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Abstract

Bleeding from gastro-esophageal varices can often
present as the first decompensating event in patients
with cirrhosis. This can be a potentially life threaten-
ing event associated with a 15%-20% early mortality.
We present a rare case of new onset ascites due to
intra-abdominal hemorrhage from ruptured mesenteric
varices; in a 37 years old male with newly diagnosed
nonalcoholic steatohepatitis induced cirrhosis as the
first decompensating event. The patient was success-
fully resuscitated with emergent evacuation of ascites
for diagnosis, identification and control of bleeding
mesenteric varices and eventually orthotopic liver
transplantation with successful outcome. Various clini-
cal presentations, available treatment options and out-
comes of ectopic variceal bleeding are discussed in this
report.
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Core tip: Nonalcoholic steatohepatitis (NASH) related
cirrhosis of the liver is an emerging disease. With the
advent of new therapies for hepatitis C and the poten-
tial for cure, NASH will most likely be the leading cause
of decompensated liver disease in the future. We pres-
ent a rare case of hemorrhagic ascites from ectopic
variceal rupture as the initial decompensating event
in a young patient with a recent diagnosis of cirrhosis
from NASH. A multidisciplinary, methodical treatment
plan was undertaken, culminating in orthotopic liver
transplantation and successful outcome. We briefly
discuss presentation, diagnosis and management of
ectopic variceal bleeding, which is not so commonly en-
countered in routine clinical practice in this case report.
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INTRODUCTION

Ectopic variceal bleeding in cirrhotic patients with sig-
nificant portal hypertension is a well-known although
rare complication, accounting for about 5% of all
variceal bleeding"!. Tt can often present as obscure gas-
trointestinal bleed depending on location of varices.
Unlike esophageal variceal bleeding, for which definite
guidelines exist in terms of management and surveil-
lance, ectopic varices due to their sporadic occurrence

and varying presentations depending on location, do not
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Figure 2 Contrast computed tomography abdomen (arrow). The liver consistent with cirrhosis (arrow).

have specific guidelines in terms of management. Recog-
nizing the various presentations of ectopic variceal bleed
is vital to the survival of these patients and a high degree
of suspicion is necessary for timely diagnosis and effec-
tive management. Hemorrhagic ascites presenting as a
complication of intraperitoneal ectopic variceal rupture
is a dreaded and potentially fatal complication, manage-
ment of which requires a multi-disciplinary approach
along with timely recognition and diagnosis.

CASE REPORT

A 37 years old Caucasian male presented to the emer-
gency room with a 3 day history of right upper and lower
quadrant abdominal pain with distension. Physical exami-
nation revealed palmar erythema, icterus and moderate
ascites with tenderness in the right lower quadrant. He
was tachycardic but hemodynamically stable at presenta-
tion with a low grade fever. Review of his recent medi-
cal records revealed that he was newly diagnosed with
NASH cirrhosis at an outside facility, about 3 mo prior
to this presentation, as a part of work up of abdominal
pain which demonstrated abnormal appearing liver. Sub-
sequent workup and liver biopsy (Figure 1) suggested the
diagnosis of NASH related cirrhosis after ruling out all
other etiologies. He did not have any abdominal surgeries
in the past and was not on any medications.
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Investigations

Initial laboratory data at the time of this presentation
showed; Hb: 8.7 gm/dL, Hct: 25.2, WCC: 17.68 with
neutrophilia, platelets: 149 and INR: 1.81. Complete
metabolic panel revealed Cr: 0.97 mg/dL, protein:
6.7 gm/dL, albumin: 2.9 gm/dL, total bilirubin: 18.2
mg/dL, direct bilirubin: 13.2 mg/dL, Alkp: 164U/L,
AST: 140U/L, ALT: 44U/L and a MELD score of 24.
Computerized tomography of the abdomen with con-
trast (Figure 2) revealed lobulated contour of the liver
consistent with cirrhosis (arrow), severe porto-systemic
collateral circulation with esophageal varices, mesenteric
stranding and small to moderate volume ascites with de-
pendent hyper dense areas within the fluid suggestive of
hemorrhagic component. Patient underwent diagnostic
paracentesis with removal of 6 liters of grossly bloody
fluid consistent with intra-peritoneal hemorrhage.

