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Fig. 1. The figure shows HHH syndrome that may have a defect in ornithine transport from cytosol

to mitochondria.
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Fig. 2. Analysis of plasma amino acid illustrates a significant increment of ornithine in a patient with
HHH syndrome.
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Fig. 3. Tandem mass spectrometry shows the peak of homocitrulline at 246.2/127.1 in urine in a patient
with HHH syndrome.
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