
Twin Table Tennis Champions
Identical 14-year-old twins, Brandon
and Brad Belle of Brooklyn, New
York, have distinguished themselves as
champion table tennis players in a very
short time. The twins moved to
Brooklyn from Guyana in 2007 and
began playing table tennis shortly
thereafter. Their coach recalls that they
went from being nonplayers to tourna-
ment competitors in only 3 months.
They began to win tournaments four
months after that. The twins are phys-
ically matched, except for their hand
preference — Brandon is left-handed
and Brad is right-handed. Their next
goal is to participate in the Olympic
trials in January 2012.
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Friedreich ataxia (FRDA) is characterized by neurodegeneration and
cardiomyopathy. The presence of a GAA trinucleotide repeat expan-
sion in the first intron of the FXN gene results in the inhibition of
gene expression and an insufficiency of the mitochondrial protein,
frataxin. There is a correlation between expansion length, the

amount of residual frataxin and the severity of disease. As the
coding sequence is unaltered, pharmacological upregulation of FXN
expression may restore frataxin to therapeutic levels in patients. To
facilitate screening of compounds that modulate FXN expression in
a physiologically relevant manner, we have established a genomic
reporter assay consisting of stable HeLa cells containing an FXN-
EGFP fusion construct (in-frame fusion of the EGFP gene with the
entire normal human genomic FXN locus on a BAC clone). The cell
line was used to establish a fluorometric cellular assay for use in
high throughput screening (HTS) procedures. A small chemical
library of FDA-approved compounds and natural extracts has been
screened and analysed. Compound hits identified by HTS have been
further evaluated by flow cytometry in the cellular genomic reporter
assay. The effects on FXN mRNA and frataxin protein levels have
been measured in cell lines derived from individuals with FRDA.
Any compound that specifically increases frataxin levels by several-
fold in FRDA patients could serve as a potential pharmacological
therapy for Friedreich ataxia.
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