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Thank you for your comments in relation to our recently
published article “A Case of IgG4- Related Retroperito-
neal Fibrosis (IgG4-RPF) with Significant Involvement of
the Abdominal Aorta e a Clinical and Diagnostic
Challenge.”1

In relation to the first comment regarding the lack of
data for the patient’s dark urine discoloration, the patient
presented complaining of flank pain and a change in
urine color, concerned that there was blood in his urine.
A urinalysis was performed that demonstrated the pres-
ence of red cells, confirming hematuria. We observed a
rise in the patients creatinine in keeping with an acute
kidney injury. A computed tomography angiogram
demonstrated extensive para-aortic soft tissue changes
causing ureteric compression and secondary hydroneph-
rosis owing to left-sided ureteric obstruction. Subse-
quently, a ureteric stent was inserted and the hematuria
cleared up.
We did not suspect intrinsic renal IgG4-related disease,

but we are aware that renal involvement in IgG4-related
disease occurs in 15% of patients.2 We agree that gross
hematuria is a rare clinical finding in IgG4-related dis-
ease. However, IgG4-related diseases can affect multiple
organs, including the kidneys; IgG4-related kidney dis-
ease or tubulointerstitial nephritis secondary to IgG4 dis-
ease and can present with hematuria, proteinuria,
hypocomplementemia, and chronic renal failure.2 In
the context of IgG4-related disease, the kidney may be
affected directly by histopathological lesions affecting
the parenchyma or indirectly by retroperitoneal fibrosis
(RPF), which causes obstruction of the urinary tract and
renal impairment. There are reports of patients with
IgG4-RPF presenting with flank pain, obstructive urinary
symptoms, and peripheral oedema owing to ureter
encasement by fibrosis, similar to our patient.3-5

We agree with the second comment that statin-
induced pancreatitis is a rare form of drug-induced
pancreatitis. When our patient had acute pancreatitis,
the assessment was performed by a different medical
team, which concluded that this episode was related
to simvastatin use. Clinical documentation states other
causes such as gallstones, alcohol use, hypercalcemia,
and pancreatic malignancy were excluded. We note
that IgG4 levels had not been evaluated. Retrospectively,
we suspect this previous episode of pancreatitis
18 months prior was indeed IgG4 related; autoimmune
pancreatitis is a common presenting condition of IgG4-
related disease.
The third comment refers to a patient that the authors

treated three times before the diagnosis of IgG4-RPF was
made. We note this patient was initially treated with ste-
roids only, achieved remission, but surveillance magnetic
resonance imaging subsequently suggested active fea-
tures of RPF and mycophenolate mofetil (MMF) was
added to the treatment regime. In relation to our patient,
we had a strong suspicion of IgG4-RPF early during their
admission, which resulted in targeted investigations be-
ing performed. Histology confirmed our suspicion of
IgG4-RPF in a short period of time and our patient was
commenced on MMF at the same time as steroids. This
strategy allowed for early weaning of steroids to mini-
mize their long-term side effects and decrease the likeli-
hood of relapse with steroid tapering. Relapse is
common in IgG4-RD, particularly with the reduction of
glucocorticoids and the 2-year relapse rates are 23.0%
to 41.4%.6 Our patient is currently on a tapering dose of
steroids and MMF. He had a recent follow-up and surveil-
lance imaging at 24 months, which suggests no reoccur-
rence of IgG4-RPF features clinically or radiologically. We
note that, although the pathological diagnostic criteria
for IgG4-RPF have been established, the pathological
features associated with disease relapse are not well-
reported.6
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