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Splenectomy and unilateral 
nephrectomy complicating 
granulomatosis with 
polyangitis
Sir,
A 20‑year‑old, female presented in September 2005 with 
chronic sinusitis, hypertension  (150/100  mmHg), and 
elevated serum creatinine of 9.58  mg/dl. Her further 
workup was showed an elevated anti‑proteinase 3 (PR3) 
titer at 69 IU/ml and a renal biopsy showed pauci‑immune 
crescentic glomerulonephritis.  A  diagnosis of 
granulomatosis with polyangitis (GPA) was made, and 
she was treated by plasma exchange, oral prednisolone, 
mycophenolate mofetil, and antihypertensive drugs. 
The patient was lost to follow‑up for 5  years until 
she presented currently with purulent ear discharge, 
macroscopic hematuria, and abnormal renal functions. 
Her investigations showed high C‑reactive protein at 
20.8  mg/dl, anti‑PR3  >100  IU/ml, and urine protein 
creatinine ratio of 4.8. Her family refused any sort of 
active intervention apart from treating her infections. She 
presented 1 week later with significant pallor, abdominal 
pain, developed hypotension, and anemia. The patient 
was resuscitated and an abdominal ultrasonography 
showed perinephric hematoma. Computed tomography 
angiography it showed multiple small aneurysms in 
kidneys, spleen, and liver. After stabilizing, she was started 
on methylprednisolone 500 mg/day. One week later, she 

presented in hemorrhagic shock requiring exploration 
which resulted in splenectomy and left nephrectomy. 
Pathological examination of the kidney and spleen 
showed multiple hemorrhagic areas [Figure 1a and b], 
ischemic infarcts, and foci of necrotizing granulomatous 
vasculitis  [Figure  1d and e]. In addition, the kidney 
showed diffuse pauci‑immune crescentic and necrotizing 
glomerulonephritis [Figure 1c].

GPA is a necrotizing granulomatous vasculitis with 
clinical predilection for the upper airways, lungs, and 
kidneys, preferentially involving venules, capillaries, 
and arterioles, but may also affect arteries and veins. 
Arterial aneurysms are characteristic of medium‑size 
vessel vasculitis occurring in 50-60% of polyarteritis 
nodosa, but are quite unusual of GPA. Approximately 
16 cases of GPA complicated by arterial aneurysms of 
large and medium‑size vessels are documented in the 
literature.[1‑4]

Literature review showed that the incidence of these 
aneurysms was more in men and they occurred at the 
onset than during the course of the disease.[1] Involvement 
of vessels such as renal, hepatic, aorta, gastric, splanchnic, 
and cerebral arteries has been reported.[1‑4] Chronic 
granulomatous inflammation with fibrinoid necrosis 
results in aneurysmal dilatation. Abdominal pain is 
the most common warning sign of intraabdominal 
arterial aneurysm. Rupture of an aneurysm in GPA is 
life threatening as this can lead to death from fatal 
intraabdominal bleeding.

Treatment of aneurysmal vasculitis should combine 
aneurysm embolization, when possible, with prompt 
high‑dose steroids and immunosuppressive agents to 
prevent life‑threatening rupture. Watchful waiting for 

Figure 1: Kidney (a) and spleen (b) with hemorrhagic areas. Kidney with 
crescentic glomerulonephritis (c) (H and E, ×400). Kidney (d) (H and E, ×400) 
and spleen with necrotizing granulomatous vasculitis (e) (H and E, ×400)
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any alarming signs, evaluation by imaging modalities 
complemented by angiographic studies, and timely 
intervention, either medical or surgical, can be life saving 
in this clinical scenario.
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An unusual complication of 
bortezomib therapy: Acute 
pancreatitis
Sir,
Bortezomib is recommended as a primary induction 
therapy for patients with multiple myeloma who are not 
candidates for bone marrow transplantation. There are 
few case reports of bortezomib‑induced acute pancreatitis 
(AP).[1‑3]

A 58‑year‑old female presented with fever and vomiting of 
2‑month duration with rapidly progressive renal failure. In 
view of nephrotic range proteinuria and normal kidney size, 
kidney biopsy was done, which revealed cast nephropathy. 

She was found to have multiple myeloma and was started 
on bortezomib and dexamethasone. Each cycle consist of 
4 doses on 0, 4, 11, 14th day. During the 1st and 2nd cycle, 
she was asymptomatic and responded well to treatment.

During the 3rd  cycle, after 1st  dose of bortezomib, she 
developed abdominal pain localized in the epigastrium 
and mild distension of abdomen. There was mild epigastric 
tenderness and decreased bowel sounds. There was 
no rigidity or guarding. A  laboratory work‑up did not 
demonstrate hypertriglyceridemia or hypercalcemia. 
The serum lipase and amylase were high (233 IU/L and 
126  IU/L respectively). Ultrasound abdomen revealed 
heterogeneous and bulky distal body and tail of pancreas, 
there were no peripancreatic fluid collections, no biliary 
dilatation or gallstones. A diagnosis of AP was made. An 
endoscopic ultrasound did not reveal any evidence of 
microlithiasis, pancreas divisum or any change suggestive 
of underlying chronic pancreatitis. Her lipase level 2 days 
after the 1st dose decreased to 193 IU/L. On day 4, 2nd dose 
of bortezomib given, but her epigastric pain increased and 
serum lipase increased to 361 IU/L, which started resolving 
after few days and the patient became asymptomatic. 
In view of resolving pancreatitis, 3rd dose of bortezomib 
was given on day 11. After the 3rd dose, her symptoms 
again aggravated and lipase increased to 353  IU/L as 
shown in Figure 1. Concomitant medications including 
dexamethasone had not been stopped. In view of suspicion 
of bortezomib induced pancreatitis, 4th dose of 3rd cycle was 
withheld. Her symptoms subsided and she discharged with 
advice to follow‑up after 7 days. According to the Naranjo 
probability scale, bortezomib‑induced AP was probable.[4]

A retrospective study conducted in Germany concluded 
that the incidence of drug‑induced AP is 1.4%.[5] Other 

Figure 1: Line diagram showing relationship between dose of Inj. 
bortezomib with serum lipase levels during 3rd cycle of chemotherapy. Inj. 
bortezomib was given on day 1, 4 and 11
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