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Abstract

Granulomatosis with polyangiitis (GPA, formerly Wegener’s granu-
lomatosis) is a systemic necrotizing vasculitis of small- and medi-
um-sized blood vessels, primarily affecting the upper and lower 
respiratory tracts, as well as the kidneys. Urogenital manifestations 
of GPA are exceedingly rare and usually respond well to systemic 
immunosuppressive therapy. Here, we present a case of a 36-year-
old female presenting with acute urinary obstruction secondary to 
urethral GPA involvement in the immediate postpartum period. 
Special consideration should be given to ruling out malignancy in 
all patients with a history of GPA and urethral lesions, especially 
when there is a history of cyclophosphamide treatment.

Introduction

Granulomatosis with polyangiitis (GPA, formerly Wegener’s 
granulomatosis) is a systemic necrotizing vasculitis of small- 
and medium-sized blood vessels.1 GPA is a rare disease, with 
an incidence reported between seven and 22 new cases per 
million per year.2 The cause of GPA is not well understood, 
but GPA is associated with serum anti-neutrophil cytoplas-
mic antibodies (ANCA), in particular anti-PR3 antibodies, 
which are commonly used in the diagnostic workup.3

GPA primarily affects the upper and lower respiratory 
tracts and can also cause aggressive glomerulonephritis.4 
Other common manifestations of GPA include otitis media, 
sinusitis, peripheral neuropathy, and mucocutaneous lesions, 
as well as ocular, cardiac, and gastrointestinal involvement.1 
Genitourinary involvement is rare, being reported in less 
than 1% of patients in large-cohort studies.5 However, GPA 
has been described to involve the penis, urethra, prostate, 
bladder, ureter, and epididymis. Urethral GPA involvement 
has been reported in eight cases at the time of this review.6,7 

The most common presenting symptoms of urethral GPA 
were urinary urgency and frequency. Only one patient pre-
sented with obstructive symptoms.8 In most cases with uro-
genital involvement, symptoms were successfully resolved 
with potent immunosuppressive therapies.6-8

Many autoimmune diseases are affected by pregnancy 
and the puerperium. There have been a number of case 
reports of GPA presenting initially during pregnancy, with 
only one case report of a patient relapsing during the initial 
postpartum period.

Case report

A 36-year-old female presented to the emergency room in 
acute urinary retention with difficult urinary catheteriza-
tion. The patient had a history of GPA, diagnosed six years 
previously, with sinus and pulmonary involvement requir-
ing induction treatment with methotrexate and prednisone; 
she had been in remission for five years and had not taken 
any immunosuppressive medications for four years. At this 
presentation with urinary retention, she was five months 
postpartum and had been experiencing pelvic pain, hema-
turia, sinus congestion with epistaxis, and migratory arthral-
gias since parturition. As well, she had noticed a gradual 
decrease in her urinary flow that progressed to being depen-
dent on valsalva maneuver for voiding during the week prior 
to presentation. To relieve her obstruction, a coude tip uri-
nary catheter was placed with note of obstructing granular 
urethral growths. The patient was sent home with an indwell-
ing urinary catheter and followup with urology for further 
investigation of the urethral lesions.

Flexible cystourethroscopy revealed normal-appearing 
bladder, rigid bladder neck with a few polypoid lesions, 
and a friable appearance throughout the urethra. The ure-
thra displayed lead pipe characteristics with no coapta-
tion when the urinary catheter was removed (Fig. 1). The 
urethra was firm to palpation. Biopsies were taken from 
the bladder neck and urethra. Vaginoscopy was normal 
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and there was no evidence of inguinal lymphadenopathy 
on palpation.

Pathology

Urethral biopsy revealed acute and chronic inflammatory 
changes with the presence of neutrophils, lymphocytes, and 
many eosinophils and areas of geographic necrosis (Fig. 2). 
There was no evidence of malignancy. Bladder neck biopsy 
also showed severe acute and chronic inflammation with 
necrotizing epithelioid granulomas. Focal areas of chronic 
lymphoid cystitis were also noted. There was no evidence 
of malignancy. Special stains for fungi, bacteria, and acid-
fast bacilli (PAS-D, Gram, and Ziehl-Neelsen) were nega-
tive. These findings supported a diagnosis of relapsed GPA 
involving the urethra and bladder neck.

Management

Initial management involved the placement of an indwelling 
16-French urinary catheter and referral to rheumatology. 
The patient was diagnosed with relapsing GPA, given her 

urethral findings, as well as her sinusitis, arthralgias, and 
persistently elevated anti-PR3 antibody. She was started on 
high-dose prednisone. She was also started on methotrexate 
while awaiting health insurance coverage for rituximab for 
this severe manifestation of GPA. The Foley catheter was 
removed six weeks after starting the immunotherapy and the 
patient is currently being managed with clean intermittent 
catheterizations.

Discussion

We report a case of urethral GPA presenting with obstruc-
tion and acute urinary retention. Such cases are exceed-
ingly rare, with only eight other cases previously described 
in the literature. Of these, only one other case presented 
with obstructive symptoms.8 Most cases were successfully 
managed with immunosuppressive medications, generally 
cyclophosphamide and prednisone.

It is important to rule out urethral malignancy in any 
patient presenting with obstructive acute urinary retention 
and an abnormal appearing urethra. For our patient, this 
was done through biopsy of the abnormal appearing ure-
thra and bladder neck. Bladder cancer is much more com-
mon among patients with a history of GPA than urethral 
involvement, especially in patients who have undergone 
cyclophosphamide treatment for their GPA. Our patient did 
not have this history, but it should be noted that cyclophos-
phamide exposure is a known risk factor for the development 
of bladder cancer.9 Studies of patients with GPA treated with 
cyclophosphamide have revealed bladder cancer rates of up 
to 5%.10,11 Therefore, investigation in these patients should 
focus on ruling out malignancy prior to pursuing urethral 
GPA involvement as a cause for obstructive symptoms.

Interestingly, our patient presented with pelvic pain, 
hematuria, and obstructive urinary symptoms that started 
immediately postpartum and progressed over the following 

Fig. 1.  Urethroscopic appearance (A) prior to treatment with systemic 
corticosteroid; and (B) following treatment with systemic corticosteroid.

Fig. 2. (A) Sections from urethra and bladder neck show severe acute and chronic inflammation with necrotizing epithelioid granulomas (arrow) with geographical 
areas of necrosis; (B) urothelial hyperplasia shows no evidence of dysplasia or malignancy with underlying acute and chronic inflammation and edema of lamina 
propria.
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months. The association between the postpartum period and 
GPA relapse has been described in at least one other case.12 
Further research is ongoing with respect to the role of preg-
nancy and the puerperium in the reactivation of GPA, as well 
as the role of maintaining disease surveillance during these 
periods.13 Risk factors for relapse include persistent anti-PR3 
positivity, which was present in our patient.12

Conclusion

We have reported a case of a patient presenting with obstruc-
tive acute urinary retention secondary to urethral GPA 
involvement in the early postpartum period. Clinical assess-
ment of patients presenting with obstructive acute urinary 
retention in the context of a urethral lesion should be aimed 
at ruling out malignancy. There should be a high index of 
suspicion for GPA relapse in patients with new symptoms 
and persistent anti-PR3 positivity. Treatment of urethral GPA 
involvement should address urinary obstruction and will 
ultimately involve immunosuppressive therapy.
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