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Abstract
Backgroud: Lung �broleiomyomatous hamartoma is an extremely rare benign tumor in lung, it belongs to
hamartoma. There were only �ve patients with solitary pulmonary �broleiomyomatous hamartoma
reported in literatures and our case has the largest size of the tumor from lung.

Case presentation: Our case is a 36-year woman with a huge mass in pleural cavity. She was once
misdiagnosed mediastinal germ cell tumor with pleural effusion through percutaneous lung biopsy in
other hospital. After traditional thoracotomy, a huge size of 22 x 18 x 5.5 cm mass was completely
dissected and a diagnosis of pulmonary �broleiomyomatous hamartoma was given by pathology
combined with immunohistochemical staining, which showed the positive staining of SMA, Desmin,
CD34, BCL2, TTF1, Napsin A, and CK7, and the negative staining of S-100 and Calretinin. The patient
recovered well with 40 months following up without recurrence.

Conclusions:In our case, we had reported the largest size of lung �broleiomyomatous hamartoma. The
treatment of �broleiomyomatous hamartoma is completely resected it and have a good prognosis.

Background
Lung �broleiomyomatous hamartoma, a rare benign tumor, belongs to hamartoma. A coin-shaped
�broleiomyomatous hamartoma had �rst been resected by Cruickshank and then �rst de�ned it as
“diffuse �broleiomyomatous hamartomatosis” in 1953 [1]. It is an extremely rare type of benign tumor
could be found in every sites of lung. So far, it is only �ve patients with solitary pulmonary
�broleiomyomatous hamartoma had been reported [2]. The histological diagnosis criteria are “a well-
circumscribed nodule composed of smooth muscle cells with numerous epithelial inclusions” and “no
cellular atypia or mitotic �gures” [2]. While in this present clinical case we showed a huge lung
�broleiomyomatous hamartoma found in pleural cavity, which was �rst misdiagnosed as germ cell tumor
with pleural effusion considered as pleural metastasis. Therefore, this is a very rare clinical case with
such huge lung �broleiomyomatous hamartoma.

Case Presentation
A 36-year-old woman with came to our hospital for chest tightness and suffocation. She did not have
cough, hemoptysis, dyspnea, chest pain or other pulmonary symptoms. The patient also did not have the
history of uterine leiomyomas and smoking. The chest CT examination showed there was a huge tumor
in the left pleural cavity (Fig. 1A), and the patient was given a diagnosis of mediastinal germ cell tumor
with pleural effusion through percutaneous lung biopsy in other hospital. After hospitalization, tumor
markers and physical examination were both negative. The rest detections for distance metastasis with
brain MRI, bone scanning, and upper abdominal enhanced CT were all shown negative.

Through the discussion of Multidisciplinary Comprehensive Treatment (MDT), we believe that there is a
possibility of completely surgical resection, and the chest �uid has a complete envelope, which should be
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removed completely too. Then the patient accepted a traditional thoracotomy combined with
thoracoscopy. During the operation, the mass had a completed envelop with two linked parts, one is solid
part and another is full bloody �uid. There are only three sites of the mass connected to the left lung and
an arterial vessel from a descending aortic arch enters the tumor. The rest of the mass are free and the
operation is not so hard to �nish. As shown in Fig. 1A, the completely resected tumor with a huge size of
22 x 18 x 5.5 cm was rendered. Furthermore, as shown in Fig. 2, a �nal diagnosis of lung
�broleiomyomatous hamartoma was given by pathologist and the Immunohistochemical staining
showed that the expressions of SMA, Desmin, CD34 and BCL2, TTF-1, Napsin A, and CK7 are positive,
and the expressions of S-100 and Calretinin are negative, while the Ki-67 is in low expression. The patient
recovered unevenly and was followed up every 6 months. After operation for 40 months, the patient lives
well without local recurrence and distance metastasis.

Discussion
Pulmonary Hamartoma includes typical and atypical types. Typical hamartoma is a common tumor that
contains smooth muscle tissue with numerous mesenchynal elements in lung, which is distinguished
from atypical hamaroma with a predominant smooth-muscle component and many kinds of epithelial
components[3]. Herein, we presented an atypical pulmonary hamartoma named �broleiomyomatous
hamartoma since it has a well-circumscribed nodule composed of smooth-muscle cells, more than one
kind of epithelial inclusions and no cellular atypia or mitotic �gures. Spencer had sum up three forms of
hamartomatous musculo�brotic changes in the lung[4]. The �rst one is the smooth muscle tissue have
single or numerous focal proliferation; The second one is pulmonary lymphangioleiomyomatosis and the
third one is tuberous sclerosis with pulmonary changes. In the presented cases once misdiagnosed
mediastinal germ cell tumor with pleural effusion through percutaneous lung biopsy in other hospital The
Immunohistochemical staining results showed in the smooth muscle tissue and �brous tissue smooth
muscle actin (SMA), Desmin, CD34 and BCL2 are positive, S-100 negative, Ki-67 is in low expression. In
cubic epithelium thyroid transcription factor-1 (TTF1), Napsin A, and CK7 are positive, Calretinin negative.
Summarized the above results of Immunohistochemical staining, we thought diagnosis it as
�broleiomyomatous hamartoma is perfect.

In the present case, the yong woman was �rst misdiagnosed mediastinal germ cell tumor with pleural
effusion through percutaneous lung biopsy in other hospital. The reason we think is that, �rst the lung
�broleiomyomatous hamartoma is rare,. To date, only six cases (including this case) have been reported
and most tumor presented as incidental “coin lesions”. Due to the rare cases reported and the huge
volume of this tumor, most doctor do not consider this diagnosis �rst. Second, lung �broleiomyomatous
hamartoma is common in women with uterine leiomyomas. Because many experts thought it is an
metastasis tumor from benign leiomyoma or low-grade leiomyosarcoma especially in uterus[5]. But in
this case, the patient have no history of uterine leimyomase. While according the situation, we think it
should be the result of implantation and proliferation of benign smooth-muscle tissue, embolized by an
intravenous leiomyomatosis or by mechanical means.[6]
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The �broleiomyomatous hamartoma thought to be a benign tumor. No other treatment should be done
after surgery. The patient only should do regulation examination every half or one year. Hiroshi Itoh et al.
had reported a patient had simple wedge excision had non-recurrent disease for about 10 years[5]. There
are no reports of recurrence in the patients with pulmonaty �broleiomyomatous hamartoma resection. We
should emphasize that the treatment of this type of tumor called �broleiomyomatous hamartoma had no
treatment guidelines,but according previous case reports, the tumor need only remove from the patient’s
body and had regular review. That will be enough.

Conclusion
In this paper, we had reported a 36-year woman with a huge pulmonary �broleiomyomatous hamartoma
in pleural cavity. She was once misdiagnosed mediastinal germ cell tumor with pleural effusion through
percutaneous lung biopsy in other hospital. Now the patient recovered well with 40 months following up
without recurrence and distance metastasis. Though, the treatment of this type of tumor had no
treatment guidelines, but according previous case reports, the tumor need only remove from the patient’s
body and had regular review.
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Figure 1

The patient’s CT scan before surgery and solid tumor. A) The CT scan of patient’s tumor in the left
pleural cavity. (B) Solid tumor after surgery. The size is 22 x 18 x 5.5 cm.
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Figure 2

The IHC results of the huge tumor. Immunohistochemical staining (IHC) showed that the expressions of
SMA, Desmin, CD34 and BCL2, TTF-1, Napsin A, and CK7 are positive, and the expressions of S-100 and
Calretinin are negative, the Ki-67 is in low expression.


