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Development of dietary therapy for triglyceride deposit cardiomyovasculopathy
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4,400,000 1,320,000
(TGCV)
TGCV
Adipose triglyceride lipase (ATGL) ATGL
ATGL in vitro, in vivo
ATGL

Triglyceride deposit cardiomyovasculopathy (TGCV) is a novel clinical entity in wh
ich TG accumulates in both myocardium and coronary arteries, leading to severe heart disease. A known cau
se of TGCV is ?enetic mutations in the adipose triglyceride lipase (ATGL), an essential molecule for intra
cellular hydrolysis of TG. In this study, we examined in vitro and in vivo effect of medium chain triglyc
eride on intracellular TG metabolism in ATGL-deficient fibroblasts and ATGL knockout mice, respectivelg.
Based up these results, we developed a dietary therapy in which majority of natural fata was replaced by M
CT. We investigated the effect of MCT diet on cardiac and skeletal muscle symptoms in ATGL-deficient pati
ents. The diet was tolerable and possibly favorable effects were observed.
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