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Crohn'’s disease (CD) is a transmural inflammatory process that can affect any segment of the gastrointestinal tract. CD
has a predilection for the colon and the small bowel, specifically the terminal ileum. Esophageal involvement of CD is
exceedingly rare and there is a paucity of data regarding the disease phenotypes, course, complications and treatment. We
report a case of an 18-year-old male patient presenting for intermittent dysphagia and epigastric pain. Upper endoscopy
revealed esophageal ulcers in the middle esophagus surrounded by normal esophageal mucosa. Biopsies were taken from
the ulcerated lesions. Histology revealed granulomatous esophagitis. The stomach and duodenum were unremarkable.
An ileo-colonoscopy was performed and showed unremarkable mucosa with normal biopsies. The patient was started on
proton pump inhibitors and prednisolone as induction therapy with significant symptomatic improvement within 15 days of
therapy. The patient was then started on azathioprine 150 mg once daily as maintenance therapy with complete resolution
of symptoms. Esophageal CD is an overlooked entity. This article underscores the need to rule out CD when physicians are
confronted by esophageal ulcers on upper endoscopy.

Esophageal ulcers, esophageal Crohn’s disease, prednisolone, azathioprine

Dysphagia as the initial presentation of esophageal Crohn’s disease is exceedingly rare.

Esophageal Crohn’s disease be included in the differential diagnosis of esophageal ulcers in the absence of Crohn’s disease
of the colon or small bowel.

Treatment of esophageal Crohn’s disease should be tailored to each patient taking into account the patient’s symptoms,
disease activity, disease course, phenotype and disease complications.

INTRODUCTION gastrointestinal tract. Esophageal involvement of CD is
Crohn's disease (CD) is a chronic granulomatous exceedingly rare with a prevalence of 1.8% in adults!'. The
inflammatory disease that can affect any segment of the diagnosis is usually made in patients known to have CD of
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the colon or the small bowel in the setting of esophageal
symptoms!?. Esophageal symptoms surfacing as a presenting
feature for CD is extremely rare.

CASE PRESENTATION

An 18-year-old male sought medical care for intermittent
dysphagia and epigastric pain. The patient denied any
weight loss or gastrointestinal symptoms. He denied any
fever or aphthous oral ulcers. The patient did not take any
medications on regular basis. He had no family history of
gastrointestinal inflammatory bowel disease or malignancy.
The physical examination was unremarkable. Biochemical
workup was normal.

Upper endoscopy revealed multiple ulcers with a punched-
out appearance at the level of the middle esophagus (Fig. 1)
interspersed with normal surrounding esophageal mucosa.
The gastro-esophageal junction, stomach and second
portion of the duodenum were normal.

Ziehl-Nelsen stain and immunohistochemical staining for
cytomegalovirus, herpes simplex virus and polymerase chain
reactionfor Mycobacteriumtuberculosisdeoxyribonucleicacid
were negative. Serology for human immunodeficiency virus
was negative. A wide differential diagnosis was considered:
gastroesophageal reflux disease, esophageal carcinoma,
viral infections, CD, sarcoidosis, tuberculosis, disseminated
fungal disease, Bechet’s disease and chronic granulomatous
disease. An ileo-colonoscopy was unremarkable with
normal biopsies. Magnetic resonance enterography was
unremarkable with absence of stenosis or intra-abdominal
collections. Histologically, esophageal biopsies revealed
erosions with epithelioid granulomas without central
necrosis in the lamina propria. A diagnosis of isolated
esophageal CD was made. The patient was started on proton
pump inhibitors (PPls) at a dosage of 40 mg once daily along
with prednisolone 40 mg once daily as induction therapy.
The patient reported symptom improvement within 15 days
of treatment. The patient received a course of prednisolone
of 40 mg with tapering for 4 weeks concomitantly with
azathioprine 150 mg once daily as maintenance therapy. Full
resolution of esophageal symptoms was reported 3 weeks
following treatment.

One month later, a repeat upper endoscopy was
unremarkable with complete resolution of the esophageal
ulcers. Histology was normal as well. At present, the patient
remains asymptomatic on azathioprine 150 mg once daily.

DISCUSSION

Esophageal involvement of CD is rare and esophageal
symptoms as initial presentation of CD is even rarer.
Usually, colonic or small bowel CD precedes esophageal
CD. Esophageal CD manifests as symptoms of esophageal
involvement. Dysphagia and odynophagia are the most
common symptoms of esophageal CD!. Chest pain and
heartburn are other symptoms of esophageal CD. Around
30% of patients with esophageal CD have concomitant oral
aphthous ulcerations at the time of diagnosis®. Patients

Figure 1. An upper endoscopy revealing a superficial punched out

aphthous ulcer (black arrow) with surrounding normal esophageal

mucosa.

with esophageal CD can sometimes exhibit weight loss and
extra-intestinal manifestations, such as arthritis, uveitis, and
erythema nodosum(®.,

Endoscopic findings of esophageal CD are characterized
by ulcerations, erosions and cobblestone appearance!®.
Esophageal CD has a predilection for the middle and
distal esophagus with the proximal esophagus being less
commonly affected by CD"\. Complications of esophageal
CD arefistulasto the stomach and respiratory tract. Insevere
cases, esophageal strictures can ensuel”. Histologically, non-
caseating granulomas are seldom detected in esophageal CD
and they are not necessary for the diagnosis of esophageal
cDel.

The management of esophageal CD is not standardized
due to paucity of data, the heterogeneity of cases and lack
of clinical trials in the medical literature!”. PPIs have been
shown to provide symptomatic relief and mucosal healing
in cases of esophageal CD but their clinical and endoscopic
benefits are yet to be proven. Oral systemic steroids
are associated with rapid improvement of esophageal
symptoms as was exemplified in our case. Antitumor
necrosis factors are effective in severe and refractory
cases of esophageal CD. Endoscopic dilatation is an option
in cases of esophageal strictures!®. Surgery is opted for
in cases of fistulas, refractory strictures and diseases
refractory to medical treatment!?. Induction therapy with
prednisolone along with azathioprine maintenance therapy
remains the gold standard of treatment in terms of clinical
and endoscopic remission and histologic improvement!*37.,
Our case highlights the efficacy of PPIs, prednisolone and
azathioprine in inducing clinical and endoscopic remission
and histologic improvement.

CONCLUSION

Esophageal CD should be incorporated in the differential
diagnosis of esophageal ulcers. An upper endoscopy is
warranted in patients known to have colonic and small
bowel CD with esophageal symptoms. Therefore, an upper
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endoscopy is crucial to evaluate the extent of the disease.
A diagnosis of esophageal CD is confirmed by combined
clinical, endoscopic and histologic findings. Treatment
should be personalized in terms of varying disease activity,
phenotype, disease course and complications.
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