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Catalog # MBS6379122

GAA Antibody — Rabbit Polyclonal

PRODUCT OVERVIEW

Product Name GAA, Polyclonal Antibody

Full Product GAA (Lysosomal alpha-glucosidase, Acid Maltase, Aglucosidase alfa) (Biotin)
Name

Product Gene anti-GAA antibody

Name

Clonality Polyclonal

Isotype 1gG

Host Rabbit

Species Human, Mouse

Reactivity

Form/Format Supplied as a liquid in PBS, pH 7.4. No preservative added. Labeled with Biotin.

Purity/Purification  Purified by Protein A Affinity Chromatography.

Specificity Recognizes human GAA. Species Crossreactivity: mouse
Preparation and Store product at 4 degree C if to be used immediately within two weeks. For long-term storage, aliquot to avoid repeated freezing and thawing and stor
Storage

Molecular Weight 105,324 Da

OMIM Y00839 mRNA

3D Structure ModBase 3D Structure for P10253

Immunogen Full length protein corresponding to aal-952 from human GAA.
Immunogen MGVRHPPCSHRLLAVCALVSLATAALLGHILLHDFLLVPRELSGSSPVLEETHPAHQQGASRPGPRDAQAHPGRPRAVPTQCDVPPNSRFDCAPDKAIT(
Sequence

Conjugate Biotin

Note Preservative Free

Product Antibodies; Enzymes

Categories/Family

for anti-GAA

antibody

Applications Western Blot (WB)

Tested/Suitable

for anti-GAA

antibody

Application Notes  Applications are based on unconjugated antibody.
for anti-GAA
antibody

Related Product MBS6379122 is an antibody targeting GAA. Also known as GAA (Lysosomal alpha-glucosidase, Acid Maltase, Aglucosidase alfa) (Biotin). Reactive in |
Information for

anti-GAA

antibody

Other Notes Small volumes of anti-GAA antibody vial(s) may occasionally become entrapped in the seal of the product vial during shipment and storage. If necessa
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https://www.mybiosource.com/search/gaa
http://modbase.compbio.ucsf.edu/modbase-cgi/index.cgi
http://salilab.org/modbase-cgi/model_search.cgi?searchkw=name&kword=P10253
https://www.mybiosource.com/search/Antibodies
https://www.mybiosource.com/search/Enzymes
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Western Blot (WB) of anti-GAA antibody

Western Blot analysis of GAA expression in transfected 293T cell line using 127076. Lane 1:
GAA transfected lysate (105.3kD). Lane 2: Non-transfected lysate.

ADDITIONAL DETAILS

NCBI/Uniprot data below describe general gene information for GAA. It may not necessarily be applicable to this product.

NCBI GI #

NCBI GenelD

NCBI Accession #

UniProt Primary Accession #
UniProt Secondary Accession #
UniProt Related Accession #
GenBank Nucleotide #

NCBI Official Full Name

NCBI Official Synonym Full Names
NCBI Official Symbol

NCBI Official Synonym Symbols
UniProt Protein Name

UniProt Synonym Protein Names
Protein Family

UniProt Gene Name

NCBI Protein Information

NCBI Summary for GAA

119393891

2548

NP_000143.2

P10253

QO09GN4; Q14351; Q16302; Q8IWET7
P10253

NM_000152.2

lysosomal alpha-glucosidase preproprotein
glucosidase alpha, acid

GAA

LYAG

Lysosomal alpha-glucosidase

Acid maltase; Aglucosidase alfa
Lysosomal alpha-glucosidase

GAA

lysosomal alpha-glucosidase

This gene encodes lysosomal alpha-glucosidase, which is essential for the degradation of glycogen to glucose in
lysosomes. The encoded preproprotein is proteolytically processed to generate multiple intermediate forms and the
mature form of the enzyme. Defects in this gene are the cause of glycogen storage disease I, also known as
Pompe's disease, which is an autosomal recessive disorder with a broad clinical spectrum. Alternative splicing

