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Abstract
Benign fibrous histiocytoma of the para nasal sinus is a rare tumor of this region which orig-
inates from mesenchymal cells. A 9-year-old girl presented with gradually enlarging mass 
above the medial canthus over 3 months. Orbital computerized tomography scan showed a 
round well-differentiated homogeneous mass in the anterior ethmoidal sinus. Histology and 
immunohistochemistry analysis after excision revealed proliferation of spindle-shaped fibro-
blasts in storiform pattern and histiocytes without mitosis and anaplasia. After 9 months from 
surgical excision, recurrence occurred which resulted in total excision again. This is the first 
reported case of benign fibrous histiocytoma involving the ethmoid sinus in Iranian people. 
Rare sinus tumor should be considered in the differential diagnosis of sinus tumors.
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Introduction

Benign fibrous histiocytoma (BFH) is an uncommon tumor of the nasal and sinus 
cavity which originates from mesenchymal cells [1]. Cutaneous BFH usually originates in 
sun-exposed skin and noncutaneous in subcutaneous tissues of extremities and rarely 
visceral space [2]. The benign deep soft tissue variant seems to be more prevalent in 
children [3]. We reported a 9-year-old girl with a rare ethmoidal tumor who experienced 
1 episode of recurrence. Local recurrence is a characteristic of BFH, so this probability 
should be considered [4].
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Case Report

A 9-year-old girl was referred for a right medial canthal mass to our eye hospital. Ocular 
examination showed normal visual acuity, normal pupillary reflex, no proptosis, and no 
movement limitation except a firm, fixed painless mass located in the medial canthus 
superior to the medial canthal tendon. Biomicroscopic and funduscopic examinations were 
unremarkable. She reported a gradually enlarging mass over 3 months. No other symptoms 
such as headache or nasal symptoms were noted. Orbital CT scan revealed a round well-
defined homogeneous mass without bony erosion in the anterior ethmoidal sinus (Fig. 1, 
2). Due to a large and anterior position of the mass in the anterior sinus, endoscopic 
approach was not recommended by a rhinologist, so surgery was performed via frontoeth-
moidal incision on the right lateral wall of the nose. A yellowish lobulated mass was totally 
excised (Fig. 3).

Biopsy shows proliferation of spindle-shaped fibroblasts in storiform pattern, infiltration 
of inflammatory lymphoblasts and neutrophils with epithelioid and multinucleated giant cell 
granuloma reaction, and histiocytes accompanied by necrosis and fibrosis foci suggestive of 
BFH (Fig. 4). Immunohistochemistry revealed positive vimentin and negative results for 
desmin. Immunostaining was negative for CD34 and positive for CD68. After 9 months, she 
came with recurrence of the tumor with same clinical and pathologic finding as the primary 
tumor.

Fig. 1. Coronal orbital CT scan shows a well-defined 
homogeneous mass with no bone erosion in the an-
terior ethmoidal sinus.

Fig. 2. Axial orbital CT scan of the patient.
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Discussion

Fibrous histiocytoma (FH) could be found in the whole body especially in the skin, deep 
soft tissue, and bone [5, 6]. The head and neck are involved infrequently. In 1978, Weiss and 
Enzinge [2] reported 200 cases of malignant FH and only 6 occurred in the head and neck 
area [4]. FH of the head and neck usually occurs in the sun-exposed region, and involvement 
of the nasal cavity and paranasal sinus is seen infrequently [5–7]. The exact origin site of 
FH in the nasal cavity and/or paranasal sinuses cannot be determined. It might arise in the 
bone or in the connective tissue supporting these structures [8]. Clinical findings of FH in 
nasal and sinus cavities are similar to other soft tissue masses in these regions. Depending 
on the location, it may produce nasal obstruction, facial swelling and deformity, teeth loos-
ening, epistaxis, pain, periorbital mass, and proptosis. Imaging may show sinus opacifi-
cation or cloudiness, a mass, or bone destruction [8]. CT scan and MRI can help to diagnose 
local invasions and metastasis [8].

Fig. 3. Yellowish multiobulated excised tumor.

a b

Fig. 4. Histopathology shows proliferation of spindle-shaped fibroblasts in storiform and fascicular pattern 
and infiltration of inflammatory lymphoblasts and neutrophils with epithelioid and multinucleated giant cell 
granuloma reaction (H&E stain, A10).
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Histological diagnosis was based on presence and pattern of certain distinct findings: 
fibrocytes or fibroblast cells with elongated spindle-shaped nuclei arranged in cart-
wheel, pin-wheel, storiform, or spiral nebular patterns accompanied by round histio-
cytes. Depending on the proportion of these 2 elements, tumor morphologies are variable. 
In most FH, both patterns are usually found, but in a few cases, only 1 element can be 
identified [8].

Previous studies showed FH tumors contained 2 cell types, histiocytic and fibroblastic 
and also cells with both differentiation in separate part of the same cell and undifferentiated 
mesenchymal cells [9]. These studies suggest that FH might be derived from undifferentiated 
mesenchymal stem cells that can differentiate into 2 pathways, one fibroblastic and the other 
histiocytic [9].

The cell differentiation and anaplasia are concerned but not diagnostic in tumor 
behavior. The fibroblast-like and histiocyte-like elements may appear cytologically 
benign with mature-appearing cells containing small bland nuclei and no mitoses. At the 
other end of the spectrum, the tumor may exhibit cellular anaplasia and numerous mitoses 
[8].

Histological classification of FH to benign and malignant is complicated. Some lesions 
with numerous mitoses and atypical cells are local and rarely metastasized [5–7]. On the 
other hand, occasionally, FH without anaplasia and mitosis has metastasized [7, 10]. But, 
lesions that demonstrated cellular anaplasia and numerous mitoses showed a more invasive 
behavior requiring wide local excision or even radical resection [11].

Immunohistochemical and electron microscopic studies are nonspecific and provide 
confirmatory evidence of FH by excluding other diagnoses [12]. Tumor cells are usually 
positive for vimentin and negative for lysozyme, desmin, S 100, keratin, and factor XIIIa [13]. 
No specific marker was detected for BFH, and therefore diagnosis was made by exclusion of 
other lesions.

Immunostaining for CD68 can be found in any tumor-containing lysosomal granules or 
phagolysosomes as in our case [12]. Factor XIIIa has occasionally been reported for BFH [14]. 
Since local invasion and recurrence are characteristics of an FH lesion, wide local excision is 
the treatment of choice [14].

To our knowledge, few cases of BFH of the ethmoidal sinus have been reported. Nair et 
al. [11] reported an infant with proptosis and a 1.93 × 2.18 cm cystic lesion within the left 
ethmoid which was removed by endoscopy. After 3 months, recurrence happened in their 
case, and surgical excision was performed. Kau et al. [15] presented a 76-year-old patient 
with BFH of the frontoethmoidal sinus associated with orbital abscess. Our case presented 
with medial canthal mass without nasal symptom. She had recurrence of tumor as occurred 
in previous case reports.

Conclusion

FH of the ethmoidal sinus is a rare tumor of head and neck regions. It may present with 
only a mass lesion without accompanying nasal and/or ocular symptoms. Complete excision 
and pathologic evaluation are necessary. Recurrence is likely. This is the first report of FH of 
paranasal sinus in an Iranian girl.
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