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CASE REPORT
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Recurrent and Troublesome Variceal Bleeding from Parastomal
Caput Medusae

Claire Strauss, Malathi Sivakkolunthu and Abraham A. Ayantunde
Department of Surgery, Southend University Hospital, Westcliff-on-Sea, UK

Variceal bleeding is common in chronic liver disease and is a frequent cause of acute upper gastrointestinal bleeding. The
most common site of varices is the lower oesophagus but they may occur at any location where there are portosystemic
anastomoses and collateral vascular formation. Location of ectopic varices at the site of enterocutaneous stomas is rare.
We report on three cases of recurrent and severe bleeding from parastomal varices, requiring hospital admission. The patients
had chronic liver disease but of different aetiological factors. Variceal formation results from portal hypertension due to chronic
liver disease. There are various treatment options for parastomal variceal bleeding, including local, medical, and surgical
interventions. Management of parastomal variceal bleeding presents a recurring and difficult problem. Bleeding may be consid-
erable and sometimes life threatening. This diagnosis must be considered in patients with chronic liver disease presenting

with stomal bleeding, even where the variceal formation may not be readily visible. (Korean J Gastroenterol 2014;64:290-293)
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INTRODUCTION

Variceal bleeding is a common problem in patients with
chronic liver disease of any aetiology. The most common site
of varices is the lower end of the oesophagus but they may
form in any location where there is portosystemic collateral
vessel formation.*? Non gastro-oesophageal (ectopic) vari-
ces occur at sites including the rectum, peritoneum, um-
bilicus (caput medusae), right diaphragm, and falciform and
splenic Iigaments.l'5 Varices at these unusual sites account
for 1-5% of episodes of variceal bIeeding.Q'4 Occurrence of
acute bleeding, which may be severe and life threatening is
the main reason for the discovery of such ectopic varices.
Diagnosis and management of bleeding from these unusual
sites is challenging. Therefore, it is important to consider a
systematic approach to identification and treatment of pa-
tients presenting with this condition.

We report on three patients with chronic liver disease of
different aetiological factors with recurrent and troublesome
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parastomal variceal bleeding and discuss the investigations
and the challenging management options. Written informed
consent was obtained from the patients for publication of
these cases and anonymised accompanying images.

CASE REPORTS

1. Case 1

A 52-year-old woman was admitted to hospital after report-
ing a significant volume of fresh blood loss from her ileostomy.
This was her sixth admission for the same problem. This pa-
tient had undergone a Hartmann’s procedure for sigmoid di-
verticular perforation nine years earlier. She subsequently
underwent a reversal of Hartmann, which was complicated
by severe anastomotic stricture. This anastomotic structur-
ing necessitated the formation of an ileostomy.

She had a history of excess alcohol consumption which
had caused compensating alcoholic induced chronic liver
disease (liver cirrhosis with Child-Pugh score A) with known
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portal hypertension, oesophago-gastric varices, and hep-
ato-splenomegaly. She had previously been diagnosed with
rectal varices which were initially mistaken for haemorrhoids.
On clinical examination, a parastomal hernia with abnormal
radial vascular formation was detected at the mucocuta-
neous junction and the surrounding skin showed extensive
circumferential purplish discolouration (raspberry appear-
ance) with bruising around the ileostomy (Fig. 1).

In the course of her several hospital admission episodes her
haemoglobin levels dropped significantly, requiring blood
transfusion. She underwent oesophagogastroduodenoscopy
showing non-bleeding oesophageal varices. CT and MRI scans
showed features in keeping with chronic liver disease and para-
stomal hernia. Flexible sigmoidoscopy only showed non-bleed-
ing rectal varices and anastomotic stricture. Enteroscopy via
the ileostomy showed no intraluminal cause of the bleeding.

Treatment options used included suture haemostasis and
cauterisation of the bleeding vessels at the mucocutaneous
junction of the ileostomy with short-lived success. She had a
trial with propranolol to the maximum tolerated dose as high-
er doses were restricted by postural hypotension. She con-
tinues to present with self-limiting but less frequent and mi-
nor episodes of para-stomal variceal bleeding.

