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Introduction

Thymomas are uncommon epithelial neoplasms of thymic 
origin, usually arising in the anterosuperior mediastinum, 
and are classically associated with myasthenia gravis (MG) (1).  
Ectopic thymoma in the neck is a rare phenomenon, likely 
a result of aberrant tissue migration during embryonic 
development, and comprises fewer than 2% of all thymoma 
cases (2). Ectopic cervical thymoma has been reported in 19 cases  
worldwide, with the bulk of this literature addressing the 
challenge of accurate diagnosis in an atypical neck mass. 

The low index of suspicion and relatively asymptomatic 
clinical presentation makes ectopic cervical thymoma 
difficult to diagnose. The unique clinical features of this 
rare condition necessitate alternate approaches to diagnosis 
and management. However, in the existing reported cases 
of ectopic cervical thymoma, treatment plans have been 
extrapolated from data available for mediastinal thymoma 
management (2). Here we present a case of ectopic cervical 
thymoma, and suggest a diagnostic and therapeutic 
approach for this rare but important presentation. 

Case presentation

The patient was a 31-year-old, previously well, Afghan 
female first seen by her primary care physician for a newly 
identified, slow-growing left neck mass. Written informed 
consent was obtained from the patient for publication 
of this case report and any accompanying images. A fine 
needle aspiration (FNA) biopsy of the lesion was conducted, 
revealing thymoma. Computed tomography (CT) and 
magnetic resonance imaging (MRI) of the neck and chest 
revealed a 5 cm ectopic cervical thymoma, with concomitant 
mediastinal thymic enlargement concerning for thymic 
hyperplasia (Figures 1,2). FDG-PET demonstrated FDG-
avidity of the left sided neck mass (Figure 3). 

A multidisciplinary tumor board conference with 
thoracic as well as head and neck surgeons, medical 
oncologists, radiation oncologists, radiologists and 
pathologists was conducted, with concomitant review 
of the literature to direct management. Tumor board 
consensus recommendations involved a definitive combined 
otolaryngology and thoracic surgical approach.
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The operation involved unilateral left neck dissection 
and excision of the suspected ectopic cervical thymoma, 
as well as a three-port video-assisted thoracoscopic 
surgery (VATS) complete thymectomy. The rationale for 
VATS thymectomy was that, given the finding of thymic 
enlargement concerning for hyperplasia on imaging, a 
mediastinal thymic primary with metastatic spread to the 
left cervical lymph node chain could not be excluded. 

Pathology demonstrated a type AB thymoma composed 

of lymphocyte-poor spindle cell (type A) component 
(Figure 4A) and a lymphocyte-rich (type B2) component 
(Figure 4B), with a significant population of immature T 
cells. Extensive sampling and histologic examination of the 

Figure 1 Axial and coronal views of T2 weighted MRI demonstrating a left-sided, well-circumscribed mass (white arrows) deep to 
sternocleidomastoid muscle. Evidence of mass effect can be appreciated. MRI, magnetic resonance imaging.

Figure 2 Contrast-enhanced CT chest imaging demonstrating soft 
tissue in the anterior mediastinum with a triangular configuration 
measuring 39 Hounsfield units. This spans a cross-sectional area 
of approximately 2.5 cm × 2.0 cm over a craniocaudal distance of 4 
cm. This is consistent with residual or hyperplastic thymic tissue in 
a patient of this age. CT, computed tomography.

Figure 3 FDG-PET imaging demonstrated FDG-avidity in 
the left-sided neck mass (white arrow) concerning for ectopic 
thymoma.
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capsule showed focal areas of microscopic invasion within 
the capsule, although no areas of transcapsular invasion were 
identified (Figure 4C). Immunohistochemistry is supportive 
of the histologic findings, with EMA positivity in the type A 
component and CK5 positivity in the type B2 component. 
TdT staining also highlights the immature T cells in the B2 
component (Figure 4D). The lesion was completely excised, 
with no gross or microscopic involvement of the surgical 
margins. Based on these features, a modified Masaoka stage 
I was assigned. The mediastinal VATS thymectomy showed 
only thymic hyperplasia with no evidence of dysplasia on 
final surgical pathology.

