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%=1 Lymphoid cell lines established from the

patients with various congenital metabolic
disease

Fucosidosis

Fabry disease

Fabry disease carrier
Methylmalonic acidemia
Propionic acidemia
Lactic acidosis

Hypertyrosinemia

Gaucher disease
QCT deficiency
Hyperprolinemia
Ketoacidosis

PKU

MPS T (?)

Ataxia teleangiectasia
Citrullinemia

MSUD
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IME B HRPIC succinylacetone & succinylacetoacetate # HU>H L, fumarylacetoacetate
%7213 maleylacetoacetate BT INT TE /b O LHMEELL. 20K, HOIBRRTR
tumarylacetoacetase (EC, 3, 7, 1, 2) RBL T BT EAHTH LT,
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> T =7,

0.1 M BiEeH ) » 242K, 25 uM fumarylacetoacetate %37°C 5 43f preincubation %,
ERY o5k s L3 HME D homogenate EiEAIMA TRIEAB® L, fumarylacetoa-
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