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W ECHRE
- Galactosemia
« Glycogen storage disease (type IA/IV)
B EE-7I/BAHRE
+ a1 —antitrypsin deficiency
* Tyrosinemia
* Urea cycle enzyme deficiencies
B EERAMRE
+ Hypercholesterolemia (familial, type 11A)
» Gaucher's disease
+ Niemann-Pick disease (type A/B)
* Wolman's disease

B EHHHRE
- Crigler-Najjar syndrome (type 1)
B AAHRE
« Wilson's disease
B SAHRE
* Hemochromatosis
B TOfhOKHRE
* Primary hyperoxaluria (type 1)
» Familial amyloidotic polyneuropathy
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Changes in Body Fluid and Metabolism and Their

Management in Liver Transplantation
Tetsuya Kiuchi, Koichi Tanaka
Department of Transplant Surgery, Kyoto University Hospital

Contrary to the expectation that all the metabolic abnormalities in end-stage liver disease are normalized
immediately after the recovery of graft liver function, not a few pathological metabolism last for a long period
until complete normalization. In contrast to those directly dependent on energy metabolism of hepatocytes,
e.g. glucose, ammonia, and lactate metabolism, it takes several months to more than one year until normaliza-
tion of protein, fat, and bone metabolism. In the acute phase, efforts should be directed to a maximal mainte-
nance of graft and other organ function. Especially in living donor liver transplantation appropriate manage-
ment of graft-size mismatching is important. In the chronic phase, graft liver function acquires an autonomy
in many patients. However, many problems in pathogenesis and nutritional support for persistent abnormali-
ties especially in patients with chronic suboptimal function remain to be clarified in the future.
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