Metabolic Pathways Affected in Barth Syndrome
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Proteomics studies: Mitochondria were
Isolated from ventricular muscles of 3-months
old WT and Taz-KD mice. We employed two-
dimensional difference gel electrophoresis (2D-
DIGE) to examine changes in mitochondrial
proteomic landscape caused by cardiolipin
deficiency in Taz-KD mouse heart with MS-
based identification of differently represented
proteins.

Gene Expression analysis: RNA samples
were isolated from ventricular muscles of WT
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Diminished activities of oxidative phosphorylation
complexes in combination with reduced oxygen
supply could be major pathogenic factors in
development of cardiac phenotype in Taz-KD
mice and BTHS patients.
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