SANTA CRUZ BIOTECHNOLOGY, INC.

PBGS (5-14): sc-50779

BIOTECHNOLOGY

The Power to Question

|BACKGROUND | |PRODUCT
PGBS (porphobilinogen synthase), an enzyme that belongs to the ALADH Each vial contains 200 pg IgG in 1.0 ml of PBS with < 0.1% sodium azide
family, is composed of eight identical subunits and catalyzes the condensa- and 0.1% gelatin.

tion of two molecules of 8-aminolevulinate to form porphobilinogen, a pre-
cursor of heme, cytochromes and other hemoproteins. It also catalyzes the
second step in the porphyrin and heme biosynthetic pathway in which zinc

Blocking peptide available for competition studies, sc-50779 P, (100 pg
peptide in 0.5 ml PBS containing < 0.1% sodium azide and 0.2% BSA).

is essential for enzymatic activity. PGBS is inhibited by lead. A defect in the |APPLICATIONS

gene encoding PGBS, ALAD, can cause increased sensitivity to lead poison-

ing and acute hepatic porphyria, a group of inherited disorders caused by PBGS (3'1_4_) is recommended fgr detecti_on Of PB_GS of MOuse, rat and
partial enzyme defects in heme biosynthesis, which includes acute intermit- human origin by Western Blotting (starting dilution 1:200, dilution range:
tent porphyria, variegate porphyria and hereditary coproporphyria. There are  1:100-1:1000), immunoprecipitation [1-2 pg per 100-500 pg of total protein
two common alleles of ALAD, ALAD*2 and ALAD*1. When exposed to envi- (1 ml of cell lysate)], immunofluorescence (starting dilution 1:50, dilution
ronmental lead, individuals heterozygous or homozygous for ALAD*2 Asn 59 range 1:50-1:500) and solid phase ELISA (starting dilution 1:30, dilution
have significantly higher blood lead levels than do ALAD*1 Lys 59 homozy- range 1:30-1:3000).
gotes. PBGS (S-14) is also recommended for detection of PBGS in additional
species, including canine and bovine.
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|RESEARCH USE

|CHROMOSOMAL LOCATION |
Genetic locus: ALAD (human) mapping to 9932; Alad (mouse) mapping to

For research use only, not for use in diagnostic procedures.

4B3. [PROTOCOLS

| SOURCE | See our web site at www.scht.com or our catalog for detailed protocols
and support products.

PBGS (S-14) is an affinity purified goat polyclonal antibody raised against a
peptide mapping within an internal region of PBGS of human origin.
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