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IgG4-related retroperitoneal fibrosis:

a condition commonly overlooked

in daily clinical practice
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A 69-year-old man with prostatic hypertro-
phy and arterial hypertension was referred to
the hospital due to swelling, pain, and redness
of the lower limbs that had been increasing for
a month. Apart from the reported ailments,
the physical examination showed varicose veins
and trophic changes in the lower limbs. Doppler
ultrasound examination of the lower extremi-
ties excluded thrombosis. Abdominal comput-
ed tomography scan showed a nonspecific in-
filtration in the retroperitoneal and presacral
spaces distal to the aortic bifurcation, narrow-
ing the lumen of the iliac veins. The patient was
referred to the Department of Internal, Autoim-
mune and Metabolic Diseases due to suspected
retroperitoneal fibrosis. On admission, labora-
tory findings revealed elevated fasting glucose
(6.22 mmol/]; reference range, 3.9-5.5 mmol/l),
impaired glucose tolerance after 2-hour oral
glucose tolerance test (8.77 mmol/l; reference
range <7.8 mmol/l), and mild normocytic ane-
mia (hemoglobin, 131 g/l; reference range,
135-165 g/1). Moreover, serum albumin was
49% of total blood protein (reference range,
54%-65%), serum y-globulin was 25% (refer-
ence range, 9%-18%), and albumin to globu-
lin ratio was 0.96 (reference range, 1.27-1.96).
Anti-dsDNA antibodies as well as complement
C3 and C4 components were negative. Of note,
there was an extremely high IgG4 concentration
of 5.003 g/1 (reference range, 0.039-0.864 g/1).
Other biochemical parameters remained with-
in reference ranges. Echocardiography did not
show any valve dysfunction or abnormal con-
tractility, and left ventricular ejection fraction
was 55%. Chest X-ray showed no significant
findings. Magnetic resonance imaging of the ab-
domen and the pelvis showed retroperitoneal
paraspinal infiltration at the level of lumbar 4
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and lumbar 5 spinal segments, and in the pre-
sacral space, surrounding the iliac vessels and
the infrarenal aorta (FIGURE 1A-1D).

The high concentration of IgG4 together with
the results of radiological examinations and
the clinical condition led to the diagnosis of IgG4-
-related retroperitoneal fibrosis. The patient was
treated with systemic prednisone at a dose of
30 mg/day, which resulted in improvement of
the patient’s clinical status.

IgG4-related retroperitoneal fibrosis is a rare
disease characterized by the accumulation and
spreading of fibrous tissue around the abdomi-
nal aorta, iliac vessels, and adjacent structures
in the retroperitoneum with lymphoplasmacytic
infiltration of IgG4(+) plasma cells in the affect-
ed tissue."? Our patient presented with a typi-
cal course of IgG4-related disease with the in-
volvement of the retroperitoneum, in terms of
clinical, serological, and radiological findings, in
accordance with the latest American College of
Rheumatology / European League Against Rheu-
matism classification criteria for IgG4-related
disease.? These novel, validated criteria are of
high specificity (97.8%) and sensitivity (82%),
facilitating the classification of the disease, tak-
ing into account the exclusion criteria. Howev-
er, failure to meet the threshold of 20 points or
more does not exclude the diagnosis, especially
if the patient’s clinical diagnosis is [gG4-related
disease, but a representative biopsy cannot be
performed.® Our patient’s ailments were caused
mainly by the vascular obstruction, but symp-
toms may also include vein thrombosis, hyper-
tension, and postrenal injury due to compres-
sion of the ureter.” Because of its rare occur-
rence and varied clinical course, IgG4-related
retroperitoneal fibrosis seems to be overlooked
in everyday clinical practice.
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FIGURE 1 Magnetic
resonance imaging of the
abdomen (A-C;
transverse plane) and
the pelvis (D; frontal
plane; A, B —fat
saturated T2-weighted
images; C — T2-weighted
image; D — volumetric
interpolated breath-hold
examination with
contrast) showing
retroperitoneal paraspinal
infiltration at the level of
lumbar 4 and lumbar 5
spinal segments, and

at the presacral space,
surrounding the iliac
vessels and the infrarenal
aorta, narrowing their
cross-section, with
features of limited
diffusion and
enhancement. Arrows
show fibrosis focuses.
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