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Abstract

Out of all benign tumors of the ceruminous glands, syringocystadenoma papilliferum is the rarest and represents only 2% of cases.
It is an extremely rare benign tumor that originates from modified apocrine sweat glands. The aim of this paper was to present,
according to our findings, the 18th case of syringocystadenoma papilliferum in the external auditory canal, with a detailed review
of its clinical, radiological and histomorphological characteristics. A 59-year-old man reported to our clinic due to a 5x5 mm
papillomatous growth at the entrance to the right external auditory canal. Histopathology indicated, after an excisional biopsy,
that it was a syringocystadenoma papilliferum. The resection lines were free of tumor tissue, and the patient has no signs of
tumor recurrence. Although rare, it should be considered as a differential diagnosis of lesions in this region. Complete excision is

mandatory in order to avoid recurrence and potential malignant alteration.
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Introduction

Ceruminous glands are modified apocrine sweat glands
located inside the dermis of the external ear canal (EEC).
According to the literature, tumors of these glands are
rare and represent only 5-5.7% of all external ear tumors,
while some authors suggest an even lower frequency. In
1894, Haugh was the first to describe a tumor of the EEC
ceruminous gland and proposed the term ceruminoma.®
According to histological characteristics, benign
tumors of these glands include ceruminous adenoma,
ceruminous pleomorphic adenoma, and ceruminous
syringocystadenoma papilliferum.* Syringocystadenoma
papilliferum is a benign, slow-growing hamartomatous
neoplasm, which appears to be the rarest of these tumors,
and accounts for only 2% of cases." It is usually present at
birth or in early childhood. However, most of the cases
described in the literature have been reported in adults.®
Given that it is extremely rare in the EEC, the literature
is mainly limited to case reports. To date, fewer than 150
cases of ceruminous gland tumors developing in the EEC
have been reported in the literature.> Of this number,
only 17 cases of syringocystadenoma papilliferum in the
EEC have been described in the literature in English.?
This paper aimed to present, according to our findings,
the 18th case of EEC syringocystadenoma papilliferum
with a detailed review of its clinical, radiological and
histomorphological characteristics.

Case Report
A 59-year-old man reported to our clinic due to the

appearance of a growth at the entrance to the right external
auditory canal and occasional mild bleeding from the
right ear. Otoscopic examination found a papillomatous
growth measuring 5x 5 mm at the entrance to the EEC on
the right side (Figure 1). The growth was reddish in color
and not painful. The remaining findings in the EEC and
on the eardrum were normal. Due to the size and benign
appearance of the lesion, with clearly defined margins,
no radiological examination was performed. Excision
of the papillomatous growth with high-frequency
radio waves under local anaesthesia was performed.
The histopathological finding indicated that it was
syringocystadenoma papilliferum (Figure 2A, B, C, D).
Cystic intussusception was observed that opened onto the
skin surface. Intussusception consisted of a double layer
of cells - the inside layer composed of columnar cells and
the outside layer formed of cuboid cells. Also, there was
a stroma rich in inflammatory cells, mainly plasma cells.
The resection lines were free of tumor tissue, and after 14
months of monitoring, the patient had no signs of tumor
recurrence (Figure 3).

Discussion

Tumors arising from ceruminous glands of the EEC
can cause a diagnostic dilemma due to different clinical
and histological characteristics. They are relatively
common in animals (cats and dogs), while they are rare
in humans. A large number of authors have tried to
classify the tumors of the ceruminous glands. Benign
neoplasms of the ceruminous glands include ceruminous
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Figure 1. External Ear Canal of the Patient. The arrow shows the lesion
before surgical removal

Figure 2. Histological Presentation of Syringocystadenoma Papilliferum
(Hematoxylin-Eosin Staining). Double layer of cells and stroma rich in
inflammatory cells. Microscopic magnification x4 (a), x10 (b), x20 (c), x40 (d)

Figure 3. External Ear Canal, 14 Months After Complete Tumor Excision.
The arrow indicates where the tumor was located before excision

adenoma, ceruminous pleomorphic adenoma and
syringocystadenoma  papilliferum, while malignant
neoplasms include adenocarcinoma, adenoid cystic
carcinoma and mucoepidermoid carcinoma.?
Syringocystadenoma papilliferum is an extremely rare
benign tumor of the ceruminous glands with extensive
papillary growth of epithelial elements in the dermis.’ In
the head and neck area, it mainly occurs on the face and
in the scalp area, and rarely in the EEC. It was originally
named  “naevus syringadenomatosus  papilliferum”,

primarily due to its occurrence in the field of an already
existing nevus, accounting for almost a third of all cases.>*

The etiology of syringocystadenoma papilliferum in the
EEC is unknown and its histogenesis is controversial."”
Some authors have suggested that there is a possible
connection between human papillomavirus infection and
syringocystadenoma papilliferum.® There is also evidence
of connection with a change in the p16 tumor-suppressor
gene (markers, IFNA and D9S171 have been identified).?
The literature also notes that this benign tumor is often
connected with the existing nevi. In our case, there was
no evidence of a nevus, but the tumorous change had a
papillomatous appearance.

