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BACKGROUND

|

[STORAGE

Hereditary multiple exostoses (HME) is an autosomal dominant disorder char-
acterized by the formation of exostoses (EXT), which are cartilage-capped
bony protuberances mainly located on long bones. Two proteins associated
with EXT, EXT1 and EXT2, form homo/heteromeric complexes in vivo, which
leads to the accumulation of bath proteins in the Golgi apparatus. EXT1 and

EXT2 are endoplasmic reticulum-localized type Il transmembrane glycoproteins

that possess, or are tightly associated with, glycosyltransferase activities
involved in the polymerization of the glycosaminoglycan, heparan sulfate
(HS). EXT2 is a protein that harbors the D-glucuronyl (GlcA) and N-acetyl-D-
glucosaminyl (GIcNAc) transferase activities required for biosynthesis of HS.
EXT1 rescues defective HS biosynthesis and elevates low GlcA and GlcNAc
transferase levels in mutated cells.

[ CHROMOSOMAL LOCATION

Store at 4° C, **D0O NOT FREEZE**. Stable for one year from the date of
shipment. Non-hazardous. No MSDS required.
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Genetic locus: EXT2 (human) mapping to 11p11.2; Ext2 (mouse) mapping
to 2 E1.

|SOURCE

EXT2 (A-2) is a mouse monoclonal antibody raised against amino acids
402-537 mapping within an internal region of EXT2 of human origin.

[PRODUCT

|

Each vial contains 200 pg IgG, kappa light chain in 1.0 ml of PBS with < 0.1%

sodium azide and 0.1% gelatin.

EXT2 (A-2) is available conjugated to agarose (sc-514092 AC), 500 ug/0.25 ml
agarose in 1 ml, for IP; to HRP (sc-514092 HRP), 200 pg/ml, for WB, IHC(P) and

ELISA; to either phycoerythrin (sc-514092 PE), fluorescein (sc-514092 FITC),

Alexa Fluor® 488 (sc-514092 AF488), Alexa Fluor® 546 (sc-514092 AF546),
Alexa Fluor® 594 (sc-514092 AF594) or Alexa Fluor® 647 (sc-514092 AF647),
200 pg/ml, for WB (RGB), IF, IHC(P) and FCM:; and to either Alexa Fluor® 680
(sc-514092 AF680) or Alexa Fluor® 790 (sc-514092 AF790), 200 pg/ml, for
Near-Infrared (NIR) WB, IF and FCM.

Alexa Fluor is a trademark of Molecular Prabes, Inc., Oregon, USA

| APPLICATIONS

EXT2 (A-2) is recommended for detection of EXT2 of mouse, rat and human
origin by Western Blotting (starting dilution 1:100, dilution range 1:100-
1:1000), immunoprecipitation [1-2 ug per 100-500 pg of total protein (1 ml
of cell lysate)], immunofluorescence (starting dilution 1:50, dilution range
1:50-1:500) and solid phase ELISA (starting dilution 1:30, dilution range
1:30-1:3000).

Suitable for use as control antibody for EXT2 siRNA (h): sc-106830, EXT2
siRNA (m): sc-144985, EXT2 shRNA Plasmid (h): sc-106830-SH, EXT2 shRNA
Plasmid (m): sc-144985-SH, EXT2 shRNA (h) Lentiviral Particles: sc-106830-V
and EXT2 shRNA (m) Lentiviral Particles: sc-144985-V.

Molecular Weight of EXT2: 90 kDa.

Positive Controls: EXT2 (m): 293T Lysate: sc-126818, MDA-MB-468 cell
lysate: sc-2282 or Hela whole cell lysate: sc-2200.

expression in A549 (A), Hela (B), SCC-4 (C), EOC 20 (D),
3T3-L1 (E) and C6 (F) whole cell lysates.

expression in non-transfected 293T: sc-117752 (A),
mouse EXT2 transfected 293T: sc-126818 (B), Hela (C),
MDA-MB-468 (D) and Jurkat (E) whole cell lysates.
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