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A 48-year-old man, diagnosed case of portal hypertension secondary to al-
cohol related cirrhosis of the liver, presented to the gastrointestinal (GI) Bleed
Unit, with jaundice and worsening abdominal distension for a period of five
days. Clinical examination revealed an emaciated patient in grade 2 hepatic en-
cephalopathy with pulse rate 98 per minute and mean arterial pressure 66 mmHg
in the right supine brachial region, with Child Pugh score 10 and Model for End
Stage Liver Disease score 18. Upper GI endoscopic evaluation revealed small
low risk esophageal varices without active bleeding or stigmata of recent hemor-
rhage and normal colonoscopy. Bedside diagnostic paracentesis revealed bloody
aspirate with fluid hematocrit 17% and fluid red blood cell count of 35,000 per
mm? suggestive of hemoperitoneum. An urgent computed tomography (CT)
angiography of the abdomen revealed shrunken dysmorphic liver with hyper
dense free fluid and dependent clots in pelvis without active bleeding. Interest-
ingly, multiple thread-like structures with contrast opacification in venous phase
were noted in the distal duodenum and jejunal region [black arrows (Figure
1A, maximal intensity projection, CT coronal) and corresponding white arrows
(Figure 1B, CT curved planar reformation, 3-dimensional)] along with multiple
contrast opacified mesenteric and retroperitoneal vessels (Figure 1C, asterisk).
Commencement of broad spectrum antimicrobials, blood transfusions, and ter-
lipressin with serial hemoglobin monitoring, and abdominal girth charting was
undertaken. The patient had an uneventful recovery from the bleeding episode
and is currently listed in the deceased donor liver transplantation program.

Fig. A,B,C: CT aniiography of the abdomen showing shrunken dys-
morphic liver with hyper dense free fluid and dependent clots in pelvis
without active bleeding with distal duodenal and jejunal varices [black
arrows (A, maximal intensity projection, CT coronal) and correspond-
ing white arrows (B, CT curved planar reformation, 3-dimensional)]
with associated multiple mesenteric (C, asterisk) and retroperitoneal
ectopic varices with surrounding hematoma (C, white arrow head).
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What is your diagnosis?

Answer:

The CT findings are classical of bleeding from mesen-
terico-retroperitoneal ectopic varices in the presence of
surrounding ‘sentinel clot’ (figure 1C, white arrow head).
The patient also has multiple small intestinal ectopic var-
ices, which are unlikely to be the source of bleeding. The
latter usually presents with hypotension and melena or
bleeding per rectum. Ectopic varices are dilated porto-
systemic collateral veins located in unusual sites other
than the gastroesophageal region accounting for up to
5% of variceal bleedings and present with hematemesis
or hematochezia, hemoperitoneum or obscure GI bleed-
ing."”* Small bowel varices occur rarely with localized
cause of portal hypertension and are more frequent in
cirrhosis. Afferents to small bowel ectopic varices are
jejuno-ileal veins (tributaries of superior mesenteric
vein) and the efferents generally drain into abdominal
wall or into veins of Retzius.> Spontaneous rupture of
ectopic varices is very rare, but catastrophic with only
close to 40 cases reported in the literature with umbilical,
peri-umbilical, omental, retroperitoneal, round ligament-
related, and mesenteric varices.> * Presentation is with
hypovolemic shock with mortality reaching up to 70%.
Saad and Caldwell classified ectopic varices into two
broad etiologies; global portal hypertension (oncotic or
non-occlusive type), and splanchnic (mesocaval) venous
occlusion (occlusive type), which helps in deciding ther-
apy.? There are no set guidelines for the management of
bleeding ectopic varices. The location of variceal bleed,
clinical presentation, and the underlying medical disease
dictate treatment decisions, which can include double
balloon enteroscopy and transcatheter embolization or
sclerotherapy, with or without portosystemic decom-
pression. Transjugular intrahepatic portosystemic shunt
(TIPSS), balloon occluded retrograde transvenous oblit-
eration, and percutaneous trans-hepatic obliteration with
coil embolization of the veins draining into the ectopic
varices are other advanced interventional options.** Our
patient had a fortunate self-limiting bleed without re-
bleed episodes in hospital, a matter of rarity.
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