This tumor may coexist with other benign lesions in the
external auditory canal, such as chronic granulomatous
otitis externa with myringitis, lipomatous and tubular
apocrine adenoma.' Although it is a benign tumor,
malignant transformation into basal cell carcinoma has
been also described, and syringocystadenocarcinoma
papilliferum and ductal carcinoma have been noted.® A
number of other conditions should be considered in the
differential diagnosis, such as cylindroma, papilloma,
verrucous nevus, basaloid follicular hamartoma, pyogenic
granuloma, neuroendocrine adenoma of the middle
ear, parotid pleomorphic adenoma, meningioma and
paraganglioma, malignant tumors of the ceruminous
glands, squamous cell carcinoma and basal cell carcinoma,
adenocarcinoma, and even certain diseases such as
tuberculosis.>>*

This benign tumor is initially mostly asymptomatic.
Later, its growth can lead to the closure of the EEC and
consequent symptoms such as hearing loss, otorrhagia,
and mild to moderate otalgia."? Otoscopic examination
usually reveals a reddish or skin-colored lesion of various
size and sometimes with superficial ulceration. Tumor
size varies, but tumors larger than 2 cm have not been
described in the literature, primarily because of the size of
the EEC."” The patient did not have hearing problems, did
not have any pain, and referred to us because of the growth
he noticed at the entrance to the EEC and occasional mild
bleeding.

Most authors prefer excisional over incisional biopsy.
The sample obtained by incisional biopsy may be
insufficient. Moreover, the presence of an intralesional
cyst, which is of great help in diagnosis, may be lost by
incisional biopsy. With an incisional biopsy, there is also
a risk of not detecting malignancy and the development
of hemorrhage or facial paralysis in the case of glomus
tumors or schwannoma of the facial nerve.? In our case,
an excisional biopsy was performed.

Ceruminous syringocystadenoma papilliferum can
be accurately diagnosed on the basis of histological
examination by staining with hematoxylin and eosin
and without immunohistochemistry, as the tumor shows
a unique papillary histological pattern. Histologically,
it is a well-differentiated, cystic tumor with papillary
proliferation of glandular tissue, histologically similar to
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that of normal ceruminous glands.** A rich and dense
plasmacytic infiltrate is also present in the fibrovascular
stroma.*?

Syringocystadenoma  papilliferum is mainly a
histopathological diagnosis, and the role of radiology has
notbeen well-established.® In one of the rare reports on this
topic, Kamakura et al have stated that magnetic resonance
imaging may play a role in the diagnosis and differential
diagnosis of syringocystadenoma papilliferum.” On the
other hand, CT of the temporal bone can help describe the
tumor and rule out malignancy, which would be indicated
by bone erosion or involvement of the middle ear.®* No
radiological diagnosis was made in our patient, given that
it was a minor tumor lesion of benign appearance.

According to all the authors in the available literature,
surgical excision is the gold standard in treatment.
Treatment with CO, laser has also been described,
but mainly in pediatric patients.® Radiotherapy and
chemotherapy are not required in the treatment of these
neoplasms."? Periodic monitoring is recommended
after complete excision as recurrences can occur in
incompletely removed tumors. In the case of our
patient, complete surgical excision was performed
at the time of diagnosis, with resection lines having
no tumor tissue. After 14 months of monitoring, the
finding was normal.

In  conclusion, although  syringocystadenoma
papilliferum is a benign tumor of the EEC, it should
be considered as a differential diagnosis of lesions
in this region. The clinical presentation of the
tumor is nonspecific, and an excisional biopsy with
histopathological examination is necessary for a precise
diagnosis. Immunohistochemical analysis is generally not
necessary due to the characteristic histological appearance
and the absence of infiltrative growth of the tumor. In
order to avoid the occurrence of malignant transformation
and recurrence, complete excision is required.

Authors’ Contribution

Conceptualization: Sasa Jakovljevic, Zoran Dudvarski.

Resources: Darko Laketic, Novica Boricic.

