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Abstract: Oesophageal hamartomas are extremely rare conditions especially in upper oesophagus. We

report on a 20-year-old woman who presented with dysphagia and was diagnosed with a retrosternal 4.9 cm x

9.0 cm heterogenic tumour located in her upper oesophagus. Preoperative examinations included computed

tomography of the chest, bronchoscopy and esophagoscopy, and no signs of malignancy were noted. She

underwent surgical resection of the mass and the final histopathological diagnosis was osteochondromatous

hamartoma of the upper oesophagus. No acute or long-term complications or tumour recurrence were noted

during a 6-year follow-up.
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Introduction

The embryological development of oesophagus and
trachea is from the primitive foregut, and is divided by the
development of respiratory diverticulum. Hamartomas
were introduced in 1904 by Albrecht (1) as tumour-like
malformations with mixing normal tissue components in
the organ in which they occur. Hamartomas of the lung
and airways are relatively common tumours, but only a few
reports describe a hamartoma of the oesophagus in adults
(2-8). Also, hamartomas of the nasotracheal tract have
been presented, and most of them in paediatric population
(9,10). These tumours are mainly composed of cartilage,
fat, fibrous tissue, and bone. The chief complaint of these
patients is progressive dysphagia and possible weight loss.
We present a case where the preoperative assessment with
imaging and endoscopy could not exactly predict the final
most probable histological alternative. Therefore, the patient
was prepared and consented for a major oesophageal resection
and reconstruction, but was perioperatively diagnosed with
an intramural upper oesophageal neoplasm, which could be
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resected pericapsularly without opening of the oesophageal
lumen. The rare histology of this lesion will be discussed.

Case presentation

A previously healthy 19-year-old female was referred
from a regional hospital in October 2009 with progressive
dysphagia and a retrosternal tumour. She did not have
significant weight loss. In computed tomography the
lesion measured 4.9 cm x 3.5 cm x 9.0 cm (Figure I). In
the imaging, the tumour appeared heterogenic, located
above carina, and was submucosal in oesophagus. In order
to obtain a biopsy, both bronchoscopy and esophagoscopy
were done under general anaesthesia. External compression
of the oesophagus was noted between 12 to 25 c¢cm from
the incisor line and the mucosa was macroscopically
normal. Several fine needle aspirations from the tumour
were taken, which were all negative for malignant cells. In
an oesophageal ultrasound examination cystic structures
were identified, and the tumour appeared benign in nature.
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Figure 2 An intramural hamartoma separated from the oesophagus. (A) A perioperative view during the last preparation stages; (B) tumour

specimen ready for histopathological examination.

Operative treatment was scheduled, but due to patient-
related factors, the operation was postponed to September
2010. Operative treatment consisted of a neck incision to
approach the oesophagus, which was then encircled and
muscular wall was opened vertically keeping the mucosa
intact. The tumour was identified between muscle and
mucosal layer and a pericapsular enucleation was performed
(Figure 2). The patient was discharged on the second
postoperative day without any primary complications. On
a follow-up visit one month later the patient complained
hoarseness and a consultation was appointed at the
Department of Otolaryngology-Head and Neck Surgery.
Left vocal cord paralysis was noted and scheduled for
follow-up. During the first 1-year follow-up, her hoarseness
subsided without any intervention and the patient has
remained also otherwise symptomless.
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Pathologic findings

In light microscopy the surgical specimen composed
of mature fat tissue, fibrous tissue, cartilage and benign
glandular structures (Figure 3).

Discussion

We report on a rare finding of a mediastinal mass that
was diagnosed as a large intramural hamartomatous
tumour of the proximal oesophagus. The final diagnosis
was only evident macroscopically perioperatively and
histopathologically after surgical resection of the entire
tumour mass. This report adds to the differential diagnosis
of slowly growing upper mediastinal tumours. More
importantly it demonstrates the importance of preoperative
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Figure 3 Histology of the intramural oesophageal hamartoma stained with hematoxylin and eosin. Original magnification for A and B on the

left 40x, A and B in the middle 100x, and A and B on the right 400x. (A) Mature fat tissue, fibrotic stroma with benign ductal structures lined by

pseudostratified epithelium (without cilia, goblet cells or mucous glands); (B) in addition to Figure 34 mature cartilage can be observed.

assessment and the value of preparing the patient even for
major resections and reconstructions even though the final
surgical outcome based on a rare histological alternative
may lead to a totally different outcome.

Benign tumours of the oesophagus are rare accounting
up to 0.5% or less of all oesophageal tumours at autopsy
(11,12). Other types of tumours rise from distal to middle
oesophagus, and only fibrovascular polyps tend to dominate
in upper oesophagus (12). The most common tumour
type is leiomyoma, while other benign tumours are rare,
such as neurofibromas (schwannoma), granular cell
tumours, hemangiomas, lipomas, and other types of polyps
like hamartoma (13). Previous reports have described
intraluminal polypomatous descriptions of oesophageal
hamartoma or lower intramural oesophageal hamartoma
(2,3,5,14) or lower intramural oesophageal hamartoma (4).
Hamartoma in cervical oesophagus of adults is extremely
rare and only five case reports on this entity have been
published this far (2,3,5,8,15).

Benign oesophageal tumours also constitute a rare cause
of dysphagia. An incidence of only 15 cases per 11,000
patients has been reported (12). Also, submucosal tumours
are often asymptomatic and discovered only after their
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diameter exceeds 5 cm. The first step at diagnosis is to rule
out the possibility of malignancy. The diagnostic tool of
choice in the modern era is endoscopic ultrasound (EUS)
although barium oesophagogram, contrast-enhanced CT
image and conventional gastroscopy are as well key elements
in the diagnostic work-up. In our case EUS was not usable
because of very proximal location of the tumour in the
oesophagus but CT scan revealed cystic nature of the tumour
and the tumour appeared benign in nature. In contrast to our
finding Zhang ez al. have reported usefulness of EUS in the
differential diagnosis of cervical oesophageal hamartomas (8).

There are a few reports on successful endoscopic
treatments of oesophageal hamartomas (5,16,17). According
to Ginai et al. a prerequisite for successful endoscopic
ligation of the hamartoma is that it is pediculated (15). This
was not the case in our patient. We decided to proceed with
surgery similarly to Zhang et 4l (8) because the tumour
was inside the muscular wall of the cervical oesophagus
and there was no safe endoscopic approach available. Also,
the cervical location of the tumour was very favourable to
surgery. Our patient had an uneventful recovery and did not
have any recurrence during a 6-year follow-up.

In our case light microscopy revealed the surgical
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specimen (Figure 3) composing of mature fat tissue, fibrous
tissue, cartilage and benign glandular structures which
is a rare form of chondromatous hamartoma as noted by

Amstalden and others (18).

Conclusions

We conclude, that diagnosis of these lesions is challenging
even with modern diagnostic aids, such as computed
tomography, ultrasound esophagoscopy and endoscopic
fine-needle aspiration. In contrast, the operative approach
and technique are relatively straightforward and will be
followed by symptom-relief but may involve large resections
with consequent reconstructions. The long-term prognosis
of oesophageal hamartomas seems good after surgical
treatment (19) and without significant concern for residual
tumour growth. Although hamartoma is a very rare entity
it is worth remembering in the differential diagnosis of
submucosal cervical tumour in the oesophagus.
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