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Diagnostic Challenge

There will be an answer: let it bleed

Brian Deady, MD*; Brock Pullen, MD'; David Hodges, MD*

CASE HISTORY

A 19-year-old African male, a recent immigrant from
Sudan, presents to the emergency department after
midnight complaining of nausea and two episodes of
painless vomiting of bright red blood. The patient
describes black stools for 3 days. Through a translator,
it is learned that there is a past history of mild asthma;
no other medical conditions are described. He has not
used acetylsalicylic acid or nonsteroidal antiinflamma-
tory drugs.

On examination, his vital signs are as follows: blood
pressure 128/81 mm Hg, pulse 102 beats/min, tem-
perature 36.6°C (97.8°F), and respiration 16 breaths/
min. There is no scleral icterus or obvious jaundice. A
chest examination reveals good bilateral air entry with
normal heart sounds. The abdomen is mildly to
moderately distended and nontender. A digital rectal
examination reveals black stool, occult blood positive.

Bloodwork is requested, and a large-bore intrave-
nous (IV) drip is initiated. His nausea is treated with IV
metoclopramide and diphenhydramine. His initial
hemoglobin is 114 g/L, white blood cell count is 17
X 107, and platelets are 249 X 10°. His international
normalized ratio is 1.6, and liver enzymes are within
normal limits.

During the course of emergency department treat-
ment, he has two more moderate episodes of hematem-
esis. Pantoprazole is initiated, a type and cross-match
for blood are requested, and he is moved to a monitored
area. He remains hemodynamically stable throughout
the duration of the night.

Later in the day, following admission to hospital,
computed tomography CT of the abdomen is per-
formed (Figure 1 and Figure 2).

Figure 1. Noncontrast axial computed tomographic scan of
the abdomen.

Figure 2. Noncontrast coronal computed tomographic scan
of the abdomen.

QUESTION

What is the most likely diagnosis?

a) Esophageal varices
b) Mallory-Weiss tear
c) Peptic ulcer

d) Dieulafoy lesion

For the answer to this challenge, see page 161.
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Diagnostic Challenge

There will be an answer: let it bleed

Brian Deady, MD*; Brock Pullen, MD'; David Hodges, MD*

ANSWER

The most likely diagnosis is esophageal varices. The
patient had presinusoidal portal hypertension second-
ary to schistosomiasis.

Mallory-Weiss syndrome (MWS) is a relatively
common condition with a prevalence of approximately
2 to 10% of patients who present with upper gastro-
intestinal bleeding.'* A sudden increase in intra-abdom-
inal pressure with retching produces a longitudinal tear
in the mucosa and submucosa at or near the gastro-
esophageal junction. Further vomiting is then associated
with hematemesis, although in up to 50% of patients,
blood is noted with the first episode of vomiting.’ Blood
loss is usually self-limited, but massive hemorrhage
leading to death has been described.® Although up to 40
to 70% of patients with active upper gastrointestinal
bleeding due to MWS may require blood transfusion,
most tears heal spontaneously.”® Endoscopy is the
diagnostic procedure of choice.”

Peptic ulcer is the most common cause of acute
hemorrhage in the upper gastrointestinal tract,
accounting for about 50% of cases.” About 20% of
patients who have bleeding ulcers present with melena,
30% with hematemesis, and 50% with both.!" As many
as 5% of patients with bleeding ulcers present with
hematochezia.!"'2

Dieulafoy lesion is an uncommon cause of major
gastrointestinal bleeding,”” where a large tortuous
arteriole erodes through the proximal gastric submu-
cosa and bleeds in the absence of a primary ulcer.™
Typically, the lesion lies within 6 cm of the gastro-
esophageal junction on the lesser curve of the stomach,
although similar lesions have been described in the
intestine, colon, and rectum.*'¢ Awareness of the

condition and experience in endoscopy are the main-
stay of diagnosis as both diagnosis and treatment can
be challenging.?

