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INTRODUCTION 

Congenital absence of major salivary glands is a very rare 

disorder. They may be asymptomatic or may present with 

the complaints of dry mouth, difficulty in chewing and 

swallowing. Reduced saliva production decreases the 

protective effect of saliva within the oral cavity leading to 

increased incidence of dental caries. We present a unique 

case of bilateral submandibular gland aplasia associated 

with bilateral hypertrophied parotid glands, which has not 

been reported previously. Very few cases of bilateral 

submandibular gland aplasia, albiet with compensatory 

sublingual hypertrophy have been previously reported.
1
  

CASE REPORT 

A 45 year old female, presented in the OPD with chief 

complaint of bilateral cheek swelling for 3 years. On 

examination, there was diffuse swelling over bilateral 

pre-auricular and infra-auricular areas, which were soft in 

consistency, non tender and not fixed to skin (Figure 1).  

 

Figure 1: A, B and C shows front, right lateral and 

left lateral view of patient with swelling in parotid 

area. 

There was no history of fever, pain, or facial asymmetry. 

The clinical impression was that of an enlarged parotid 

gland, and hence a fine needle aspiration was carried out. 

The cytological analysis confirmed it to be containing 

benign salivary gland cells. CECT of face revealed 
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diffuse enlargement of bilateral parotid glands without 

any mass lesion or inflammatory changes. Parotid ducts 

of both sides were of normal calibre without any 

evidence of stricture or stone. Submandibular glands 

were not visualised on either side (Figure 2 and 3). All 

other investigations were normal. As the patient had no 

any complain related to decreased salivation hence she 

was conservatively managed and kept under follow up. 

 

Figure 2: (A) Axial and (B) coronal CT scan showing 

absence of bilateral submandibular gland. 

 

Figure 3: (A) Coronal and (B) axial CT scan of patient 

showing bilateral parotid hypertrophy. 

DISCUSSION 

Major salivary glands develop from the ectoderm. The 

salivary glands arise as buds from the in growth of 

epithelial lining of the oral cavity into the underlying 

mesenchyme. These primordial buds grow and extend 

into the underlying mesenchymal tissue and undergo 

extensive branching to form the ductal system of the 

glands. These glands are divided into lobules by the 

surrounding mesenchyme. Parotid glands appear during 

the fourth week, submandibular glands during the sixth 

week, and the sublingual glands during the ninth week of 

gestation.
2
 

Major salivary gland aplasia may be an isolated finding 

or seen in association with Lacrimo Auriculo Dento 

Digital (LADD) syndrome, mandibulo-facial dysostosis 

and ectodermal dysplasia associated with aplasia or 

dysplasia of lacrimal gland.
3-5

 LADD syndrome, is 

characterized by hypoplasia, aplasia or atresia of the 

lacrimal system, deafness, aural malformations, and 

dental and digital anomalies.
6
   

The exact incidence of major salivary gland agenesis is 

not known due to the asymptomatic nature of most of the 

cases.
7
 Isolated agenesis of parotid gland is more 

common than that of submandibular gland.
8
 Isolated 

submandibular gland agenesis is very rare with only a 

few cases reported till date. 

Patients with major salivary gland agenesis may remain 

asymptomatic or may present with complaints of dryness 

in mouth, difficulty in swallowing and chewing, and 

dental caries. Patients may present with complaint of 

mass in neck due to compensatory hypertrophy of other 

major salivary glands.
9
 Most of the cases of congenital 

absence of major salivary glands are associated with 

other anomalies. Very few cases of isolated bilateral 

submandibular gland agenesis have been reported in 

association with bilateral sublingual gland hypertrophy.
1
 

CONCLUSION  

The above mentioned patient had no complaints related to 

decrease in salivation and the case is unique due to the 

presentation of isolated non-syndromic agenesis of 

bilateral submandibular glands in association with 

bilateral parotid gland hypertrophy. The enlargement of 

the parotid gland is most likely due to the compensatory 

hypertrophy. 
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