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SHORT COMMUNICATIONS AND CASE REPORTS

Primary myofi brosarcoma of the lung. A rare case with challenging diagnosis
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Summary

Primary myofi brosarcoma (MFS), or myofi broblastic 
sarcoma of the lung, is a rare tumor. A 47-year-old man with 
a history of melanoma presented with a central tumor of the 
left lung. The initial diagnosis was infl ammatory myofi bro-

blastic tumor but after extensive pathologic analysis MFS of 
the lung was confi rmed. He underwent left pneumonectomy and 
died on the 6th postoperative month. This is the second case of 
primary pulmonary MFS to be reported.
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Introduction

Primary MFS of the lung is an extremely rare lung 
tumor. Diagnosis demands extended histopathological 
analysis, making differential diagnosis and decision of 
defi nite management very diffi cult. This is the second 
case of primary MFS of the lung to be reported [1].

Case presentation

A 47-year-old man with a history of right arm 
melanoma, which was surgically managed 8 years ago, 
was on regular follow-up. On April 9, 2006 a thoracic 
CT scan showed a central solid homogeneous mass 
in the left lung (Figure 1). Physical examination was 
unremarkable and the patient had no history of trauma 
or any kind of previous surgical procedure. Bronchos-
copy showed that the bronchial mucosal surface was 
normal with signs of mild external pressure at the level 
of secondary carina. Transbronchial needle aspiration 
was inconclusive for the nature of the tumor.

A left lateral thoracotomy was performed. Mul-
tiple frozen sections from the tumor showed no malig-
nancy and suggested infl ammatory tumor of the lung. 
However, the infi ltrative nature of the tumor raised a 
strong suspicion for the malignant nature of the lesion. 

Since the only radical resection for that young person
was left intrapericardial pneumonectomy, it was de-
cided to wait until the fi nal histological results, which
were indicative of lung sarcoma. The patient returned 
to the operating room and was subjected to left intra-
pericardial pneumonectomy with en bloc partial left 
atrial resection. The histological results of the surgical
specimen confi rmed the diagnosis of  MFS.

Figure 1. Computed tomographic scan of the thorax: central left 
lung solid tumor (arrow).
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The tumor had a quite uniformly cellular spindle 
cell proliferation comprising elongated cells that exhib-
ited a mild to moderate degree of nuclear pleomorphism, 
and lying in loose fi brous stroma. There was minimal 
pleomorphism without necrosis, and the mitotic index 
was 16 per 10 hpf in some areas. Few, predominantly 
chronic infl ammatory cells associated with the tumor 
were evident, although they were not particularly nu-
merous (Figure 2). There was focal infl ammation which 
was mostly lymphocytic but with occasional plasma 
cells. The tumor was diffusely infi ltrating the lung paren-
chyma, and extensively involved the pulmonary vessels 
(Figure 3). Immunohistochemistry showed strong stain-
ing of spindle cells for smooth muscle actin (SMA), and 
negative staining for desmin, MNF116, S100, EMA, 
ALK1, melan A and CD3, 20, 30, 34.

The postoperative course was uneventful and the 
patient was discharged on the 12th postoperative day. The 
patient died 6 months later due to pulmonary embolism.

Discussion

Primary MFS, or myofi broblastic sarcoma, is
a rare tumor of the lung. To our knowledge this is the
second case to be reported [1]. The authors encountered 
a serious problem of differential diagnosis between
infl ammatory tumor of the lung (benign condition)
and pulmonary MFS (aggressive malignant condition).
Furthermore, it was imperative to exclude the possibil-
ity of melanoma metastasis. We did not proceed out-
right to left pneumonectomy during the fi rst operation
because in case of an infl ammatory disease it would 
be valuable to attempt shrinkage of the infl ammatory
tumor with corticosteroids or other medication in order 
to achieve radical resection with lesser operation, such
as lobectomy or even sleeve lobectomy. The use of 
corticosteroids has been proposed for functionally
inoperable patients, those with unresectable lesions
and with dis ease relapse [2].

A variety of differential di agnoses had to be con-
sidered. Firstly, melanoma metastasis was excluded,
apart from the atypical morphology, by the negative
immunostains for S-100 protein and melan A. Infl am-
matory myofi broblastic tumor, sarcomatoid mesothe-
lioma, lymphoma, leiomyosarcoma, fi brosarcoma, and 
lung carcinoma were excluded by the pathological study
that showed long spindle cells with the immunopheno-
type of myofi broblasts (positive for SMA, and negative
for desmin, MNF116, S100, EMA, ALK1, melan A and 
CD3, 20, 30, 34). Especially for infl ammatory myofi -
broblastic tumor of the lung the lesion lacks the typical
mixture of histiocytes, lymphocytes, fi broblasts, and, in
particular, plasma cells, with the fi broblasts showing
positive expression of ALK [3]. Plasma cells were pres-
ent in our case but not as the predominant cell popula-
tion. Moreover, the tumor was quite uniformly fascicu-
lar with no much background fi brosis and infl ammation.
Even if this was an infl ammatory myofi broblastic tu-
mor, the neoplasm showed a strikingly infi ltrative pat-
tern with important vascular invasion. Based on the
focal nature of the infl ammation, we thought proper to
considered it as MFS (grade 1-2, according to the
French grading system). 

Sarcomatous transformation of both pulmonary
and extrapulmonary inflammatory myofibroblastic
tumor has been described in previous reports. We
found 5 such cases in the literature [4-6], 2 of them in
the lung. Usually, sarcomatous transformation takes a
long period of time and is usually detected after sev-
eral recurrences of the infl ammatory tumor. No such
events were encountered in our case. The previous CT
scan was done 18 months before the diagnosis and was
negative.Figure 3. Vascular invasion by the tumor (arrow) (H&E ×100).

Figure 2. The tumor is quite uniformly fascicular (1) and there 
are scattered inflammatory cells (2). Alveolar infiltration (3) (H&E 
×40).
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In conclusion, any infi ltrative lung tumor with the 
characteristics of infl ammatory tumor should be ex-
amined for the possibility of MFS, since infl ammatory 
pseudotumors may histologically resemble low-grade 
sarcomas or focally transformed to MFS. Frozen sec-
tion biopsies were misleading. The authors recommend 
that extensive pathological analysis should herald any 
decision for defi nite management.
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