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Abstract

Wegener’s disease is a rare vasculitis characterized by inflamma-
tion of the endometrium of blood vessels. Ureteral stenosis is a rare 
manifestation of granulomatosis with polyangiitis (formerly known as 
Wegener’s granulomatosis). We report the case of a 38-year-old wom-
an with acute renal failure in which bilateral hydronephrosis due to 
staged ureteral stenosis was the second manifestation of the disease 
after necrotico-inflammatory skin lesions. Our patient had high titers 
of anti-proteinase 3 c-ANCA, but no upper or lower respiratory tract 
damage was demonstrated. Hydronephrosis and renal function im-
proved rapidly under immunosuppressive therapy with high dose of 
corticosteroids. We reviewed the literature and found only ten other 
reported cases of Wegener’s granulomatosis and intrinsic ureteral ste-
nosis: in two cases the presenting clinical manifestation was unilateral 
hydronephrosis and in only three others bilateral hydronephrosis. All 
of these complications have developed on disease relapse except in 
one case where the first manifestation of vasculitis is bilateral ureteral 
stenosis. This case highlights the importance of including ANCA-relat-
ed vasculitis in the differential diagnosis of unusual cases of unilateral 
or bilateral ureteral stenosis.
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Introduction

Wegener’s granulomatosis (WG) is a necrotizing vasculitis 
of the small and medium-sized vessels of unknown origin [1]. 
Its classic triad consists of necrotizing granulomatous vasculitis 
of the upper and lower respiratory tract associated with pauci-
immune crescent glomerulonephritis [1]. It is frequently asso-
ciated with antineutrophil cytoplasmic antibodies (ANCA) to 
serine proteinase 3 (PR3). It is a rare disease, with an annual 
incidence of approximately 10 cases per million population, a 

prevalence of 22-157 cases per million [2] and a peak incidence 
in the fourth and fifth decades of life [2]. It is a fatal vasculitis 
before the introduction of effective immunosuppressive treat-
ments. The use of high-dose corticosteroids in combination with 
cyclophosphamide has significantly improved survival and renal 
function in patients with ANCA-associated vasculitis [3]. It can 
affect almost every organ in the body. Although rare, urogeni-
tal manifestations may occur during the course of the disease 
and may be minimally symptomatic [4]. Granulomatous inflam-
mation of the prostate, bladder, penis, testes, seminal vesicles, 
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Figure 1: Intravenous urography: Left lumbar ureteral stenosis.

ureters, urethra and epididymis has been reported. Localization 
in the retroperitoneal organs is uncommon and symptomatic 
ureteral involvement is exceptional. We report a case that il-
lustrates this condition.

Case report

 A 38-year-old female patient was found to be a carrier of 
Wegener’s disease with necrotic inflammatory skin lesions and 
neurological manifestations of gait disturbances, diffuse myal-
gia and paresthesia of both legs. The diagnosis of Wegener’s 
granulomatous vasculitis was evoked by the demonstration of 
anti-neutrophil antibodies (ANCA). A neuromuscular biopsy re-
vealed a vasculitis of the small arterioles, establishing the di-
agnosis of Wagener’s disease. No renal biopsy was performed. 
During the acute attack, the patient received corticosteroid 
therapy combined with injectable immunosuppressive therapy. 
Three months later, the patient’s condition was excellent, her 
motor deficit and paresthesia progressively improved and the 
ANCA test was negative. After 4 months, the evolution of the 
disease was marked by the appearance of several episodes of 
bilateral low back pain. She consulted urgently with urinary re-
tention, accompanied by bilateral back pain more accentuated 
on the right side, associated with proteinuria (1.5 g/l) and he-
maturia.

The patient was febrile at 38°C, tachycardic at 105 beats per 
minute. The physical examination showed a clear right lumbar 
fossa tenderness. Blood pressure was 100/80 mmHg.

Biologically, she had an inflammatory syndrome with a hy-
perleukocytosis of 23,000 cells/mm3 and a CRP of 280 mg/l. 
Minimal renal failure with creatinine clearance of 55 ml/min. 
The urine was purulent and the urine cytobacteriological ex-
amination was positive for E. Coli. Ultrasound of the kidneys 
revealed dilatation of both collecting systems, particularly on 
the right side, with localized thinning of the renal parenchyma. 
Intravenous urography after her renal function had returned to 
normal (Figure 1) showed a poorly functioning right kidney and 
a proximal double ureteral obstruction on the left.

The patient had received intravenous antibiotic therapy 
adapted to her renal function and right-sided urinary drain-
age with a nephrostomy tube, which resulted in slightly cloudy 
urine. Opacification through the nephrostomy tube showed 
intrinsic stenosis with abrupt circumferential narrowing of the 
lumen (Figure 2). Abdominal CT scan showed bilateral ureteral 
stenosis. Cystoscopy was normal. Ureteroscopy showed narrow 
iliac ureteral stenosis on the right and multiple iliac and lum-
bar ureteral stenosis on the left with normal mucosa on both 
sides. Treatment with endoscopic dilatation and double J stents 
on the left resulted in clinical and radiological improvement, 
while medical treatment was continued. The patient was sub-
sequently treated with corticosteroids and cyclophosphamide 
for 6 months with no evidence of recurrence. One year later, 
intravenous urography returned to normal and biological and 
clinical examinations were unremarkable.

