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ABSTRACT: Idiopathic cervical fibrosis is a rare fibrosclerosing lesion of the head and neck region
simulating a malignant process. It is designated as a tumefactive fibroinflammatory lesion
constituting a heterogeneous clinical condition with an unknown cause and pathogenesis. Infection,
Hodgkin’s lymphoma, sarcoidosis, Autoimmune disease, trauma was considered as etiological
factors in the past but recently considered to be idiopathic. We report a case of idiopathic cervical
fibrosis involving the jaw destroying the ramus of the mandible and extending into the adjacent soft
tissue planes upto skin. Biopsy revealed dense fibrous tissue, bands of hyalinised collagen admixed
with inflammatory infiltrate composing of lymphocytes, plasma cells encasing vascular and neural
structures. Lymphocyte markers (CD 3 & CD20) and vimentin was done to confirm the lymphocytes
and fibrous tissue. A diagnosis of Idiopathic cervical fibrosis was made after excluding Fibromatosis,
Nodular Fascitis, Malignant Fibrous Histiocytoma and Fibrosarcoma. It is difficult to diagnose these
conditions clinically and the X-ray and CT findings may be misleading. Biopsy is the only way to
make the diagnosis along with the added marker study and IHC profile. Treatment includes surgical
excision, steroid therapy and radiation used alone or in combination.
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INTRODUCTION: Idiopathic fibrosclerosing disorder of the head and neck most often presents as a
soft tissue tumor clinically simulating malignant process but histologically benign. The tumor has
been designated with various names like tumefactive fibroinflammatory lesion, sclerosing cervicitis,
inflammatory pseudotumour and cervical fibrosclerosis. 1 Some authors do suggest that the disease
can represent a localized manifestation of a systemic condition because twenty percent of patients
also have other inflammatory fibrosclerosing lesions like mediastinal fibrosis, sclerosing cholangitis,
and retroperitoneal fibrosis.2 The first case was reported by Rice et al in 1975 and he named it as
sclerosing cervicitis.3 Since then approximately thirty cases have been reported till 2009.2 These
lesions can occur at several sites like buccal soft tissues, neck, infratemporal, or pterygopalatine
fossa and submandibular gland.*We report a case of idiopathic cervical fibrosis without associated
systemic manifestations doing well with steroid therapy.

CASE REPORT:A 38 year old female presented to dental OPD with restriction of mouth opening
since 2 months and pain in left side of jaw since 2 years. On examination facial asymmetry was seen
in the left side of face. Intraoral examination showed well defined swelling extending from premolar
to retromolar region and superiorly from upper vestibule to lower. X ray showed osteolytic lesion in
the left ramus of mandible (Fig 1a).

CT scan showed an ill-defined soft tissue density growth involving left parasymphyseal
region measuring 4x3.4x2.5 cms with irregular osteolytic destruction of underlying portion of the
mandible extending into medullary cavity and widening mandibular foramen. Growth showed
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extension into adjacent soft tissue planes upto skin. Submental, left jugular and submandibular
lymphnodes were enlarged. Possibility of Lymphoma or metastasis was considered on CT scan (Fig
1b).

Incisional biopsy at 3 places was performed, Masseteric tissue at lower border of mandible,
inferomedial aspect of the lesion and from left side buccal mucosa. Received three grey white firm to
hard soft tissue masses measured 3x1.5x0.6 cms (masseteric tissue), 1.3x0.6x0.3 cm (inferomedial
aspect of lesion) and 2x1x0.5 cm (left side buccal mucosa).

Microscopic examination revealed dense fibrous tissue, bands of hyalinised collagen
admixed with inflammatory infiltrate composed of lymphocytes, plasma cells encasing vascular and
neural structures. Invasion of surrounding muscle fibres was seen (Fig. 2a & 2b). Special stains for
acid fast bacilli (Z N Stain) and fungi (GMS, PAS) were negative. Inmunohistochemistry showed CD3
positive T lymphocytes, CD20 positive B lymphocytes and fibroblasts showed vimentin positivity
(Fig 3a, 3b & 3¢).

