
different ethnic groups; seen most commonly amongst the

Japanese and Koreans (50-60%) and less commonly among

patients from Turkey and Israel (0-5%).5 Ulcerations are the

most common GI lesions and may occur anywhere along the

gastrointestinal tract; most common site being ileocaecal

region. Closely mimicking Crohn’s disease, BD can be

associated with abdominal pain, altered bowel habits, bleeding,

perforation, fistula formation and colonoscopy may reveal

ileocaecal aphthoid ulcers.1,4,6 Esophageal ulcers are uncommon

in BD and since their first description by Brodie and Ochsner

in 1973, less than 50 cases have been reported worldwide till

date.7 Esophageal lesions include ulcerations, fistulae, strictures

and varices.4 Esophageal ulcerations can be single or multiple

and are often associated with ulcerations elsewhere in the GI

tract. Rare gastrointestinal manifestations include portal vein

thrombosis and Budd Chiari syndrome.4

Diagnosis of the condition is often clinical and the widely

accepted criteria for BD were defined by the 1990 International

Study Group for BD. Diagnosis requires the presence of

recurrent oral ulcerations plus any two of the following criteria

(1) recurrent genital ulcerations, (2) eye lesions, (3) skin lesions,

and/or (4) positive pathergy test.1-4 Investigations are often

nonspecific and not diagnostic. Treatment options include

topical glucocorticoids and colchicine for mucocutaneous

disease. Thalidomide has been used as a second-line agent for

treatment of oral and genital ulcers. Systemic steroids,

cyclosporin, cyclophosphamide, azathioprine, and anti-TNF

agents have been tried in severe and refractory cases.

Sulfasalazine and systemic corticosteroids remain the mainstay

of treatment of GI disease.1

Our patient was diagnosed with BD since she met the clinical

diagnostic criteria. The background of BD and the lack of an

alternate clinical or histological etiology to account for the

ulcerations make it highly likely that the lesions were due to

BD itself. The successful response to oral steroids also supports

the diagnosis.

Conclusion

Esophageal involvement is uncommonly seen in BD. As seen

in the remaining gastrointestinal tract, ulceration is the most

common esophageal manifestation.
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Accessory hepatic lobe: a rare cause
of extra-hepatic portal vein
obstruction

Introduction

Accessory hepatic lobes are under-reported as they rarely

cause clinical symptoms. They are often detected due to related

complication such as torsion around its pedicle or incidentally

as mass abdomen. We report a rare case of pedunculated

accessory hepatic lobe in a young female patient causing extra-

hepatic portal venous obstruction and portal biliopathy. To

the best of our knowledge there is only one previous report of

a similar case in the literature.1
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Case report

A 25-year-old lady, 10 months post-partum, presented with

history of increased bleeding per vagina for 6 months duration.

She gave no history of abdominal pain, vomiting or jaundice.

On examination she was hemodynamically stable and had a

non-tender, firm, large mass in the right hypochondrium. No

pelvic mass was palpable. Her initial blood investigations

including hemoglobin, liver function test and serum creatinine

were normal. Plain radiograph of the chest was normal.

Per speculum examination showed no ulceration or visible

varices. Pap smear showed heavily bloodstained cervical

smears, negative for malignant cells. Transvaginal sonography

was normal.

Contrast enhanced computed tomography (CECT) of the

abdomen, magnetic resonance imaging (MRI) of the abdomen

and magnetic resonance cholangiopancreaticography (MRCP)

were done to further evaluate the abdominal mass. CT showed

a well defined intra-peritoneal mass in the right upper outer

quadrant with smooth margins, isodense with the liver, located

in the right sub-hepatic space with a vascular pedicle connecting

the mass to the left lobe of liver. The vascular pedicle contained

left branch of portal vein, left hepatic artery and accessory

hepatic vein. MRI showed similar findings (Figures 1A, 1B

and 2). MRCP showed an anomalous hepatic duct extending

from the mass and draining into the left hepatic duct. These

Figure 2: Magnetic resonance imaging of the abdomen; coronal
image shows a well defined pedunculated mass isointense
with the liver, in the right sub-hepatic space (*), attached
to the normal liver through a vascular pedicle (arrow).

Figure 1: Contrast enhanced computed tomography of the abdomen. (A, B) A well defined mass in the right sub-hepatic space, isodense
with the liver, and supplied by the accessory hepatic vein (arrow); (C) collaterals at the porta (cavernoma) replacing the portal vein
(arrow heads); (D) mild intra-hepatic bile duct dilatation (portal biliopathy) (arrows) and perisplenic collaterals (arrow head).
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imaging features are in keeping with the accessory hepatic

lobe (Figure 3). The accessory hepatic lobe was causing

extrinsic compression and occlusion of the main portal vein at

the porta with cavernous transformation of the portal vein.

There was mild central intra-hepatic bile duct dilatation (portal

biliopathy). There were numerous perisplenic, perigastric

collaterals and mild splenomegaly (Figures 1C and 1D). There

were no changes characteristic of chronic liver disease and

there was no ascites. There were dilated, tortuous vessels in

the pelvis surrounding the uterus. Thus a diagnosis of

accessory hepatic lobe causing portal vein obstruction and

extra-hepatic portal hypertension was made. Patient’s bleeding

per vagina settled with symptomatic treatment. Since she did

not have any other symptoms directly related to portal

hypertension or the accessory hepatic lobe, she was kept on

follow-up.

