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Abstract Tumefactive fibroinflammatory lesion is an id-
iopathic fibrosclerosing disorder of the head and neck re-
gion that clinically simulates a malignant process, but is
histologically benign. This lesion is believed to be part of
a broader fibrosclerotic syndrome that includes idiopathic
mediastinal and retroperitoneal fibrosis, sclerosing cholan-
gitis and Riedel’s thyroiditis. The tumefactive fibroinflam-
matory lesion differs from other fibrosing conditions en-
countered in the head and neck region: fibromatoses,
nodular fasciitis and fibrosarcomas. Although there is no
optimum treatment, steroid therapy is suggested as the first
line of management. Our patient was treated with corti-
costeroids and had a favourable response, supporting this
approach as the initial treatment.

Keywords Fibrosis - Inflammatory - Lesion -
Head and neck - Steroid therapy

Introduction

Tumefactive fibroinflammatory lesion is a term that has
been applied to describe fibrosclerosing disorders occurring
in the head and neck [15]. Rice et al. [10] are thought to
have described the first case of fibroclerotic lesion in the soft
tissues of the neck in 1975 and called it sclerosing cervicitis.
Histologically identical lesions were subsequently reported
involving the parotid gland [6], the nasal and paranasal sinus
[11], maxillary antrum [9] and infratemporal fossa [7]. This
lesion clinically simulates a malignant neoplasm, but is his-
tologically benign. Its histopathologic appearance is nearly
identical to that of fibloesclerotic lesions of the mediastinum
and retroperitoneum and Riedel’s thyroiditis [15]. The ae-
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tiology is unknown and the optimal treatment remains con-
troversial. We report an additional case of tumefactive fi-
broinflammatory lesion of the head and neck, which re-
sponded dramatically to corticosteroid therapy.

Case report

A 74-year-old white female was referred to our institution for eval-
uation of a painless mass in the right side of the neck that had been
slowly growing for 3 months. Hoarseness from vagal nerve paral-
ysis was also a presenting complaint. The patient had no history of
recent or remote trauma, she took no medication known to be as-
sociated with fibrosclerosing lesions in other locations and had
never received radiation therapy.

Clinical examination showed a large and firm mass occupying
the right side of the neck. The mass was fixed to the underlying
structures, but the covering skin was freely mobile. Based on the
symptoms and the clinical findings, the initial impression was of an
underlying malignancy. Computed tomography (CT) scan demon-
strated the obliteration of the normal anatomy with encasement of
the great vessels by a large, ill-defined tumour, which strongly
suggested a malignant process (Fig. 1).

Fig.1 CT Scan of the neck, showing a large, ill-defined mass en-
casing the great vessels in the right side of the neck
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Fig.2 Fibroinflammatory lesion shows proliferating fibrosclerotic
tissue and prominent mononuclear inflammatory infiltrate with en-
casement of the neurovascular structures (HE, x100)

Fig.3 Typical collagenized stroma with scattered inflammatory
cells, found within the lesion (HE, x100)

An incisional biopsy of the mass was performed. Macroscopi-
cally, the biopsy tissue was firm and gray-tan. Histologically, the
lesion was composed of proliferating fibrous tissue, bands of hyalin-
ized collagen and prominent inflammatory infiltrate consisting
mostly of lymphocites and plasma cells, which characteristically
were encasing the vascular and neural structures (Fig.2 and Fig. 3).
There was mild cellullar pleomorphism, the mitoses were scarce
and invasion of surrounding soft tissues was noted.

Immunohistochemical study showed that the proliferating spin-
dle cells were reactive for vimentin, but they lacked muscle-spe-
cific actin, desmin, S-100 protein and Leu-7. The lymphocites ex-
pressed T and B cell markers, and the plasma cells displayed a
polyclonal immunoglobulin staining pattern.

Silver chromate was used for identifying fungi and nite blue for
acid-fast organisms, and tissue Gram’s stains did not demonstrate
organisms.