2. Case 2

This 48-year-old man was diagnosed with ulcerative colitis
at the age of 15 and underwent a panproctocolectomy and
an end ileostomy formation at the age of 39. Four years later,

Fig. 1. Parastomal varices in patient 1. Abnormal radial vascular
formation in surrounding skin with extensive circumferential purplish
discolouration (raspberry appearance) and ulceration at the
mucocutaneous junction of the ileostomy.
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he was diagnosed with primary sclerosing cholangitis (PSC)
leading to development of liver cirrhosis, portal hypertension
with associated multiple thromboses in the mesenteric and
hepatic veins. The cirrhotic liver showed an irregular and nod-
ular pattern on the CT scan (Fig. 2). He denied any history of
excessive alcohol consumption. His chronic liver disease was
classified as Child-Pugh class B.

He developed purplish discolouration and abnormal vas-
cular formation around the ileostomy associated with fre-
quent bleeding from the stoma. The initial suspicion was that
of parastomal pyoderma gangrenosum; however, the biopsies
did not support this diagnosis. The histology of the biopsies from
this area showed non-specific inflammatory cell infiltrates.

Over the following two years he had multiple hospital ad-
missions due to significant, acute parastomal bleeding which
was sometimes associated with collapse. The bleeding was
fresh blood with clots requiring transfusion of multiple units
of blood. The persistent bleeding points were noted to be
from small defects at the skin edge of the stoma. The diag-
nosis of bleeding parastomal varices was made and con-
firmed by the presence of prominent abnormal parastomal
vasculature on CT scans (Fig. 3). Suturing of bleeding vessels
at the identified mucocutaneous junction defect did not stop
the bleeding. He was managed with terlipressin when partic-
ularly severe episodes of bleeding occurred.

This patient has since undergone multivisceral trans-
plantation of the stomach, duodenum, small intestine, colon,

Fig. 2. CT scan showing a cirrhotic liver due to primary sclerosing
cholangitis in patient 2. Irregular and nodular cirrhotic liver with
portal hypertension.
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Fig. 3. CT scan showing parastomal variceal vessels in patient 2.
Presence of prominent and tortuous abnormal parastomal
vasculature due to parastomal varices (collateral vessels) indicated
with an arrow.

liver, and pancreas. He also underwent a splenectomy and an
end colostomy formation.

3. Case 3

An 80-year-old man who has had excess alcohol con-
sumption for over 30 years was diagnosed with alcoholic liver
cirrhosis and portal hypertension in May 2009. He underwent
an anterior resection and an end left iliac fossa colostomy in
2005 with preservation of his anal canal for a mid-rectal cancer.

Over the last 18 months, he presented on multiple occa-
sions with purplish colouration around his end colostomy
with recurrent bleeding from ulcerations from the edge of the
stoma. The bleeding was severe on a few occasions requiring
admission to hospital and blood transfusion.

On clinical examination, purplish circumferential colouration
(raspberry appearance) was observed around the left iliac fossa
stoma with three areas of ulcerations at the mucocutaneous
junction with bleeding (Fig. 4). The diagnosis of parastomal vari-
ces was considered. His previous CT scan of the abdomen had
confirmed irregular and nodular liver cirrhosis, oesophageal
varices, and ascites. He was classified as Child-Pugh grade B.

He was advised to stop drinking alcohol and received vari-
ous local treatments for the recurrent peristomal bleeding,
including silver nitrate stick treatment and diathermy cauter-
isation, with no great success. He has had a trial with propra-
nolol tablets with reduction in the frequency and severity of
bleeding from peristomal varices.

Fig. 4. Parastomal varices in patient 3. Purplish circumferential
colouration (raspberry appearance) around the left iliac fossa stoma
with three areas of ulcerations at the mucocutaneous junction and
bleeding point.

