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|BACKGROUND | [STORAGE anD RESUSPENSION

Hereditary hemorrhagic telangiectasia (HHT) is an autosomal dominant dis- Store lyophilized siRNA duplex at -20° C with desiccant. Stable for at least
order characterized by vascular abnormalities such as dilated vessels, hem- one year from the date of shipment. Once resuspended, store at -20° C,
orrhages, liver and lung congestion, and brain or heart ischemia. Mutations avoid contact with RNAses and repeated freeze thaw cycles.

in two genes, Endoglin (also designated CD105) and ALK-1 (Activin receptor-
like k|n‘as.e-1, also de_S|gnated TGFp superfamny Rl are responsible for H.HT' provided. Resuspension of the siRNA duplex in 330 pl of RNAse-free water
Endoglin is mutated in HHT1, and ALK-1 is mutated in HHTZ2, both of which I .
. . . makes a 10 pM solution in a 10 uM Tris-HCI, pH 8.0, 20 mM NaCl, 1 mM
are thought to be caused by haploinsufficiency. Endoglin and ALK-1 are type IlI .
. ) EDTA buffered solution.
and type | members of the TGFp receptor superfamily, respectively, that

Resuspend lyophilized siRNA duplex in 330 pl of the RNAse-free water

are expressed on vascular endothelial cells. Endoglin can only bind ligands |APPLICATIONS

of the TGFP superfamily via association with the respective ligand binding
receptors for TGFR1, TGFR3, Activin-A, BMP-2 and BMP-7. The human ALK-1 ALK-1 siRNA (h) is recommended for the inhibition of ALK-1 expression in
gene encodes two protein species which exist as a result of either glycosy- ~ human cells.

lation or alternative splicing events. ALK-1 preferentially binds TGFf1 and

is expressed in bone marrow stromal cells, lung, brain, kidney and spleen. | SUPPORT REAGENTS
For optimal siRNA transfection efficiency, Santa Cruz Biotechnology’s
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|CHROMOSOMAL LOCATION | [RT-PCR REAGENTS

Genetic locus: ACVRL1 (human) mapping to 12q13.13. Semi-quantitative RT-PCR may be performed to monitor ALK-1 gene expres-

sion knockdown using RT-PCR Primer: ALK-1 (h)-PR: sc-40212-PR (20 yl,
| PRODUCT | 458 bp). Annealing temperature for the primers should be 55-60° C and the

tension t 1 houl -72° C.
ALK-1 SIRNA (h) is a pool of 3 target-specific 19-25 nt siANAs designed to  C* co1on temperature should be 68-72° C

knock down gene expression. Each vial contains 3.3 nmol of lyophilized
siRNA, sufficient for a 10 pM solution once resuspended using protocol
below. Suitable for 50-100 transfections. Also see ALK-1 shRNA Plasmid (h):
sc-40212-SH and ALK-1 shRNA (h) Lentiviral Particles: sc-40212-V as alternate
gene silencing products.

For independent verification of ALK-1 (h) gene silencing results, we also pro-
vide the individual siRNA duplex components. Each is available as 3.3 nmol
of Iyophilized siRNA. These include: sc-40212A, sc-40212B and sc-40212C.

|RESEARCH USE |

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

[PROTOCOLS |

See our web site at www.scbt.com for detailed protocols and support
products.
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