COMMENTARY

Schistosomiasis is a tropical parasitic disease caused by
infection with blood flukes known as schistosomes.'s
Geographically, schistosomiasis is prevalent in tropical
and subtropical regions, particularly sub-Saharan
Africa, but also the Middle East, South America, the
Caribbean, the Philippines, Thailand, and Indonesia.
According to the World Health Organization, 200
million people are infected worldwide, and the infection
rates are higher in children than in adults; 200,000
deaths annually are attributable to schistosomiasis.!**

Acute schistosomiasis (AS), or Katayama fever, is seen
mostly in travelers after primary infection. Typically,
the illness is a result of a systemic hypersensitivity
reaction against the migrating schistosomulae, occur-
ring a few weeks to months after a primary infection.
The disease starts abruptly with fever, fatigue, myalgia,
malaise, nonproductive cough, eosinophilia, and patchy
infiltrates on chest radiography. 12122

In chronic schistosomiasis, immunopathologic reac-
tions against schistosome eggs trapped in the tissues lead
to inflammatory and obstructive disease in the urinary
system (Schistosoma haematobium) or intestinal disease,
hepatosplenic inflammation, and liver fibrosis (Schisto-
soma mansonti, Schistosoma japonicum).'* The eggs secrete
proteolytic enzymes that provoke typical eosinophilic
inflammatory and granulomatous reactions, which are
progressively replaced by fibrotic deposits.'#!**

Chronic schistosomal disease mainly affects individ-
uals with long-standing infections in poor rural areas.
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Hepatic schistosomiasis can lead to two separate
clinical scenarios. Inflammatory hepatic schistosomia-
sis causes hepatosplenomegaly in children and adoles-
cents; disease severity is proportional to the intensity of
egg infestation. Chronic hepatic schistosomiasis devel-
ops after a longer duration of intense infection. Diffuse
collagen deposits in the periportal spaces lead to
periportal fibrosis—so-called Symmer pipestem fibro-
sis—with accompanying splenomegaly and portal
hypertension. Interestingly, hepatocellular function
commonly remains normal. Morbidity and mortality
are a function of ascites and esophageal varices.'" If
suspected, ultrasonography is useful in confirming the
presence of ascites.”*’

The diagnostic standard is microscopic demonstra-
tion of eggs in the excreta. Praziquantel, effective
against mature worms to stop egg production, is the
drug treatment of choice for chronic schistosomiasis.
Vaccines are not yet available.'s”

Patients with liver disease secondary to schistoso-
miasis have significant reductions in vitamin K-
dependent factors, which can lead to a coagulopathy.
Vitamin K administration is advised.*

The treatment of AS differs in that the illness is due
to an immune response to schistosomulae migration
and responds to the combined use of praziquantel and
steroids.””?* Praziquantel is ineffective against eggs and
immature worms'!* and may worsen the symptoms of
AS if employed without steroids.>

CLINICAL COURSE

The next morning in the endoscopy suite, prior to
gastroscopy, the patient began vomiting massive

'

\

Figure 3. Noncontrast axial computed tomography image
through upper abdomen showing small liver with nodular
contour, consistent with cirrhosis (short arrow), and enlarged
spleen containing both fine parenchymal and linear capsular
calcifications (long arrow).
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Figure 4. Coronal computed tomography image post contrast
during portal venous phase demonstrating ascites (short
arrows), gastro-esophageal junction varices (long arrow),
blood in gastric lumen (medium arrow), and enlarged spleen.

amounts of blood and clots; he fell off the stretcher
and collapsed to the floor. He remained conscious and
had a palpable femoral pulse but was tachycardic,
hypotensive, and hypoxic. His hemoglobin had dropped
to 65 g/L from the initial value of 114 g/L and was
85 g/L posttransfusion.

Gastroscopy identified multiple varices throughout
the esophagus. Fourteen bands were applied to the
varices. No gastric or duodenal ulcers were visualized.
Adequate hemostasis was achieved, and the gastroscope
was withdrawn.

Computed tomography of the abdomen and pelvis
documented a small liver consistent with cirrhosis,
massive splenomegaly, severe portal hypertension with
ascites, and varices (Figure 3 and Figure 4). The patient
underwent liver biopsy, which demonstrated portal and
periportal fibrosis and foreign bodies consistent with S.
mansoni eggs. No eggs were identified in stool samples.
He was treated with praziquantel orally. A decision was
made to proceed with a mesocaval shunt to control the
severe portal hypertension. He was discharged from
hospital and continues to live in the area.

CONCLUSION

Significant and life-threatening hemorrhage secondary
to esophageal varices is possible in young adults who
fall outside the much more common cohort of older,
chronic alcoholic patients. Presinusoidal portal hyper-
tension manifested by esophageal varices secondary to
chronic schistosomiasis should be considered in recent
immigrants from endemic areas who present with
massive upper gastrointestinal bleeding.
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