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Editorials
Treatment of Extrahepatic Portal

Venous Obstruction
Extrahepatic portal venous obstruction (EHO) mainly affects children who
present with recurrent massive upper gastrointestinal bleeding and splenomegaly.
Although less than 5% of all patients with portal hypertension in the western
world have EHO, the disease affects 37% of such patients in Vellore;' 17% in
Caicutta,213% in Bombay.? 55% in Delhi- and 40% in Chandigarh."

The management of patients with EHO is controversial because the natural
history of this condition is not well defined. The risk of rebleeding after the first
major episode is fairly uniform and occurs once every two years.! While some
authors" have reported that there is a decrease in the frequency of bleeds after
puberty, others-? have not corroborated this.

Bleeding is the major cause of death in EHO and the risk of dying from
bleeding has been reported to be as high as 31% over a follow up period of
5 years." Treatment of these patients must, therefore, be directed towards pre-
venting bleeding and stopping it once it has occurred.

Patients who have not bled from varices should be left alone as bleeding may
never occur and interference does more harm than good.? Perhaps the most
important preventive measure for a childknown to have EHO and oesophageal
varices, is not to give him or her aspirin or non-steroidal anti-inflammatory
drugs. 10

The management of an acute bleeding episode is emergency endoscopy,
sclerotherapy, and perhaps intravenous vasopressin infusion. Balloon tamponade
using a Sengstaken-Blakemore tube is poorly tolerated by children and is
associated with a high incidence of complications. \0 Patients in whom bleeding
is not controlled should have sclerotherapy repeated and only if this fails should
they be submitted to emergency surgery which carries a mortality of more than
30%.11 In 90% of patients bleeding is controlled by medical means but active
steps must be taken to prevent its recurrence.

It was previously believed that as the risk of bleeding decreases with time
and because the rate of thrombosis and encephalopathy after portosystemic
shunts is high, subsequent management should be conservative. However, the
current opinion is towards more active intervention as conservative treatment
carries the risk of a fatal bleeding episode, post-transfusion hepatitis,
psychological problems in both children and parents who are in constant fear of
rebleeding, and the cost of repeated admissions to hospital. 12-14 .

There are two forms of active therapy for patients with EHO-shunt surgery
and endoscopic sclerotherapy. The feasibility of portosystemic shunt opera-
tions depends on the site and extent of the block in the portal venous system. In
patients with EHO the portal vein is the commonest site of obstruction, thus the
splenic vein is available for anastomosis with the low pressure systemic circula-
tion. In 213 patients with EHO, we found portal vein thrombosis with a patent
splenic vein in 66% while 29% had obliteration of the entire splenoportal
venous axis, making them unsuitable for a shunt operation." In another study,
the splenic vein was patent in as high as 94% of cases." The best treatment of
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isolated splenic vein thrombosis-a rare situation in which gastric varices occur
without oesophageal varices-is splenectomy alone. 15

If the splenic vein is patent the various surgical options are a central splenorenal
shunt with splenectomy, side-to-side splenorenal shunt, distal splenorenal
shunt, a splenocaval or mesocaval shunt.

Some Indian and French surgeons who favour the proximal splenorenal
shunt with a splenectomy claim a postoperative shunt patency rate of over
90%. The French had no recurrent haemorrhage over a 42-month follow up
period while the Indian group had a rebleed rate of 15% over 5 years. 7.16 Success-
ful patent anastomoses have been performed in children as young as 18months
and splenic veins as small as 4 mm in diameter. 17 Another advantage of this
operation is that splenectomy reverses the hypersplenism and alleviates the
constant dragging sensation and abdominal fullness due to the enlarged spleen.
The French surgeons heparinize the patient before anastomosis and evaluate
the shunt on the operating table using angiography, revising the shunt, if
necessary. 18

We, in Chandigarh, prefer the side-to-side splenorenal shunt because we feel
that preservation of the spleen protects children from overwhelming post-
splenectomy sepsis. 19.20 This has been contradicted by another Indian study
where splenectomy and a proximal splenorenal shunt was not followed by
major sepsis. The authors attribute this difference to be due to the resistance
gained from repeated intra-abdominal infections." We feel that an alternative
explanation is that the mean age of the patients treated with a proximal
splenorenal shunt and splenectomy in this report was 19 years and they were
thus older than the usual patients with EHO.