The patient was regularly followed up at our consultation. 
Despite prolonged drainage of the excretory cavities by a neph-
rostomy tube on the left and then by a bilateral double J tube, 
and despite endoscopic ureteral dilatation sessions, the right 
renal parenchyma was destroyed, necessitating a right nephrec-

Figure 2: Nephrostomy tube opacification: Right lumbar ureteral 
stenosis.

tomy. On the left, the lesions stabilized under medical treat-
ment.

One year later, intravenous urography returned to normal on 
the left and biological and clinical examinations were unremark-
able.

During her hospitalization and after the end of the treat-
ment, the patient was delighted with the care she received and 
seemed optimistic about the evolution of her condition despite 
the recourse to a nephrectomy for a destroyed kidney due to 
ureteral stenosis not improved by urinary drainage and com-
bined medical treatment (corticosteroid and cyclophospha-
mide)

Discussion

Wegener's disease is a vasculitis of which the urogenital lo-
cation remains rare, affecting the kidney, bladder, testicle and 
penis. Ureteral localization is exceptional, only about twenty 
cases have been reported in the literature [5]. Histologically 
Wegener's disease is characterized by non-specific inflamma-
tory granulomas with a predominance of neutrophilic cells and 
areas of necrosis. These histological lesions are located in the 
endothelium of the target organ causing sclerosing stenosing 
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sequelae, as in the case described in the observation, or aneu-
rysmal arterial lesions especially in the kidney.

In adults, the most common causes of bilateral ureteral ob-
struction are retroperitoneal or pelvic neoplasms, stones or 
retroperitoneal fibrosis. However, the differential diagnosis also 
includes other rare etiologies such as inflammatory or system-
ic diseases, including small and medium vessel vasculitis, can 
cause bilateral hydroureteronephrosis [6]. To our knowledge, 
we report the third case of a patient with bilateral hydrone-
phrosis complicating ANCA-associated vasculitis.

Urogenital involvement is rare in Wagener’s disease. Large 
series have reported between 1% and 10% of cases of Wagen-
er’s disease with urogenital involvement [7]. The prostate is the 
most common site, followed by bladder involvement, orchitis 
and penile ulceration [4]. When urological involvement is pres-
ent, it is usually seen as part of a generalized systemic disease 
associated with upper respiratory tract involvement in 90-100% 
of cases, lung involvement in 80% and glomerulonephritis in 45-
60% [4]. Isolated urological manifestations may precede the di-
agnosis of Wagener’s disease in 12-18% of cases with urological 
involvement [7]. Intrinsic ureteral stenosis is a rare manifesta-
tion of GPA as only 12 cases (including ours) have been reported 
in the literature to date [7,8]. 

The definitive diagnosis of Wegener's disease in the ureter 
is a histological diagnosis made on biopsy material from the af-
fected organ. The diagnosis of this disease has been facilitated 
in recent years by the immunohistochemical test for anti-neu-
trophil cytoplasm antibody (ANCA). 

The clinical manifestation of these lesions is multiple ste-
noses, often very tight, bilateral, evolving by flare-ups. Combi-
nation therapy with glucocorticoids and cyclophosphamide is 
the basic treatment for Wegener’s disease [9]. A decisive step 
towards the treatment of WG has been the development of a 
stepwise induction-maintenance strategy that reduces the cu-
mulative exposure to cyclophosphamide. This strategy uses cy-
clophosphamide to induce remission, followed by a less toxic 
immunosuppressant such as azathioprine or methotrexate [10].  
This regimen resulted in partial or complete remission in 91% 
and 75% of patients, respectively [11]. Urogenital manifesta-
tions respond rapidly to treatment with cyclophosphamide and 
glucocorticoids, and most urogenital manifestations can be re-
solved rapidly with pharmaceutical treatment, although some 
patients require surgical interventions due to persistent symp-
toms after receiving immunosuppressants, as in our case a right 
nephrectomy was performed due to the unresponsiveness of 
the right kidney to treatment. According to studies, one third 
of patients had a urogenital relapse during maintenance treat-
ment.

The treatment of these advanced stenoses is disappointing 
because they progress quietly and the diagnosis is made at a 
scarred stage. Immunosuppressive therapy has not shown any 
benefit in our case, perhaps due to delayed diagnosis.

Conclusion

Symptomatic urogenital involvement is a rare feature of WG, 
but is probably underestimated as it is difficult to diagnose in 
some cases such as ureteral stenosis. ANCA-related vasculitis 
should be considered in the differential diagnosis of unusual 
cases of unilateral or bilateral ureteral stenosis and ANCA test-
ing should be performed in patients in whom a diagnosis is not 
obvious.

Urogenital symptoms appear to be very sensitive to cyclo-
phosphamide and corticosteroid therapy. One third of patients 
had a urogenital relapse during maintenance therapy. Surgical 
interventions may be useful in patients with persistent symp-
toms or forms that do not respond to medical treatment.
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