Clinical course

Upon admission patient was initially resuscitated with
blood products, fluids, correction of coagulopathy and
empirical antibiotics were initiated. His clinical condition
continued to worsen with drop in blood pressure and
hemoglobin. A CTA and CTV of the abdomen were
performed (Figure 3) to identify the source of bleeding,
This revealed right abdominal mesenteric varices with a
focal area of more consolidated abnormal enhancement
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Figure 3 CTA and CTV of abdomen (arrow). This revealed right abdominal
mesenteric varices with a focal area of more consolidated abnormal enhance-
ment in the right lower quadrant (arrow).

in the right lower quadrant (arrow). A possible nidus of
venous malformation between superior mesenteric vein
and right common iliac vein varices was suggested with
more hyper dense ascites adjacent to this suggestive of
possible origin of hemoperitoneum.

The patient underwent an angiogram by intervention
radiology with trans- hepatic access of the portal vein,
portal venogram, superior mesenteric venogram and coil
embolization of colonic branch of superior mesenteric
vein and cecal branch of the superior mesenteric vein
(Figure 4). There were no immediate complications. The
procedure controlled his intra-abdominal bleeding and he
remained hemodynamically stable. Over the next 48 h he
developed first episode of hematochezia with hypoten-
sion. Upper gastrointestinal (GI) endoscopy revealed large
esophageal varices with evidence of recent bleeding, He
underwent an emergent Trans jugular Intrahepatic Porto-
systemic shunt (TIPS) procedure with successful decom-
pression of portal system. The hepatic venous pressure
gradient was reduced from 17 to 9 mmHg post procedure.
He eventually underwent successful orthotopic liver trans-
plantation after appropriate evaluation of decompensated
end stage liver disease during the same presentation and
was discharged home in a stable condition.

DISCUSSION

Ectopic varices are defined as large porto-systemic ve-

nous collaterals occurring anywhere in the abdomen
other than the cardio-esophageal region. These ate un-
common and account for less than 5% of all cases of
variceal bleeding“’zj. Most patients show presence of
esophageal varices simultaneously and may have a his-
tory of treatment for them in the form of endoscopic
intervention ot primary prophylaxis. They have been re-
ported to occur at numerous sites which include 17% in
the jejunum or ileum, 17% in the duodenum, 14% in the
colon, 8% in the rectum and 9% in the peritoneum in
a retrospective study', Ectopic varices may bleed even
when portal venous pressure is low. They have a 4 fold
increased risk of bleeding when compared to esophageal

Baishidenge ~ WJG | www.wjgnet.com

varices and can have a mortality rate as high as 40%".

Clinical presentation of ectopic variceal bleed is
based on location of the varices. Luminal varices are
fortunately more common, usually easier to detect and
manifest eatlier than the non-luminal ectopic varices'.
Clinical manifestations include overt GI bleeding of
obscure origin, occult GI bleeding, accidental finding,
iron deficiency anemia, hematemesis, hematochezia, he-
moperitoneum, hypovolemic shock, hemorrhagic pleural
effusion and sometimes diagnosis is made only at autop-
sy, Ectopic varices should be considered in all patients
with portal hypertension and GI bleeding, if both upper
and lower endoscopies failed to show obvious source.
Awareness of the condition is a necessity for any physi-
cian dealing with GI bleeding, especially in the setting of
cirrhosis and portal hypertension.

Diagnosis of ectopic variceal bleed in a timely manner
is important due to the high mortality rate associated with
the condition. Endoscopic and angiographic techniques
may be required as they can appear as filling defects in
barium studies of the bowel and maybe misdiagnosed as
polyps or tumors'. Abdominal wall varices usually rup-
ture externally and can be easily diagnosed. Mesenteric,
diaphragmatic, falciform ligament, splenic ligament and
rectovesical varices may rupture into the peritoneal cav-
ity causing internal bleeding and fatal outcomes'™. This
requires high degree of clinical suspicion when presenta-
tions include rapid accumulation of ascites, reduction in
hematocrit and signs of hypovolemic shock. CT scan of
the abdomen and pelvis aids in the diagnosis and con-
firmed by detection of bloody ascites at paracentesis.
Angiographic techniques which include percutaneous
transhepatic portography, transjugular transhepatic por-
tography, splenic portography and umbilical vein catheter-
ization can be used to identify the location of bleeding,
extent of portosystemic collaterals, direction of flow and
simultaneously measure the pressure in the portal venous
systern[g'“].