Another possible hazard after a shunt for EHO is portosystemic encephalo-
pathy. Warren and his colleagues, therefore, use the selective distal splenorenal
shunt for this condition. This procedure, in which the distal end of the splenic
vein is anastomosed to the renal vein, reduces the pressure in the oesophageal
varices directly whilst maintaining liver perfusion through the undecompressed
portal system. 21 However, the experience with this shunt in EHO is limited and
we will have to await the results of a larger series of patients followed up over a
long period. Other proposed shunts have been the mesocaval shunt which is
indicated in children in whom the splenic vein is very small or not available
because of previous splenectomy. However, in older children it may be followed
by chronic oedema of the lower extremities.P

Fonkalsrud analysed 6 series of surgical shunts in children with EHO and
found an overall mortality of 5% after 148 operations and rebleeding rates of
47% in patients who underwent central splenorenal shunts and 20% in those
who had mesocaval shunts.P The two large Indian series have shown a lower
rate of rebleeding (15% and 21%) with an operative mortality of 0.9% and
.11% respectively for elective surgery. 16,19 .

Whether portosystemic encephalopathy occurs after shunt surgery for EHO
is debatable. Voorhees et al. recorded an incidence of 22% but included children
who had emotional and psychiatric abnormalities, some of whom had not even
undergone portal diversion.P' Webb and Sherlock reported encephalopathy in
35% of their shunted patients but those whom they studied were much older
(mean age 40 years) and often had portal venous thrombosis 'secondary' to
other causes.? In fact 48% of these patients had ascites at the time of presenta-
tion-a finding which is very rare in patients with 'primary' EHO. In more
systematic studies no clinical or electroencephalographic evidence of
encephalopathy has been found after a 10-year follow up period.25-28 We and
other Indian workers have not observed any hepatic encephalopathy after
shunt surgery in our patients. An unexpected benefit of shunt surgery in children
is that it may be followed by a striking increase in height. 7

Other procedures for EHO such as variceal ligation, gastric transection,
portal-azygos disconnection and splenic transposition have been found to be
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ineffective, as they are associated with a high incidence of rebleeding (55%)
and a 20% mortality over a 5-year follow up period.s? In fact Kagzi et al.
reported a67% mortality in their series.v These procedures are therefore only
indicated as a last resort for acute bleeding in unshuntable patients.

The other option for these patients is endoscopic sclerotherapy which has
been found to achieve variceal obliteration in 86% to 91% of patients after 4
to 8 sessions. The experience of sclerotherapy in EHO in the West is small
compared to that in India. Two large Indian studies have shown a decrease in
incidence of rebleeding during sclerotherapy, as well as after variceal oblitera-
tion31,32 with an incidence of 15% and 16% respectively. The mortality occurring
during sclerotherapy was 5.8% and 1% in their reports and the morbidity due
to complications was 25% and 30%. Recurrence of varices occurred in 16% of
patients after variceal obliteration. This is in contrast to.a recurrence of26% in
patients with cirrhosis suggesting that EHO patients are at a lesser risk of
developing new varices. 33

We have also shown that one-third of the patients develop spontaneous
splenorenal shunts following variceal obliteration.F These patients did not
have rebleeding or variceal recurrence, in contrast to those who did develop
spontaneous shunts. It appears that these spontaneous shunts relieve the load
on the congested splanchnic vasculature, produced by obliteration of the
important vascular collaterals at the gastroesophageal junction.

The critics of sclerotherapy hold that apart from requiring repeated visits by
patients to the hospital, the procedure requires a lifelong follow up. Moreover,
following variceal obliteration, ectopic varices such as anorectal varices might
develop, which themselves may be a source of bleeding later. The advocates of
sclerotherapy maintain that for 29% of the patients with complete splenoportal
block and those with blocked shunts, it is the only treatment available. In the
others because of its high success rate, low mortality and tolerable morbidity,
sclerotherapy should be the treatment of choice.

We, in Chandigarh, feel that a shunt operation should be the initial treat-
ment in patients who have associated hypersplenism with symptoms of anaemia
and physical discomfort caused by splenomegaly, those who bleed from sites
not easily accessible to endoscopic sclerotherapy, i.e. duodenal and jejunal
varices, those with rare blood groups which may not be readily available in
times of emergency, and those who live far away from medical centres.

Endoscopic sclerotherapy should be offered to patients who have a blocked
splenoportal axis or if a shunt procedure has failed. In the other patients both
methods of treatment are probably equally effective. Our first preference in
the majority of patients with EHO would be to use endoscopic sclerotherapy
and only if that failed, shunt surgery.
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Liver Malignancies: Resection or Replacement
Although end stage chronic disease, metabolic disorders and fulminant or
subacute failure have become established indications for liver transplantation
(LT), its role in hepatic malignancies remains controversial.

The results of LT for hepatic metastases have been uniformly poor, 1,2 and
the procedure should now be abandoned for this indication;' except for
metastases from neuroendocrine tumours which are slow growing and where
worthwhile palliation may be achieved despite recurrence.' The results of LT
for cholangiocarcinomas have also been poor. 1,2 Only some rare primary liver
tumours such as haemangioendotheliomas and hepatoblastomas have been
associated with a favourable outcome following this procedure. 3

The Pittsburgh group has recently reported its experience with LT in 105