DISCUSSION

Ectopic parastomal variceal formation is a rare condition in
patients with chronic liver disease. Acute parastomal variceal
bleeding can be life-threatening, challenging, and its diagnosis
and management may be difficult. It was first documented in
1968 by Resnick et al.® The functional anatomy of portosyste-
mic shunting between the parietal surfaces of the abdominal
viscera and the posterior abdominal wall has previously been
well demonstrated.” It has been postulated that peristomal
varices, an example of ectopic portosystemic shunts may de-
velop within the intra-abdominal adhesions of the abdominal
wall around the site of the enterocutaneous stoma due to di-
rect contact of the mesenteric (portocaval) circulation with
the systemic circulation of the posterior abdominal wall.®

Parastomal variceal bleeding, like any other varices, is
thought to be the result of portal hypertension resulting from
chronic liver disease of various aetiologies. Liver cirrhosis is
the most common cause of portal hypertension leading to de-
velopment of parastomal varices, followed by psc.?

Wiesner et al.™ reported the risk factors for development
of peristomal varices, including oesophageal varices, ad-
vanced histological stage of PSC at liver biopsy, splenome-
galy, hepatomegaly, increased serum bilirubin, decreased
serum albumin, and decreased platelet count. The differ-
ential and pathologically high pressure between the portal
vein and inferior vena cava results in formation of portosyste-
mic collateral vessels that bypass part of the portal circu-
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lation to the systemic circulation.

Bleeding is the most common presentation of varices and
portal hypertension and occurs mainly from the oesophago-
gastric varices. Acute recurrent bleeding from the mucocuta-
neous junction of the stoma may be severe and life threat-
ening, as demonstrated by our three patients. Diagnosis of
parastomal bleeding and its aetiology can be very challenging.
The approach to diagnosis should be systematic through a
comprehensive history looking for the risk factors of chronic
liver disease.™ A careful physical examination for stigmata of
chronic liver disease is essential to arriving at the diagnosis. The
uncovered stomal site should be examined and the findings well
documented in the clinical note. Diagnosis of the underlying
chronic liver disease and features of portal hypertension can be
achieved using an ultrasound scan, CT, and/or MRI scans.
Doppler ultrasound scan and CT/MRI angjography are useful in
identification of parastomal variceal bleeding.>****

Treatment of parastomal variceal bleeding is controversial
and challenging too. Various treatment options have been re-
ported in the literature>>>% including local wound care and
pressure dressings, suture ligation, and cautery with scle-
rosants as the first-line therapy. Sclerosing agents such as
oily phenol, polidocanol, and cyanoacrylate are injected into
the troublesome bleeding veins promoting vascular and peri-
vascular inflammation and thrombosis of the vessels. Use of
oral propranolol, a beta-blocker titrated against resting pulse

9111314 yse of beta-blocker

has been widely recommended.
therapy has been well demonstrated to decrease the risk of
first bleed in patients with oesophageal varices and mortality
in patients with recurrent gastro-oesophageal variceal
bleeding.>** Other commonly used pharmacotherapy in-
cludes vasoconstrictor such as terlipressin.

The effects of local and pharmacotherapy are usually
short lived and patients will often continue to present with re-
current parastomal variceal bleeding. Closure of the stoma
is ideal, where possible, or the stoma may be re-sited, but pa-
tients may soon develop similar pathology at the new stomal
site. Surgical interventions such as shunting operation
(transjugular intrahepatic portosystemic shunt) and liver
transplantation are other available treatment options which
may provide more definitive long term results but are asso-
ciated with significant mortality and morbidity.*>&**34
Parastomal variceal bleeding secondary to portal hyper-

tension is rare but potentially life-threatening. The three pa-
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tients described here illustrate the diagnostic and manage-
ment challenges of this entity. Primary prevention of para-
stomal variceal bleeding requires avoidance of enterocuta-
neous stomas in patients with portal hypertension if possible.
Construction of an ileoanal pouch may enable avoidance of
stomal formation, the attendant variceal shunting and bleed-
ing in patients with PSC after total proctocolectomy for ulcer-
ative colitis. Clinicians should maintain a high index of suspi-
cion in patients with underlying chronic liver disease who
present with recurrent parastomal bleeding. Immediate
management must be aimed at controlling active bleeding
and subsequently to lowering of portal venous pressures.
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