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Background
The genetic basis of Ebstein anomaly is largely unknown. Mutational analysis of the beta-myosin heavy chain gene (MYH?7)

was performed in Ebstein probands.
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DNA-sequencing
of MYHZ-gene
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Mutations:
l 8 of 141 patients (6%)

Mutation positive probands
also had

left ventricular noncompaction - - - MYH7 mutations segregating
Family studies of mutation with left ventricular

positive probands —» noncompaction and Ebstein

O

il
W

Conclusion
Ebstein anomaly is associated with mutations in MYH7. MYH7 mutations are predominantly found in Ebstein anomaly

associated with left ventricular noncompaction. (Circ Cardiovasc Genet 2011:4;43-50) m
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