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Available Online: 01 Oct 2024 IgG4-related disease (IgG4-RD) is a clinicopathological condition with a wide range of clinical

symptoms. This study reports IgG4-RD with common clinical symptoms in an atypical gender.

The cases were two 26-year-old and 50-year-old Iranian women with 1gG 4-RD
suffering from low back pain, flank pain, and retroperitoneal mass, with a compressive effect on the
kidney and ureter, causing hydronephrosis. A biopsy of the mass revealed infiltrates with IgG4 plasma
cells, which was consistent with the diagnosis of IgG4-RD. The patients were treated with corticosteroids
and rituximab and showed significant improvement.

Keywords: i [THIERT Retroperitoneal fibrosis should be suspected in patients with low back pain, renal dysfunction,
Retroperitonealmass, :  and otherassociated symptoms. It is important to identify this particular cause as it may be easily missed.
Retroperitoneal It can be treated if appropriately diagnosed using the kidney function assessment and abdominal CT or
fibrosis, IgG4-RD © MRI. A biopsy of the mass can help rule out a diagnosis of malignancy.
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Extended Abstract

Introduction

mmunoglobulin G4-related disease (IgG4-RD)

is an immune-related condition that involves

multiple organs and mimics many malignant,

infectious, and inflammatory disorders [1]. The

most common tissues involved are the major
salivary glands, lacrimal gland, pancreas, orbits, bile
ducts, and retroperitoneum. The hallmark pathological
features of IgG4-RD are a lymphoplasmacytic infiltrate
with a high percentage of plasma cells staining for IgG4,
storiform fibrosis, obstructive phlebitis, and mild to mod-
erate tissue eosinophilia, and the diagnosis is based on
clinicopathological correlation [2].Unfortunately, the het-
erogeneity and ambiguity of these symptoms do not allow
for clear and standardized identification and cause delays
in diagnosis and treatment, which brings many problems
[3]. In this study, we report two specific cases of IgG4-
RD, both with retroperitoneal fibrosis.

Case Report
Case one

The first case was a 26-year-old woman with no previous
medical history who visited the clinic of the hospital one
month ago complaining of back pain. Her back pain was
continuous and radiated to the flanks and hypogastrium.
The patient complained of decreased urine output for the
past two weeks, but no complaints of fever, chills, weight
loss, gastrointestinal, pulmonary, or skin symptoms were

Figure 1. Non-contrast abdominal and pelvic CT scan for the first case
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recorded. Blood pressure, heart rate, body temperature,
and oxygen saturation were normal at room temperature,
and based on clinical examination, there was CVA tender-
ness in the flanks. Also, there was no peripheral lymph-
adenopathy in the cervical, axillary, or inguinal regions.
Laboratory tests revealed a normal complete blood count
(CBC), erythrocyte sedimentation rate (ESR) (40 mm/h),
C-reactive protein (CRP) (10 mg/dL), blood urea nitro-
gen (BUN) (33 mg/dL), and creatinine (2.5 mg/dL). Dur-
ing the hospitalization, the patient underwent abdominal
and pelvic ultrasound, which showed that the liver, gall-
bladder, and pancreas were normal, and no splenomegaly
was found. Both kidneys were reported to be larger than
normal, with the right kidney measuring 147x47 mm and
the left kidney measuring 13047 mm. Echo parenchyma
of both kidneys was normal, and grade 1 hydronephrosis
with ureteral dilatation was evident on both sides. Also,
the ovaries and uterus were normal.

Due to hydronephrosis on ultrasound, the patient un-
derwent a non-contrast CT scan of the abdomen and
pelvis, which showed hydronephrosis without stones in
the kidneys. Also, soft tissue density was observed in the
para-aortic area, measuring 26x59x129 mm. Multiple
lymphadenopathy with a maximum sagittal abdominal
diameter (SAD) of 10 mm was observed in the abdomi-
nal cavity (Figure 1). Due to increasing hydronephrosis
and elevated creatinine, the patient underwent bilateral
percutaneous nephrostomy (PCN). After creatinine re-
duction, the patient underwent non-contrast abdominal
and pelvic magnetic resonance imaging (MRI), which
confirmed a retroperitoneal mass around the aorta and
inferior vena cava (IVC) (Figure 2). A needle biopsy of
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Figure 2. Non-contrast abdominal and pelvic MRI for the first patient

the retroperitoneal mass was performed under CT scan
guidance, and pathology reports showed patchy lympho-
plasmacytic infiltration between skeletal muscle fibers in
the mass. In plasma cells, antigen assay results showed
low CD3, low CD20, negative B-catenin, positive SMA,
negative CD34, and positive [gG4 (Figure 3).

