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CASE REPORTS

Paratesticular fibrous pseudotumour: case 
report of a rare manifestation of IgG4‑related 
disease
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Abstract 

Background:  Paratesticular fibrous pseudotumour is a rare benign growth with unclear pathogenesis and clinical 
management. It has been linked to Serum IgG4-related disease. This mass can notoriously masquerade around as a 
malignancy; however, a conservative (testis sparing) approach is sufficient as surgical management.

Case presentation:  We present the case of a 35-year-old gentleman who presented with a slow growing parat-
esticular mass, raising the suspicion of a malignancy. However, normal tumour markers and benign appearance 
on imaging modalities compelled us to give trial of local excision with intra-operative frozen section analysis. After 
confirmation of benign pathology of the mass, the incision was closed. Final histopathology confirmed the diagnosis 
of benign paratesticular fibrous pseudotumour, and serum IgG levels were noted to be elevated.

Conclusion:  Thus, using tumour markers, radiological imaging and intraoperative frozen section, a potential radical 
resection can be avoided, testis sparing surgery, employed.
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1 � Background
Paratesticular fibrous pseudotumour (PFP) is a rare 
tumour-like lesion accounting for around 6% of all par-
atesticular masses which has been recently associated 
with Serum IgG4-related disease (IgG4-RD). Through the 
course of history, it has been called by numerous names 
like chronic proliferative periorchitis and fibromatous 
periorchitis [1]. Even though these lesions are uniformly 
benign, they are of concern and due clinical relevance 
because they mimic neoplastic processes and can often 
result in an overzealous resection. We report a case, 
which helps to corroborate our finding of a PFP with 
Serum IgG4-related disease.

2 � Case presentation
A gentleman, aged 35  years, presented with chief com-
plaints of a left-sided hemiscrotal mass since 3  years 
which he noticed following a trivial trauma. No signifi-
cant details were noted in past medical and surgical his-
tory. On physical examination, a single, firm, non-tender, 
bosselated mass located inferior to the left testis was 
palpable separate from the left testis. Inguinal lymph 
nodes were not palpable. Scrotal ultrasound revealed 
a 6 × 6x5cm hypoechoic lesion, devoid of vascularity 
located caudal to the left testicle with no intratesticular 
extension and no enlarged inguinal lymph nodes. Pre-
operative blood parameters including tumour mark-
ers like beta-human chorionic gonadotropin, alpha 
fetoprotein and lactate dehydrogenase were within nor-
mal limits.

Surgical excision was planned with intraoperative fro-
zen section analysis (Fig.  1a). A left-sided pararaphian 
trans-scrotal incision was taken, and on further scrotal 
exploration, a bosselated paratesticular mass with no 
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extension into any other adjoining structure was noted 
(Fig. 1b). It was completely excised sparing the left testi-
cle and sent for frozen section. After frozen section was 
reported negative for malignancy, the incision was closed 
in layers. The patient had an uneventful post-operative 
stay and was discharged the following evening. He had no 
recurrence on 12 months of follow-up.

Histopathology of the specimen on hematoxylin and 
eosin staining revealed dense lymphoplasmacytic infil-
tration without any atypia over a background of patchy 
areas of hyalinised collagen and storiform fibrosis with 
an atypical picture of obstructive venulitis (Fig.  2). On 
immunostaining with IgG4 antibodies, IgG4 positive 
plasma cells comprised of more than 40% of the cells per 
high power field confirming the microscopic diagnosis of 
paratesticular fibrous pseudotumour secondary to IgG4-
related disease. Retrospectively, serum IgG4 levels were 
done for the patient, which were elevated.

3 � Discussion
PFP is an exceptionally rare lesion with fewer than 200 
cases reported to date and is hence poorly understood. It 
was first reported by Sir Astley Cooper et al. [1] in 1830. 
It is usually found in young to middle-aged adults and 
can present either as a single discreet nodule or diffuse 
multinodular hemiscrotal mass. This lesion is notorious 
for masquerading as a malignancy due to its location and 
typical hard consistency.

IgG4-RD is a recently defined systemic disease charac-
terised by diffuse fibrosis and pseudotumors with infil-
tration of IgG4 + plasma cells. IgG4-RD often mimics 
neoplastic diseases and involves multiple organs includ-
ing the submandibular gland, lung, pancreas, retrop-
eritoneum, kidney and prostate. Testis and its adnexal 

structures rarely show any involvement however. Our 
patient did not show any systemic manifestations of 
IgG4-RD and presented with an isolated paratesticular 
mass. The inflammatory process resulting in formation of 
this mass can be stimulated by surgery, trauma or infec-
tions. The predominance of plasma cells with dense lym-
phocytic infiltrate and raised serum IgG4 levels in these 
patients point towards a likely association with IgG4-RD. 
Bosumuller et al. [2] were the first to note an association 
between PFP and IgG4-RD.

The typical ultrasonographic features of PFP involve 
well-defined margins of the lesion and an extra testicular 
location. The lesion is usually homogenously hypoechoic 
and can show small foci of calcification. MRI shows low 
signal density on T2-weighted imaging, intermediate sig-
nal density on T1 weighted scanning with low and inho-
mogeneous uptake of gadolinium contrast agent [3, 4]. 
Suspicion of testicular or adnexal malignancy prompted 
admission to hospital in our case. Pre-operative imag-
ing and haematological investigation were not in favour 
of malignancy and therefore a decision of excision of 
the mass with intraoperative frozen section analysis was 
taken. The mass was attached to testis by a stalk which 
was removed along with a rim of macroscopically unin-
volved testis. Once the frozen section came negative for 
malignancy, the incision was closed in layers thereby 
safely avoiding a radical surgery.

Histologically, PFPs present with the typical histo-
morphological features of paucicellular hyalinised tis-
sue with interspersed bundles of collagen fibres. Spindle 
cells, lymphocytes and plasma cells are also noted. 
Increased plasma cells and storiform fibrotic changes 
also raise the suspicion of IgG4-RD. For establishing 

Fig. 1  a Pre-operative clinical image of the scrotum showing the paratesticular mass, b Intra operative image showing paratesticular mass separate 
from the testis
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the diagnosis of IgG4-RD, four morphological features 
are required: (1) a proportion of (at least) 40% IgG4-
positive cells among IgG-producing plasma cells, (2) a 
predominantly T-lymphocytic, often lymphofollicular 
infiltrate, (3) storiform fibrosis and (4) venulitis [5]. If 
three out of four criteria are met, the disease is highly 
probable. Yet, the extent of fibrosis and the density of 
the cellular infiltrate may vary considerably according 
to the involved organ. In the present case, there is evi-
dence of all of the four characteristic features thereby 
confirming our diagnosis. Histological result obtained 
in our case along with raised serum IgG4 levels lends 

support to the theory of PFPs being an IgG4-related 
sclerosing disorder.

4 � Conclusion
Serum IgG4 disease is a poorly understood disease with 
a varied spectrum of presentation which can manifest 
as a tumour-like lesion in the paratesticular region. 
Despite its rarity, PFP should be a part of differentials 
for all testicular adnexal masses. A high index of suspi-
cion along with prudent pre-operative blood work up 
and imaging studies could help in its timely diagnosis. 
A gonad sparing surgery is sufficient and can represent 

Fig. 2  Histopathology images of the lesion showing a dense lymphocytic infiltrate, b storiform fibrosis with hyalinised collagen, c plasma cell 
infiltration, d immunohistochemistry showing more than 40% infiltration by IgG4 positive plasma cells
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the treatment of choice for this lesion avoiding an over-
zealous resection.
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