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Abstract. Leiomyosarcoma of the lung is a type of tu- 
mour rarely found in childhood. It arises from 
smooth muscle either of  bronchial or arterial walls, 
has a variable pattern of local growth, blood-borne 
metastatic spread with lymph nodes sparing and a 
clinical course characterized by fever, cough and 
worsening dyspnea. We report a case which occurred 
in a 14-year-old girl, reviewing all the other cases 
found in the literature. 

Primary leiomyosarcoma of the lung is a malignant 
tumour occurring rarely both in children [2-5, 6, 8, 9, 
11] and adults [1, 2, 7, 10]. 

The tumour arises from smooth muscle either of 
the bronchial or arterial walls and is characterised by 
a variable pattern of local growth and blood-borne 
metastatic spread, while lymphatics and lymph 
nodes are usually spared [2, 7, 10]. 

Since to our knowledge only nine cases of this tu- 
mour have been reported in the literature [2, 4-6, 8, 9, 
11], we present this case in a young girl studied in our 
hospital. 

Case history 

This girl was 14 years old when she first came to our observation. 
Her illness had begun 9 months previously with fever, cough and 
chest pain: a chest film performed at that time showed perihilar 
consolidation on the right with a pleural effusion. The child was 
tuberculin negative and over the next months was treated with 
various antibiotics as well as antimycotics with a poor response. 
Increase in the pleural effusion and repeated episodes of hemop- 
tysis led to hospitalization in another institution where no diagno- 
sis was made. 

At the time of admission to our hospital, chest films showed 
retraction of the right hemithorax and elevation of the fight dia- 
phragm with a large, ill-defined, triangular opacity on the right 
(Fig. 1 a). 

Tomography was performed, revealing more deafly the con- 
tours: the mass was triangular in shape with a retracted appear- 
ance and localized to the right middle lobe with a small pleural ef- 
fusion persisting on the right (Fig. 1 b). 

Fig.l.  a Retraction of the right hemi- 
thorax; elevation of the right dia- 
phragm; ill-defined right opacity; 
small fight pleural effusion, b (to- 
mography) triangular retracted 
shape of the opacity localised to the 
fight middle lobe 
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On bronchoscopic examination the right middle lobe bron- 
chus was completely occluded and stenosed by a lipomatous vege- 
tation which bled when touched with submucosal infiltration evi- 
dent at the level of the right intermediate bronchus just before the 
origin of the right middle lobe bronchus. 

Biopsy specimens contained only necrotic tissue so histologic 
diagnosis was not possible. The mass was then studied by bron- 
chography and pulmonary angiography. On bronchography, a 
tight, funnel-shaped stenosis was observed in the distal part of the 
right intermediate bronchus with very scanty passage of the con- 
trast media in the right middle lobe bronchus (Fig. 2 a, b). On pul- 
monary angiography (Fig. 2 c) there was constriction of third order 
vessels encased within the parenchymal lesion. Explorative thora- 
cotomy showed a large right hilar tumour invading the pericar- 
dium, extending well into the right atrium and involving the pul- 
monary vessels. 

Microscopic studies of the biopsy specimens showed neoplas- 
tic proliferation with spindle-shaped cells containing eosinophilic 
cytoplasm, organized separately or in parallel, in undulating 
whorls scattered between the normal smooth muscle fibres of the 
bronchial wall (Fig. 3, a, b). 

There was no tumour spread to the resected lymph nodes. Fi- 
nal histologic diagnosis was that of a smooth muscle sarcoma (lei- 
omyosarcoma). 

Since extension of the tumour to the mediastinum made surgi- 
cal resection or radiotherapy impossible, the patient underwent 
polychemotherapy (10cycles of CYVADIC - D T I C + V C R +  
A D R +  CPM - every 28 days) up to death 12 months after histo- 
logic diagnosis. 

Discussion 

z 

a; 

II 

Primary lung leiomyosarcomas are rare malignant 
tumours both in adults [1, 2, 7, 10] and children [2-6, 
8, 9, 11]. The tumour arises from smooth muscle tis- 
sue present both in the bronchi and blood vessels; it 
generally spares lymphatics (no case of lymphatic 
extension has been reported in the pediatric age) and 
spreads by the blood-stream [7, 10] with secondary 
localisation in other organs including the heart [5], 
the other lung and brain [9]. We have found only nine 
pediatric patients, four males and five females, from 
a newborn baby to 11 years of age, described in the 
literature. 

Clinical symptomatology in all reported cases, 
including our, is not clear cut at the onset, being 
characterized by cough, fever, wheezing, chest pain, 
increasing respiratory difficulty leading to dyspnea. 
In addition, nonspecific symptoms including weight- 
loss, at times recurrent pneumonia and hemoptysis 
have been observed. In all patients, an initial diagno- 
sis of "neoplasm" has been made after chest X-ray 
which always showed the presence of a mass of vary- 
ing size with well-defined borders, or atelectasis, as- 
sociated with hyperventilation of  the opposite lung 
in only one instance [11]. 

" Bronchoscopy has usually revealed a mass ob- 
structing the bronchial lumen, often with features of 
a chronic granulomatous infection. Biopsy per- 
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Fig. 2. a and b Funnel-shaped stenosis of the distal portion of the right intermediate bronchus, c Very thin and constricted third order ves- 
sels within the mass at angiography 

Fig. 3 a and b Microscopic specimens (a H.E. x 100, 
b x 350). Neoplastic proliferation of spindle-shaped 
cells organized separately or in undulating whorls 
amidst normal smooth fibers of bronchial wall 

formed during bronchoscopy in only one case [4] al- 
lowed exact diagnosis (origin and type) of tumour in 
question. In all other cases, diagnosis of  tumour type 
was made at surgery or autopsy. All cases reported in 
the literature have undergone surgical resection 
apart from one of the cases reported by Holinger [4], 
the newborn who died shortly after birth reported by 
Guccion [2] and the one described here. 

In Ho!inger's case, extension of the tumour to the 
carina did not permit resection so the patient was 
treated with local radiotherapy but died of untreat- 
able anemia a few months later. In the present case, 
extension of the tumour to the pericardium, right 

atrium and pulmonary vessels, rendered surgical re- 
section or radiotherapy impossible, but polychemo- 
therapy permitted survival for 12 months. 

In all other cases (Table 1) results of surgery have 
been good: only two patients died, one of cardiac ar- 
rest during surgery [11] and one [9], who was among 
the youngest in the series, died 15 months after tu- 
mour resection, following a postoperative period 
complicated by metastases to the other lung (treated 
by radio-chemotherapy) and brain (right cerebellar 
hemisphere). Death was attributed to acute hydro- 
cephalus secondary to posterior fossa surgery [9]. 

In this rare group of malignant tumours early di- 
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agnosis permits complete surgical resection of the 
mass and is associated with the best prognosis. Re- 
sults of surgery might be further improved by addi- 
tion of radio-and/or chemotherapy, at least in select- 
ed patients. 
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