs, please contact our Scientific
Support team to discuss your requirements.

The Life Science industry has been in the grips of a reproducibility crisis for a number of years.
Abcam is leading the way in addressing this with our range of recombinant monoclonal antibodies
and knockout edited cell lines for gold-standard validation. Please check that this product meets
your needs before purchasing.

If you have any questions, special requirements or concerns, please send us an inquiry and/or
contact our Support team ahead of purchase. Recommended alternatives for this product can be
found below, along with publications, customer reviews and Q&As

Liquid
Shipped at 4°C. Upon delivery aliquot. Store at -20°C or -80°C. Avoid freeze / thaw cycle.

pH: 7.4
Constituent: PBS

Protein A purified
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https://www.abcam.co.jp/products/primary-antibodies/gaa-antibody-ab102815.html?productWallTab=Abreviews
https://www.abcam.co.jp/index.html?pageconfig=contactus
https://www.abcam.co.jp/abpromise
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WB 1) 1/500 - 1/1000. Predicted molecular weight: 105 kDa.
5—5'y MER
ik Essential for the degradation of glygogen to glucose in lysosomes.
BEEEE Defects in GAA are the cause of glycogen storage disease type 2 (GSD2) [MIM:232300]; also

called acid alpha-glucosidase (GAA) deficiency or acid maltase deficiency (AMD). GSD2 is a
metabolic disorder with a broad clinical spectrum. The severe infantile form, or Pompe disease,
presents at birth with massive accumulation of glycogen in muscle, heart and liver.
Cardiomyopathy and muscular hypotonia are the cardinal features of this form whose life
expectancy is less than two years. The juvenile and adult forms present as limb-girdle muscular
dystrophy beginning in the lower limbs. Final outcome depends on respiratory muscle failure.
Patients with the adult form can be free of clinical symptoms for most of their life but finally develop
a slowly progressive myopathy.

ESEC Belongs to the glycosyl hydrolase 31 family.
Contains 1 P-type (trefoil) domain.

HREEN The different forms of acid glucosidase are obtained by proteolytic processing.
Phosphorylation of mannose residues ensures efficient transport of the enzyme to the lysosomes
via the mannose 6-phosphate receptor.

HBRBE Lysosome. Lysosome membrane.
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250 = Anti-GAA antibody (ab102815) at 1/500 dilution + Mouse intestine
150 =
100 N & lysate at 50 pg
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Predicted band size: 105 kDa
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Westem blot - Anti-GAA antibody (ab102815)


https://www.abcam.co.jp/products/primary-antibodies/gaa-antibody-ab102815.html?productWallTab=Abreviews&applications=69
https://www.abcam.co.jp/ps/products/102/ab102815/Images/ab102815-115191-anti-gaa-antibody-western-blot.jpg

1 2 All lanes : Anti-GAA antibody (ab102815) at 1/500 dilution

AEN -

150=
100 - - Lane 1 : GAA transfected 293T cell line

75= Lane 2 : Non transfected 293T cell line

50 =
Lysates/proteins at 25 ug per lane.

3=
Predicted band size: 105 kDa

Westem blot - Anti-GAA antibody (ab102815)

Please note: Al products are "FOR RESEARCH USE ONLY. NOT FOR USE IN DIAGNOSTIC PROCEDURES"

Our Abpromise to you: Quality guaranteed and expert technical support

e Replacement or refund for products not performing as stated on the datasheet
e Valid for 12 months from date of delivery

e Response to your inquiry within 24 hours

e We provide support in Chinese, English, French, German, Japanese and Spanish
e Extensive multi-media technical resources to help you

¢ We investigate all quality concerns to ensure our products perform to the highest standards

If the product does not perform as described on this datasheet, we will offer a refund or replacement. For full details of the Abpromise,
please visit https://www.abcam.co.jp/abpromise or contact our technical team.

Terms and conditions

e Guarantee only valid for products bought direct from Abcam or one of our authorized distributors
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