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Introduction

Chronic sclerosing sialadenitis, originally described by H.
Kiittner in 1896, is a rare cause of salivary gland enlargement
[1]. Its clinical and radiographic presentations can mimic other
conditions such as, lymphoma or infectious causes and can only
be correctly diagnosed following removal of the gland. This
“Kiittner’s Tumour” is now classified as an IgG4 related disease,
with characteristic dense infiltrate of immunoglobulin (Ig) G4-
positive plasma cells. However, the exact aetiology of IgG4 related
disease remains unknown with no known role of the IgG4 molecule
itself [2]. Other IgG 4 related diseases include Riedel‘s thyroiditis,
Mikulicz’s disease and idiopathic retroperitoneal fibrosis [3]. This
case demonstrates the diagnostic difficulty of this presentation,
with multiple differential diagnoses that cannot be excluded until
the final histopathological examination.

Case Report

The patient was a 63-year-old man who presented with
bilateral submandibular swelling, which were present for four
months. Physical examination showed firm, non-tender enlarged
submandibular glands. The laboratory values showed a normal
leukocyte count (10.6 x 10°/L), haemoglobin level 14.2 g/dL), and
platelet count (292 x 10°/L). Nasoendoscopy examination to the
level of the vocal cords was unremarkable. Ultrasound showed
the submandibular glands contained a number of hypoechoic
nodules which were well defined with attenuated echogenic
strands internally. Fine needle aspiration cytology showed a mixed
population of lymphoid cells. Contrast-enhanced computerised
tomography scan revealed bilateral asymmetrical enlargement of
right and left submandibular glands (Figure 1). No sialolithiasis was
found. There was no significant cervical lymphadenopathy. As the
diagnosis of lymphoma could not be excluded a decision was made
to remove the right submandibular gland. Final pathology revealed
the submandibular gland measured 55x38x25 mm. Histologically

the lesion was composed of well-defined areas showing stromal
fibrosis associated with acinar atrophy, florid chronic inflammation
that includes conspicuous germinal centres, but also prominent
numbers of interstitial plasma cells and vascular changes (Figures
2&3).
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Figure 1: Head and neck Ct study image showing bilateral
enlargement of sub mandibular glands measuring 3.3cm
x2.5cm right and 3 cm x 2.2cm left.

Figure 2: [H +E x 10] The low power slide shows normal
salivary gland in the upper left corner of the slide
and shows a very well demarcated lesion of chronic
sclerasingsialadenitis.
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Figure 3: [H+E x 20] The high power view shows atrophic
acini, stromal fibrosis, and lymphoid aggregates with

germinal centers.

Discussion

Chronic sclerosing sialadenitis (Kiittner’s tumour) is a non-
neoplastic, chronic inflammatory disease of the submandibular
gland first described by Kiittner in 1896 [1]. A predominance of
male sex has been recognised in the sixth to eighth decades [4]. Two
factors appear important in the aetiology of Kiittner’s tumour: an
initial disturbance in saliva flow causing an obstructive sialadenitis
and an immune reaction of the salivary duct system causing an
obstructive progressive sialadenitis. Chronic sclerosing sialadenitis
has been classified into four histological stages depending on the
degree of inflammation;

a. Stage 1: focal sialadenitis;

b.  Stage 2: diffuse lymphocytic sialadenitis with salivary
gland fibrosis;

c.  Stage 3: chronic sclerosing sialadenitis with salivary gland
sclerosis;

d. Stage 4: chronic progressive sialadenitis with salivary
gland cirrhosis [4];

Histologically, the disease is characterised by acinar atrophy,
dense lymphocytic infiltration and fibrosis [5,6].

Recently, more than 90% of cases of Kiittner’s tumour has
been regarded as an immunoglobulin G4 (IgG4) related idiopathic
sclerosing lesion [3,7]. IgG 4 constitutes only 3-6 % of the total
IgG fraction in the plasma of healthy patients and is the smallest
component among the IgG subclasses and its biologic function
remains uncertain. IgG 4 related sclerosing disease has been
identified in a wide variety of organs, including pancreas, biliary
tree, liver, gallbladder, lacrimal gland, salivary gland, kidney, lung
pleura and lymph nodes [8].Currently, the histologic diagnosis
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of IgG4 related disease is based primarily on IgG4 positive to IgG
containing cell ratio of > 50% and the number of IgG4 positive cells
per high powered field (30) [6].

Elevated serum IgG4 level and marked improvement with
steroid therapy are other common diagnostic features [2]. It is
importantto distinguish between chronicsclerosing sialadenitis and
sialolithiasis-associated sialadenitis as the treatment is markedly
different. Chronic sclerosing sialadenitis shows a dense chronic
inflammatory infiltrate composed of fibroblasts, lymphocytes and
plasma cells. This is differentiated from sialolithiasis-associated
sialadenitis by an interlobular fibrosis with less cellularity.
However in up to 40% of cases of chronic sclerosing sialadenitis, a
sialolith occurs simultaneously [4]. [gG4 related sclerosing disease
has been shown to have a good response to steroid treatment
with full remission rates of 90% with medical therapy alone [2].
However most commonly chronic sclerosing sialadenitis will be
surgically excised and diagnosed by the histopathologist as it can
mimic submandibular gland malignancy [8]. Prognosis is very good
as these are benign lesions that do not tend to recur [9].
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