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Abstract

Introduction: Congenital salivary gland anlage tumour of the nasopharynx is a lesion which usually 
presents with nasal and upper respiratory tract obstruction in the neonatal period. Timely diagnosis is 
essential to prevent the occurrence of respiratory complications in later childhood. Case Report: We 
present a 8-year-old boy complaining from difficulty in breathing and breastfeeding in the neonatal 
period due to an adenoid-like nasopharyngeal mass. Histological examination revealed solid and 
cystic squamous nests and numerous duct-like structures within collagenised stroma. Both epithelial 
and myoepithelial differentiation were noted in the tubular component. Discussion: A review of 
the clinical and histopathological features of published cases revealed that ancient lesions showed 
more prominent and complex epithelial component and more collagen rich stroma. We would like to 
suggest the possibility of salivary gland anlage tumour to be considered in the differential diagnosis 
of neonatal respiratory distress cases.
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INTRODUCTION

Among the causes of nasal obstruction in 
the neonatal period, salivary gland anlage 
tumour (SGAT) is remarkable because of its 
hamartomatous nature being an uncommon 
cause of neonatal distress.1 This seldom, but not 
a rare entity leads to respiratory distress and/or 
feeding difficulties early in life.1-10 There were not 
any cases, untreated with continued respiratory 
complications until late childhood and all cases in 
the literature were children diagnosed within the 
first year of life.1-18 Our patient was significantly 
older than the previous cases in the literature 
and had been untreated suffering with these 
symptoms until the age of 8 years. Except for a 
few articles in which histopathological features 
were described in detail,7,8 the literature revealed 
limited histopathological features of SGAT.1-6,11-14

We aimed to describe all histopathological 
features of this unusual lesion and compare 

the histopathological features of our case with 
reported cases in the literature.

CASE REPORT

An eight-year-old boy was presented with 
respiratory distress since birth, following delivery. 
There was difficulty during breastfeeding and 
foam in the mouth, shortness of breath, snoring 
and oral breathing while sleeping. Surgery was 
immediately recommended, but postponed 
because of anemia. He used sea water intervally 
of up to 8 years for nasal congestion, without 
benefit. Until the age of eight, an operation 
was recommended every time at the recurrent 
consultations, but the parents did not accept the 
operation. Parents did not note an impression 
due to the progressive growth of the mass. No 
imaging technique was used to investigate the 
mass. Adenoidectomy was performed with a 
diagnosis of adenoid vegetation and 2cc of 
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adenoid tissue was curetted. Under the adenoid 
tissue, a firm mass was detected and resected 
so that no residue was remained. The excised 
material was a gray coloured, firm, solid mass 
with a dimention of 2.3 x 1.7 x 1.4 cm. 
	 Histological examination revealed a nodule 
covered by a non-keratinising squamous 
epithelium (Fig. 1). The stroma was collagen 
rich, hypocellular and have focal hypercellular 
areas. The epithelial component was variable and 
prominent. There were complex and branching 
ductal structures lined with columnar to cuboidal 
epithelium, connected to surface squamous 
epithelium (Fig. 2a). Some of the dilated duct-
like structures had papillary projections (Fig. 2a 
and 2d). In the ductal columnar epithelium, a 
common squamous metaplasia forming keratin-
filled multiple cysts was seen (Fig. 1 and 2b). 
The granular layer was observed focally in the 
squamous epithelium with cystic structures. 
There were no heterologous stromal elements. 
Calcifications in the stroma and in the lamellar 
keratin material in cystic structures which 
lined with squamous epithelium were present 
(Fig. 2c). Mitosis, nuclear or cytological atypia 
and necrosis were not observed in both epithelial 
and stromal cells. The stroma, which consisted 
of spindle cells, contained enriched collagen 
bundles, hypocellular areas and myxoid focuses. 
The immunohistochemical profile of the case 
was shown in Table 1. No clinical recurrence 
was observed during 69-months follow-up and 
the patient is still under control.

