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Early Stage Adenoid Cystic Carcinoma of the Nasal Septum
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—ABSTRACT —

We report an extremely rare case of early stage adenoid cystic carcinoma (ACC) of nasal septum and its recur-
rence after surgery alone. A case report and a review of world literature concerning early stage ACC of nasal sep-
tum and treatment are presented. As shown in the case report, a wide excision with negative surgical margin was
performed but the tumor recurred. Thus for early stage ACC in the nasal septum, surgery with radiotherapy, and
other combined modality treatments should be considered and long-term follow-up was required. (J Clinical

Otolaryngol 2013;24:251-254)
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Introduction

Knowledge of the natural history of adenoid cystic
carcinoma (ACC) of the nasal cavity is limited because
the disease is uncommon. The nasal cavity symptoms
are generally non-specific with nasal obstruction, epi-
staxis, discharge, facial swelling, and pain. ACC is most
commonly described as arising from the seromucinous
salivary tissue in the major and minor salivary glands.
It is rare for this tumor to arise within the nasal cavity
where the lateral nasal wall is the most common site.
In the literature to date, only a few cases of early stage
ACC arising from the nasal septum has been reported.”™

Case Report

A 42-year-old man was presented with the unilat-

eral recurrent epistaxis and nasal obstruction. Exami-
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nation revealed a polypoid tumor measuring 1.5 X 1
cm arising from the left nasal septum (Fig. 1). The re-
maining routine examinations were unremarkable. A
CT scan demonstrated a polypoid mass based in the
nasal septum (Fig. 2A), no cervical lymphadenopathy,
and no contact with sinus or turbinate. Biopsy from the
lesion was performed under endoscope for pathologi-
cal diagnosis. The pathology report revealed ACC. Fur-
ther investigations, including MRI, did not show any
cranial nerve or brain involvement (Fig. 2B). There was
no evidence of distant metastasis by imaging study.
Operation was performed under general anesthesia,
the tumor was removed by through and through sep-
tum total excision without preserving opposite muco-
prechondrium and nasal mucosa. The margins were
controlled by frozen sections. Histopathology showed
the typical appearances of an ACC with an infiltrating,
unencapsulated lesion composed of an island of cyto-
logical bland cells with hyperchromatic nuclei arranged
around cystic space containing a mucoid substance
(Fig. 3). Perineural invasion was not identified. The
patient was discharged from the hospital on the sixth
postoperative day after an uneventful recovery. Dur-
ing the 4th year follow up observation after surgery, a
mass lesion was detected in the left inferior turbinate,
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and thus under local anesthesia, histological test by
nasal endoscopy was performed (Fig. 4). The result of
histological test showed the recurrence ACC and radi-

cal excision with radiation therapy were recommend-
ed. However, the patient refused more surgical treat-
ment and radiotherapy only is planned.

Discussion

ACC of sinonasal cavity is a slowly progressive neo-
plasm with a high incidence of both local recurrence
and distant metastasis, regardless of treatment modal-
ity. The lung is the most common site of metastasis and
the less common sites include the bone, liver, brain,
and kidney. Cervical lymph node metastasis of ACC

is rarely seen.
Fig. 1. Nasal endoscopic finding. The 1.5x 1 cm sized poly-
poid tumor (arrow) arising from the left nasal septum show-
ed. IT . inferior turbinate.

Recurrence and metastasis can occur over a period
of decades after treatment of the primary tumor which

Fig. 2. A : Axial CTimage (bone window) shows a well-defined, smooth mass arising from septum (arrow). B : Coronall
gadolinium enhanced T1-weight spin echo image. An enhancing soft tissue mass is seen in the left nasal septum (ar-
row).
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Fig. 3. A : Photomicrograph of the excised specimen shows the ftumor located adjacent to the cartilage of the nasal
septum (H & E stain x40). B : Tumor cells are arranged in a cribriform pattern with microcystic space filled with hyaline
or basophilic mucoid material (H & E stain x 100).
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behavior can be partially explained by its tendency to
extend submucosally and perineurally along major
and minor nerves. The complexity of the local anato-
my can make it difficult to treat. The proximity of the
tumors to the skull base and the major nerves, com-
bined with the tumor’s tendency to spread perineural-
ly contributes to the difficulty to obtain surgical mar-
gins of the disease, and may result in a high morbidity.
Therefore, accurate pre-operative imaging is required
to select patients for surgery and to determine surgical
borders. An MRI is a sensitive method to detect peri-
neural tumor spread. The accuracy of perineural spread
on MRI was slightly superior to that on CT. The sen-
sitivity, specificity and accuracy for the detection of
perineural spread were 73%, 100% and 77% on MRI.”

Fig. 4. Left nasal cavity after nasal septum excision. The
recurrent tumor (arrow) is located in the inferior turbinate.
MT : middle turbinate, IT : inferior turbinate.

Because these tumors are rare and they often pres-
ent at an advanced stage, some controversy to the most
appropriate treatment in early stage ACC exist.

We performed a MEDLINE review of the English
language literature of all reported cases of ACC of the
nasal septum. Four cases were found to have histologi-
cally confirmed ACC originating from the nasal sep-
tum. The tumors were staged as T1 in three cases and
T3 in one case. One case of T-Stage I was not consid-
ered in this report due to the advanced stage.” The de-
tails of these three cases together with the details of
our case reported here are presented in Table 1. Of the
4 patients, three were male and one case was female
with the mean age 57 years (age range, 42—66 years).
In all the cases, nasal obstruction was presented as an
early symptom, and three cases were accompanied by
frequent nasal hemorrhage. Treatment was performed
in two cases by wide excision only and the other two
cases by wide excision with radiation therapy. The fol-
low-up after the end of treatment was between 9 and
48 months. Disease recurrences were noted in our case,
whereas one case never presented a local, regional, or
distant recurrence. This case had recurrence of the ACC
in the inferior turbinate at the 48 months follow-up.

Contrary to other studies, surgery with radiotherapy
did not have an effect on overall survival, rate recur-
rence, or time to recurrence when compared to patients
treated with surgery alone.”” It would be make no dif-
ference because of advanced stage, positive surgical
margins. However, Observations suggest that for cas-
es showing early stage ACC in the nasal septum, sur-
gery only should be avoided and instead more aggres-

Table 1. Reported cases of adenoid cystic carcinoma of the nasal septum

Authors Year S(?Z:\g)e Stage Symptoms Treatment Follow-up Recurrance
Schneiderman TA, 2002 M/66 T Nasal obstruction Excision 9 month No
etal”

Sivaji N, et al.? 2003 F/é4 Tl Nasal obstruction,  Excision and Unknown  Unknown
Frequent epistaxis  post op RTx

This study 2004 M/42 Tl Nasal obstruction,  Excision 48 month Yes
Frequent epistaxis

Tai SY, et al.? 2007 M/56 Tl Nasal obstruction, Excision and 12 month No
Epistaxis post op RTx

RTx : radiotheraphy
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sive treatment such as surgery with radiotherapy and
long-term follow-up should be required.'” This would
most likely decrease the development of local recur-
rence such as early stage ACC in nasal septum.
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