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@ CELL Cat. No. CP 10002 Species & Reactivity: Human, Mouse
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BACKGROUND

Alpha-1-proteinase inhibitor (alphal-PI) also Storage:

known as alpha-1-antitrypsin (AAT) is the most Store at -20°C for at least one year. Store at 4°C
abundant serine protease inhibitor (SERPIN) in for frequent use. Avoid repeated freeze-thaw
human plasma and other mammalians. AAT cycles.

inhibits broad spectrum of serine proteases and its
main physiological role is to inhibit neutrophil
elastase in lungs to protect pulmonary tissues APPLICATIONS
from excessive damage.! In humans, AAT protein
is encoded by gene located at chromosome

Application: *Dilution:

14g32.1 and the precursor protein consists of 418 WB 1:1000
amino acid residues, including 24-amino acid P '1_50
hydrophobic  signal peptide.  The mature -
monomeric AAT is a glycoprotein of 394 amino IHC n/d

acids with three N-linked bi-antennary and tri- Icc n/d
antennary carbohydrate moieties attached to FACS n/d
asparagine residues at 46, 83 and 247 position *Optimal dilutions must be determined by end user.
resulting into overall molecular weight of 52 kDa.?

AAT deficiency is an inherited autosomal co- QUALITY CONTROL DATA
dominant disorder, for which more than 100 alleles

have been identified. AAT alleles are categorized 175 KDa -

into four groups- normal, deficient, null and {ggﬁgg:

dysfunctional. Normal alleles are typified by AAT Z5KDa -

concentration of 20-53 mM and deficient alleles 50 KDa - [i™|<- AAT

lead to AAT concentrations typically<l5 mM. 40 KDa -

Deficient subjects are prone to lung or liver

diseases, while those carrying null alleles are 30KDa -

prone only to lung diseases. Serum deficiency or

absence of AAT occurs because of alterations, in 20 KDa -

gene expression or translation, or abnormal

h . . 15 KDa -

intercellular processing. Dysfunctional alleles code 10 KDa -

for an abnormal form of AAT, which exist in a

detectable level but does not function normally. %,

The majority of AAT associated clinical diseases eof/”/:,,

are due to deficiency and null alleles. The level of 5,

serum AAT was found to be excessively low in °

adult patients having acute clinical symptoms of Western Blot detection of AAT proteins in human
ventral hernia and cholelithiasis.® This reflects the serum sample and NIH3T3 cell lysate using alpha-1-
fluctuating pattern of AAT concentration in serum Antitrypsin Antibody.

of normal adults with acute clinical symptoms.
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TECHNICAL INFORMATION

Source:

Alpha-1-antitrypsin (AAT) monoclonal antibody
is @ mouse antibody raised against recombinant
human AAT proteins expressed in E. coli.

Specificity and Sensitivity:

This antibody detects endogenous levels of AAT
proteins without cross-reactivity with other related
proteins.

Storage Buffer: PBS and 30% glycerol
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