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A case of autosomal dominant polycystic kidney disease presenting hepatic encephalopathy
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We report a 71-year-old woman with autosomal dominant polycystic kidney disease (ADPKD), who
presented with hepatic encephalopathy. She was diagnosed as having ADPKD at 61 years of age.
Thereafter, her renal function gradually worsened and she was admitted to our hospital because of
encephalopathy and end-stage renal failure. The main laboratory findings were as follows : BUN 77 mg/
d/ ; creatinine 9.0 mg/d/ ; ammonia 573 xg/d/. Hepatic encephalopathy was improved after hemodialysis
and administration of lactulose. The liver demonstrated multiple cysts on computed tomography. Angio-
graphy demonstrated that the peripheral branch of the portal vein was stenotic and a spleno-renal shunt
was detected. We considered that portal hypertension was caused by multiple liver cysts, and that hepatic
encephalopathy was caused by the spleno-renal shunt. It is generally considered that severe hepatic
complications are rare in ADPKD, but this case suggested the need to screen for the development of

hepatic lesions in ADPKD.
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Fig. 1.
Light microscopic findings of a liver biopsy specimen showed mild dilatation of the bile duct, but hepatic fibrosis was not observed.

a . HE stain, X40 b : silver stain, X40 CV ; central vein
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Table. Laboratory findings on admission
Urinalysis UA 6.8 mg/d/
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pH 7.5 P 4.1 mg/dl
protein (+)0.67g/H TP 6.6g/d/
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Coagulation LDH 2101U/1
PT 75 % NH 3 238 ng/dl
APTT 34.2s Glu 80 mg/d/
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HPT 80 % ICGK 0.11
Chemistry Serology
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Fig. 2.
Portography via the superior mesenteric artery demonstrated
that the main trunk and first branches of the portal vein were
intact (white arrows), while the terminal branch after the

second branch had narrowed due to compression by multiple
liver cysts. The inferior vena cava(IVC) (black arrow) was
enhanced via a spleno-renal shunt(A).
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Fig. 3.
IVC was narrow (A) and collateral veins had developed
(black arrows).

Fig. 4.
The enhanced IVC (white arrow) was compressed by liver cysts.

CT during arterial portography

The liver was occupied by small and large cysts with limited
hepatic parenchyma remaining.
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