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Esophageal Ulcers in Primary Biliary Cholangitis: A Rare 
Cause of Hematemesis in the Setting of Portal Hypertension 

and Esophageal Varices

Sindhura Kollia, c, Amit Moria, Isaac Moshenyatb

Abstract

Our patient with primary biliary cholangitis, previously termed as 
primary biliary cirrhosis, presented with an unexpected and unusual 
cause of hematemesis in the form of multiple esophageal ulcers in-
between variceal columns. Given that upon endoscopic examination, 
the esophageal ulcers were found to bleeding instead of the varices; 
they should be considered in the differential in the etiology of he-
matemesis in primary biliary cholangitis and thoroughly searched for 
during an endoscopic procedure for early treatment and subsequent 
secondary prevention.
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Introduction

A classic case of esophageal varices in the setting of advanced 
primary biliary cholangitis (PBC), which was previously 
known as primary biliary cirrhosis, turned unusual when the 
sudden appearance of esophageal ulcers in-between the var-
iceal columns were observed. While initially presumed to be 
endoscopic post-banding ligation ulcers, this patient never 
underwent an esophagogastroduodenoscopy (EGD), endo-
scopic banding, or sclerotherapy of her varices, having never 
experienced any symptoms from her advanced disease. This 
case report entails a previously unseen manifestation of PBC 
with portal hypertension and a new type of esophageal ul-
cer that should be explored as a possible alternate source of 
bleeding in PBC patients to expedite early recognition and 

treatment.

Case Report

We present a case of a 71-year-old Caucasian female patient 
with a past medical history of diabetes mellitus type 2, hypo-
thyroidism, and hypertension presenting with symptoms of 
shortness of breath, abdominal distention and right lower leg 
edema that have been progressive in nature since beginning 
2 months prior to admission. Ultrasound and transthoracic 
echocardiogram revealed a right-sided pleural effusion, peri-
cardial effusion without tamponade, and moderate ascites con-
tributing to her shortness of breath and abdominal distension 
as well as cirrhosis with liver nodularity and splenomegaly. A 
thoracentesis and interventional radiology (IR) guided paracen-
tesis were done for both diagnostic and therapeutic purposes. 
Computed tomography angiography (CTA) and lower extrem-
ity venous Doppler were negative for pulmonary embolism and 
deep venous thrombosis, respectively. Initial laboratory workup 
showed normal aspartate aminotransaminase (AST) and alanine 
aminotransaminase (ALT) levels, but an elevated alkaline phos-
phatase (ALP) of 312 IU/L, slightly elevated gamma glutamyl-
transferase (GGT) of 100 (IU/L), slightly elevated international 
normalized ratio (INR) of 1.2, decreased albumin of 2.4 g/dL 
and negative viral hepatitis panel. Her platelets, bilirubin and 
lactate dehydrogenase (LDH) were within normal limits. Fur-
ther investigation revealed patient quit smoking 30 years prior, 
consumes 0 - 1 drinks per week, and never engaged in illicit 
drug usage. Ascitic fluid analysis from a paracentesis revealed 
a serum-ascites albumin gradient (SAAG) of > 1.2 g/dL and 
low protein suggestive of portal hypertension. Once positive 
antimitochondrial antibody (AMA) titer of 1.64 and a positive 
antinuclear antibodies (ANA) titer at 1.42 results returned, she 
was diagnosed with PBC and started on ursodiol and spironol-
actone. However, her hospital course became complicated with 
two episodes of hematemesis coffee ground emesis which re-
quired further investigation with an EGD.

EGD revealed cratered and linear ulcers with irregular 
shapes and blood intermittently oozing from the center in the 
esophagus in between > 5 mm non-bleeding esophageal var-
ices in the middle and lower one third of the esophagus (Figs. 
1, 2). Bipolar cautery was used successfully to halt bleeding 
from the ulcers. Octreotide drip was discontinued and a pro-
ton pump inhibitor (PPI) drip was continued which was later 
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changed to oral. She had no more episodes of bleeding and 
discharged with appropriate outpatient follow-up with recom-
mendations of non-selective beta blockers. Patient refused to 
have a repeat endoscopic evaluation of her esophageal ulcers.

