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Abstract:


Benign fibrous tumour of the pleura is a rare neoplasm of the pleura affecting adult patients over a wide age range (40-70). These tumours are generally asymptomatic and known to persist for several years with symptoms in general, related to tumour size. A 70-year-old lady who presented with recurrent attacks of fever and vague symptoms was investigated and found to have a large pleural based neoplasm filling the (Rt) lower hemithorax. Her chest radiographs from 1994 were available for evaluation which showed progressive enlargement of the lesion. Plain and contrast helical CT was performed, FNAB from the lesion showing a spindle cell neoplasm.
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Case Report:


Seventy-year-old female, presented with one year history of recurrent attacks of low grade intermittent fever and oedema of legs, often associated with rigors. There was no h/o cough, breathlessness or haemoptysis. 6 years ago she had an illness with cough and 2-3 episodes of streaky haemoptysis. On investigation, she was then found to have a small pleural based mass lesion, confirmed with radiographs and ultrasound examination (Fig.1,2). She didn’t get any specific treatment for that, but had received ATT for her symptoms which were relieved. Another X-ray taken 2 years after, was available with the patient, which has shown increase in size of the pleural based mass lesion (Fig.3). During present presentation she had clubbing and non-pitting oedema of both legs. Respiratory movements were decreased on right lower part anteriorly and posteriorly. No tracheomediastinal shift. Percussion showed dullness in the Rt.infra axillary, infra scapular and lower interscapular areas. Breath sounds were decreased in all these areas. No added sounds were there.

Investigations:


Hb : 11gm%; TC – 5500; P48L50E2; ESR 58mm at the end of 1hr. Mx-12mm, FBS – 76mg%, CXR : Homogenous opacity in the Rt.lower zone obligerating the cardiophrenic and costophrenic angle with straight upper border, showing further increase in size (Fig.4) compared to previous X-rays. USG thorax : Pleural based mass lesion, FOB. Extraluminal compression RLB. FNAB – Spindle cell neoplasm, benign CT thorax : Large pleural based heterogeneously enhancing soft tissue mass filling the right lower hemithorax, suggestive of benign fibrous tumour of the pleura (Fig.5,6).
Discussion


Primary neoplasms of the pleura are rare tumours that are generally divided into 2 broad subgroups : localized, generally benign lesions and diffuse, invariably malignant lesions. The former were various referred to as localized benign pleural mesothelioma,1,2 benign fibrous mesothelioma of the pleura,3,4 localized fibrous pleural mesothelioma,5  solitary fibrous tumour of the pleura,6 benign localized fibrous tumour  of the pleura etc.7 Grossly they are encapsulated lesions that arise from the visceral pleura in 80% of cases and from the parietal pleura in 20% cases. On cut sections, these lesions have a whorled fibrous appearance and may display areas of haemorrhage and necrosis. Microscopically these tumours are composed of a mixture of spindle shaped fibroblast like cells within a variable amount of collagenous stroma.  Unlike malignant mesothelioma, there is no known association between localized benign fibrous tumour of the pleura and exposure either to asbestos or history of tobacco use. Age of incidence is usually above 40 years, but can occur in the childhood also. Incidence is equal in both sexes. It is known to persist in the radiograph for several years before surgical removal. Clinically 25-50% are asymptomatic. Usually presenting as incidental asymptomatic masses, these tumours have been associated with a number of extrathoracic manifestations including pulmonary hypertrophic osteoarthropathy and digital clubbing, which have been reported to occur in as many as 20% of cases. Along with nonspecific joint pains, these findings have been noted to resolve following excision of these tumours. Other less common symptoms include those referable to large masses in the chest like cough, chest pain, hemoptysis, Dyspnoea etc. Fever and weight loss are less common features. 40% will have symptomatic hypoglycemia (due to increased consumption of glucose by tumour cells and release of L.tryptophan exhibiting insulin like activity.8 CXR and CT reveal sharply circumscribed rounded or lobulated masses that are situated peripherally in contact with the pleura. Rarely lesions may be associated with fissures or buried in the parenchyma. Grossly the  tumour varies from 2 to 40cm in size and may weight upto 4kg. In the case of very large lesions, it may be difficult to establish a pleural origin based only on radiological criteria. On cross sectional imaging these are soft tissue masses of heterogenous attenuation and may enhance non-homogenously and intensely after administration of IV contrast. Pleural effusions are conspicuously absent, given the large size of these lesions. However, literature survey shows one reported case in which 171 litres of transudate has been produced by a fibrous pleural tumour, before a correct diagnosis was reached.9 Calcifications within these tumors are also rarely observed. The tumours can be pedunculated, allowing mobility within the thorax and resulting in positional changes in the shape and location of these tumours.10 Sessile lesions can infiltrate lung locally.
D/d: Benign hemangiopericytoma of fibrous histiocytoma. Rarely a localized form of malignant mesothelioma may be difficult to differentiate preoperatively. Signs of malignancy are pleural effusion, deep invasion to lung or other underlying structures, cytological atypia, high mitotic index and extensive haemorrhagic necrosis.

Treatment is surgical removal of the tumour. Fever and joint pains were reported to disappear as patient wakes up from anaesthesia. Prognosis is excellent following surgery and cases have been reported in the literature of 24 year follow up without recurrence. Recurrence of the disease after surgery is approximately 10%.

Conclusion:


A rare case of benign fibrous tumour of the pleura in a 70-year old female is presented which was gradually enlarging in size, over years. Her only symptoms were recurrent fever and oedema of legs, which are rare features of this benign neoplasm. She had clubbing, which is a well documented feature in about 20% cases of benign fibrous tumours of the pleura. Spindle cells are seen in the cellular variety of the tumour and it is the commonest type.
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