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BACKGROUND | [APPLICATIONS
Spinal muscular atrophy (SMA) is an autosomal recessive neurodegenerative ~ SMN (h2): 293T Lysate is suitable as a Western Blotting positive control for
disease characterized by loss of motor neurons in the spinal cord. SMA is human reactive SMN antibodies.

caused by deletion or loss-of-function mutations of SMN (survival of motor
neuron) gene. SMN, also known as Gemin1, SMN1, SMNT and BCD541, exists
as four isoforms produced by alternative splicing. SMN is oligomeric and forms
a complex with Gemin2 (formerly SIP1), Gemin3 (a DEAD box RNA helicase), ~ SMN (H-7): sc-137200 is recommended as a positive control antibody for
Gemind, Geminb and Geming, as well as several spliceosomal snRNP proteins. Western Blot analysis of enhanced human SMN expression in SMN trans-
The SMN complex plays an essential role in splicesomal snRNP assembly in ~ fected 293T cells (starting dilution 1:100, dilution range 1:100-1:1,000).
the cytoplasm and is required for pre-mRNA splicing of the nucleus. The SMN
complex is found in both the cytoplasm and the nucleus. The nuclear form is | RECOMMENDED SUPPORT REAGENTS |
concentrated in subnuclear bodies called gems (gemini of the coiled bodies).  1q ensure optimal results, the following support reagents are recommended:
Cytoplasmic SMN interacts with spliceosomal Sm proteins and facilitates their 1) Western Blotting: use m-lgGk BP-HRP: sc-516102 or m-lgGk BP-HRP (Cruz
assembly onto U snRNAs, and nuclear SMN mediates recycling of pre-mRNA Marker): sc-516102-CM (dilution range: 1:1000-1:10000), Cruz Marker™
splicing factors. Nearly identical telomeric and centromeric forms of SMN Molecular Weight Standards: sc-2035, UltraCruz® Blocking Reagent:
encode the same protein; however, only mutations in the telomeric form are sc-516214 and Western Blotting Luminol Reagent: sc-2048.

associated with the disease-state SMA. SMN is expresed in a wide variety

of tissues including brain, kidney, liver, spinal cord and moderately in skeletal | DATA

and cardiac muscle.

Control 293T Lysate: sc-117752 is available as a Western Blotting negative
control lysate derived from non-tranfected 293T cells.
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|RESEARCH USE
For research use only, not for use in diagnostic procedures.
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[PROTOCOLS |
6. Online Mendelian Inheritance in Man, OMIM™. 2008. Johns Hopkins . .
: S b site at www.scbt.com for detailed protocals and t
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|CHROMOSOMAL LOCATION |
Genetic locus: SMN1 (human) mapping to 5q13.2.

[PRODUCT |

SMN (h2): 293T Lysate represents a lysate of human SMN transfected 293T
cells and is provided as 100 pg protein in 200 pl SDS-PAGE buffer.

|STORAGE |

Store at -20° C. Repeated freezing and thawing should be minimized. Sample
vial should be boiled once prior to use. Non-hazardous. No MSDS required.

Santa Cruz Biotechnology, Inc.  1.800.457.3801 831.457.3800 fax 831.457.3801 Europe +00800 45738000 49622145030 www.scht.com



