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Abstract

A 10-year-old girl who had been treated for presumed asthma during the previous year, was admitted to our hospital with dyspnea and

wheezing. An endotracheal tumor was detected and a tracheal resection was performed. The tumor was diagnosed as a ®brohistiocytic tumor.

Biologic behavior of ®brohistiocytic tumors of the trachea is not clear and morphologically similar cases are interpreted as malignant or

benign by different authors. However, an analysis of the present case and 11 well documented cases in the literature shows that this tumor

must be evaluated as a low-grade malignancy and initial complete tumor resection is necessary. q 1999 Elsevier Science B.V. All rights

reserved.
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1. Introduction

Primary ®brohistiocytic tumors of the trachea are very

rare neoplasms. We describe here a case diagnosed in a

10-year-old female, who presented with asthma-like symp-

toms. To our knowledge, the present case is the 16th

reported case of ®brohistiocytic tumor (FHT) of the trachea

[1±10]. Due to the limited number of cases in the literature,

biological behavior of these tumors is not clear and histo-

logically similar cases are diagnosed as benign [1±4] or

malignant [1,7±9] by different authors. This paper presents

the clinical and histopathological features of the present

case and compares the characteristics of other cases in the

literature in an attempt to clarify this issue.

2. Case report

A 10-year-old white female was admitted to our hospital

in March, 1997 with progressive exertional dyspnea and

wheezing unrelieved by outpatient management for

presumed asthma. The patient did not have a history of

asthma in childhood but she had been treated for asthma-

like symptoms during the past year. Physical examination

was remarkable for marked inspiratory and expiratory stri-

dor, wheezing, tachypnea and orthopnea. A CT scan of the

neck and chest showed an endotracheal mass of 2 cm in

diameter. MRI showed that the tumor was 20 ^ 2 mm,

and it was occluding 80±90% of the lumen with a crescentic

luminal space left, on the right lateral wall.

The patient underwent bronchoscopy that showed a poly-

poid mass almost completely obstructing the tracheal

lumen. The bronchoscope could not be passed beyond the

tumor and an adequate airway could not be maintained. In

the mean time end tidal pCO2 increased to 120 mmHg. A

right posterolateral thoracotomy was performed without

delay and the trachea was divided 1 cm distal to tumor.

Ventilation was provided via an endotracheal tube placed

in the left main bronchus. A tracheal segment of 3.6 cm was

resected and tracheal reconstruction was performed by 3/0

vicryl using interrupted sutures. Prior to anastomosis, infer-

ior pulmonary ligament, right hilum and left main bronchus

were released to decrease anastomotic tension. The patient

did well postoperatively, was discharged on the 12th post-

operative day without any complications and received 5000

rads 1 month after the operation. In the last follow-up, which

was 17 months after the operation, there was no stenosis or

tumor recurrence.

Upon pathologic examination, the specimen was 3 cm

long and consisted of ®ve tracheal rings. There was an irre-
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gularly surfaced, yellow-pink, focally hemorrhagic tumor

projecting into the lumen which measured 2:0 £ 1:5 £ 1:4

cm. Microscopically a neoplasm continuous with proximal

margin of excision was observed which invaded a tracheal

segment of 2 cm in length and destroyed the tracheal carti-

lage but did not in®ltrate the adventitia. The tumor projected

in a polypoid fashion into the tracheal lumen and it showed

acute and chronic in¯ammation with granulation tissue and

squamous metaplasia. The neoplasm was composed of spin-

dle or polygonal cells with mild to moderate degree of

nuclear pleomorphism. Spindle cells formed interlacing

fascicles which in some areas had a storiform arrangement

and two mitotic ®gures were seen per 50 high power ®elds.

There was also a population of multinucleated giant cells

and lipid-laden macrophages (Fig. 1). A paratracheal lymph

node was negative for tumor. Immunohistochemically, spin-

dle cells were positive for vimentin and negative for desmin,

S-100 and cytokeratin. Multinucleated giant cells and histio-

cytes were both vimentin and CD-68 positive. We inter-

preted the case as ®brohistiocytic tumor on the basis of

the aforementioned ®ndings. It was dif®cult to comment

on the possible biological behavior of the tumor. There

was no de®nite feature of evident malignancy but destruc-

tion of tracheal cartilage, presence of mild to moderate

pleomorphism and mitotic activity, albeit rare, prevented

us to diagnose the case as `benign' ®brous histiocytoma.

3. Discussion

Primary tracheal tumors are very rare neoplasms, most of

them being epithelial in origin. Primary ®brohistiocytic

tumors of trachea are even rarer, only 15 cases have been

reported in the literature [1±10] previously and only 11 of

them are well documented with clinical and histological

characteristics (Table 1).

As one examines the histological descriptions of the cases

in the literature, it is striking to observe that apparently very

similar tumors are de®ned as benign ®brous histiocytoma

[1±4] or malignant ®brous histiocytoma [1,7±9] by different

authors. One case was diagnosed as invasive ®brous tumor

of the tracheobronchial tree [6]. In all cases, spindle cells

forming fascicles were seen, usually with a focal or promi-

nent storiform pattern. In half of the tumors, multinucleated

giant cells were observed [1,2,4±7]. Although there is no

numerical information about mitosis in the descriptions of

the reported cases, nuclear pleomorphism and mitoses were

not prominent except for the cases of Louie and Wang [5,8].

The histological criteria separating malignant from benign

lesions are not well established and assessment of the beha-

vior of FHTs of the trachea on the basis of their histology is

dif®cult [1]. Although the follow-up of the tracheal FHTs in

the literature is limited, there was only one death in the 3rd

month. This tumor was an unusually large tumor with

prominent pleomorphism, frequent mitoses and tissue inva-

sion in an elderly female [5]. All the other patients were free

of disease in their last follow-up and none of the patients had

a history of metastasis. Although FHT of the trachea is

usually a polypoid tumor, it shows a close relationship

with tracheal cartilage and endoscopic or incomplete exci-

sion seems to be insuf®cient in treatment of these patients

because of the high risk of recurrence which is the case in

four tumors [1,2,4,6].

In conclusion, the distinction between benign and malig-

nant ®brous histiocytoma is not always easy and depends as

much on the size and location of the tumor as it does on

histological features. The majority of FHTs of the trachea

show similar clinical and morphologic features suggestive

of a low grade malignancy, nevertheless they are diagnosed

either as malignant or benign by different authors. Aware-

ness of this fact and initial complete resection may avoid

recurrences which may require a more extensive resection

than would have been possible initially.
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Fig. 1. Beneath the epithelium, spindle cells forming interlacing fascicles

and storiform pattern with occasional multinucleated giant cells (hematox-

ylin and eosin £ 40).
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