Comments

The most frequently documented presentation of ectopic 
cervical thymoma has been that of an asymptomatic neck 
mass. MG is a common presentation in classical thymoma, 
affecting 30–50% of patients. MG is often an important 
clinical syndrome that demands CT chest screening in 

all patients on diagnosis to rule out associated thymoma, 
and may therefore be the first clinical sign of mediastinal 
thymoma. However, MG is not reliably associated with 
ectopic cervical thymoma, with the two having been reported 
together in only three cases in the literature (3-6). In the 
setting of ectopic cervical thymoma and typically diagnostic 
investigation is initiated because the lesion is allowed to 
reach a size that it becomes symptomatic by mass effect. 
Kondo et al. [2005] report the absence of MG in mediastinal 
thymoma to be associated with poor overall prognosis, 
concerning for outcomes in ectopic cervical thymoma (7). 
Asymptomatic non-resolving neck masses require prompt 
investigations, as delays in care may allow for progression 
of disease. Since thymomas tend to have limited response 
to chemotherapy or radiotherapy, neoadjuvant down-
staging prior to surgery is not a viable option (1). Prompt 
excision is recommended, with delays increasing the risk of 
unrespectable tumor bulk and poor outcomes (1). 

Histologic diagnosis of ectopic cervical thymoma 
may be challenging, especially if the pathologist is not 

Figure 4 Histopathology and immunohistochemistry. (A and B) Hematoxylin & eosin (H&E) stained sections of tumor, including 
regions showing (A) lymphocyte-poor spindle cell type A thymoma component and (B) lymphocyte-rich type B2 thymoma component 
(200× magnification); (C) H&E stained section of tumor capsule with focal area of intracapsular invasion (100× magnification); (D) TdT 
immunostaining highlighting immature T cells (200× magnification).
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considering this diagnosis. Many of the reported cases 
are in the pathology literature and describe the histologic 
features that distinguish ectopic cervical thymoma from 
epithelial or lymphomatous malignancies in the neck. FNA 
is the most commonly reported diagnostic technique in 
the reported cases of ectopic cervical thymoma. FNA is 
the recommended diagnostic approach of an asymptomatic 
neck mass, helping to narrow the broad differential (1,8).

The mainstay of therapy for thymoma is complete 
surgical excision, as effective cure from chemoradiation 
has not been reliably demonstrated. In ectopic thymoma 
the approach for surgical excision is described on a case-
by-case basis given its rarity, and should be discussed 
at a multidisciplinary tumour board to ensure optimal 
patient care. While multiple surgical techniques have 
been reported, they range widely in approach and extent. 
Our minimally invasive approach involving unilateral 
neck dissection and VATS thymectomy has not yet been 
described in the available literature. Yokoyama et al. 
[2015] recently published a similar case of ectopic cervical 
thymoma, which was treated with an open neck dissection 
and a single-port VATS mediastinal thymectomy via trans-
cervical approach, taking advantage of their extensive neck 
dissection (9). Wu et al. [2011] described an open trans-
cervical thymomectomy with trans-sternal thymectomy 
for a case of ectopic cervical thymoma (3). Thymectomy is 
not routinely described in ectopic thymoma management, 
though (5,6). The choice to perform a neck dissection and 
a separate VATS thymectomy, rather than the combined 
open approach described by Yokoyama et al. [2015], was 
made to use as minimally invasive an approach as possible, 
while ensuring complete excision of all thymic tissue (9). 
We encourage that cases for ectopic thymoma employ 
a minimally-invasive approach and undergo a VATS 
thymectomy plus local excision of the ectopic thymoma.
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