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Granulomatosis with Polyangiitis Presenting as Cholangitis and

Acute Kidney Injury
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A T4-year-old male visited the emergency department
for a few days of dyspepsia and abdominal pain unre-
sponsive to digestive medicine. He was febrile, and labo-
ratory tests had following results: white blood cells,
16210/uL; blood urea nitrogen, 62.8 mg/dL; serum crea-
tinine, 4.30 mg/dL; alkaline phosphatase, 887 U/L; direct
bilirubin, 1.47 mg/dL; gamma glutamyl transferase, 165
IU/L; amylase, 1115 IU/L; lipase, 1161 IU/L; C-reactive
protein, 176.97 mg/L. Although he did not show any pulmo-
nary symptoms, computed tomography (CT) showed only
edematous changes around the common bile duct (CBD)
(Fig. 1A) and reticular opacity showing a suspicious pat-
tern of interstitial lung disease or collagen vascular disease
in both lower lobes (Fig. 1B). Magnetic resonance chol-
angiopancreatography (MRCP) showed CBD dilatation
and tiny renal cysts (Fig. 1C). His symptoms improved after
antibiotics and endoscopic nasobiliary drainage. Despite
appropriate therapy, serum creatinine increased to 8.50
mg/dL after two weeks, and other laboratory results were
as follows: c-anti-neutrophil cytoplasmic antibody (ANCA)
and p-ANCA, 1521.95 and 14.48 AAU; antinuclear anti-
body (ANA), negative. We initiated hemodialysis for con-

trol of uremic symptoms, and performed a renal biopsy. The
pathologic results showed granuloma formation with
Langerhans giant cells and fibrous crescent (Fig. 2A).
Granulomatosis with polyangiitis (GPA) was diagnosed. We
performed high dose-steroids and cyclophosphamide treat-
ments concurrently with hemodialysis. Two months later,
follow-up magnetic resonance imaging (MRI) was per-
formed to identify the CBD. Interestingly, as compared to
the previous MRCP, contrast-enhanced nodular lesions
with increased number and size were seen in the kidneys
(Fig. 2B), and a contrast-enhanced lesion was seen in the
pancreatic head around CBD (Fig. 2C). The nodular lesions
on the kidney turned out to be arterial aneurysms (Fig. 2D).
The immunosuppressive agents and hemodialysis were
continued, but pneumonia developed, and progressed to
sepsis and the patient died. GPA is a systemic vasculitis
characterized as necrotizing granulomatous inflammation.
GPA can involve systemic organs.! GPA mainly presents
as a phenotype of rapidly progressive glomerulonephritis
in glomeruli.? However, as GPA of relatively long duration
can lead to medium-sized arterial aneurysms.? Acute chol-
angitis might result from the pancreatic pseudoaneurysm

FIG. 1. Computed tomography showed only edematous change and central hypo-dense lesion around common bile duct and pancreatic
head portion (white arrow) (A), and high resolution computed tomography showed reticular opacity with diffuse ground glass opacity
at subpleural portion in both lower lobe and lingular segment of left upper lobe (black arrows) (B). T2-weighted image of magnetic reso-
nance cholangiopancreatography showe distended gallbladder and dilated common bile duct and several tiny renal cysts (black arrows) (C).
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FIG. 2. The pathologic finding of the kidney demonstrates fibrous crescent and diffuse mesangial proliferation (Periodic Acid Schiff
stain, x400) (white arrow) and markedly increased interstitial inflammation including granulomatous formation (Hematoxylin and
Eosin stain, x100) (black arrow) (A). Follow-up T1-weighted image of magnetic resonance imaging (MRI) showed contrast-enhanced
nodular lesion with various sizes on the both kidney (black arrows) (B). Nodular lesion with low signal intensity on T1-weighted MRI
and high signal intensity on contrast-enhanced T1-weigthed MRI in the pancreatic head portion around common bile duct was shown
(black arrows) (C). Renal artery angiography shows multiple microaneurysms on the interlobular or arcuate arteries without rupture (D).
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