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( ABSTRACT ’ Adenoid Cystic Carcinoma of the maxillary sinus is a rare tumour. It is a slow growing,aggressive,with high rates of local

and distal recurrence with a overall poor prognosis[1].Thus causing a considerable diagnostic challenge since the
symptoms mimic more common ailments such as sinusitis or allergic rhinitis,particularly in the early stage. We report a case of a 35 year old female
who presented to opd with proptosis and facial swelling. The clinical,radiological and histopathological examination found a mass compatible with

adenoid cystic carcinoma of maxillary sinus.
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INTRODUCTION

Adenoid Cystic Carcinoma is a carcinoma of primary salivary gland or
minor salivary gland of upper aerodigestive tract. It is characterized by
the biphasic ductal and myoepithelial differentiation.It is an aggressive
tumour with a high propensity for local and distal recurrence. Adenoid
cystic carcinoma of the maxillary sinus is a rare tumour with a poor
overall long term prognosis[1][2]

CASE PRESENTATION

A 35 year old female presented to opd with complaints of watering and
proptosis of left eye and left side facial swelling since 4 months. A
facial CT and MRI scan revealed a soft tissue mass epicentered in the
left maxillary sinus causing destruction of the floor of the left orbit
,anterior and medial wall of the maxillary sinus with extension into the
soft tissues of the left cheek.Biopsy of the mass was done which
revealed adenoid cystic carcinoma. Later, the patient underwent a total
maxillectomy surgery.

Grossly, the total maxillectomy specimen showed the erosion of the
anterior,medial and lateral walls of the maxillary sinus.The brownish
white tumoral mass filling the maxillary cavity measured 6.5x4.5x4.5
cm in size. Cut section revealed whitish homogenous appearance.No
areas of necrosis or hemorrhage were seen.
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Figure 1:Total maxillectomy specimen along with the irregular
brownish white tumoral mass
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Figure 2:Cut section of the tumoral mass revealing whitish
homogenous appearance

Microscopically,the tumoral mass revealed a cellular neoplasm with a
mixed tubular and cribriform architecture, composed of small
hyperchromatic cells with mild pleomorphism and high nuclear to
cytoplasmic ratio .Perineural invasion was seen.No solid areas were
noted.Mitosis was 5/10hpf with no nuclear atypia.The tumour was
seen infiltrating the bony trabeculae and the nasal mucosa. All the
features were compatible with diagnosis of adenoid cystic carcinoma
of maxillary sinus.

Figure 3:H &E (low power) shows tubular and cribriform pattern of
adenoid cystic carcinoma with perineural invasion

Figure 4:H&E (low power) showing adenoid cystic carcinoma
infiltrating the nasal mucosa

Figure5 :H&E(low power) showing adenoid cystic carcinoma
infiltrating the bony trabeculae of maxillary sinus
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DISCUSSION

Adenoid Cystic Carcinoma is a Carcinoma of the secretory glands such
as the major salivary glands,minor salivary glands,ceruminous and
lacrimal glands[2].The most commonly affected is the parotid
gland,among the major salivary glands.Whereas,the minor salivary
glands,which are affected include those of oral cavity,sinonasal
tract,nasopharynx,oropharynx and trachea.There is no gender
predilection and the mean age of occurrence is 57 years[1].The most
common site for the distant metastasis is lung.[ 1]

Maxillary sinus is an unusual site of occurrence for the adenoid cystic
carcinoma,where it constitutes 0.3-1% of all sinonasal tumours[2].
Maxillary sinus adenoid cystic carcinoma(MSACC) is thought to
originate from the seromucinous glands which are found in the
respiratory epithelial mucosa lining the nasal cavity and the paranasal
sinuses[3].MSACC is slowly growing tumour,locally aggressive with
high rates of local and distant recurrence. MSACC behaves more
aggressively as compared to its counterparts in the major and minor
salivary glands.This is due to the fact that these tumours can remain in
the submucosa of the maxillary sinus or spread in sheets below the
periosteum without any signs or symptoms.Since the nasal cavity and
the maxillary sinus are air filled spaces, the tumour first extends into the
air space.[4][5]

Clinical features of MSACC are non specific such as nasal
obstruction,local pain and epistaxis.Thus often misdiagnosed as
sinusitis or allergic rhinitis which leads to the delay in the appropriate
treatment.As the tumour progresses ,it invades the bone and the
adjacent structures such as orbit,meninges,base of cranium etc leading
to serious consequences such as opthalmoplegia,proptosis and
seizures[4]

CT scan and MRI are the mainstay for the diagnosis of MSACC[6].
PET CT scan is of limited value,since the FDG uptake by these
tumours is low[7].

Grossly, ACC appears as a infitrative and ill defined ,firm mass.

Histologically,Adenoid cystic carcinoma is a biphasic tumour
,composed of ductal and myoepithelial cells.The ductal cells are
cuboidal with eosinophilic cytoplasm. Whereas,the myoepithelial cells
have dark angulated nuclei and scanty cytoplasm giving a basaloid
appearance[1].

ACC has three patterns: Tubular,cribriform and solid pattern.

The tubular pattern contains simple tubules lined by inner ductal and
outer myoepithelial cells.Cribriform pattern is made up of
predominantly myoepithelial cells with myxoid or hyalinized
globules.Solid pattern are solid nests made up of basaloid cells.Some
studies have shown that the presence of the solid growth is a predictor
of'the adverse outcome.

Adenoid cystic carcinoma has a high propensity for perineural
invasion[1].

The features of the high grade transformation of ACC are:marked
nuclear atypia,increased mitosis(>10/10hpf) and comedo necrosis[8].

ACC can be misdiagnosed with other malignant tumours such as
epithelial myoepithelial carcinoma,basal cell adenocarcinoma,
polymorphous adenocarcinoma, basaloid squamous cell carcinoma
and HPV related sinonasal carcinoma.

To differentiate ACC from other tumours,the use of THC is a reliable
approach.CK7,CAMS5.2 (ductal component),CD117,alpha SMA and
S100 show a positive expression for ACC.While,Vimentin gives a
negative expression[9]

60-90% of ACC have characteristic and diagnostic fusions involving
MYB,MYBLI1 or NFIB gene[10].

The choice of the treatment depends upon the grade ,stage ,site and
behaviour of the tumour.Mostly Curative surgery and adjuvant
radiotherapy is considered as the mainstay of treatment by most
authors.

Due the limitations of surgery ,majority of institutions have
implemented the use of radiotherapy[11].However, it was noted that
96% of the tumours responded to radiation but the recurrence rate after
radiotherapy was 94%[12][13].This shows that adenoid cystic
carcinoma is radiosensitive but not radiocurable.Chemotherapy has a
little role in ACC since the tumour cells have low mitotic
index[6].Many studies have reported that the rate of distant metastasis
was approximately 40% in sinonasal ACC patients[ 14].

CONCLUSION

Maxillary sinus adenoid cystic carcinoma is a rare tumour with an
overall poor long term prognosis,compared to other Adenoid cystic
carcinoma of head and neck.It is characterised by slow growth and
tendency for recurrence which makes it difficult for diagnosis and
treatment.

Thus,MSACC should be considered in the differential diagnosis in
patients with slowly growing swelling or fleshy mass in and around the
nose, evenifitisrare.
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