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adenoid cystic carcinoma.
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Case presentation: The authors report a case of palpebral cystic adenoid carcinoma in a 65-year-old patient who
underwent surgical excision followed by reconstruction of the loss of substance.

Discussion: Cutaneous cystic adenoid carcinoma of the eyelids remains a very rare entity that must be evoked in
front of a nodular cutaneous palpebral tumor that progresses slowly. An early diagnosis and a complete excision
guarantee a better prognosis.

Conclusion: Adenoid cystic carcinoma, because of its local aggressiveness and its capacity to recur despite
satisfactory surgical removal, requires long-term surveillance. Its surgery may be responsible for functional and

Case report

aesthetic sequelae.

1. Introduction

Adenoid cystic carcinoma (ACC) is a malignant tumor that most
commonly arises from the accessory salivary glands, less frequently from
the lacrimal glands, breasts, cervix, and external auditory canal. Its
cutaneous localization is rare and more described in middle-aged adults,
on the head and neck [1]. The palpebral localization is even rarer and is
accompanied by a high potential for local recurrence and metastasis,
which are mostly regional [2], the differential diagnosis is clinically
with chalazion, and histologically with basal cell carcinoma [3].

The treatment of choice for this entity is surgery with healthy exci-
sional margins followed by prolonged surveillance. Chemotherapy and
radiotherapy remain the recommended treatment options in cases
where total excision is not possible [4].

We report the case of a surgically treated primary cystic adenoid
carcinoma of the right lower eyelid. The aim of this work is to discuss the
management and the interest of a close surveillance of adenoid cystic
carcinoma.

This work has been reported in line with the SCARE 2020 criteria
[5].
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2. Case report

A 65-year-old patient with no particular history who consulted a
private ophthalmologist for the management of a lower palpebral tumor
that developed progressively over a period of 5 years. The patient
complained of functional discomfort during palpebral opening and
closing as well as aesthetic discomfort that motivated his consultation.

The patient was referred to our department of maxillofacial surgery
at the university hospital for further treatment.

The clinical examination at the consultation showed a sessile lesion
located on the lateral half of the right lower eyelid, respecting its free
edge, purplish in color, measuring almost 15 mm in length, with a
roughly polycyclic outline and a keratotic area, with some telangiecta-
sias in places. The ganglionic areas were free (Fig. 1), ophthalmological
examination of visual acuity, pupils, motility and intraocular pressures
were normal.

A facial CT scan was performed, which did not reveal any bone lysis
or intra-orbital extension.

The histological examination of the biopsy performed on the same
day of her consultation showed a tumor proliferation of cribriform
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Fig. 1. Lower palpebral cystic adenoid carcinoma.

architecture with small rounded and regular cavities containing mucoid
cylinders with monomorphic rounded and basophilic nuclei suggestive
of a cystic adenoid carcinoma.

The primary character of the tumor was retained in the absence of
any other suspicious lesion (facial and cervico-thoracic CT).

The patient’s case was discussed during a multidisciplinary staff with
ophthalmologists and resuscitators, the decision of surgical removal
under general anaesthesia was recommended, the patient expressed his
concern about the aesthetic result in post-op when he was told of the
decision.

5 days later, the patient was operated on by the head of the
department (15 years of experience) where he benefited from a tumor
removal with 5 mm margins respecting the free edge, this resulted in a
25 mm loss of palpebral substance which was reconstructed by a supra-
brow locoregional flap (Fig. 2).

The patient was seen at D1 or D2 (Fig. 3) and then every other day
until 2 weeks, the wound was clean, no ectropion, the removal of thread
at D6, the flap was warm and there were no signs of suffering, the patient
was very satisfied with the result and in good mood.

Long-term continuous monitoring of the patient is envisaged.
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Fig. 3. Postoperative aspect after tumor removal and reconstruction of the
substance loss by a supra-brow flap.

3. Discussion

Adenoid cystic carcinoma (ACC) is a rare malignant epithelial tumor
representing 1-2% of all head and neck tumors and 10-15% of malig-
nant salivary gland tumors [2]. The cutaneous involvement of this tumor
is extremely rare and is most often described at the level of the scalp.
Palpebral localization remains exceptional; at this level, it develops from
the Moll’s glands, the palpebral lobe of the lacrimal gland, the accessory
lacrimal glands of the conjunctiva, or from an ectopic lacrimal glandular
tissue [6].

The cutaneous involvement can be either primary (the case of our
patient) or secondary by direct infiltration or following a peri-nervous
extension or a cutaneous metastasis of a CAK [7].

The clinician must know how to eliminate a primary salivary KAC,
hence the interest in performing a cervico-facial CT scan. The search for
other locations justifies the performance of a thoraco-abdominal CT scan
[8,9].

These tumors are clinically manifested by a firm nodular lesion
without pain associated with loss or distortion of the cilia in middle-aged
patients [10]. It may resemble basal cell carcinoma, palpebral sebaceous
carcinoma or even a Chalazion-like lesion [6,11,12]. The majority of the

Fig. 2. The steps of reconstruction of the loss of substance.
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cases of cutaneous CAK described in the literature were treated as
Chalazion, the diagnosis was rectified by histological study of the
specimen after excision or following lesion recurrences [11].

Its histological appearance is similar to that of other localizations
[13]. It is composed of basophilic cells of cribriform, tubular or solid
architecture occupying the mid to reticular dermis without any
connection with the epidermis or hair follicles, the characteristic cystic
spaces are filled by a hyaline substance discreetly eosinophilic, or by
basophilic mucin.

The main differential diagnosis of cutaneous CAK is basal cell car-
cinoma [6,7,9,12]. Immunohistochemistry techniques allow to refine
the diagnosis [13].

Peri-nervous invasion is found in more than 50% of primary ccam, it
is the most frequent mode of dissemination and increases the rate of
local recurrence after excision [9], hence the interest of the histological
study of the excisional specimen in order to demonstrate a possible
peri-nervous invasion [2].

Regional lymph node involvement is described but is not very
frequent and distant metastases are very rare and occur late, mainly in
the lung [9,11].

The treatment of choice for palpebral CAKc is carcinological surgical
excision, some authors justify the use of micrographic surgery according
to Mohs for the detection of peri-nerve invasion and therefore the
reduction of the recurrence rate but there are no comparative studies of
recurrence rates in patients treated by this method and those treated by
the standard excision method [9,14].

Adjuvant radiotherapy reduces the risk of local recurrence and is
indicated especially in the presence of peri-nerve invasion; chemo-
therapy can be administered in metastatic cases [1,7,14,15].

Despite its low metastatic potential, patients with cACC should be
followed up for a long time because of its aggressive local potential and
frequent recurrences that can occur late, up to 35 years after surgery
[9-11,16].

4. Conclusion

Cutaneous cystic adenoid carcinoma of the eyelids remains a very
rare entity that must be evoked in front of a nodular cutaneous tumor of
the eyelids that progresses slowly. It is characterized by a local aggres-
siveness and its capacity of recurrence in spite of a satisfactory surgical
excision. Early diagnosis and complete excision are associated with a
better prognosis. Nevertheless, long-term monitoring is necessary.
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