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Portal Hypertension Due to
Multiple Hepatic Cysts in Autosomal
Dominant Polycystic Kidney Disease:

Case Report

Otozomal Dominant Polikistik Bobrek
Hastaliginda Karaciger Kistlerine Bagh
Portal Hipertansiyon

ABSTRACT Liver cysts are the most frequent extrarenal manifestation of autosomal dominant poly-
cystic kidney disease. Usually, there are no symptoms related to liver cysts and no treatment is re-
quired. Symptoms, when they occur, include abdominal distention and pain, dyspnea, low back
pain, and those caused by the development of complications such us cyst infection, hemorrhage,
rupture, extrinsic compression of the portal vein and intrahepatic radicles, inferior vena cava, he-
patic veins, or bile ducts. Extrinsic compression of the hepatic veins, portal vein and intrahepatic
venules by extensive hepatic cysts is the most likely mechanism of portal hypertension at the poly-
cystic liver disease associated with polycystic kidney disease. We are reporting a 67 year-old wo-
man who had portal hypertension due to severe hepatic cystic disease associated with autosomal
dominant polycystic kidney disease.
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OZET Karaciger kistleri otozomal dominant bébrek hastaligina en sik eslik eden ekstrarenal bulgu-
dur. Kistler genellikle semptoma neden olmaz ve tedavi gerektirmez. Kist enfeksiyonu, kist igine ka-
nama, riiptiir, portal ven ve intrahepatik dallari, hepatik ven, inferior vena kava ya da safra
kanallarina digtan kist basis1 gibi komplikasyonlar nedeniyle abdominal distansiyon, agri, dispne
ve bel agris1 gibi semptomlar izlenebilir. Hepatik venlere, portal vene ve intrahepatik veniillere ge-
niglemis hepatik kistler tarafindan olusturulan bas: polikistik bobrek hastaligina eslik eden karaci-
gerin kistik hastaliginda portal hipertasiyon gelisiminin olas1 mekanizmasini agiklar. Bu yazida
otozomal dominant polikistik bobrek hastalig: ile iligkili ciddi kistik karaciger hastaligi olan 67 ya-
sindaki hastada geligsen portal hipertansiyonu bildiriyoruz.

Anahtar Kelimeler: Portal hipertansiyon, otozomal dominant polikistik bobrek hastalig:

Turkiye Klinikleri ] Gastroenterohepatol 2009;16(1):41-4

utosomal dominant polycystic kidney disease (ADPKD) is a here-

ditary, multisystemic disorder. The most common extrarenal fea-

ture of ADPKD is liver cysts originating from biliary ductal
microhamartomas. Usually, there are no symptoms related to liver cysts and
no treatment is required. Symptoms, when they occur, are caused by the
mass effect of the cysts. They include abdominal distention and pain, dys-
pnea, low back pain, and those caused by the development of complications
such us cyst infection, hemorrhage, rupture, extrinsic compression of the
portal vein and intrahepatic radicles, inferior vena cava, hepatic veins, or bi-
le ducts.
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Portal hypertension may develop at these
conditions: First congenital hepatic fibrosis or li-
ver cirrhosis may lead to portal hypertension.' Se-
cond, the obstruction of portal venous flow due to
mechanical compression of portal vein or intra-
hepatic portal radicles by liver cysts."? And the
third disorder that may lead to portal hypertensi-
on is hepatic venous outflow obstruction due to
compression of hepatic veins, or the inferior vena
cava, or both by one huge cyst or multiple liver
cysts that can be demonstrated by imaging techni-
ques.!?

The diagnosis of portal hypertension at the
presence of liver cysts can be established with im-
aging techniques. Congenital hepatic fibrosis and
liver cirrhosis can be diagnosed by liver biopsy.
Computerized tomography scanning and ultraso-
und of the abdomen is useful in showing kidney
cysts, liver cysts, extrinsic compression of portal ve-
in, hepatic veins, inferior vena cava and in detec-
ting ascites.® Color Doppler Ultrasound and MRI is
useful in establishing the patency of flow in the in-
ferior vena cava, hepatic and portal veins and in de-
tecting abnormal collateral veins.

I CASE REPORT

A 67 year old woman had been admitted to our
hospital because of abdominal discomfort, bloating
and pain one year ago. She had been diagnosed
with autosomal dominant polycystic kidney disea-
se, polycystic liver disease, nephrolithiasis and sple-
nomegaly by abdomen CT. There were multiple
cystic lesions with the largest 50 mm in diameter at
the right kidney and 40 mm in diameter at the left
kidney. An a stone was visible at the left kidney.
The liver was enlarged (200 mm in length) and the-
re were multiple cystic lesions with the largest 60
mm in diameter. The length of the spleen was 150
mm. The liver enzymes of the patient were found
normal. The BUN value was 72 mg/dL (normal:17-
43 mg/dL); serum creatinin 2.2 mg/dL (normal: 0.8
— 1.4 mg/dL), hemoglobin 10.9 g/dL ( normal: 12.6
—17.4 g/dL), hematocrit 31.2% (normal: 37-51%),
white blood cell count 3200/pL (normal: 4.500-
11.000 /pL) , and platelet count 159.000/pL (nor-
mal: 150.000-400.000/pL) one year earlier.
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The patient applied repeatedly with the rising
complaints of abdominal pain, discomfort, bloating
and constipation. Two months ago she underwent
right percutaneous nephrolithotomy and was trea-
ted for complicated urinary tract infection at anot-
her hospital.

