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Abstract 

Leiomyoma is the most commonly reported benign tumor of the esophagus. Most arise from the mid and lower esophagus. 
Usually, they are asymptomatic, however symptomatic leiomyoma usually presents with dysphagia, pain, and weight loss. Very 
rarely they might attain a size >10cm often referred to as Giant Esophageal Leiomyoma (GEL). Though most leiomyoma can 
be surgically managed by transthoracic enucleation, GEL often requires partial esophagectomy due to mucosal damage and 
malignant potential. Here, we report a case of a 26-year-old male with a giant esophageal leiomyoma of the distal esophagus 
extending up to the proximal stomach who presented with massive upper gastrointestinal hemorrhage and dysphagia which is 
very rarely reported in the literature. Complete excision of the tumor required distal esophagectomy with proximal gastrectomy 
and anastomotic repair was done with a gastric conduit
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Introduction
Although esophageal leiomyoma is rare, it accounts for the 
most common benign submucosal mesenchymal tumor of the 
esophagus. With an incidence of 8-43/10000 in autopsy se-
ries, it’s a rare neoplasm [1]. Most of the cases described are 
single lesions in the middle and distal esophagus and occur 
mainly in the third to fourth decade of life with a male pre-
ponderance [2]. Since most leiomyomas are smaller than 5cm 
they are asymptomatic and found incidentally. Occasionally 
sizes>10cm have been described in literature when they be-
come symptomatic. Although transthoracic enucleation is a 
safe and effective approach in most cases of leiomyoma cases 
, the approach and management of GEL are different [3]. This 
is mainly because the mucosal and muscle defect cannot be 
repaired after simple enucleation of these giant tumors and 
in very rare instances they might have a sarcomatous change 
which can be missed [4]. This case report summarizes the rare 
clinical presentation of a GEL and its surgical experience

Case Presentation
A 26-year-old gentleman presented with dyspepsia and pro-
gressive dysphagia for 2 months. He was admitted to a local 
hospital with sudden onset of hematemesis and loss of con-
sciousness. On evaluation, he was found to have a Blood pres-
sure of 80/60mm Hg and a pulse rate of 112 per minute. His 
blood investigation revealed a hemoglobin value of 4.2gm/dl. 
One week later his dysphagia progressed and was completely 
intolerant to solid foods and was referred to our hospital for 

further evaluation. He had no episode of dyspnea, fever, or 
weight loss. He was not an alcoholic or smoker and his fam-
ily history was insignificant. General examination was unre-
markable except that he had mild pallor. Fresh blood investiga-
tions revealed hemoglobin of 9.5gm/dl and a total leukocyte 
count of 8300cu/mm. Contrast-Enhanced Computer Tomogra-
phy (CECT) of the thorax revealed a large lobular (11x10x7 
cm) non-enhancing homogenous exophytic lesion compress-
ing and displacing the lower esophagus and gastroesophageal 
junction extending to the cardia of the stomach and causing 
marked luminal narrowing. The lesion anteriorly abuts the 
pericardium, laterally the left lung parenchyma, and superiorly 
the left pulmonary vein (Figure 1, panels a,b)
Upper gastrointestinal endoscopy showed an esophageal sub-
mucosal mass with a luminal compromise with dilated, tor-
tuous vessels over it. Based on these findings a differential 
diagnosis of Gastrointestinal Stromal Tumor (GIST) or leio-
myoma was made. The patient was taken up for surgery after a 
proper anesthesia workup. He was positioned in a right lateral 
decubitus position and a left thoracotomy incision was made 
through the seventh intercostal space. The same incision was 
extended to an upper midline laparotomy incision. We found a 
hard tumor in the mid esophagus in the posterior mediastinum 
extending from 2 cm below the carina and extending below 
to the cardia of the stomach involving the proximal stomach 
(Figure 2, panel a) The tumor was found adherent to the in-
ferior pulmonary ligament, left vagus nerve and hemiazygous 
vein. We proceeded with distal esophagectomy combined with 
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Figure 1: Contrast-enhanced computer tomography images.
(a) Coronal section showing homogenous non enhancing lobulated lesion involving distal esophagus (arrow) which 
closely abuts the left pulmonary vein and lung parenchyma (arrow head)
(b) Axial section showing the tumor closely abutting the pericardium anteriorly and displacing the esophagus laterally

