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Muscular 
dystrophy

D4Z4 binding 
element transcript 
(DBE-T)

Cell culture studies suggest inhibiting DBE-T could help treat 
facioscapulohumeral dystrophy (FSHD), which is a common 
autosomal-dominant type of muscular dystrophy. Earlier studies 
have shown that patients with FSHD have reductions in the copy 
number of the D4Z4 repeats, which leads to reduced repression 
of disease-associated genes. In cultured muscle cells from 
FSHD patients, a long noncoding RNA called DBE-Transcript 
was expressed and associated with D4Z4, whereas DBE-T was 
not expressed in muscle cells from healthy controls. In cells 
expressing DBE-T, small hairpin RNA against DBE-T decreased 
FSHD-associated gene expression compared with control 
shRNA. Next steps include testing knockdown of DBE-T in 
animal models.
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