[ ¥ Case Report

Granulomatosis with Polyangiitis Masquerading as Renal Mass: Case
Report and Literature Review

Abstract

Wegener’s granulomatosis or granulomatosis with polyangiitis (GPA) is multisystemic vasculitis.
Kidney involvement in GPA often presents with rapidly progressive renal failure and requires urgent
treatment. A 60-year-old female presented with prolonged history of fever, generalized weakness,
decreased appetite, and weight loss over 4 months. Her renal function was normal; urine culture was
sterile. On further evaluation, she was found to have large, hypodense solid lesion in mid pole of the
right kidney on CECT. CT guided renal biopsy was done, which showed granulomatous interstitial
nephritis with focal crescents. On further evaluation, she was found to have high titers of anti-MPO
antibody. She was started on steroid and methotrexate with subsidence of fever. Follow-up after 12
months showed resolution of the lesion. GPA solely presenting as solid mass like lesion in the kidney
is extremely rare presentation. Early diagnosis and prompt initiation of the treatment can prevent the

progression of the disease.
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Introduction

Wegener’s granulomatosis or
granulomatosis with polyangiitis (GPA) is
multisystemic vasculitis. It most commonly
involves the elderly population, although it
can be seen in any age group.''”) The most
common sites of involvement are the upper
respiratory tract, lower respiratory tract,
and kidneys. Clinically, it can have varied
presentations ranging from nonspecific
fever and weight loss to life-threatening
pulmonary hemorrhage, ischemic colitis,
and rapidly progressive renal failure. Herein
is a case of a middle-aged female presented
with constitutional symptoms along with a
rare presentation of GPA as renal mass.

Case Summary

A 60-year-old female, with no known
comorbidities came with complaints of
intermittent fever, night sweats, nasal
congestion, decreased appetite, and weight
loss of 5-7 kgs over for 4 months. Her
laboratory investigations were significant
for mild anemia with persistent high ESR
with normal renal function [Table 1]. On
admission in another hospital 1 month
back, USG abdomen showed hypoechoic
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lesion in the right kidney, and subsequently,
CECT scan of the abdomen showed a
large wedge-shaped solid, non-enhancing,
hypodense area at the lower-mid pole
of the right kidney suggestive of renal
mass [Figure 1]. A PET CT showed avidity
in the same region in the right kidney and
in the nasal mucosa. USG-guided biopsy of
the lesion in the kidney was done, which
revealed  granulomatous  inflammation
without any visible glomerular or vascular
structure in the tissue. In view of strong
suspicion of tubercular involvement of
kidneys, urine was sent for PCR to isolate
mycobacterium tuberculosis, which came
negative. She was empirically started
on antitubercular treatment (ATT). On
admission at our hospital, her physical
examination was significant for mild
redness of the right eye and decreased
hearing in the right ear. A detailed
ear examination revealed right-sided
sensorineural deafness that was attributed to
the course of aminoglycoside she received
in other hospital. Eye examination revealed
mild episcleritis for which symptomatic
treatment was provided. In view of
previous inconclusive kidney biopsy report,
a repeat CT-guided biopsy was done,
which showed epithelioid granulomas
along with focal crescents [Figure 2].
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Table 1: Laboratory parameters of the patient

Investigations 3 months 1 month On admission 6 months after 12 months
back back at our hospital admission after admission

Hemoglobin, g/dL 11.8 10.9 11.1 12.1 13.1
TLC, cells/uL 6350 9700 8200 7800 10000
ESR, mm/h 70 72 85 15 12
Mantoux test Negative
Serum Creatinine (mg/dL) 0.9 1.01 0.76 0.81 0.89
Urine routine Urine RBC Urine RBC Urine RBC Urine RBC Urine RBC 0-3/

3-5/hpf 5-10/hpf 5-10/hpf 0-3/hpf hpf
Urine C/S Sterile Sterile Sterile
Spot urine PC Ratio 0.04 g/g 0.03 g/g 0.07g/g
1gG4, mg/dL 150 122
(5-200)
ACE levels, mcg/L (<40) 25
ANA, IF positive

3+ (centromeric)

ANTI-dsDNA Negative
C-ANCA (IF) Negative
P-ANCA (IF) Positive
Anti-MPO antibody (ELISA) >750 U/L 112 U/L
Anti-PR3 antibody (ELISA) Negative

TLC- Total Leucocyte Count, Urine C/S- urine culture and sensitivity, Urine P:C ratio- urine Protein Creatinine Ratio, [F-Immunofluorescence

Figure 1: CECT abdomen. (a) Coronal section showing mass in the mid-pole
of the right kidney (red arrow). (b) Axial section showing the right bulky
kidney with 5.7 x 2.9 cm wedge shaped hypodense, solid area in the
mid-lower pole (red arrow)