Figure 2: Intraoperative images.
(a) Intraoperative image showing tumor extending from the distal part of the middle esophagus (arrow)  and below 
across the gastroesophageal junction to the cardia of the stomach(arrowhead)
(b) Intraoperative image showing gastric conduit prepared and the esophagogastric anastomosis (arrow) performed 

proximal gastrectomy. Proximally esophagus was divided 2cm 
below left pulmonary vein and distally stomach was divided 4 
cm below the gastroesophageal junction. Gastric conduit was 
then created along the greater curvature and esophagogastric 
anastomosis was performed hand sewn in two layers (Figure 2, 
panel b)
Feeding jejunostomy was also done by Witzel technique. A 28 
Fr soft thoracic catheter was placed in the thoracic cavity close 
to the anastomosis. Postoperative day two jejunostomy feed-
ing was initiated. Postoperative day four, gastrograffin swallow 
study was performed in which normal anastomotic patency 
was ascertained (Figure 3) Hence, we started on oral fluids on 
the same day and was discharged on postoperative day eight 
after drain removal. He remains symptom free at five months 
of follow-up and tolerating both solid and liquid diet. 
Gross pathological examination revealed a well encapsulat-
ed grey brown globular mass of size 12x8x7cm with areas of 
hemorrhage at centre (Figure 4, panel a,b). The histopathologi-
cal examination showed unremarkable spindle cells arranged 
in whirls and fascicles with no atypical mitosis or necrosis 

Figure 3: Postoperative gastrograffin swallow study.
Gastrograffin swallow study performed on postoperative day 
four showing the patent esophagogastric anastomotic site (ar-
row)

https://dx.doi.org/10.46998/IJCMCR.2022.21.000512


 ijclinmedcasereports.com                                                                                                                                           Volume 21- Issue 3

3

Figure 4: Resected tumor specimen: gross pathological features.
(a) A resected specimen showing well - encapsulated neoplasm with areas of hemor-
rhage 
(b) Tumor with attached part of the proximal stomach (arrowhead)

Figure 5: Histopathological image (magnification 40X).
Hematoxylin and eosin staining of the tumor cells re-
veal unremarkeable spindle cells arranged in fascicles 
with no atypical mitosis 

(Figure 5). Immunohistochemistry (IHC) revealed positive 
staining for Smooth muscle actin (SMA), Desmin, Caldesmon 
and Ki67 index of 3 % (Figure 6,panel a,b,c,d).On the basis of 
histopathological finding and IHC, a diagnosis of leiomyoma 
was made. 

Discussion
Leiomyoma is the most common benign tumor of the esopha-
gus. Most commonly it originates from the muscular layer 
of the mid and lower esophagus. Benign tumors account for 
only 10% of all esophageal tumors and leiomyoma accounts 
for hardly 4% among them [5]. Leiomyoma usually is asymp-
tomatic or may present with non-specific symptoms like dys-
phagia, pain, and pyrosis. Less commonly they may present 
with symptoms that include weight loss, hematemesis, or me-
lena. Bleeding is a much more common symptom in gastric 
leiomyoma. In the present case patient presented with massive 
hematemesis and dysphagia which is rather uncommon. It can 
occur at any age, but 90% of them occur in the third to fourth 
decade of life with a proportional male to female incidence of 
2:1 [6]. 

