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Fig 1. CPT |l activities and thermal instability in CPT Il-deficient fibroblasts. Fibroblast lysates were

pr ited at 37°C or 41°C. Enzymatic reactions commenced by the addition of substrates at 37°C. Data
are the means of five separate experiments. The average of three independent experiments is shown + SEM
(*P<0.05).

doi:10.1371/joumnal.pone.0119936.9001
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Pulse-chase (left) and half-lives (right) of control and variant CPT Il in fibroblasts. Cultured fibroblasts were pulse-labeled with L-[>5S] methionine
for 2 h and chased for 0, 6, 12, and 18 h. CPT Il from fibroblast lysates was immunoprecipitated with anti-CPT Il antibodies, then subjected to SDS-PAGE
followed by autoradiography. () control, ([J) V368! (homozygous), (4 ) F352C (heterozygous) + V368I (homozygous). The average of three independent
experiments is shown £ SEM.

doi:10.1371/journal.pone.0119936.9003
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