These histological and immunohistochemical features were con-
sistent with tumefactive fibroinflammatory lesion of the head and
neck. Subsequently, the patient underwent evaluation for other co-
existing forms of fibrosclerosing lesions, but none were found.

The patient was treated with prednisone (80 mg per day) for
15 days and the hoarseness decreased. Subsequently, this dosage
was gradually reduced over 3 months following clinical regression
of the mass. When the treatment was finished, the patient was
asymptomatic with no palpable mass. One month later a CT scan
was performed showing clearly a pronounced shrinkage of the le-
sion. The corticosteroids were otherwise tolerated well; the only
sequela was moderate hyperglycemia that required diet modifica-
tion.

At follow-up 12 months after steroid therapy, the patient was
well, without any complaints, and had no external evidence of re-
currence.

Discussion

Tumefactive fibroinflammatory lesion of the head and neck
is a rare disorder of obscure aetiology. This lesion is be-
lieved to be part of a broader fiblosclerosing syndrome
that includes several lesions with similar histological ap-
pearance: retroperitoneal fibrosis, sclerosing cholangitis,
mediastinal fibrosis and Riedel’s thyroiditis. Inclusion of
all these lesions in the syndrome implies a common cau-
sation and pathogenesis that is unproved. A periarterial lo-
cation and encasement of neurovascular structures are seen
in all three anatomic sites and point to a periarteritis as an
underlying basis for the fibroinflammatory process [4].
The only reported example of tumefactive fibroinflamma-
tory lesion in the upper extremity also had a neurovascu-
lar location [4, 12].

Histologic differential diagnosis of tumefactive fibroin-
flammatory lesion is primarily related to the more com-
monly encountered of the head and neck fibrous lesions.
The fibromatoses [2, 3] that are encountered in the neck
region are more cellular than the firm fibroinflammatory
lesion. Although some fibromatoses may occasionally
have reduced cellularity, they do not have the nest of in-
flammation seen in the fibroinflammatory lesion. Tume-
factive fibroinflammatory lesion is not part of the spectrum
of fibromatoses.

Nodular fasciitis also has been noted in the head and
neck region [8]. This lesion is a pseudo-sarcomatous, self-
limiting reactive process, which histologically can be dis-
tinguished from tumefactive fibroinflammatory lesion by
the prominent whorled or feathery cellular pattern and lack
of an inflammatory infiltrate.

The last group of fibrous lesions more commonly seen
in the head and neck area includes the malignant fibrous
histiocytoma [14] and fibrosarcoma [13]. Tumefactive fi-
broinflammatory lesion is infiltrative, but it lacks the dense
cellularity, cellular atypia and mitotic activity of a sarcoma.

The clinical diagnosis of fibroinflammatory lesion is
difficult. The radiographic and clinical appearances can
be misleading, and it is often thought to be a malignant tu-
mour before biopsy. Furthermore, tumefactive fibroin-
flammatory lesion of the head and neck can be a localized
manifestation of a systemic condition [1]. Accordingly, pa-
tients should be evaluated for fibrosclerosing lesions at the
other sites.

There is no consensus regarding the optimal treatment
of this lesion. Treatment approaches have included sur-
gery, steroids and radiation therapy, used either alone or in
combination with variable outcomes [5]. Olsen et al. [6]
described a patient with cervical lesion that responded
completely to treatment with high-dose steroid therapy.
Our patient was treated with prednisone and had a
favourable response, supporting this approach as the ini-
tial treatment. However, the dosage and duration of treat-



ment are not well established. Surgery is generally reserved
for lesions that do not respond to steroid therapy; how-
ever, the location and extent of infiltration may not permit
complete surgical removal. Radiation therapy has also been
used for lesions that are unresponsive to treatment with
steroids when the tumour’s extent precludes safe surgical
removal.

Patients with tumefactive fibroinflammatory lesion re-
quire long-term follow-up. Despite the nonmalignant na-
ture of this lesion, recurrence and disease persistence are
common. Recognising and following more cases will lead
to a better understanding of the behaviour and treatment
of this lesion.
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