results in multiple transcript variants. [provided by RefSeq, Jan 2016]
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https://www.mybiosource.com/category/gaa
http://www.ncbi.nlm.nih.gov/entrez/viewer.fcgi?db=protein&id=119393891
http://www.ncbi.nlm.nih.gov/sites/entrez?db=gene&cmd=Retrieve&dopt=full_report&list_uids=2548
http://www.ncbi.nlm.nih.gov/entrez/viewer.fcgi?val=NP_000143.2
http://www.uniprot.org/uniprot/P10253
http://www.uniprot.org/uniprot/Q09GN4
http://www.uniprot.org/uniprot/Q14351
http://www.uniprot.org/uniprot/Q16302
http://www.uniprot.org/uniprot/Q8IWE7
http://www.uniprot.org/uniprot/P10253
http://www.ncbi.nlm.nih.gov/entrez/viewer.fcgi?val=NM_000152.2
https://www.mybiosource.com/proteins-family/lysosomal-alpha-glucosidase

UniProt Comments for GAA GAA: Essential for the degradation of glygogen to glucose in lysosomes. Defects in GAA are the cause of glycogen
storage disease type 2 (GSD2); 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. Belongs to the glycosyl hydrolase 31 family.

Protein type: Carbohydrate Metabolism - galactose; Carbohydrate Metabolism - starch and sucrose; Contractile; EC
3.2.1.20; Hydrolase

Chromosomal Location of Human Ortholog: 17925.3
Cellular Component: lysosomal lumen; lysosomal membrane; lysosome; membrane
Molecular Function: alpha-glucosidase activity; oligo-1,6-glucosidase activity

Biological Process: cardiac muscle contraction; diaphragm contraction; glucose metabolic process; glycogen
catabolic process; lysosome organization and biogenesis; maltose metabolic process; sucrose metabolic process;
vacuolar sequestering

Disease: Glycogen Storage Disease li

Research Articles on GAA 1. Compared with controls, GAA gene expression levels in coronary artery disease (CAD) patients were significantly
increased, suggesting that GAA may be involved in the CAD development.

Precautions All of MyBioSource's Products are for scientific laboratory research purposes and are not for diagnostic,
therapeutics, prophylactic or in vivo use. Through your purchase, you expressly represent and warrant to
MyBioSource that you will properly test and use any Products purchased from MyBioSource in accordance with
industry standards. MyBioSource and its authorized distributors reserve the right to refuse to process any order
where we reasonably believe that the intended use will fall outside of our acceptable guidelines.

Disclaimer While every efforts were made to ensure the accuracy of the information provided in this datasheet, MyBioSource
will not be liable for any omissions or errors contained herein. MyBioSource reserves the right to make changes to
this datasheet at any time without prior notice.

It is the responsibility of the customer to report product performance issues to MyBioSource within 30 days of
receipt of the product. Please visit our Terms & Conditions page for more information.

Product Note Select online data sheet information is drawn from bioinformatics databases, occasionally resulting in ambiguous or
non-relevant product information. It is the responsibility of the customer to review, verify, and evaluate the
information to make sure it matches their requirements before purchasing the kit. Our ELISA Kit assays are dynamic
research tools and sometimes they may be updated and improved. If the format of this assay is important to you
then please request the current manual or contact our technical support team with a presales inquiry before placing
an order. We will confirm the current details of the assay. We cannot guarantee the sample manual posted online is
the most current manual, it is intended to serve as an example only. Please refer to the instructions For Use
provided with the assay kit for precise details.

For Research Use Only. Not for use in diagnostic or therapeutic procedures.

MyBioSource | Tel: +1.858.633.0165 | Fax: +1.858.633.0166 | mybiosource.com/contact-us
Online datasheet: https://www.mybiosource.com/polyclonal-human-mouse-antibody/gaa/6379122
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