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Introduction

hronic sclerosing sialadenitis (CSS) is Can uncommon, benign, inflammatory 

c o n d i t i o n  c o m m o n l y  a f f e c t i n g  
1-13submandibular salivary gland.  It is also 

known as Kuttner tumour (KT) as it was 

first described in 1896 by H. Kuttner, a 

German physician, who described a series 

of patients with a unilateral, hard tumour 

like mass of submadibular gland, which 

histologically showed features of chronic 
2sclerosing sialadenitis.  It is classified as a 

tumour like lesion of the salivary glands in 
3new WHO classification.  

The exact cause of this entity is 

uncertain. Several mechanisms have been 

postulated, including sialolithiasis, 

secretory dysfunction with ductal 

inspissation, duct abnormalities, 

infectious agents and an autoimmune 
1,4 5reaction.  Kitawaga et al  suggest the 

involvement of  IgG4 antibodies and its 

disturbance in the pathogenesis of 
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sclerosing sialadenitis. They classified 

CSS into two types- class 1, associated 

with extra-salivary sclerosing lesions and 

class 2, confined to salivary gland. In a 
6recent study Tieman et al  found that there 

was an intimate relationship between the 

T-cell dominated inflammatory infiltrate 

and the acinar and ductal cells. They 

concluded that CSS might be the result of 

an immune process triggered by an 

intraductal agents. Recently the study 
14carried out by Geyer et al,  suggests that 

CSS belongs to the spectrum of IgG4-

related diseases.

Discussion

Kut tne r  tumour  i s  a  f i b ro -

i n f l a m m a t o r y  d i s e a s e  o f  t h e  

submandibular gland characterised by 

progressive periductal fibrosis dilated 

ducts with a dense lymphocytic 

infiltration, lymphoid follicle formation, 

acinar atrophy and eventually marked 
3, 10sclerosis of the gland.

T h e  c h a r a c t e r i s t i c  c l i n i c a l  

presentation is a firm or hard, painful or 
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painless swelling in the submandibular 

gland of middle aged adults. It is rarely 
1reported to occur in adolescents.  More 

commonly there is unilateral involvement 
9of the gland (fig. 1) , but less frequently

both glands as well as the parotid and 
1,4,8-10minor salivary glands can be involved.  

Unusual presentation includes bilateral 

involvement of submandibular gland and 
16lacrimal glands.

Because the disease can not be 

distinguished clinically from a true 

neoplasm, sonography is often used for the 

initial evaluation of the salivary masses. 
11Ahuja et al  documented the sonographic 

appearances of CSS. The most common 

finding is of cirrhosis of liver like pattern, 

i.e. multiple hypoechoic lesions against a 

heterogeneous background. Thus this 

condition is also nicknamed as 'cirrhosis' 

of submadibular gland. The involved gland 

also shows prominent vascularity.

CSS has some characteristic features 

on fine needle aspiration cytology, 1. 

relatively low cellularity, 2. scattered 

ductal structures  with paucity or absence 

of acini, 3. ducts intimately surrounded by 

fibres or lymphoid cells, 4. small isolated 

fragments of fibrous stroma, 5. moderate 

to large number of lymphoid cells lacking 

12atypia.  

Macroscopically the submandibular 

gland shows firm, tan-brown and 

generalised enlargement with cut surface 

showing ill-defined indurated lesion that 

merges with the surrounding parenchyma 
13(fig. 2).

The histopathologic features of 

Kuttner tumour may evolve through four 

histologic stages: 1. Mild, focal chronic 

lymphocytic and plasmacytic cell 

infiltration, usually periductal with 

per iductal  f ibrosis .  The lobular 

architecture of the gland is preserved. 2. 

Loss of lobular architecture with dense 

lymphocytic infiltration and severe 
9periductal fibrosis (fig. 3).  

3. More prominent lymphoplasmacytic 
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Fig.1. A submandibular gland swelling measuring 

2.0 x 1.6 x 1.3 cm with normal overlying skin and a 

preauricular lymph node of 1.0 cm.

Fig. 2. The coronal section of the left submandibular 

gland shows film, tan-brown and generalised 

enlargement measuring 6 x 4.5 x 3 cm.

Fig. 3. Histological view of the tumour displaying 

salivary ducts surrounded by concentric fibrosis and 

inflammation (H&E, X200). 
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infiltrate with reactive lymphoid follicle 

formation, extensive fibrosis with acinar 

atrophy, periductal hyalinization and 

ductal dilatation (fig. 4). 

4. Destruction of lobular architecture with 
1, 3, 7, sclerosis with parenchymal loss (fig. 5).

13

The differential diagnosis of CSS 

includes chronic sialadenitis, Sjogren's 

s y n d r o m e ,  K i m u r a ' s  d i s e a s e ,  

inflammatory pseudotumour and salivary 

gland neoplasms.

The presence of a heavy lymphoid 

infiltration can raise the differential 

diagnosis of other lymphoproliferative 

processes such as intraglandular reactive 

lymph node, benign lympho-epithelial 
13lesion and low-grade lymphoma.

Immunohistochemical studies of the 

lymphoid population in Kuttner tumour 

show the presence of activated B cells in 

the lymphoid follicles, while the T cells in 

the perifollicular zone exhibit great 

predominance of helper/ inducer T cells 
13, 17over suppressor/cytotoxic T cells.

The following is a summary of the 

diagnostic clinicopathological features of 

KT:

1. Indurated swelling arising from 

submandibular gland;

2. Diffuse heterogeneous echogenecity 

and multiple hypoechoic shadows 

mimicking liver cirrhosis on USG 

examination;

3. F N A C  f i n d i n g s  s h o w i n g  

paucicellularity with scattered tubular 

ductal structures surrounded by 

lymphoplasmacytic infiltration in a 

background of fibrous stroma; and

4. Histopathology showing preservation 

of the lobular architecture, dense 

lymphoplasmacytic infiltration, 
15periductal fibrosis, and loss of acini.  

CSS is a benign process which has no 

tendency for recurrence. However there 

are reports suggesting that this condition 

may provide a state in which malignancy 

may arise. A case report of marginal zone B 

cell lymphoma arising in CSS has been 
18published by Ochoa et al in 2001.

Surgery is the standard therapy for 
10, 15chronic sclerosing sialadenitis.  

However patients with painless and non-

progressive CSS in whom the preoperative 

diagnosis is unequivocal, observation 
8, 15should also suffice. 

Conclusion

Chronic sclerosing sialadenitis is a 

rare, under-recognised, tumour-like 
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Figure 4. Histological view of the tumor showing 

lobular disarray with periductal and intralobular 

chronic inflammation including follicle formation 

(H&E, X100). [Ref-9]

Figure 5. Histopathological features reveal   marked 

interstitial fibrosis with lymphocytic and  

plasmacytic inflammatory cells infiltration (Masson 

trichrome, X200).  [Ref-13]
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lesion, usually affecting submandibular 

gland, but may involve other salivary 

glands.

Clinically CSS resembles malignancy 

and thus is subjected to sonography and 

fine needle aspiration cytology. With 

increased awareness of this disease and 

support of USG and FNAC findings, an 

accurate preoperative diagnosis is 

possible, but has to be confirmed by 

h i s t o p a t h o l o g i c a l  a n d  

immunohistochemical examination in 

certain cases.

This entity has to be considered in the 

differential diagnosis of the salivary gland 

tumours in patients presenting with firm 

to hard swelling of the salivary gland. 
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