Immunofluorescence (IF) study revealed absence of
glomerular immunoglobulins deposition. The nasal mucosa
biopsy was done, which showed nonspecific inflammation.
Further workup showed positive ANA by indirect IF.
Anti-dsDNA by ELISA was negative, and p-ANCA by
IF was positive with anti-MPO antibody showing high
titer (>750 U/ml) [Table 1]. With the above-mentioned
findings on physical examination, renal biopsy along
with high titer of anti-MPO antibody, a diagnosis of
GPA was made, ATT was stopped; she was started on
prednisolone (60 mg/day) and methotrexate (15 mg/
week). After the initiation of immunosuppression, she
reported only one spike of fever in the next 7 days. She
was discharged from the hospital with a tapering dose
of steroid (2.5 mg/week till 5 mg/day is achieved) and
methotrexate (20 mg/week). At 12 months of follow up,
the patient was symptomatically better with no history of
fever, normal renal function, improvement in her hearing.
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Figure 2: Renal biopsy. (a) A glomerulus showing circumferential
cellular crescent (H&E, 400 x original magnification). (b) Epithelioid
cell granuloma (black arrow) surrounded by inflammatory cells
(H&E, 100 x original magnification)

A repeat USG of kidneys showed a complete resolution of
the lesion [Figure 3].

Discussion

GPA is a multisystemic disorder involving almost all
organs of the body; nevertheless, it can present as a disease
limited solely to the kidneys and is termed as renal limited
ANCA-vasculitis. Kidney involvement in the disease is
typically severe, with characteristics of rapidly progressive
renal disease. However, rarely GPA can present as renal
infarction, papillary necrosis, or hydronephrosis due to
ureteral stenosis.™

This patient presented with a prolonged duration of fever
without any localizing signs or symptoms, which delayed
her diagnosis. Her incidental findings of renal lesion
raised the suspicion of a renal mass. After the biopsy
of the lesion, which yielded granulomatous interstitial
nephritis, the etiology was unclear. The differential
diagnosis of granulomatous kidney disease is broad,
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Figure 3: Ultrasound abdomen - showing complete resolution of the lesion
in the right kidney after 12 months of treatment

and the most common causes are sarcoidosis, drugs
including antibiotics, diuretics, and infection, including
tuberculosis. Considering her symptoms of prolonged
fever, weight loss along with granuloma in the kidney, TB
was a strong possibility which despite negative tissue stain,
Mantoux test and negative urine for AFB, and GeneXpert
was considered and she was treated for the same, however
with little success.

GPA has been reported to present as solitary or multiple,
bilateral, solid lesions in the kidney mimicking renal mass
with or without other systemic involvement,’'*! although
it rarely has been reported to present solely as a renal
mass without any other systemic involvement.!'>!41611 In g
similar case report by Nelson ef al., they reported a case
of a 66-year-old male with 2 months history of fever.!'”!
He was incidentally found to have multiple solid renal
lesions, which on histopathological examination revealed
multiple noncaseating granulomas. There was no evidence
of disease activity in other organs.

The prognosis of the kidney is good as compared to the
crescentic vasculitis presentation with the treatment. In
15 cases reported so far, one case had progressed to ESRD
as he refused the treatment, one case was lost to follow up
after the initial presentation and returned with advanced
renal failure, and one case expired due to massive pulmonary
hemorrhage before starting the treatment.l'*'®!"! Even
though, in cases where only the kidney is involved initially,
without immunosuppression disease may progress and can
involve other systems. In a report by smith et al., patient
underwent total nephrectomy in view of renal mass, which
was consistent with granulomas without any evidence of
vasculitis.''¥) However, she relapsed with fever and blocked
nose, which immediately responded to immunosuppression.
Most case reports have used a combination of steroid
and cyclophosphamide or methotrexate. Few studies have
resorted to partial nephrectomy, although it was done in
suspicion of a tumor, later started on treatment once the
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diagnosis was made on histopathology. The treatment of
choice in this rare presentation is difficult to ascertain,
but we suggest that the addition of cyclophosphamide or
methotrexate with steroid is ideal than the only steroid as
it was seen in the case reported by Nelson ef al., where
the patient had relapsed initially when discharged on
steroids and later tapered off.l'”) We preferred methotrexate
over cyclophosphamide in the present case, as it was a
non-organ threatening presentation.

We suggest that GPA should be among the working
diagnosis of clinician while evaluating the renal mass-like
lesion or granulomatous inflammation, where the cause
is not evident. Extrarenal symptoms should be looked for
subtle signs as in this case since renal symptoms and renal
function with urine examination may be normal, as seen
in most of the case reports. Noninvasive tests of ANCA
vasculitis should be included in work up. Renal biopsy
of suspected lesions should be done before any radical
surgical procedure. It is essential to recognize this rare
presentation of the GPA as it responds completely to the
treatment with an excellent prognosis.

In conclusion, GPA as renal mass is rare but known
presentation of this disease. Its recognition in early stage
and prompt treatment can prevent progression of the
disease.
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