S2 Table. Enzymatic properties of normal and patient CPT IIs

Variant                                             Specific activity                         Vmax                             Km
                                                        (nmol/min/mg)                   (nmol/min/mg)                   (mM)

Normal                                                  0.28 ± 0.03                         0.72 ± 0.03                   1.85 ± 0.03

  V368I (Hetero)                                     0.26 ± 0.03                         0.70 ± 0.03                   1.90 ± 0.03
V368I (Homo)                                      0.25 ± 0.03                         0.70 ± 0.03                   1.90 ± 0.03
F352C (Hetero) + V368I (Homo)        0.15 ± 0.03                         0.57 ± 0.03                   2.68 ± 0.03

CPT II activities and their kinetic properties were measured as described under “Experimental Procedures”. Data are presented as mean ± S.D. of five independent experiments with different protein preparations.
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