Case two

The second case was a 50-year-old woman admitted to
the hospital one month ago with complaints of persistent
back pain radiating to the left flank. The patient claimed
that her back pain did not improve with rest and was dis-
rupting her sleep at night. The patient also complained of
decreased urine volume and had no systemic symptoms.
Blood pressure, heart rate, body temperature, and oxygen
saturation were normal at room temperature. On a brief

Figure 3. Histopathological findings for the first patient
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physical examination, the patient had tenderness in the
left flank and diffuse tenderness in the lumbar region.
Laboratory evaluation showed that CBC, sodium, potas-
sium, liver function test (LFT), ESR (55 mg/h), CRP (5
mg/dL), creatinine (1.2 mg/dL), and BUN (34 mg/dL)
were normal.

The patient underwent an ultrasound, and severe hydro-
nephrosis was seen in the left kidney. Also, a mass mea-
suring 19%20 mm was observed in the pelvis. Abdomi-
nal MRI showed hydronephrosis of the left kidney and a
23x19 mm mass at the pelvic inlet, which resulted in dis-
placement of the left ureter and extension to the presacral
region with retroperitoneal fibrosis. Retroperitoneal, and
pelvic lymphadenopathy and mesenteric lymphadenitis
were not seen (Figure 4). The patient then underwent a
PET scan to assess possible retroperitoneal fibrosis, and
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A) Histologic features of IgG4-RD, B) Storiform fibrosis (x100 H&E staining), C) Lymphoplasmic infiltration (x400 H&E Stain-
ing), D) IgG4 (x400 H&E staining)



http://journal.gums.ac.ir/index.php?slc_lang=en&sid=1

Journal of
— Guilan University of Medical Sciences

Journal of
Figure 4. Non-contrast abdominal and pelvic MRI for the second patient Guilan University of Medical Sciences

Journal of

Figure 5. Histopathological findings for the second patient Guilan University of Medical Sciences

gﬁ@{ggi)form pattern fibrosis (x200 H&E staining), B) Lymphoplasmacytic infiltration (x400 H&E staining), C) IgG4. (x200 H&E
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mild heterogeneous F-fluorodeoxyglucose (FDG) up- Conflicts of interest
take in soft tissue was observed. Then, due to increased
creatinine during hospitalization and severe hydrone-
phrosis of the left kidney, the patient underwent ureteral
stenting and ureterolysis, and a biopsy was performed on
the mass. The pathology report showed a retroperitoneal
mass and lymphoplasmacytic infiltration in the fibrocon-
nective tissue and ureter. On immunohistochemical (IHC)
examination, IgG 4 was positive (Figure 5). Plasma cells
with IgG4/IgG greater than 40% were confirmed without
evidence of malignancy. IHC was negative for ALK and
H-caldesmon showed normal muscle structure. The IgG
level was 1850 mg/dL (700-1600 mg/dL) and the IgG4
level was 149 mg/dL (86.4-3.9 mg/dL). ANA, Anti-Ro,
Anti-La and RF tests were negative.

The authors declared no conflict of interest.

Conclusion

The patients' complaints of lower back and flank pain
should be carefully considered. Retroperitoneal mass due
to IgG4-RD can be a rare, slowly progressive disease.
It can have a good prognosis if diagnosed and treated
promptly. The mass in our cases was periaortic, accom-
panied by hydronephrosis and mesenteric lymphadenitis.
Both cases in our study also had involvement of the infra-
renal aorta, which had a compressive effect on the ureter
and led to hydronephrosis. Both patients responded well
to treatment with corticosteroids and rituximab.
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1. Complete blood count (CBC)

2. Erythrocyte sedimentation rate (ESR)
3. C-Reactive Protein (CRP)

4. Blood Urea Nitrogen (BUN)
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