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A 10 year old with known Maple Syrup Urine (MSUD - branched chain alpha-ketoacid dehydrogenase deficiency) presented with metabolic decompensation characterized by altered mental status, progressive obtundation, and severe acidosis. Continuous Veno-Venous Hemofiltration Dialysis (CVVHD) was instituted, with both filtration (500 ml/m2/hr) and dialysis (1000 ml/m2/hr) were utilized, to allow rapid correction of systemic acidosis while providing amino acid clearance. The procedure was well tolerated, with near normal mental status within 12 hours, and resumption of enteral feedings. Over a 24 hour period of CVVHD, serum leucine levels fell from 2481 to 381 micromoles/liter, and while isoleucine fell from 889 to 164.   Leucine and isoleucine clearance rates averaged 16.7 and 17.1 ml/min, respectively. Clearance of other amino acids during this period did not vary significantly between cationic, anionic, neutral, or hydrophobic amino acids. The clearance: dialysate flow rate ratio was near unity, suggesting clearance was limited by dialysate flow under these conditions. CVVHD provides an alternative to intermittent hemodialysis during acute metabolic decompensation in MSUD.
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