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Abstract

Retroperitoneal fibrosis is characterized by development
of extensive fibrosis, leading to entrapment and obstruc-
tion of retroperitoneal structures, notably the ureters. In
most cases, the etiology is unknown. It is occasionally asso-
ciated with autoimmune diseases. Response to corticoste-
roids and immunosuppressive therapy suggest it is probab-
ly immunologically mediated. The symptoms and signs
associated with retroperitoneal fibrosis are non-specific,
and diagnosis requires a high degree of suspicion. We should
always have in mind retroperitoneal fibrosis in differen-
tial diagnosis of hydronephrosis.

Key words: retroperitoneal fibrosis, hydronephrosis,
corticosteroid

Introduction

Idiopathic retroperitoneal fibrosis is a subgroup of chro-
nic periaortitis. Chronic periaortitis presents usually with a
fibroinflammatory mass which surrounds the abdominal
aorta and iliac arteries. Sometimes this mass causes com-
pression of adjacent organs such as ureter and inferior vena
cava. There are three subtypes of chronic periaortitis (CP);
these are inflammatory abdominal aortic aneurysm (IAAAS),
perianeurysymal retroperitoneal fibrosis (RPF) and idio-
pathic retroperitoneal fibrosis. Aorta aneurysm in the idio-
pathic retroperitoneal fibrosis is not usual and the retrope-
ritoneal mass can cause compression of adjacent organs.
The major difference between IAAAS and RPF is that
TAAAS aneurysm sac does not cause compression on
adjacent organs and obstruction. Chronic periaortitis pa-
thogenesis is not clear. According to Parums and Mitchin-
son's hypothesis CP is caused by an autoimmune response
directed against ceroide in atherosclerotic plaques [1,2].
The other hypothesis is that CP is a systemic autoimmu-
ne disease [3]. According to the first hypothesis patients
have critical atherosclerosis. Highly positive anti-nuclear
antibody and acute phase reactants are the evidence su-
pporting the second hypothesis. However, this disease is
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associated with autoimmune disorders affecting other or-
gans, and the disease is associated with HLA-DRB1*03.
This gene is associated with other diseases such as SLE,
autoimmune thyroid disease, type 1 diabetes mellitus and
myasthenia gravis [4-7]. Idiopathic retroperitoneal fibrosis
is a rare disease. The knowledge about the treatment of this
disease is based on case reports or studies of small groups.
Thus, we think it is important to present each case of idio-
pathic retroperitoneal fibrosis.

Case report

A 65-year-old male patient was admitted to the hospital
with complaints of bilateral lower quadrant pain which had
started 15 days ago. Creatinine and urea were Smg/dl and
100 mg/dl, respectively He also complained on change in
bowel habits. There were no previously known kidney
diseases, diabetes, hypertension, family history of chronic
kidney disease, or previous pyelonephritis, urolithiasis which
could explain the high levels of urea and creatinine at pre-
sentation. He had no decrease in urine output, or any sym-
ptoms of prostatism. He had not used any herbal medici-
ne and had no history of trauma, arthritis, skin rash. Phy-
sical examination revealed good general condition; his blood
pressure was 130/90 mmHg, pulse 88; body temperature
37°C, with no globe on his urinary bladder. Other system
examinations were unremarkable. Uric acid was 9,5 mg/
dl, Hb: 11,1 g/dl, CRP: 62 mg/dl; the electrolytes, liver fun-
ction tests, anti-nuclear antibody tests were normal. Urine
pH was 7.5, protein 3 (+), erythrocyte 2 (+), density 1015
on urine strip. Microscopy analysis showed 4-5 leukocytes
and 14-15 erythrocytes in the urine. He had no patholo-
gical findings on chest radiograph. ECG findings were
normal. Urinary catheter was inserted. After the hydration
of 10 hours, 1000 cc urine output was recorded. On urinary
tract ultrasonography, kidney sizes were (right: 117 x 51
mm, left: 120 x 62 mm) in normal range, parenchymal thick-
nesses (right: 15 mm, left: 17 mm) were normal, the level
of the right renal parenchyma echogenity increased to grade
1 and bilateral grade 2 hydronephrosis was observed. Ba-
sed on these results, non-contrast abdominal computerized
tomography (CT) was planned. Kidney size and contours
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were regular, minimal dilatation of the pelvicalyceal struc-
tures was detected in abdominal CT. Irregularly shaped, and
increased density of soft tissue around the abdominal aorta,
starting from infrarenal level up to the proximal left co-
mmon iliac artery and to the middle of right common iliac
artery were detected (Figure 1).

