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Mitochondria Structure @

Batth Syndrome

Outer membrane Foundation

Inner membrane

Cristae
Animal Cell

Matrix

With the exception of red blood cells,
every cell in the body has an army of

special structures called mitochondria.
The job of mitochondria is to produce the
majority of energy (i.e. battery power) that
cells need to do their jobs.
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In Barth syndrome, MLCL “piles up” instead of mature cardiolipin. The MLCL pileup changes the shape of the
mitochondria and makes energy production far less efficient, which in turn makes it hard for cells to do their jobs.
Cells in organs that use a lot of energy (heart/skeletal muscle) are most impacted.




BARTH SYNDROME: HOW ELAMIPRE TIDE WORKS @
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Elamipretide works by
restoring the shape of
mitochondria so that the
machinery that make
cellular energy (ATP) can
work together better
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® Elamipretide Szeto (2018) Protein & Peptide Letters, 25, 1-16
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Elamipretide’s Road Map for Drug Development @
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