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Editorials

Hepatic Venous Outflow Obstruction
Hepatic venous outflow obstruction (HVOO) is caused by the complete or
partial occlusion of the hepatic veins and/or inferior vena cava. Commonly
known as the Budd-Chiari syndrome, the condition was described separately
by Budd in London in 1845in a patient who developed hepatic vein thrombosis
following a liver abscess and by Chiari in Czechoslovakia (54 years later) in 13
patients whose hepatic venous obstruction he attributed to syphilitic
endophlebitis.

The obstruction causes a rise in intrahepatic pressure and extravasation of
fluid from the hepatic sinusoids and lymphatics, resulting in ascites. Sinusoidal
dilatation and centrilobular congestion of the liver parenchyma leads to
ischaemia, pressure necrosis and atrophy of the liver cells in the centre of the
lobules. The necrotic cells get gradually replaced by fibrous tissue causing
'reversed lobulation'.

HVOO is seen in 7% to 9% of patients with portal hypertension in India.l-
In case the obstruction is in the hepatic veins (which is more common in the
West), its cause may be a haematological disorder with an increased clotting
tendency (such as polycythaemia rubra vera, paroxysmal nocturnal haemo-
globinuria, pregnancy, anticoagulant protein Sand C deficiency or a latent
myeloproliferative state) or it may result from local pressure by a hepatic
tumour or an abscess. In about one-fourth of these patients the onset is acute.
A frequent cause of HVOO in India, Japan and South Africa is inferior vena
caval (IVC) obstruction where the onset is gradual and has an indolent course.
This has been postulated to be due to maldevelopment of the vena cava or to
thrombosis caused by inflammation.

Patients with HVOO present with abdominal pain and distension and a few
have upper gastrointestinal bleeding and jaundice. The most prominent signs
are tender hepatomegaly and ascites, with large tortuous veins on the abdominal
wall and back. There may also be ankle oedema. Splenomegaly is not a marked
feature and the massive splenomegaly seen in Indian patients with non-cirrhotic
portal fibrosis and extrahepatic portal venous obstruction is rarely encountered
in HVOO.

The condition is diagnosed initially by an awareness that it might be the cause
of intractable ascites in a patient with chronic liver disease-usually attributed
to end-stage cirrhosis. The first screening investigation should be a careful
ultrasound examination which may reveal narrowing or occlusion of the hepatic
veins or the IVe. 3 In patients with hepatic vein obstruction there may also be
hypertrophy of the caudate lobe which drains separately into the IVe. Other
techniques such as computerized tomography, magnetic resonance imaging,
colour doppler ultrasonography and scintiscanning are usually not necessary;
besides being expensive, they add little to the information obtained on
ultrasonography. Characteristic changes of congested hepatomegaly with
white bead-like cysts on the surface of the liver have been described on laparo-
scopy but the procedure is rarely performed to diagnose this condition."
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The gold standard for diagnosis is a needle biopsy of the liver which reveals
centrilobular congestion with extravasation of red cells from the sinusoids, liver
ceU necrosis and central vein fibrosis. An inferior vena cavogram or percutaneous
transhepatic venogram should be performed to better delineate the exact site
of obstruction. During these procedures pressure gradients across the obstruc-
tion can also be measured. A gradient of more than 15 mmHg suggests that the
IVC obstruction is primary rather than due to caudate lobe hypertrophy.

The prognosis of untreated patients with HVOO is poor: 40% of them die
within 1 year and 90% within 5 years. Therapy with diuretics, anticoagulants
and thrombolytic agents has little benefit. The most effective forms of treatment
involve decompression of the congested liver. This is achieved directly by dilating
the IVC obstruction using a balloon passed percutaneously via the femoral
vein, or at surgery by a finger passed through the right atrium. The obstructed
hepatic vein segments can also be excised and a direct anastomosis performed
between the liver and right atrium. Other equally effective surgical decompres-
sive procedures include the use of the portal venous system as an outflow tract.
This is done by constructing a side-to-side anastomosis between the main portal
vein or one of its main tributaries with a systemic vein at a lower pressure (the
IVC if it is open or the superior vena cava, right atrium or pulmonary artery
if the IYC is obstructed). In some countries there is also the option of liver
transplantation.

These procedures carry high mortality (20% to 40%) as well as shunt occlu-
sion rates (10% to 60%) especially if long synthetic grafts are used or small
anastomoses such as splenorenal shunts performed. After successful procedures,
60% of patients revert to a normal life and the changes in liver histology may
even regress." Portosystemic shunts in other patients with parenchymal liver
disease and ascites carry a high risk of encephalopathy. However, when
performed for HVOO this complication has not been reported by some authors
but 3 of our 6 patients developed encephalopathy, 2 of whom died.? Another
long term complication in patients with IVC obstruction is the development of
hepatocellular carcinoma. This has been reported mainly from South Africa
(46%)6 and Japan (36% r but seems to be rare in India.

An international conference on the Budd-Chiari syndrome in London in
April 1994 was cancelled because the funding agencies did Qat feel that it was
an important disease in western countries. In the developing world HYOO is
an important cause of portal hypertension and we feel that much more of our
attention should be drawn towards research into its causes and management. If
recognized and suitably treated, in contrast to patients with other chronic liver
diseases with intractable ascites, most HVOO patients can be restored to a
normal life .
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