Supervision: Nenad Arsovic, Zoran Dudvarski.

Validation: Novica Boricic.

Writing—Original Draft Preparation: Jakovljevic Sasa, Darko
Laketic, Zoran Dudvarski.

Writing—Review and Editing: Nenad Arsovic.

Visualization: Sasa Jakovljevic, Novica Boricic.

Conflict of Interest Disclosures
The authors declare that they have no conflict of interest.

Ethical Statement

The work meets all the ethical guidelines, including adherence
to all the legal requirements of the Republic of Serbia and the
University Clinical Center of Serbia.

References

1. Casimero FVC, Chang AMV. A rare case of ceruminous
syringocystadenoma papilliferum arising from the bony
external auditory canal of an elderly patient. Human
Pathology: Case Reports. 2020;19:200350. doi: 10.1016/j.
ehpc.2019.200350.

2. Guerra-Jiménez G, Gonzdlez Aguado R, Arenas Rodriguez
A, Ramos Macias A. Syringocystadenoma papilliferum of the
external auditory canal. Case report and literature review.
Acta Otorrinolaringol Esp (Engl Ed). 2017;68(4):235-7. doi:
10.1016/j.0torri.2016.06.005.

3. Bruschini L, Ciabotti A, De Vito A, Forli F, Cambi C, Ciancia
EM, et al. Syringocystadenoma papilliferum of the external
auditory canal. Am ] Case Rep. 2017;18:520-4. doi: 10.12659/
ajcr.902900.

4. Crain N, Nelson BL, Barnes EL, Thompson LD. Ceruminous
gland carcinomas: a clinicopathologic and immunophenotypic
study of 17 cases. Head Neck Pathol. 2009;3(1):1-17. doi:
10.1007/512105-008-0095-9.

5. Arechvo A, Balseris S, Neverauskiene L, Arechvo I.
Syringocystadenoma papilliferum of the bony external
auditory canal: a rare tumor in a rare location. Case Rep
Otolaryngol. 2013;2013:541679. doi: 10.1155/2013/541679.

6. Rana K, Rathore PK, Wadhwa V, Tandon S, Bhargava EK,
Sharma D, et al. Syringocystadenoma papilliferum of external
auditory canal and pinna: a rare presentation. nt J Pediatr
Otorhinolaryngol Extra. 2014;9(4):157-9. doi: 10.1016/j.
pedex.2014.09.001.

7. El Makrini NI, Kissou A, Benzekri L, Senouci K, Hassam B.
[Syringocystadenoma papilliferum]. Presse Med. 2019;48(11
Pt 1):1349-50. doi: 10.1016/j.Ipm.2018.03.027.

8. Al Hawsawi K, Alharazi A, Ashary A, Siddique A.
Syringocystadenoma papilliferum: a case report and review
of the literature. Case Rep Dermatol. 2019;11(1):36-9. doi:
10.1159/000497054.

9. Lédal, Lins M, Dos Santos Leite EJ, Cardoso AEC, Houly RLS.
Syringocystadenoma papilliferum combined with a tubular
apocrine adenoma. An Bras Dermatol. 2017;92(5):721-3. doi:
10.1590/abd1806-4841.20174580.

10. KamakuraT, Horii A, Mishiro Y, Takashima'S, Kubo T. Magnetic
resonance imaging of syringocystadenoma papilliferum of the
external auditory canal. Auris Nasus Larynx. 2006;33(1):53-6.
doi: 10.1016/j.anl.2005.07.011.

©_® 2022 The Author(s). This is an open-access article distributed under the terms of the Creative Commons Attribution License (http:/creativecommons.
org/licenses/by/4.0), which permits unrestricted use, distribution, and reproduction in any medium, provided the original work is properly cited.

660 Arch Iran Med, Volume 25, Issue 9, September 2022


https://doi.org/10.1016/j.ehpc.2019.200350
https://doi.org/10.1016/j.ehpc.2019.200350
https://doi.org/10.1016/j.otorri.2016.06.005
https://doi.org/10.12659/ajcr.902900
https://doi.org/10.12659/ajcr.902900
https://doi.org/10.1007/s12105-008-0095-9
https://doi.org/10.1155/2013/541679
https://doi.org/10.1016/j.lpm.2018.03.027
https://doi.org/10.1159/000497054
https://doi.org/10.1590/abd1806-4841.20174580
https://doi.org/10.1016/j.anl.2005.07.011
https://creativecommons.org/licenses/by/4.0/
https://creativecommons.org/licenses/by/4.0/