DISCUSSION

SGAT is a tumour characterised by its clinical 
presentation, symptoms and specific histologic 
features. Although a few cases have been 
reported in the literature, similar clinical findings, 
symptoms and histologic features suggest that 
SGAT is a unique entity. Almost all cases, 
except for our case, were newborn diagnosed 
under 1 year old. There is pronounced male 
dominance, and the male/female ratio was 22/5, 
including our case. In 22 of the 27 cases, the 
mass was nasopharyngeal. Whereas it mass was 
located in a nasal cavity in one case,3 pharynx 
in two cases,4,7 posterior pharyngeal wall and/or 
posterior septum in one case,5 and oropharynx in 
one case.10 It appears to have been accepted as 
an embryonic development, due to the existence 
of ductus like structures and glandular structures 
continuing with surface squamous epithelium.7,19 
No genetic abnormalities were detected in an 
indivividual genetic analysis done by Vranic 
et al..2

	 All previous cases were presented as a 
nodular mass, which was neatly confined in the 
tissue. Squamous epithelium was covering the 
surface of the nodular structure in the majority 
of the cases. The stroma consisting of spindle 
cells was multinodular with hypocellular and 
hypercellular areas. The epithelial component 
showed glandular, ductal and tubular structures 
variably continued with flat multi-layered 
epithelium at one or more focuses. The epithelial 
component also consisted glandular,3,5-9,13,16,19 
ductal1-5,7-9,11,14,15,17 or tubular 2,5-8,10,15 structures 
lined with columnar and/or cubic epithelium.2,7,9 
Moreover in some cases, solid islands,3,7,8,10,14,17 
cords12,13 or nests1,3,5,7,8,12-14 were defined. Out 
of the newborns, three cases were reported 
as 12 months,2 3.5 months7 and 6 weeks old.3 
The findings of the 3.5-month-old case was 
defined totally in a review and findings were not 
specified.7 There were no significant differences 
in the histological characteristics of the two cases, 
whose ages were relatively different from the 
others.2,3 Our patient is strikingly older than the 
previously reported cases and was covered with 
all the features described histopathologically in 
the literature. Moreover, this case has prominent 
epithelial component with ductus, tubulus, 
glandular and papillary structures and also 
contains more common papillary structures 
lining with cuboidal/columnar epithelial than 
those described in other cases (Fig. 2a and 2d). 
Although squamous epithelium was defined 
as metaplastic in some cases,9,16 all cases had 
squamous epithelium as nests, cords or cystic 
structures. Lamellar keratinous material and 
calcification8,16 could be seen in the lumen 
of squamous epithelium lining macro- and 
microcystic structures. It seems that common 
squamous metaplasia was probably due to the age 
of the lesion. Squamous cystic structures3,7,8,10,12,16 
and calcification8,16 were not associated with 
age in the cases reported in the literature. In 
our case, multiple squamous cystic structures 
and multiple calcification foci were present in 
the stroma and squamous epithelial component. 
Although stroma showed variable cellularity, 
significant collagen bundles were seen. The 
epithelial component is always positively 
stained with several keratin markers2-5,8,9,12,14,16 
and variable staining with epithelial markers 
has been reported in stromal cells.2-4,8,9 All cases 
were S100 negative consistently in the stromal 
and epithelial cells, except for the scattered S100 
positive stromal cells in one case.4 In our case, 
there were several foci of positive spindle cells 
with S100 and SMA in the myxoid area of the 
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FIG. 1:	 Panoramic view of the lesion. Collagen rich stroma with hypocellular nodule is composed spindle cells. 
Prominent epithelial ductal, glandular structures and cystic spaces (H&E, x40).

FIG. 2: 	(a) Complex ductal structures that contain papillary foldings and connected with squamous epithelium 
on the surface (H&E, x100). (b) Variated sized cysts lined by squamous epithelium (H&E, x200). c) 
Calcification in squamous epithelial nests and in stroma (H&E, x200). d) Papillar projections lined with 
cuboidal to columnar epithelium (H&E, x200).
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stroma. p63 was positive in two cases,5,14 but the 
positively stained cellular component was not 
specified. In our case, there were focal staining 
in all squamous, ductal, glandular and papillary 
epithelium.
	 The most important tumour in the differential 
diagnosis of SGAT is mucoepidermoid carcinoma 
(MEC). The tumour in this case is nodular and 
its surface is covered with non-keratinised 
epithelium. In SGAT, keratinous epithelial 
is mature and contains variable quantities of 
cystic structures filled with keratin and the most 
important feature in the differential diagnosis is 
the absence of mucinous cells, except for a case.1 
Also stromal nodules are not characteristic of 
the MEC. The fact that the symptoms did not 
progress until the age of 8, especially in the first 
years of our case, suggests that SGAT is not in 
a significant growth tendency.  No recurrence 
was observed in the follow-up period between 
6 months and 8 years in all cases. In a case, 
atypia in the some fragments of overlying non-
keratinised squamous cell lining were reported 
which followed up for 10 months, without 
recurrence.6

CONCLUSION

It’s clear that SGAT is a unique lesion with its 
localisation, symptoms and histological features. 
Ancient lesions show more prominent and 
complex epithelial component and more collagen 
rich stroma. Aging of lesion does not seems to 
have the tendency of growing.
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