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Abstract

~

Background: Granulomatosis with polyangiitis (GPA) can manifest with a range of rhinologic and ocular symptoms. Or-
bital involvement, occurring in 45% to 65% of patients, is typically responsive to immunosuppressive therapy. Surgery for
subacute orbital lesions refractory to medical management has not been described in the literature. We present a case of
an orbital lesion causing diplopia and gaze restrictions over time despite medical management, which underwent surgical

decompression.

Methods: Case report

manifestations.

N

Results: A combined endoscopic and open decompression of the orbit was performed with partial excision of the mass,
resulting in near complete resolution of the patient’s diplopia and gaze restriction.

Conclusions: Surgical decompression is a safe and effective option in the management of symptomatic subacute orbital
masses associated with GPA that have been refractory to medical treatment.
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Introduction

Granulomatosis with polyangiitis (GPA), commonly known as
Wegener’s Granulomatosis, is an autoimmune granulomatous
inflammatory disease of unclear etiology affecting small and
medium sized blood vessels [1-4]. Presenting rhinologic symp-
toms commonly associated with GPA include rhinorrhea, ul-
cerations of the nasal mucosa, and chronic rhinosinusitis [1,
5]. Although the nasal cavity and paranasal sinuses are the
most common zones of GPA involvement in the head and
neck, 45% to 60% of patients experience involvement of the
soft tissues of the orbit [1, 6]. Orbital manifestations of GPA
can be either primary or due to extension of disease from the
paranasal sinuses [2, 7]. Inflammation of orbital structures
can cause ocular pain, injection, epiphora, vision loss, diplo-
pia, and/or proptosis [7]. The mainstay of treatment includes

glucocorticoids and immunosuppressive drugs such as cyclo-
phosphamide, azathioprine, and methotrexate. In cases of se-
vere pain, proptosis, or optic neuropathy, surgical decompres-
sion may be indicated [7].

Here, we present a case of a 37-year-old male with orbital
manifestations of GPA refractory to medical treatment who
underwent combined otolaryngologic and ophthalmologic
surgery with improvement of his symptoms.

Case Presentation

A 37-year-old male with a past medical history of well con-
trolled GPA was referred to Otolaryngology clinic with 2 years
of progressive diplopia requiring chronic head-turn, left sided
medial gaze restriction, and worsening proptosis. He denied
any orbital pain, decline in visual acuity, or sinonasal com-
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plaints. He had no improvement in double vision following
a 2-week course of oral steroids (1mg/kg). On examination,
he had 2mm of left-sided proptosis and 75% restriction of left
sided medial gaze, but no evidence of optic neuropathy. Rigid
nasal endoscopy was notable for a common cavity with mini-
mal sinonasal landmarks present; otherwise, the nasal muco-
sa was healthy and no purulence was noted.

His past medical history included GPA diagnosed at age 25,
of which chronic rhinosinusitis, pulmonary nodules, and tra-
cheal stenosis were his predominant manifestations. He was
treated with glucocorticoids and immunosuppressive agents
with good response and was in remission for 5 years prior to
presentation to Otolaryngology. He had been noted to have
bilateral medial orbital masses, left larger than right, which
were stable on serial imaging for many years. A MRI of orbits
without contrast showed a stable left medial extraconal mass
measuring 2.8 x 1.0 x 3.7 cm and a right medial extraconal
mass measuring 2.4 x 0.9 x 2.6 cm (Figure 1). A left anterior
orbitotomy with biopsy was previously performed, which re-
vealed benign dense fibrous tissue with a small foci of chronic
inflammation, negative for malignancy.

Given there was no improvement with high dose oral ste-
roids, surgical management was discussed and recommend-
ed. Through a combined approach with Otolaryngology and
Ophthalmology, the patient underwent an image-guided left
sphenoidotomy, left endoscopic orbital decompression, and
left anterior orbitotomy with excision of the mass without
complication. The left lamina papyracea and bone overlying
the orbital apex were drilled and removed, and portions of the
orbital mass were resected both endoscopically and through
the orbit. Alloderm was placed to create a barrier between the
medial rectus muscle and the sinuses. Final surgical pathology
showed dense paucicellular fibrous tissue and fibrovascular/
granulation tissue with severe acute and chronic inflamma-
tion. One year following surgical repair, the patient continues
to report marked improvement in his diplopia. His exam was
notable for a 1-2mm improvement in proptosis and only mild
(<25%) limitation in movement of the left eye medially.

Figure 1: MRI of orbits without contrast, T1-weighted sequences, axial (left)
and coronal (right) cuts demonstrating bilateral medial orbit masses.

Discussion

Medical management of the underlying disease is typically
sufficient for managing orbital manifestations of GPA [7-9].
Treatment typically includes a glucocorticoid with or without
an immunosuppressive medication such as rituximab, aza-
thioprine, methotrexate, or cyclophosphamide [10]. Of note,
ocular manifestations are usually refractory to glucocorticoid
treatment alone [7]. In cases of acute vision loss refractory to
medical treatment, urgent surgical decompression as a sight-
saving, emergency procedure has been described, albeit with
mixed success [11-14]. Other treatment options to consider
are intraocular glucocorticoid injections or slow-release im-
plantation devices, though they have the potential to cause
cataracts and open-angle glaucoma [7].

In contrast, the role of surgical decompression in subacute
ocular disease due to GPA is poorly described in the literature,
and as such the indication for surgical decompression is less
clear. Patients with orbital manifestations of GPA may develop
diplopia over the course of the disease, either due to inflam-
mation of the vessels supplying the extraocular muscles or
due to mass effect [7]. Herein, we present a patient with well
controlled GPA with subacute ocular symptoms refractory to
medical management who had a significant improvement in
double vision and proptosis through a combined endoscopic
and open orbital decompression.

Conclusions

Combined ENT-ophthalmologic surgery is a safe and effective
option for patients with subacute orbital manifestations of
GPA refractory to medical treatment.
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