Discussion

An accessory hepatic lobe is very rare and reports of this

entity are limited to case reports. There may not be any

symptoms related to an accessory hepatic lobe or it may present

with vague abdominal discomfort or mildly impaired liver

enzymes.2,3 They are often either under-diagnosed or

incorrectly reported as non-descript mass abdomen.3 They arise

due to segmentation anomaly of the hepatic bud which

originates from a nest of cells situated in the caudal portion of

the foregut.4 Accessory hepatic lobe is often associated with

congenital defects of the anterior abdominal wall.5 Accessory

hepatic lobes have been classified as large (>30 g) or small

accessory hepatic lobes (<30 g). It can be an ectopic accessory

hepatic lobe when there is no connection with the liver. A

microscopic accessory lobe is embedded in the gall bladder

wall.3 Three types of accessory hepatic lobe have been

described based on their biliary drainage and nature of capsule.6

In type I, the accessory lobe’s hepatic duct drains into an

intra-hepatic bile duct of the normal liver while in type II the

accessory duct drains into an extra-hepatic duct of the normal

liver. In type III, a common capsule surrounds the accessory

lobe and the normal liver and the accessory lobe drains into an

extra-hepatic bile duct.6

Accessory hepatic lobes are liver attenuation masses which

are usually attached to the normal liver through a vascular

pedicle. They are predisposed to torsion and result in surgical

emergency. The patient presents with acute abdomen, right

sided abdominal pain, with or without a palpable mass.

Radiological diagnosis with cross-sectional imaging is

challenging in a setting of torsion because vascular compromise

and necrosis changes the attenuation and enhancement

characteristics of the accessory hepatic lobe. In chronic cases

of torsion there have been reports of cystic degeneration,

congestion and hypertrophy of the accessory hepatic lobe.2

Most of these cases are thus diagnosed at the time of operation.

Pre-operative evaluation with multi-slice CECT, multi-planar

reconstruction and maximum intensity projection is very useful

in determining the origin of the mass and also for reviewing the

vascular anatomy prior to surgery. MRCP is useful in

demonstrating the biliary anatomy.

There are many causes of extra-hepatic portal vein

obstruction. However, accessory hepatic lobe causing

mechanical compression of the extra-hepatic portal vein and

causing portal cavernoma and portal biliopathy is extremely

rare. There is only one report of extra-hepatic portal vein

obstruction due to an accessory hepatic lobe in a child1 and

this report is the second. To the best of our knowledge this is

the first report in English literature of an accessory hepatic

lobe causing portal vein obstruction and portal biliopathy in

an adult patient. Extra-hepatic portal vein obstruction

commonly present with upper gastrointestinal bleed due to

varices of the rich porta-systemic anastomosis. Bleeding per

vagina due to extra-hepatic portal hypertension is a known but

uncommon complication. There are extensive venous plexuses

around the uterus and vagina which decompress any increase

in venous pressure. They communicate with the vesical and

hemorrhoidal plexuses, but they seldom bleed. In the rare event

Figure 3: Magnetic resonance cholangio-pancreaticogram shows
hepatic duct from the accessory hepatic lobe (arrow heads)
draining into the intrahepatic portion of left hepatic duct
of the normal liver.
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where the plexuses are unable to contain the high venous

pressure, there can be torrential vaginal bleeding.7 Portal

biliopathy and cholangiopathy with protein-losing enteropathy

are also associated with extra-hepatic portal hypertension.8

This is triggered by the mechanical compression of the bile

ducts by portal cavernoma and secondly by ischemic injury to

the bile duct wall leading to pericholedochal inflammation and

fibrosis.8,9 Our patient experienced increased bleeding per

vagina which we thought to be either dysfunctional uterine

bleeding or portal hypertension, since no other cause was

found. The patient improved with treatment for dysfunctional

uterine bleeding and she did not have any other symptoms

directly related to portal hypertension. She was kept on close

follow-up. Adult patients with chronic extra-hepatic portal vein

obstruction can remain asymptomatic up till four to twelve

years after the obstruction and commonly present with variceal

bleeds.10 Although there is imaging evidence of portal

biliopathy in more than 80% patients with extra-hepatic portal

vein obstruction, only a minority (5%) develop symptoms.11

Our patient did not have any symptoms related to portal

biliopathy. In conclusion, accessory hepatic lobe is a rare cause

of portal vein obstruction. Contrast enhanced CT, MRI and

MRCP can help establish the diagnosis.
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Bleeding lingual varix in a patient
with cirrhosis

Introduction

The association of lingual varix with portal hypertension and

liver cirrhosis is rare. We report a patient with alcoholic liver

cirrhosis who developed lingual varix followed by intermittent

bleeding.

Case report

A 47-year-old male with alcoholic liver cirrhosis and portal

hypertension of four years duration was admitted with history

of spitting of fresh blood since one week. The patient gave

history of a similar episode two months back which had stopped

spontaneously, and of a bluish soft swelling on the infero-

lateral surface of the tongue since four months ago. Examination

of oral cavity revealed presence of prominent, tortuous, bluish

blood vessels (Figure 1). The patient complained of no

discomfort or change in size of the lesion. His medical history

did not reveal any blood dyscrasias. System examination and

investigations including ultrasound revealed presence of liver
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