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AbstractAbstractAbstractAbstractAbstract

A 42-year-old man presented with a two-year history of
progressive dysphagia and hoarseness. Esophagogram
and endoscopy revealed submucosal mass effect on the
upper esophagus. Computed tomography and magnetic
resonance imaging revealed an elongated mass in the
retrotracheal region of the lower neck with extension to
the posterior mediastinum. Partial tumor resection and
histopathological evaluation revealed a WHO type B2
thymoma. Adjuvant radiation and chemotherapy were
subsequently administered resulting in complete tumor
regression. To our knowledge, this is the first report of
ectopic retrotracheal thymoma with clinical and imaging
manifestations mimicking those for esophageal
submucosal tumor.
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INTRODUCTIONINTRODUCTIONINTRODUCTIONINTRODUCTIONINTRODUCTION

Thymoma is an epithelial neoplasm of the thymus, which
usually lies in the anterior mediastinum[1-4]. Uncommonly,
thymomas can also be found in other locations including

the neck, the middle or posterior mediastinum, and the
lung[4-9]. These ectopic thymomas are considered to arise
from aberrantly distributed thymic tissues due to failure
of  normal caudal migration into the anterosuperior
mediastinum [4-11]. Herein, we described a rare case of
retrotracheal thymoma presenting with progressive dysphagia
due to compression of  the esophagus. To our knowledge, a
thymoma developing in such an unusual location and
mimicking an esophageal submucosal tumor on endoscopy
and imaging studies has not been previously described.

CASE REPORTCASE REPORTCASE REPORTCASE REPORTCASE REPORT

A 42-year-old male presented with a 2-year history of progressive
dysphagia and hoarseness. A mass with elastic consistency was
palpable in the left lower neck. Otherwise, physical examination
was normal. Laboratory work-up was also unremarkable.
Endoscopy revealed an intact esophageal mucosa and a
submucosal mass compressing the anterior wall of the upper
esophagus. Esophagogram confirmed extraluminal compression
and right-side deviation of the upper esophagus in the lower
neck and upper mediastinum (Figure 1A). Extrinsic compression
of the upper posterior tracheal wall was demonstrated from
bronchoscopy. Computed tomography (CT) of the neck and
thorax demonstrated a well-defined, homogeneously enhanced
mass measuring 6 cm×3 cm×2 cm posterior to the trachea in
the lower neck and upper posterior mediastinum, while the
esophageal lumen was markedly compressed (Figure 1B).
Magnetic resonance imaging (MRI) revealed a slightly elongated
inhomogeneous mass posterior to the upper tracheal wall,
highly suggestive of  the presence of  an esophageal submucosal
mass (Figure 1C). The patient underwent surgical treatment
under the initial impression of esophageal submucosal tumor.
During the operation, instead of the expected esophageal
growth, an elongated mass in the lower neck with extension to
the mediastinum lying between the posterior wall of the
trachea and anterior wall of the esophagus was found. Only
partial resection of the mass via the low-neck approach was
possible. Histopathological examination revealed a tumor
composed of neoplastic epithelial component cells appearing
as scattered plump cells with vesicular nuclei and distinct nucleoli
among a heavy population of lymphocytes, compatible with
the type B2 WHO classification. The patient refused further
thoracotomy for complete tumor resection. Adjuvant
chemotherapy and radiotherapy (60 Gy) were performed
postoperatively and recovery was unremarkable. Complete
resolution of the tumor was noted on 1-year CT follow-up.
At the time of writing, there had been no evidence of
recurrence in the intervening 5 years.
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DISCUSSIONDISCUSSIONDISCUSSIONDISCUSSIONDISCUSSION
Embryologically, the thymic epithelium originates bilaterally
from the ventral portions of the third pharyngeal pouches
and descends caudally with the third parathyroid to a level
lower than the thyroid tissue, eventually migrating to the
anteriosuperior mediastinum by the fifth or sixth week of
gestation[4,10]. Aberrant migration may occur anywhere along
this pathway, especially adjacent to the thyroid glands or in
the anterior neck[4-10]. Rarely, aberrant thymic tissues
identified in the skull base, preaortic and retrocarinal fat
during autopsies have also been reported.

Thymoma is the most common anterior mediastinal
neoplasm, usually occurring at 30-40 and 60-70 years of
age in patients with and without myasthenia gravis,
respectively[1-4]. Corresponding to the frequencies for thymus
location, 75% of thymomas are in the anterior mediastinum,
15% involve both the anterior and superior mediastinum,
and 6% are within the superior mediastinum[4]. The remaining
4% of thymomas occur ectopically, affecting the neck, middle
and posterior mediastinum, and the lung[4-9]. To our knowledge,
however, isolated ectopic thymoma occurring in the retrotracheal
region masquerading as an esophageal submucosal mass has
not previously been documented.

Approximately one-third of patients with a thymic tumor
are asymptomatic[1,2]. In symptomatic patients, 30% present
with myasthenia gravis, and the remainder usually present
with chest pain, cough, and dyspnea. Superior vena cava
syndrome, weight loss, fever and night sweats can also be
found in patients with more aggressive tumors [1,2]. On the
other hand, although extremely unusual, our case illustrated
that thymoma may be present with progressive dysphagia,
which could be related to the unusual anatomic location,
leading to initial endoscopic and esophagographic evaluations
and a tentative diagnosis of esophageal submucosal tumor.

On CT, thymomas usually appear as homogeneous soft-
tissue density oval or lobulated masses, which are usually
sharply demarcated and project to one side of the anterior
mediastinum[3,6-8]. On MRI, thymomas typically have a low
signal intensity on T1-weighted images, which increases
with T2-weighted images, and may be homogeneous or
inhomogeneous in intensity[3,5]. In retrospect, we found that
the tumor morphology on CT and MRI in this particular
case was compatible with thymoma. However, owing to the
rarity of its location, an accurate preoperative diagnosis

was, indeed, difficult and the differential diagnosis included
leiomyoma or leimyosarcoma, gastrointestinal stromal
tumor, and lymphoma.

Surgical resection is the mainstay of treatment for
thymoma[1,2]. Recently, multimodality therapy has been
stressed for thymoma, especially for subtotally resected
tumors[1,2]. Significant reduction of the rate of thymoma
metastasis has also been reported in chemotherapy patients.
Adjuvant radiotherapy and chemotherapy were successful
in our patient. CT follow-up revealed total tumor regression
1 year after surgery, and the patient remained disease-free
5 years after treatment.

In summary, this report documents a rare occurrence
of retrotracheal thymoma presenting with progressive
dysphagia. In light of this case, retrotracheal thymoma may
be included as one of the unusual differential considerations
when submucosal mass effect on the esophagus is encountered.
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Figure 1  A: Barium esophagogram shows extraluminal compression and right
side deviation of the upper esophagus (arrows); B: Enhanced CT scan at the
level of the lower neck shows a mildly lobulated homogeneous mass (arrows)

posterior to the trachea; C: T2 weighted sagittal MR image shows a slightly
inhomogeneous, enlongated mass (arrows) with compression on the posterior
wall of the trachea, mimicking an esophageal submucosal mass.
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