A case report of Intraorbital Inflammatory Myofibroblastic Tumor
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Inflammatory myofibroblastic tumor (IMT) is a rare, mesenchymal neoplasm that can (Figure 1) The etiology of inflammatory myofibroblastic tumor is unknown and is not limited to
affect any soft tissue or viscera but usually affects the lung, abdomen, and ‘ any particular location [1], however, the lung, mesentery, and omentum are the three
retroperitoneum. IMTs are predominately found in children and young adults. They most common sites that IMT is found. IMT is usually benign but there are rare

are histopathologically composed of spindle cells with an inflammatory infiltrate occurrences of metastasis to other locations [3,4]. There have only been a handful of
background [1]. More than half of extrapulmonary IMTs have gene rearrangement in cases of primary orbital IMT. Based upon our literature review gender does not seem to
the anaplastic lymphoma kinase (ALK) gene [2]. influence the occurrence of orbital IMT[1,3,5,6,7].

Orbital IMT can have various clinical presentations such as painless mass, eye pain,
diplopia, progressive vision loss, ptosis, conjunctivitis, invasion of the lacrimal gland,
extraocular muscle movement restriction, and/or edema. To confirm a diagnosis of IMT,
histopathological evaluation is needed. Histopathological findings include proliferating
myofibroblasts, spindle cells, and inflammatory cells that include plasma cells,
lymphocytes and eosinophils. 50% of IMT are ALK-1 positive on immunochemistry and
is useful to help differentiate this tumor from other types of mesenchymal tumors.
Literature review has not shown clinical distinction between ALK-1 positivity and ALK-1
negativity to clinical outcome, recurrence, regression, or metastasis [8,7,9,10]. Our
patient was ALK-1 negative and had complete resolution of symptoms after treatment
with systemic steroids.

OBJECTIVE

1. We discuss a rare case of intra-orbital IMT presenting as orbital cellulitis
2. Discuss the clinical presentation, histopathology and treatment of IMT

CASE DESCRIPTION

14-year-old female with history of allergies presented to the emergency room with
right eye pain without vision changes and eyelid swelling for 3 weeks. Her eye pain
worsened with extraocular movement. She had a history of intermittent eyelid

(Figure 2)
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of the orbit and possible abscess drainage. A transconjunctival approach was used to oatient presenting with orbital inflammation and proptosis. Response to systemic

explore the medial orbit and intraconal space. No abscess or purulence was found,
rather, a firm thickened mass of the orbital tenon’s fascia in the medial and
retrobulbar space was encountered. An incisional biopsy was performed and sent to
pathology.

LAB AND IMAGING RESULTS
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steroids for IMT is usually rapid with partial to complete resolution of symptoms but a
prolonged taper is often necessary to prevent recurrence of these lesions.
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