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Abstract

A Müllerian cyst is a rare newly identified cyst of the posterior mediastinum. It 
is an important differential diagnosis to other more commonly known mediastinal 
neurogenic tumor or bronchogenic cyst. This current report represents a case 
of 51-year-old woman with an incidentally identified mediastinal Müllerian cyst 
with review of literature.  
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Introduction
A Müllerian cyst is a rare and benign tumor which is 

recently defined of the posterior mediastinum. It is crucial that 
it is differentiated from a neurogenic tumor, mesothelial cyst, or 
bronchogenic cyst arising in the posterior mediastinum. Hattori 
[1] was the first who assumed that cystic tumors may be caused by 
Müllerian ducts occurring in the posterior mediastinum, in 2005. 
Since then, several cases have been reported as mediastinal Müllerian 
cyst. This is a case report of a Müllerian-type cyst and review of the 
literature.

Case Presentation
A 51-year-oldwoman presented with mainly Cushing-like 

symptoms of 10 months duration. She underwent excision of a 
carcinoid tumor from the lingula of the left lung and a left paraspinal 
cyst. Incidental findings on the cervical spine magnetic resonance 
imaging (MRI) study revealed a left paraspinal cyst along the T7 
and T8 vertebrae, and the suspicion was of a neurogenic cyst. Gross 
pathological examination of the cyst showed a translucent cyst (2.4 x 
1.5 x 0.9 cm) filled with watery fluid (Figure 1).

Microscopic examination revealed a cyst lined by cuboidal 
to ciliated columnar epithelium on an underlying fibrous stroma 
(Figures 2, 3, and 4). In addition, immunohistochemical staining 
demonstrated nuclear positivity for paired box protein 8 (PAX8), 
estrogen (ER), and progesterone (PR) (Figure 5). The cyst was 
diagnosed as a benign cyst lined by Müllerian epithelium consistent 
with Mülleriancyst, and the patient was seen at follow-up and was 
doing well with no further complications.

Discussion
Müllerian cysts commonly develop in the male pelvis where the 

Müllerian duct is left behind, although female Müllerian cysts in 
the retroperitoneum and mediastinum have been discussed [2]. The 
first case of Müllerian cyst was published by Hattori [1] in 2005, and 
up tothe date of these report 26 cases of Müllerian cysts have been 
reported, including our case. Left thoracic cavity occurrence was 
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noted in 15 cases (60%), and the majority were located around T4 
(Table 1). The median size of the Müllerian cysts was about 30mm, 
the cyst was asymptomatic in 12 cases (48%), and associated with 
coughing in 6 cases (24%). On immunohistochemical staining, ER 
showed nuclear positivity in 23 cases (92%) and PR in 21 cases (84%). 
No recurrence after removal of the cysts was reported.

The etiology of Müllerian cysts is unclear. Batt et al. suggested 
that the cyst is the choristoma from the primary Müllerian apparatus, 
similar to the one in the postulated pathogenesis for the Mayer-
Rokitansky-Kuster-Hauser syndrome reported by Ludwig [3]. In 
stage 17 of the embryonic phase, the anlage of the Müllerian tube 
proliferates parallel to the Wolff tube on the caudal side. The lesion 
with the Müllerian duct epithelium left behind T3–T5 was found to be 
the source of the Müllerian duct and is believed to have proliferated 
due to abnormal hormonal stimulation, resulting in the formation 
of a cystic lesion. However, the etiology of Müllerian cysts located 

Figure 1: Gross pathological examination of the cyst showed a translucent 
cyst.
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in the mediastinum should ideally be different from those in the 
retroperitoneum, considering that the latter often have endocervical 
differentiation, which is typically not seen in mediastinal cysts [4].

Hattori (1) suggested that the Müllerian cyst in the mediastinum 
is a new disease entity,which was misdiagnosed initially as a 
bronchogenic cyst due to its ciliated epithelium. Thomas-de-
Montepreville reported that in 3 of the 9 cases of Müllerian cysts 
occurring in the mediastinum, benign serous cysts were initially 
misdiagnosed as pleuropericardial cysts [5]. In differentiating 
Between Müllerian-type cysts and bronchogenic cysts, the lack of 
cartilaginous structures and the positivity for ER and PR staining 
suggest the former. 

Conclusion
The prognosis for Müllerian cyst tumors are presumed to be 

good, as there have been no reports of recurrence after surgical 
removal. One case of respiratory distress was noted due to multiple 

Figure 2: Low power examination: multiple fragments of the cyst wall.

Figure 3: Medium power examination: the cyst lining of cuboidal to ciliated 
columnar epithelium on an underlying fibrous stroma.

Figure 4: High power examination of the lining epithelium.
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Figure 5: Nuclear positivity for PAX8 (a), estrogen (b), and progesterone (c).

Patient characteristics   N =25

Age 46.8 (44–52)  

Gender
Female 26

Male 0

Size (mm) 30 (13–80)  

Laterality

Left 15

Right 9

Bilateral 1

NA 1

Neighboring vertebrae

T2 2

T3 5

T4 10

T5 8

T6 4

T7 1

T8 2

Multiple 1

NA 2

Symptoms

Asymptomatic 12

Coughing 6

Chest pain 5

Genital bleeding 2

Dyspnea 1

Immunohistochemical study
ER 23

PR 21

Table 1: Patient Characteristics.

Abbreviations:  ER, estrogen; PR, progesterone.
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lesions and progression [6]. A small cystic tumor with a radiological 
diagnosis of bronchogenic cyst or neurogenic cysts in the posterior 
mediastinum can be correctly diagnosed based on morphology and 
immunohistochemical staining.
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