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Abstract 
 

Purpose: To present a case of c-ANCA associated granulomatosis with polyangiitis 

(GPA) presenting with bilateral necrotizing sclerokeratoconjunctivitis treated successfully 

with rituximab.  

 

Case Presentation: A 74-year-old man without a rheumatologic history was referred for 

persistent bilateral epiphora and red eyes for 8 weeks. Examination revealed bilateral 

diffuse severe injection and chemosis of the conjunctiva with, foreshortened fornices and 

symblephara.  The severity of his bilateral scleritis prompted initiation of systemic 

glucocorticoids and serology demonstrated a positive c-ANCA concerning for 

granulomatosis with polyangiitis (GPA). He was initiated on rituximab in combination with 

glucocorticoids which successfully induced remission.  

 

Conclusion: Bilateral severe keratoscleritis mandates a systemic workup and aggressive 

management is warranted. GPA refractory to oral systemic glucocorticoids is well 

managed with adjunct rituximab..  

 

History 
A 74-year-old white man was referred to the uveitis clinic at the Vanderbilt Eye 

Institute for 2 months of bilateral epiphora and red eyes.  Ophthalmic history was negative, 



no history of mouth or skin dryness, no autoimmune history in self or the family, and no 

systemic constitutional symptoms or allergy symptoms. Review of systems was positive 

for bilateral ear infections which were being treated with oral antibiotics.  

Examination 
The patient tested 20/60 via pin-hole in the right eye and count-fingers vision at two 

feet in the left eye uncorrected.  Intraocular pressure was 24 and 29 mm Hg in the right 

eye and left eye respectively. The pupils were equal and reactive to light without evidence 

of afferent pupillary defect. External lid examination was normal, while the anterior 

segment demonstrated diffuse injection and both inferior and superior forniceal 

shortening with symblephara bilaterally and scleral thinning in the left eye (Figures 1 and 

2) as well as microcystic corneal edema without infiltrate of the left eye. There was 

significant superior scleral thinning in the left eye (Figure 3). No cellular reaction was 

detected in the anterior chamber or the vitreous in either eye.  Posterior segment was 

normal on dilated fundus exam.  

Discussion and diagnosis 
The exam findings and history were concerning for a systemic inflammatory process. 

The differential diagnosis in this age bracket included ocular cicatricial pemphigoid as well 

as other systemic rheumatologic conditions. Consideration of conjunctival biopsy was 

made but given the level of inflammation, systemic glucocorticoid treatment was initiated 

to decrease inflammation prior to biopsy. Initially, the patient improved on high dose of 

prednisone with improvement of the vision in the left eye to 20/50 and near resolution of 

the symblephara, however, he flared upon taper of oral prednisone  

Laboratory work up demonstrated WBC of 17,000 and otherwise normal CBC and 

BMP. ANA was negative, however ANCA was positive with a cytoplasmic pattern and 

specific proteinase 3 antibody was elevated. Negative infectious work up for syphilis, 

Lyme, TB although he had positive IgG titers for HSV but negative IgM titer. The lab 

results and eye exam was sufficient to make a diagnosis of granulomatosis with 

polyangiitis (GPA) without systemic vasculitis and therefore he underwent treatment with 

rituximab1 for induction of remission for GPA. He did well on rituximaband has completed 

two infusions of rituximab 1000mg. He is being tapered off oral prednisone. He will receive 



a scleral patch graft for the scleral thinning in his left eye, however a quiescent period of 

3 months is required before any surgical procedure is attempted. 

GPA is a ANCA-associated systemic vasculitis characterized by necrotizing vasculitis 

of the upper and lower airways as well as small vessel necrotizing vasculitis2. Ocular 

involvement is common, reported as 23-58% of patients with GPA, and can also be the 

presenting signs or symptoms that lead to the diagnosis3. Scleritis and episcleritis are the 

most common ocular associations followed by orbital disease3.  GPA ophthalmic disease 

has been controlled with different regimens of systemic immune suppression including 

some combination of glucocorticoids with immune-modulatory therapy (IMT). Rituximab 

has been shown to be an effective tool in refractory or relapsing ophthalmic GPA4,5.  

Conclusion 
  This case demonstrates important points about the evaluation and 

management of patients with bilateral scleritis. Systemic inflammatory conditions 

including ANCA-associated vasculitides like GPA should be high on the 

differential as well as ocular cicatricial pemphigoid. Our patient demonstrates that 

initial improvement on high dose glucocorticoids should still be monitored closely 

as they may relapse or have flares throughout the taper. Our case also 

demonstrates that rituximab may be a good first-line therapy for GPA to induce 

remission and prevent relapse or flares. Joshi et al demonstrated that rituximab 

reduced the systemic disease burden likely secondary to the ability to deplete B-

cell lines.6Surgical management of complications of necrotizing scleritis should 

be avoided unless emergent until the inflammation has been quiescent for at 

least 3 months and likely will require peri-operative IMT with glucocorticoids or 

other agents.  
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Figure 1: external photograph of the right eye demonstrating diffuse injection, inferior 

forniceal shortening with symblepharon 
 



 
Figure 2: external photograph of the left eye demonstrating inferior forniceal shortening 

and diffuse injection 



 
Figure 3: external photograph of the left eye with scleromalacia 