Radiological evaluation with a barium swallow, CECT, Upper 
gastrointestinal endoscopy, and endoscopic ultrasound may be 
useful to clinch the diagnosis [7]. CECT best describes the lo-
cation, extent, and relation with surrounding structures. In the 
present case esophagoscopy showed an esophageal submuco-
sal mass with a luminal compromise with dilated, tortuous ves-
sels over it. However, the characteristic finding that has been 
described is esophageal narrowing with intact overlying muco-
sa [8]. A preoperative biopsy is however not mandatory since 
there is a risk of mucosal bleed. In most of the cases, biopsy 
material was insufficient to establish an accurate histopatho-
logical diagnosis [3].
Most leiomyomas are intramural and well encapsulated hence 
can be treated by enucleation. Up to 8 cm leiomyoma has 
been treated by enucleation provided there is a tension-free 
approximation of myotomy and that mucosa is intact. Proper 
approximation of the muscle layer of the esophagus is needed 

Figure 6: Immunohistochemistry images (magnification 40X).
Tumor cells (a) Positive for (SMA); (b) positive for Desmin ; 
(c) positive for Caldesmon; (d) expressing Ki67 index of 3% 
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to maintain the propulsive activity of the esophagus and this 
prevents reflux esophagitis in long term [3,7]. Approximately 
5 % of them are giant leiomyoma defined as size >10cm [9]. 
Large leiomyoma is often difficult to excise without muco-
sal breach due to tight and extensive adhesion. These factors 
further necessitate the need for esophagectomy over enucle-
ation. Transformation of leiomyoma to sarcoma is also a rare 
possibility reported in <0.2% of cases. Hence esophagectomy 
should be done to distinguish benign from malignant neoplasm 
in GEL [10]. Esophagectomy is mostly done with gastric pull-
up through a left posterolateral thoracotomy approach [7]. In 
our case, we performed the procedure through a single left tho-
racoabdominal incision. The main limiting factor for a thora-
coscopic approach is the creation of a plane between the tumor 
and mucosa, albeit minimally invasive enucleation has also 
been reported for GEL [11].
Several reconstruction techniques have been described for 
esophageal reconstruction. Among them, gastric and colonic 
conduits have gained importance. The choice of conduit de-
pends on the location of the tumor. The gastric pull-up is wide-
ly accepted because of its robust blood supply and requirement 
of only a single anastomosis. Colonic conduit is preferred by 
some authors when the tumor is located in the proximal part 
of the esophagus with the rationale of reducing the acid reflux 
when the whole stomach is used for anastomosis [12,13]. How-
ever gastroesophageal reflux has been significantly reduced by 
gastric tubulization along the greater curvature and maintain-
ing at least 6cm of the gastric tube below the diaphragm [4]. 
Our case was exceptional since the tumor was extending to 
the cardia of the stomach and hence had to proceed with distal 
esophagectomy and proximal gastrectomy. This procedure has 
been described for benign tumors of the gastroesophageal junc-
tion by using isoperistaltic jejunal interposition by Merendino 
et al [14]. Although this procedure delivers a reliable antireflux 
mechanism, it’s a complex procedure requiring three anasto-
moses. Hence reconstruction of cardia with a gastric conduit 
was tried in our case. However, a comparison between the two 
procedures has shown that the Merendino procedure was as-
sociated with lower anastomotic leak and shorter hospital stay 
than the gastric conduit procedure [15]. However, we used a 
gastric conduit for anastomosis and the patient was discharged 
on postoperative day eight after tolerating a proper oral diet. 

Conclusions
GEL is a rare entity that presents many diagnostic and surgical 
challenges. Studies describing the preferred surgical approach 
are very scarce. This case report provides an insight into an un-
common presentation of massive upper gastrointestinal bleed 
which often causes a diagnostic dilemma. Due to its large size, 
enucleation technique is rarely feasible. It is also difficult to 

identify the underlying malignant nature of GEL preoperative-
ly, which ultimately depends on the histopathological and im-
munohistochemical analysis of complete resected specimen. In 
the present case complete resection of the tumor required distal 
esophagectomy with proximal gastrectomy which was safely 
repaired with a gastric conduit. 


