Kinetic modelling of plasma leucine ([Leu]p) during CVVH in maple syrup disease (MSD).
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MSD is an inherited metabolic disease with high [Leu]p during acute onset. Methods: 7 neonates with MSD in life threatening conditions were treated by CVVH. [Leu]p and leucine removal in spent dialysate were measured during the first 12 hr.  Based on actual data, kinetic modelling was attempted. Results: [Leu]p decreased from the start to time 3 hr according to an exponential curve (y=0.95X10-0.09x ;r=0.98) and from the 3rd hr to the 12th hr, according to a second exponential curve (y=0.74X10-0.05x;r=0.97). Mean ± STD distribution space of leucine was 34±1% BW and 72±2% BW respectively. Conclusion: [Leu]p decreases according to a bi-exponential profile where leucine is removed from the extracellular pool the first 3 hours and then from the total body water pool. 
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