DISCUSSION: Idiopathic cervical fibrosis most commonly called as Tumefactive fibroinflammatory
lesion of the head and neck was initially reported by Wold LE and Weiland LH. 5 The etiology is
obscure but attributed to infection, Hodgkin’s lymphoma, Sarcoidosis, Autoimmune disease, trauma
in the past but recently considered to be idiopathic.! The lesion is similar to that of sclerosing
mediastinitis, retroperitoneal fibrosis and Reidel’s thyroiditis all having a common histological
pattern composing of mature hypocellular fibrous tissue with variable collagenization and
hyalinization admixed with an inflammatory infiltrate of lymphocytes and plasma cells.6

The lesion can occur at any age with equal male and female predilection and clinically
presents as a firm, mass like lesion eroding the adjacent structures and sometimes leading to their
dysfunction.” In our case it presented as a well-defined swelling extending from left premolar to
retromolar region with osteolytic destruction of the mandible.

The only way to confirm the diagnosis is by open biopsy. In our case the histological findings
was similar to those that have been described for other fibrosclerosing lesions.”. 8 Search was made
for the presence of fungi (GMS, PAS) as an etiologic agent and was excluded. Immunohistochemical
studies to confirm the normal fibroblasts and lymphocytes were done. Also evidence for the
presence of other fibrosclerosing lesions was looked for.

The differential diagnosis of inflammatory myofibroblastic pseudotumors especially the
hyalinising variant should be considered. But these tumors are well circumscribed and show no
evidence of adjacent invasion. The other differential diagnosis include Nodular fasciitis and
Fibromatosis of which the former shows microcystic change, abundant mitosis and lacks prominent
inflammatory infiltrate whereas the latter shows fascicles of long sweeping fibroblastic cells with
patchy chronic inflammatory cell infiltration.2 Sarcomatoid squamous cell carcinoma dominated by
spindle cells rarely have hypocellular areas with fibromyxoid stroma and lack prominent nuclear
atypia.t Cervical fibrosis may be diagnosed as a lymphoma because of its infiltrative growth and
dense lymphoid infiltrate. Lack of diffuse sheets of CD 20+ B cells and polytypia of the plasma cells
support reactive process.®It is difficult to diagnose these conditions clinically and the radiological
findings may be misleading. Biopsy is the only way to make the diagnosis along with the added
marker study. Treatment includes surgical excision, steroid therapy and radiation used alone or in
combination.
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Hostalet et al described Tumefactive fibroinflammatory lesion in a 74 yr. old female who
presented with painless mass on right side of neck and patient responded to prednisolone
80mg/day given for 15 days and then gradually reduced over a period of 3 months.8 Proper
guidelines have not been established for dose and duration of treatment. Cheuk W et al studied 4
cases of which 3 patients underwent excision of the tumor and one of them was also treated with
steroid along with excision. The 4th case underwent biopsy of the neck mass followed by steroid
therapy. Among the 2 patients who were treated with only surgical excision, one patient lost to
follow up and other presented with recurrence. Idiopathic cervical fibrosis responds well with
complete surgical excision and high dose of oral corticosteroids. Tamoxifen was also used as a drug
of choice.2 Response is incomplete with only steroid therapy and may present with recurrence
following cessation of therapy.”

CONCLUSION:Idiopathic cervical fibrosis is a rare entity. Study of more number of cases with careful
follow up would help in better understanding and management. However idiopathic cervical fibrosis
should always be kept in mind whenever we come across a fibrosclerotic lesion in the head and neck
region. One should not forget to look for systemic presentation of fibrosclerotic lesions.
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Fig. 1a: X-ray showing osteolytic lesion Fig. 1b: CT scan showing ill defined soft tissue density
in the left ramus of the mandible. growth involving left parasymphyseal region with
osteolytic destruction of the left mandible.

Fig. 2a & 2b: Histopathologic sections showing Fig. 3a, 3b & 3c: Inmunohistochemical staining
dense fibrous tissue, hyalinised collagen and showing diffuse positivity for CD3, CD20 and
chronic inflammatory cells infiltrating vimentin respectively (IHC, 10x40).
skeletal muscle fibres (H&E, 10x10).
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