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Four cases of histidinemia detected in neonatal mass—screening were reported. The serum
histidine levels in all cases were more than 6 mg/dl not only by Guthrie test but also by amino
acid analysis. By the oral histidine loading test, the peak level of histidine was more than 10 mg
/dl, and the level of histidine after four hours did not fall down to that of before load, and no
urocanic acid was detected even though the high level of histidine. The urine ferric chloride test
was also negative. So four patients were diagnosed as histidinemia and a low histidine diet was
attempted. The mean intake of histidine was 33 mg/kg/day for maintaining the level of histidine
from 3 mg/dl to 5 mg/dl. Seven to eight months later, the challenge diet was given in two cases,
resulting in the positive test. Therefore it is thought that the low histidine diet should be
maintained for the time being. No patients showed any abnormalities in mental or physical

developement.
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