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BACKGROUND | [STORAGE AND RESUSPENSION

Fukutin-related protein (FKRP) is ubiquitously expressed, with highest expres- Store lyophilized siRNA duplex at -20° C with desiccant. Stable for at least
sion in heart, skeletal muscle and placenta, and weakest expression in lung, one year from the date of shipment. Once resuspended, store at -20° C,
liver, brain, kidney and pancreas. FKRP localizes to the medial Golgi appara- avoid contact with RNAses and repeated freeze thaw cycles.

tlle thr[ﬁjgh |]Es N-term|tngl iahn(jttrlansmemlbrgne iorrl[alnT. Itis ? pred;c;ed Resuspend lyophilized siRNA duplex in 330 pl of the RNAse-free water
glycosyltransierase protein that piays a fole in a-dystroglycan glycosylation. provided. Resuspension of the siRNA duplex in 330 pl of RNAse-free water
Mutations in FKRP cause various diseases including congenital muscular makes a 10 M solution in a 10 M Tris-HCI, pH 8.0, 20 mM NaCl, 1 mM
dystrophy 1C (MDC1C), limb-girdle muscular dystrophy type 2| (LGMD2I) and ' - '

congenital muscular dystrophies (CMDs) with brain malformations and men- EDTA buffered solution.
tal retardation. FKRP mutations may also cause muscle-eye-brain disease

. X APPLICATION
(MEB) and Walker-Warburg syndrome (WWS), disorders characterized by | : ¢ O S — —
disruption of brain and eye structure in addition to muscular dystrophy. FKRP siRNA (m) is recommended for the inhibition of FKRP expression in
Mislocalization of FKRP from the Golgi apparatus is a potential result of mouse cells.

mutations in FKRP.

| SUPPORT REAGENTS
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4. Miller, T, et al. 2005. Dilated cardiomyopathy may be an early sign of the FKRP (E-4): sc-374642 is recommended as a control antibody for monitoring

C826A Fukutin-related protein mutation. Neuromuscul. Disord. 15: 372-376.  of FKRP gene expression knockdown by Western Blotting (starting dilution
] ] ) 1:200, dilution range 1:100-1:1000) or immunofluorescence (starting dilu-
5. Dolatshad, N.F, et al. 2005. Mutated Fukutin-related protein (FKRP) localises tion 1:50, dilution range 1:50-1:500).

as wildtype in differentiated muscle cells. Exp. Cell Res. 309: 370-378.
To ensure optimal results, the following support reagents are recommended:

6. Boito, C.A., et al. 2005. Clinical and molecular characterization of patients 1) Western Blotting: use m-lgGk BP-HRP: sc-516102 or m-lgGi BP-HRP (Cruz
with Iimb-girdle muscular dystrophy type 21. Arch. Neurol. 62: 1894-1899. Marker): sc-516102-CM (dilution range: 1:1000-1 10000)’ Cruz Marker™

7. Vajsar, J. and Schachter, H. 2006. Walker-Warburg syndrome. Orphanet J.  Molecular Weight Standards: sc-2035, UltraCruz” Blocking Reagent:

Rare Dis. 1: 29. sc-516214 and Western Blotting Luminol Reagent: sc-2048. 2) Immunofluo-
rescence: use m-lgGk BP-FITC: sc-516140 or m-lgGk BP-PE: sc-516141
| CHROMOSOMAL LOCATION | (dilution range: 1:50-1:200) with UltraCruz® Mounting Medium: sc-24941

Genetic locus: Fkrp (mouse) mapping o 7 A2 or UltraCruz® Hard-set Mounting Medium: sc-359850.

[RT-PCR REAGENTS

[PRODUCT

FKRP siRNA (m) is a pool of 3 target-specific 19-25 nt siRNAs designed to
knock down gene expression. Each vial contains 3.3 nmol of Iyophilized
siRNA, sufficient for a 10 uM solution once resuspended using protocol
below. Suitable for 50-100 transfections. Also see FKRP shRNA Plasmid (m):

Semi-guantitative RT-PCR may be performed to monitor FKRP gene expres-
sion knockdown using RT-PCR Primer: FKRP (m)-PR: sc-60646-PR (20 pl).
Annealing temperature for the primers should be 55-60° C and the extension
temperature should be 68-72° C.

sc-60646-SH and FKRP shRNA (m) Lentiviral Particles: sc-60646-V as alter- l RESEARCH USE

nate gene silencing products.

. I . For research use only, not for use in diagnostic procedures.
For independent verification of FKRP (m) gene silencing results, we also pro- g g P

vide the individual siRNA duplex components. Each is available as 3.3 nmol | PROTOCOLS

of lyophilized siRNA. These include: sc-60646A, sc-60646B and sc-60646C. - -
See our web site at www.scbt.com for detailed protocols and support

products.
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