Fig. 1. Non-contrast abdominal computerized tomography of abdomen
showing minimal dilatation of pelvicalyceal structures.

The patient had no previous history of trauma and surgery.
Blood pressure was normal and there were no signs of
peripheral circulatory disorders. The patient was referred to
the Vascular Surgery Department for compression of ure-
ters secondary to the intra-abdominal hematoma and abdo-
minal aorta aneurysm. Lesions on the CT were not accep-
ted as an aneurysm and contrast-enhanced abdominal CT
scan was recommended. Finally, CT supported the diagno-
sis of retroperitoneal fibrosis (Figure 2). Bilateral double
J catheters were placed in both ureters.

Se: 2/3
Im: 32/62
Ax: H1412.5

Mag: 1.2x

We started the therapy with 0,6/mg/kg of methylpredni-
solone. Urine output had progressively increased and urea
and creatinine decreased to normal levels. Further inves-
tigations were planned for exclusion of the malignancy.

Fig. 2. Computerized tomography of abdomen excluding
hematoma or aneurysm of aorta.

Chest X-ray was normal. Tumor markers were unremar-
kable. Fecal occult blood test was positive in two consecu-
tive times. However, total colonoscopy revealed no
pathologic findings.

Methylprednisolone of 60 mg/day (per oral) was initiated;
urea and creatinine levels returned to normal in 10 days
and the patient was discharged from the hospital. The dose
tapering was planned during the control visits. At the end
of the first month, control CT scan revealed a decrease
in the lesion size to 15 mm. Three months later, the JJ
catheters were removed (Figure 3). Steroid treatment sto-
pped at the end of 6 months and monthly visits showed
normal renal functions.
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Fig. 3. Computerized tomography of abdomen (one month after treatment) showing

retroperitoneal fibrosis recovery.
Discussion

Waist, abdomen, lumbar pain, constitutional symptoms,

weight loss and fever may be present in idiopathic retro-
peritoneal fibrosis. In this case, there are complaints on
abdominal pain. The most common complication of idio-
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pathic RPF’s is hydronephrosis and renal failure. 75% of
patients with RPF are expected to loss renal function at the
time of diagnosis. The treatment of idiopathic RPF inclu-
des steroid therapy, immunosuppressive agents and invasi-
ve urologic procedures (ureteral stent insertion, percuta-
neous nephrostomy). There is not a strict guideline for treat-
ment. Fry, et al. suggested usage of corticosteroids alone
[8]. Maillart, et al. recommended immunosuppressive treat-
ment in addition to corticosteroids, which is superior to
corticosteroid therapy alone (97%-70%) [9]. Steroids can
be stopped if steroid drugs are used in combination with
immunosuppressive agents (such as azathioprine, cyclo-
phosphamide, methotrexate, cyclosporine, and micophe-
nolate mofetil (MMF)) other than steroids alone [10,11].
Recently there has been an increasing evidence of the
benefit of MMF, which made it the treatment of choice
in these patients. However, a few studies have shown that
azathioprine was highly effective in idiopathic retroperi-
toneal fibrosis [11]. Another advantage of azathioprine over
MMF is its lower cost. There is no difference between side
effects of these two drugs. Moroni, et al. showed the treat-
ment response with azathioprine in their six patients’
study [12]. In the present study, the patient responded to
methylprednisolone therapy. In our opinion, steroids as the
first-line therapy could be given alone in RPF patients. ,
If needed combination with MMF or azathioprine may be
suitable. Perhaps the only common sense in the treatment
of RPF that comes with urinary obstruction, with no major
metabolic disorders, is the steroid therapy alone as an ini-
tial therapy. However, in more severe cases, steroid treat-
ment with intravenous pulse cyclophosphamide therapy may
be the treatment of choice [13].

Conclusions

Post-renal acute kidney injury needs careful evaluation.
We wanted to emphasize that RPF has to be taken into
consideration in the differential diagnosis of post-renal acu-
te kidney injury although it is not very common. Appro-
priate treatment prevents progression of renal injury to
further chronic kidney disease.
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