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Introduction

Esophageal leiomyomatosis is defined as diffuse hypertrophy of esophageal wall muscles except
muscularis mucosae. It is mostly seen in children and young adults.[1] Moreover , it has been reported
in old age as well. [2] They come from smooth muscles principally and are a diffuse variant of
leiomyomas of esophagus which constitute 0.4 % of neoplasms of this organ.[3] They are slow
growing tumors and are generally asymptomatic. Size greater than 5cm have been correlated with
symptomatology in these cases.[4] Familial variety has been seen in association with Alport
syndrome.[5] The common imaging findings include smooth tapering of the distal esophagus on

barium swallow and thickening of the distal esophageal wall on computed tomography scan.[6]

Case Report

A 21lyear old male, smoker, presented to us with complaints of slowly progressive difficulty in
swallowing solids and then liquids over 3-4 years. His dysphagia was not intermittent, with food
sticking initially in lower chest and afterwards in upper chest. He had associated productive cough,
regurgitation of food but not through nose or at night, and dyspepsia for which he used to take proton
pump inhibitors. He had history of repeated chest infections from first decade of life and more so over
the last 4 years before presenting to us. He did not have any positive history of GI malignancy in the
family, infectious disease, lympho or myeloproliferative disorder, respiratory tract malignancy or
radiation exposure. He did not report drooling of saliva or coughing and choking during food
consumption, hematemesis, skin lesion or intake of antibiotics, anti-inflammatories, or
bisphosphonates. His labs were unremarkable and no evidence of hematuria, proteinuria was present.
He underwent equivocal upper Gl endoscopy. Repeat endoscopy and EUS with FNB revealed
esophageal leiomyomatosis. HRCT chest revealed large well defined soft tissue density mass
approximately 10x7.5x7.2cm at distal end of esophagus extending into stomach cardia. CT also
revealed marked circumferential thickening of middle esophagus with retrograde dilatation.
Anteriorly, the narrowed middle esophagus was abutting the trachea and carina and displacing them

anteriorly. Aorta was encased by lesion more than 90° but less than 180°.
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Fig 1: CT Chest showing circumferential luminal thickening with encasement of aorta and

involvement of cardia of stomach.

After anesthesia fitness protocols, Transhiatal esophagectomy with stomach pull up and
esophagogastric anastomosis in the neck was performed. Histopathology report revealed esophageal
leiomyomatosis without cellular pleomorphism, necrosis, atypia, and benign squamous mucosa
without ulceration. Immunoprofiling turned out to be positive for desmin and h-Caldemon. Proximal
and distal resection margins were unremarkable. Post-operative course of the patient remained smooth,

and he was discharged on 12th post-operative day for follow up with us.
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Fig: Histopathology view of Transhiatal esophagectomy specimen.
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Discussion

Esophageal leiomyomatosis has been described as a hamartomatous entity with sporadic and
hereditary profiles. It can be associated with gastrointestinal leiomyomata, tracheobronchial and
genital lesions. Slowly progressive and long-standing dysphagia are classic features. Achalasia is its
most common mimicker.The average time from symptom onset to diagnosis may be 3 years. [7] It
commonly involves middle and distal third of esophagus but can reach up to cardia in 80% of cases.
In 35% of cases, it can involve whole of esophagus. Increased length of stricture on barium swallow
differentiates it from achalasia as does the eccentric bulge indicating submucosal lesion. CT scan can
depict extension of soft tissue lesion into the cardia of the stomach, not typically seen with achalasia.
[8] Once diagnosis is established, family can be screened for possibility of Alport syndrome,
esophageal vulvar syndrome.[9] The treatment of choice is esophagectomy with transposition of
stomach to restore the GI continuity.[10] Partial gastrectomy and colonic interposition may be required

in some cases. [11]

Conclusion

Esophageal leiomyomatosis can cause significant debilitation to the patient and warrants clinical
suspicion incorporated in the diagnostic plan and treatment to avoid morbidity and mortality.
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