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[ABSTRACT] Objective: To investigate the feasibility and outcome of partial hepatectomy and fenestration combined with renal
cyst decortication for treatment of autosomal dominant polycystic liver disease ( APLD) associated with autosomal dominant
polycystic kidney disease (APKD). Methods: From July 2007 to Oct. 2007, three patients with APLD associated with APKD
were treated by partial hepatectomy and fenestration combined with renal cyst decortication in our hospital. Their preoperative
symptoms.operation procedure, operation time, complications and the clinical outcomes were retrospectively analyzed. Results:
The 3 patients were successfully treated and discharged. The operation time periods of the 3 patients were 475,402, and 430
minutes. Pleural effusion and ascites occurred in all the 3 patients and disappeared after puncture and drainage. Follow-up was
conducted 5,6,and 9 mouths later; the symptoms disappeared in all patients and the renal function became normal. The blood
pressure of 2 patients recovered to normal level after operation. Conclusion: Partial hepatectomy and fenestration combined with
renal cyst decortication is a safe and acceptable procedure for treatment APLD associated with APKD. The complication rate is
comparatively more and the long-term outcomes need to be evaluated further.

[KEY WORDS ] autosomal dominant polycystic liver disease; autosomal dominant polycystic kidney disease; partial
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Fig 1 Polycystic liver disease associated with autosomal dominant polycystic kidney disease treated by

partial hepatectomy and fenestration combined with renal cyst decortication

A The polycystic liver. Conglomerate cysts locate in the [[ , [l » and VI segments; B: Thell , Il .and VI segments to be resected(the ruler is 30

cm long) ;C: In the course of fenestration, many cysts were found in the upper wall of the fenestrated cysts.and the cysts had been fenestrated

thoroughly; D: The compressed renal parenchyma augmented obviously after decortication
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Tab 1 Intraoperative parameters and pleural effusion,abdominal ascites after operation in patients
. CF injection Operation time  Plasma injection RBC injection CF draining Pleural .
Patient No. V/ml t/min V/ml ) V/ml effusion Ascite
1 3 650 475 1600 8 4 500 + Ht
2 3 600 402 600 0 4 000 ++ Ht
3 5150 430 1400 2 3700 H HH

CF:Crystal fluid; RBC:Red blood cell
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Tab 2 Liver function, renal function,CA-199 status, and blood pressure of the three patients before and after operation

Patient No. TB B TP B ALB B BUN B Cr B UR C/\*]997 BP
cp/pmol « L™1 pp/g - L7} os/g+ L' cp/mmol « L™! ¢p/pmol + L7! zp/U e ml ! p/mmHg
1
PO 6.5 77.4 43.7 13.2 133 Hi 60. 1 160/100
1d 17.5 57.4 33.1 6.9 140 HH - 135/85
3d 23.5 43.1 24.0 8.7 96 + - 140/88
FU 13.4 68. 6 39.7 5.4 78 — 54.2 130/70
2
PO 15.0 80. 0 43.4 5.3 87 — 285.6 135/85
1d 13.3 60. 8 33.5 7.1 86 — - 138/86
3d 21. 4 60.9 31.2 7.0 64 — - 130/70
FU 15.5 76.4 40. 2 6.8 68 — 60. 4 135/75
3
PO 12.3 77.4 43.7 13.3 197 H 58.4 160/105
1d 16. 2 42.5 21.8 11.0 209 Hi 150/85
3d 10. 3 52.5 27.7 12.9 169 + 138/85
FU 12.1 75.4 41.5 7.8 86 — 50.5 135/70

PO:Preoperation;1 d:

First day after operation; 3 d: The third day after operation; FU: Follow-up; TB: Total bilirubin; TP Total protein;

ALB: Albumin; CR:Creatinine; UR:Red blood cell in the urine regular test; BP:Blood pressure; 1 mmHg=0. 133 kPa
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Fig 2 CT findings before(A) and after operation(B)
A:Cysts mainly occupied the right lobe before operation in the CT
scan; B:After fenestration and resection, the liver parenchyma pro-

liferated obviously in the follow-up visitation
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