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Fig. 1 Orange cutaneous xanthomas were ob-
served in the ankles and wrists. Arrows point the
xanthomas in the boy's ankles.
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Table 1 Laboratory date on admission

WBC 9,400 /mm3 BUN 10.0 mg/dl
RBC 497 x 104 /mm3 Cr 0.3 mg/dl
Hb 128 g/dl Na 137 mEq/I
Ht 36.8 % K 4.2 mEq/]
Plt 214 %10 /mm3 Cl 100 mEq/I
TP 74 g/dl T-CHO 898 mg/dl
Alb 51 g/dl PL 543 mg/dl
T-Bil 0.7 mg/dl TG 60 mg/dl
D-Bil 0.1 mg/dl HDL-C 59 mg/dl
GOT 38 1U/1 LDL-C 756 mg/dl
GPT 10 TU/1 PT 90.0 %
ALP 579 1U/1 APTT 31.9 sec.
LDH 602 TU/1 HPT 93.0 %
ChE 390

AMY 95 1U/1

Fig. 2 A :Light microscopic examination of the recipient’s native liver (HE
staining). More than 60% of microvesicular steatosis and high fatty change
were observed. B : Electron microscopic examination of the recipient’s na-

tive liver. Microvesicular steatosis was observed in hepatocytes. No inflam-

matory changes were observed in Glisson’s capsule.
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Fig. 3 Light microscopic examination of the graft
liver (HE staining). Mild macrovesicular steatosis
and slight fatty change < 30% were observed. This
graft was suitable for the liver transplantation.
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Fig. 4 Light microscopic examinations of the recipi-
ent’s (A) and donor’s hepatic arteries (B) (Elastica
Goldner staining). A : Slight elastic changes (ar-
rows) of the middle membrane were observed. No
severe atherosclerotic changes were observed. B :
Neither elastic nor atherosclerotic changes were

observed.
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Fig. 5 Plasma cholesterol levels befor and after liver transplantation. The
plasmacholesterol level before transplantation was > 800 mg/dl. Selective
LDL plasma pheresis was performed before transplantation to prevent of
postoperative vascular troubles. Immediately after liver transplantation
plasma cholesterol decreased to a value within the normal range. The cho-
lesterol level elevated to approximatery 400 mg/dl in proportion as the
amount of his dietary intake increased. Therefore, the HMG-CoA reductase
inhibitor, pravastatin was administered. Then the cholesterol level de-
creased to approximately 270 mg/dl
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Fig. 6 The resorption signs of the cutaneous
xanthomas were evident 6 months after the
operation. At present, no cutaneous xanthomas can
be detected.
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Living Donor Liver Transplantation for Homozygous Familial Hypercholesterolemia
from a Donor with Heterozygous Hypercholesterolemia
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Nobuhiro Ohkohchi* and Susumu Satomi
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Department of Gastrointestinal Surgery, Institute of Clinical Medicine, University of Tsukuba*

Homozygous familial hypercholesterolemia is a rare inherited disease occurring approximately 1 per | million
people. Severe hyper-cholesterolemia is observed from birth, associated with severe pediatric athero-sclerosis,
leading to death due to myocardial infarction before the age of 20 years. Liver transplantation is the only effec-
tive treatment. We report a 2-year 5-month-old infant with homozygous familial hyper-cholesterolemia who
underwent a liver graft from his father, who had the same disease of heterotype. Preoperative plasma choles-
terol was >800 mg/dl. After liver transplantation, the recipient’ s cholesterol level decreased to 250-300 mg/
dl using the HMG-CoA reductase inhibitor. At 43 months after transplantation, the patient is doing well and
eating freely. The combination of liver transplantation from a donor with heterozygous familial hypercholes-
terolemia and cholesterol-lowering drugs is effective in treating such patients.
Key words : homozygous familial hypercholesterolemia, living donor liver transplantation, donor with het-
erozygous familial hypercholesterolemia
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