She was admitted to the hospital for further
evaluation. Hepatomegaly, splenomegaly and swel-
ling at the left side of the abdomen -under left cos-
tal arc- were established on physical examination.
The AST, ALT and alkaline phosphatase levels we-
re found normal. BUN was 65 mg/dL, creatinine
was 2.3 mg/dL, and serum albumin was 2.9 g/dL
(normal: 3.5-5.0 g/dL). Hemoglobin was 7.1 g/dL,
hemotocrit was 21.2%, white blood cell count
3800/uL, and platelet count 126 000/pL. INR was
normal. Hepatitis B and C serologies were negative.
Transferrin saturation, ferritin, and serum ceru-
loplasmin, were within normal limits.

The abdominal CT revealed enlarged bilateral
kidneys including multiple cysts in different di-
mensions showing typical appearance of adult
polycystic kidney disease (Figure 1). The liver is

FIGURE 1: Bilateral enlarged kidneys containing multiple cysts in different
dimensions having typical appearance of adult polycystic kidney disease.
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containing multiple cysts with the largest 60 mm
in diameter, the right lobe length is found 230 mm,
the remaining hepatic parenchyma is found nor-
mal and the portal vein is dilated (20 mm in dia-
meter) (Figure 2). The spleen’s length is 170 mm
and the splenic vein is found dilated too (15 mm in
diameter). Additionally, CT revealed minimal as-
cites. No esophageal varices were established on
endoscopi.

Doppler ultrasound examination showed in-
creased volume flow at portal, splenic and superi-
or mesenteric veins. Portal vein (21 mm) and
splenic vein (15 mm) calibres were enlarged corre-
lated with portal hypertension. There was no
thrombosis within the portal vein.

DISCUSSION

ADPKD is associated with extrarenal manifestati-
ons such as liver cysts, intracranial aneurysms, co-
lonic diverticula and cardiovascular abnormalities
like mitral-valve prolapse, mitral regurgitation,
aortic insufficiency, aortic aneurysms and tricus-
pid regurgitation. Cysts may also occur occasionally
in the pancreas, ovaries and spleen.*

Development of portal hypertension in auto-
somal polycystic kidney disease is not frequent. It
appears with splenomegaly, ascites, and variceal
bleeding; established. If congenital hepatic fibrosis
or liver cirrhosis is suspected liver biopsy should be
performed.

FIGURE 2: Multiple cysts in liver with the largest 60 mm in diameter around
the portal vein. Portal vein is widened (20 mm in diameter).
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In our patient we excluded liver cirrhosis on
the basis of ultrasonographic evidence of normal li-
ver parenchyma and on the lack of etiological fac-
tors such as hepatitis B or C virus infections,
alcoholism, hemochromatosis, Wilson’s disease,
primary biliary cirrhosis.

Congenital hepatic fibrosis is an invariable fea-
ture in autosomal recessive polycystic kidney disea-
se. Portal hypertension associated with congenital
hepatic fibrosis at autosomal dominant polycystic
kidney disease patient recognize before 25 years of
age.! Usually there are non or just a few cysts in the
liver. It is established by liver biopsy and cystic en-
largement of the segmental bile ducts may be obser-
ved on CT or ultrasound imaging. We did not
suspect Congenital Hepatic Fibrosis because of her
advanced age, normal liver enzymes and the presen-
ce of multiple cysts. Because of the large multiple
cysts in her liver we avoided biopsy which may ca-
use cyst rupture, hemorrhage and cyst infection.

Hepatic venous outflow obstruction, due to
compression of hepatic veins or the inferior vena ca-
va or both, should be suspected if there are huge cysts
in liver. Our patient has multiple cysts as large as 60
mm in diameter. CT scanning did not show compres-
sion to the inferior vena cava but hepatic vein com-
pression by multiple cysts could be responsible for
portal hypertension. CT scanning revealed multiple
large cysts around the portal vein also. We couldn’t
demonstrate an obvious obstruction of portal veno-
us flow due to mechanical compression on CT ima-
ging, but compression on intrahepatic portal radicles
leading to portal hypertension is also possible.

As a rare complication, portal hypertension in
autosomal dominant polycystic kidney disease due to
compression of portal vein, venules and hepatic ve-
ins by extensive liver cysts has been reported previ-
ously, to the best of our knowledge, in 12 cases.!>>*
We are reporting this case to manifest that the liver
cysts may lead to portal hypertension in ADPKD pa-
tients so that in pursuit of the patients, the relation
between liver cysts and hepatic and/or portal veins
must be evaluated in detail with imaging techniques.
Besides, symptoms or evidences suggesting portal hy-
pertension should be taken into consideration during
evaluation of ADPKD patients.
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