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BACKGROUND

|

|APPLICATIONS

Myotilin, a sarcomeric protein that is encoded by the gene mapping to human
chromosome 5g31.2, binds to a-actinin and is localized in the Z-line of myofi-
brils. Myotilin is expressed in skeletal and cardiac muscle, and it co-localizes
with a-actinin in the sarcomeric I-bands where it directly interacts with
a-actinin. Defects in the Myotilin gene are reported to cause a form of auto-
somal dominant limb-girdle muscular dystrophy (LGMD). Symptoms of adult
onset LGMD are progressive weakness of the hip and shoulder girdles as
well as a distinctive dysarthric pattern of speech. The muscle of affected
individuals with LGMD shows degeneration of myofibers, variations in fiber
size, fiber splitting, centrally located myonuclei and an enhanced number of
autophagic vesicles.
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| CHROMOSOMAL LOCATION

Genetic locus: MYQT (human) mapping to 5931.2.

[SOURCE

|

Myotilin (B-3) is a mouse monaclonal antibody raised against amino acids
331-416 mapping within an internal region of Myotilin of human arigin.

[PRODUCT

|

Each vial contains 200 pg 1gGy, in 1.0 ml of PBS with < 0.1% sodium azide
and 0.1% gelatin.

Myoatilin (B-3) is recommended for detection of Myotilin of human origin
by Western Blotting (starting dilution 1:100, dilution range 1:100-1:1000),
immunoprecipitation [1-2 pg 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 Myotilin siRNA (h): sc-43408,
Myotilin shRNA Plasmid (h): sc-43408-SH and Myatilin shRNA (h) Lentiviral
Particles: sc-43408-V.

Molecular Weight of Myotilin: 57 kDa.

Positive Controls: A-673 cell lysate: sc-2414, human heart extract: sc-363763
or A549 cell lysate: sc-2413.

| DATA
A B C A B
90K -
90K -
55K — : :
-’ 4 Myotilin 55 K- .
- v - - Myotilin
43K - 13K
34K- 34K

Myotilin (B-3): sc-393958. Western blot analysis of
Myotilin expression in CCRF-CEM (A) and A549 (B)
whole cell lysates and human heart tissue extract (C)

Myotilin (B-3): sc-393958. Western blot analysis of
Myotilin expression in A549 (A) and A-673 (B) whole
cell lysates.
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[STORAGE

Store at 4° C, **D0O NOT FREEZE**. Stable for one year from the date of
shipment. Non-hazardous. No MSDS required.

|RESEARCH USE

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

Santa Cruz Biotechnology, Inc.  1.800.457.3801 831.457.3800

fax 831.457.3801

Europe +00800 4573 8000 49622145030 www.scht.com



