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Abstract: Non-cirrhotic portal hypertension (NCPH) is a condition first described by Guido BANTI in 1898 as
a condition associating portal hypertension with splenomegaly and anaemia in healthy liver. The aim of our
work is to evaluate the place of splenectomy in management of non-cirrhotic portal hypertension. The diagnosis
of NCPH was based on portal hypertension, presence of esophageal varices with splenomegaly in a healthy
liver. The evaluation after splenectomy was based on normalization of clinical and radiological signs with
biochemical markers. Here we are presenting a case of a 38 year old female diagnosed to have NCPH which
was managed by splenectomy.
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. Introduction

Non-cirrhotic or idiopathic portal hypertension or hepatoportal sclerosis, also called BANTI syndrome
is a rare condition characterized by the presence of an increase in portal pressure secondary to sclerosis of the
wall of small intrahepatic branches of portal vein, with non-cirrhotic liver'. The pathophysiological mechanism
causing idiopathic non-cirrhotic portal hypertension (INCPH) remains largely unknown. Patients with INCPH
usually present with sign and symptoms of portal hypertension such as splenomegaly, thrombocytopenia and
variceal bleeding®**. Variceal bleeding is the most common clinical feature. Unlike cirrhotic patients, prognosis
of variceal bleeding in INCPH is usually good due to preserved liver function. In those patients without variceal
bleeding at diagnosis over 75% had varices at the initial endoscopy?®. The aim of our work is to evaluate the
place of splenectomy in the management of NCPH. Here we present a case of a 38 year old female diagnosed to
have NCPH which was managed by splenectomy.

Il. Case Report

A 38 year old female presented with history of 2 episodes of hematemesis with vague pain in left upper
quadrant of abdomen on and off since last 2 months. There was no history of chronic alcoholism or viral
hepatitis or diabetes mellitus or chronic use of NSAIDs. There was a past history of similar type of illness 2
years back for which the patient was admitted in health centre and was managed conservatively.

On examination, the patient was malnourished and pale and there were multiple areas of purpura over
the skin of abdomen and limbs. On examination of abdomen, spleen was palpable up to umbilicus, around 15cm
below left costal margin in the mid-clavicular line. On digital rectal examination, finger stain black tarry stool
was found. On haematological examination, the patient was found to have pancytopenia (anaemia, leukopenia,
thrombocytopenia) and liver function test was showing normal levels of liver enzymes. Ultrasonography of
abdomen was suggestive of portal hypertension (splenomegaly, minimal ascites and collateral circulations), but
liver echo-texture was normal and thrombosis of hepatic veins or of the portal veins were not found. On upper
Gl-endoscopy, grade-ii esophageal varices were found.

The patient was initially managed conservatively with beta-blocker, transfusion of packed red blood
cells and platelet concentrate; after which, patient underwent splenectomy along with band ligation of
esophageal varices. Post-operative period was uneventful and maintenance treatment with beta-blocker was
continued for 6 weeks. At 2™ week post-operatively, all the hematological parameters (pancytopenia) came to
normal.

The patient was followed-up after 6 week post-operatively and there was no fresh episode of
hematemesis or melena and repeat upper GI- endoscopy was normal.
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Figure 1: USG Scan Image showing splenomegaly
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Figure 3: Intraoperative picture showing massive splenomegaly

Table 1: pre-operative liver enzymes

Liver enzymes Values (1U)
Serum AST (SGOT) 39

Serum ALT (SGPT) 26

Serum ALP 244

Serum GGT 38

Table 2: comparison between pre-operative and post-operative hematological parameters

Hematological parameters Pre-operative Post-operative
Hemoglobin (gm%) 45 11.4
RBC count (x10%micro liter) 15 4.63
Total Count (x10%/micro liter) 0.9 9.78
Platelet count (x10%micro liter) 105 467
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I11. Discussion

Non-cirrhotic portal hypertension is a rare entity that is documented from all over the world, but it is
far more common in developing countries with less favorable socio-economic level, such as India, whose the
frequency of the disease is estimated at about 30% of portal hypertension®. It mainly affects young adults
between the 3™ and 4™ decade’. Non-cirrhotic portal hypertension is characterized by the presence of portal
hypertension on a healthy liver with gastro-oesophageal varices and splenomegaly, often with hypersplenism®.
Doppler ultrasound is useful for identifying thrombosis of the intrahepatic branches of the portal vein®.
Although most series in the literature describe the interest of endoscopic treatment of gastro-oesophageal varices
and portal hypertension’®**, few series develop the management of hypersplenism and splenomegaly in Non-
cirrhotic portal hypertension®.

Band ligation of esophageal varices along with beta-blocker is often indicated to treat and prevent
hemorrhage of esophageal varices as in case of cirrhotic-related portal hypertension™>**. Splenectomy alone can
be justified in the management of this syndrome. It helps treat splenomegaly and correct hypersplenism and
therefore reduce portal blood flow. But it can lead to thrombosis of the splenic vein which again can be
prevented by a possible shunt™. In a study by Rajesh et al, among 55 patients operated for non-cirrhotic portal
hypertension, 2 patients underwent splenectomy alone and in 7 patients splenectomy was done along with
endoscopic treatment of esophageal varices. In 2 patients out of 9 patients, the course was marked by a
recurrence of variceal hemorrhage®®. In our study, our patient underwent splenectomy without any spleno-renal
shunt with band ligation of esophageal varices with maintenance treatment with beta-blocker and the result was
satisfactory.

IV. Conclusion
Splenectomy along with the ligation of oesophageal varices without any spleno-renal diversion may be
sufficient to manage non-cirrhotic portal hypertension and especially its consequences like pancytopenia.
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