There are no large randomized controlled trials that
have previously addressed the therapeutic modalities
for ectopic varices. Most of the available knowledge is
obtained from small case series, case reports and mini
reviews. The management of ectopic varices requires a
multidisciplinary team of hepatologists, gastroenterolo-
gists, surgeons and interventional radiologists. Due to the
diversity of their location and clinical presentation it is
very difficult to draw treatment guidelines. Optimal treat-
ment depends on location of varices, patient’s condition
and the availability of local expertise and resources'. Ini-
tial management includes appropriate resuscitation, emer-
gent evaluation to localize site and source of bleeding fol-
lowed by suitable treatment. The use of vasoactive medi-
cations like somatostatin (octreotide) and tetlipressin to
reduce splanchnic blood flow and variceal pressure may
be of benefit as in patients with bleeding from gastro-
esophageal varices'™"”. No solid data exists on the role
of beta blockers in the long term management of ectopic
varices. Case reports have been contradictory as to their

July 7,2014 | Volume 20 | Issue 25 |



Edula RGR et a/. Hemorrhagic ascites in decompensated cirrhosis

Trans-hepatic portal vein access

Figure 4 Superior mesenteric (A) portal venogram (B), 8- coil embolization of colonic branch (C, D) and cecal branch (E) of superior mesenteric vein (arrow).

effectiveness' 7, Endoscopically accessible varices can
be treated by band ligation or sclerotherapy' . Those
which ate not accessible by endoscopic techniques can be
treated by interventional radiology and may include coil
embolization, balloon occluded retrograde transvenous
obliteration and if unable to access the site a TIPS shunt
to decompress the portal pressure could be a lifesaving
intervention™ !, Ultimately the long term survival of
these patients is dependent on their liver function and
liver transplantation should be considered as a definitive
therapy after appropriate evaluation as in our case report.

In conclusion, Ectopic variceal bleeding is a rare
event unlike esophageal variceal bleeding, for which spe-
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cific treatment guidelines do not exist. A high degree of
suspicion is essential for the entity as a delay in diagnosis
could lead to fatal consequences. Due to the lack of
specific guidelines in management, a multi-disciplinary
approach utilizing local expertise and resources has been
recommended. Early diagnosis, prompt resuscitation fol-
lowed by appropriate intervention is crucial in the man-
agement of these patients, who have severe portal hy-
pertension and are already coagulopathic from end stage
liver disease. Appropriate referral to a tertiaty care center
should be initiated when resources are not available lo-
cally and liver transplantation should be considered as a
definitive treatment to give them the best chance of long
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term survival.

COMMENTS

Case characteristics

A 37-year-old male with recently diagnosed nonalcoholic steatohepatitis cirrho-
sis presented with abdominal pain and distension.

Clinical diagnosis

Palmar erythema, scleral icterus, shifting dullness on abdominal percussion and
right lower quadrant tenderness.

Differential diagnosis

Ascites from portal hypertension, spontaneous bacterial peritonitis, intra-
abdominal hemorrhage from variceal rupture, hepatocellular carcinoma rupture
and perforated viscous.

Laboratory diagnosis

Hemoglobin: 8.7 gm/dL, WCC: 17.6, platelets: 149, INR: 1.8, bilirubin: 18.2mg/
dL, alkaline phosphatase: 164, AST: 140, ALT: 44, creatinine: 0.97mg/dL and
MELD score: 24.

Imaging diagnosis

CTICTA/CTV of abdomen: Cirrhosis, ascites, right abdominal mesenteric vari-
ces with focal area of enhancement in the right lower quadrant indicating hemo-
peritoneum.

Pathological diagnosis

Paracentesis revealed hemorrhagic ascites. Trans-hepatic portal vein angio-
gram revealed mesenteric varices with bleeding from colonic branch and cecal
branch.

Treatment

Coil embolization of bleeding mesenteric varices by intervention radiologist,
Trans jugular Intrahepatic Porto-systemic shunt for esophageal variceal bleed
and eventually orthotopic liver transplantation for end stage liver disease.
Related reports

Ectopic variceal bleed accounts for about 5% of variceal hemorrhage and high
degree of suspicion is necessary in cirrhotics with obscure bleeding.

Term explanation

Ectopic varices are porto-systemic collaterals occurring anywhere in the
abdomen other than cardio-esophageal region. Orthotopic liver transplant is
replacement of complete liver by donor liver in the normal anatomical position.
Experiences and lessons

This case report not only describes a very rare presentation of decompensated
cirrhosis, but also managed successfully in a multi-disciplinary fashion utilizing
multiple medical and surgical specialists.

Peer review

This article reported successful management of ectopic mesenteric variceal
rupture and is an important diagnosis to consider in massive obscure bleeding
in cirrhotic patients.
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