Discussion

To recognize the unusual nature of this case requires under-
standing the typical presentation of PBC. PBC is an autoim-
mune granulomatous disorder that destroys interlobular bile 
ducts leading to cholestasis that eventually becomes cirrhosis. 
Its target group is middle-aged Caucasian women similar to our 
patient. Typically, signs and symptoms of PBC include fatigue, 
jaundice, pruritus, elevated ALP, GGT, and total bilirubin with 
high titers of AMA present and sometimes ANA as well [1]. 
Patients also experience signs of portal hypertension such as 
ascites, splenomegaly, esophageal varices and hepatic enceph-
alopathy, hepatopulmonary syndrome, hepatorenal syndrome 
[2]; however, nonvariceal bleeding in the presence of varices 
is extremely uncommon. Cirrhosis causing portal hyperten-
sion can cause abnormally enlarged and thickened submucosal 
veins known as varices. In events causing hemodynamic com-
promise such as hypovolemia, these thickened veins cannot 
compensate further as they have reached maximal dilatation 
and have minimal reserve, thus resulting in ischemia and ne-
crosis of the mucosa creating ulcers. Varices are often treated 
by either sclerotherapy or more commonly, endoscopic band 
ligation (EBL). By placing a band on the bleeding tissue, blood 
supply is halted causing necrosis of the tissue and thrombosis 
of the varices. If the necrotic tissue is sloughed off, an ulcer 
will appear but heal within a few weeks. If the band falls off 
before the surrounding varices are thrombosed, the blood ves-
sels will be exposed in this new ulcer and subsequently cause 
bleeding, known as post-banding ulcer hemorrhage (PBUH) 
which occurs up to 15% of EBL cases [3, 4]. This will mani-
fest as hematemesis and increase mortality, length of stay, and 

readmission rates. However, our patient never had an EGD and 
never underwent EBL or sclerotherapy. She had unexpected 
and unusual cause of hematemesis in the form of multiple es-
ophageal ulcers in-between variceal columns.

Additionally, our patient did not possess other risk factors 
involved in the development of esophageal ulcers. Broadly, 
ulcers can be divided into traumatic or iatrogenic, infectious 
or autoimmune. As mentioned earlier, she did not undergo en-
doscopic band ligation, sclerotherapy, no recent nasogastric 
tube placement, stress ulcers, and no caustic ingestion. She 
was not known for chronic non-steroidal anti-inflammatory 
drugs (NSAID) usage, which generally produces large shallow 
ulcers with normal surrounding mucosa or caustic antibiotic 
usage such as tetracyclines, which can leave behind circum-
ferential ulcers that heal upon medication discontinuation [5]. 
Infectious processes such as cytomegalovirus (CMV) tend to 
imprint multiple, well-demarcated vertical/horizontal linear 
shallow ulcers, most commonly between the mid-third and 
lower-third areas of the esophagus [6]. Herpes simplex virus 
(HSV)-induced shallow erosive ulcers are similar to erosive 
reflux esophagitis and have a wider distribution pattern than 
CMV [6], while candidal white plaques will eventually give 
way to esophageal mucosal ulcers [7]. Gastroesophageal re-
flux disease (GERD)-induced esophageal ulcers are usually 
identified as superficial longitudinal ulcers and circumferential 
ulcers [8], while autoimmune processes like Behcet’s can rare-
ly cause large, multiple, elliptical esophageal ulcers [9]. While 
our patient’s ulcer morphology most closely resembles that of 
post-endoscopic banding or sclerotherapy, she never under-
went either procedure nor was she inflicted with any of the 
infectious, autoimmune or iatrogenic causes mentioned above. 
This diagnosis of exclusion leads us to suspect her esophageal 
ulcers were a result of her PBC. Given that upon endoscopic 
examination, the esophageal ulcers were found to bleeding in-
stead of the varices, they should be considered in the differen-
tial as the etiology of hematemesis in primary biliary cirrhosis 
and thoroughly searched for during an endoscopic procedure 

Figure 1. Ulcers in-between esophageal varices. Figure 2. Esophageal ulcers and varices in primary biliary cholangitis.
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for early treatment and subsequent secondary prevention.
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