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Abstract

Eccrine carcinoma is a rare sweat gland tumor also called as syringoid carcinoma. It comprises a malignant primary cutaneous neoplasm
which prevalence increases from the fifth decade of life and has a high rate of local invasion. Other types of cutaneous tumors such as
squamous cell and basal cell carcinomas and metastases of visceral adenocarcinomas are considered differential diagnoses. An
anatomopathological examination with the immunohistochemical study is fundamentally important for this neoplasia diagnostic.
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Introduction

Eccrine carcinoma (EC), also referred to as a syringoid8 or
eccrine ductal carcinoma,® is a rare tumor,'® comprising
<0.01% of all cutaneous cancers and generally presenting
either as an infiltrative plaque or a slow-growing solitary
nodule on the scalp, extremitie,® trunk, cephalic region, and
eyelids.>*78 EC manifests as a primary cutaneous tumor, and
its prevalence increases from the fifth decade of life,®
affecting both male and female patients equally.>” There are
reports of local invasion, local recurrence after surgical
procedure,®® and, more rarely, distant metastases in the
literature.*> The associated risk factors include
immunosuppression, exposure to ultraviolet rays, and family
history.®

EC has been originally described as a basal cell
carcinoma with eccrine differentiation (under the name of
eccrine epithelioma) and subsequently reported as an eccrine
syringoid or eccrine syringomatous carcinoma, all
characterized as malignant eccrine tumors.*

Differential diagnosis may include other types of
malignant neoplasms such as squamous cell carcinoma, basal
cell carcinoma, amelanotic melanoma or seborrheic
keratosis,> as well as metastasis of visceral
adenocarcinomas.5®

Case Report

A 49-year-old Caucasian male sought hospital emergency
care presenting with a hardened nodular lesion in the right
lower eyelid for a month that was rapidly growing (Fig. 1).
His medical history revealed multiple diffuse skin lesions on
the face and back of the hands diagnosed as squamous and
basal cell carcinomas and actinic keratosis, for which he
underwent surgical excision performed by the Dermatology
team.

Ophthalmologic examination showed a corrected visual
acuity of 20/20 in both eyes; tonometry and retinal
fundoscopy results, as well as extrinsic ocular motility and
pupillary reflexes, were normal. Slit-lamp examination of
both eyes revealed moderate meibomitis (2 + / 4 +), clear
conjunctiva, clear cornea, trophic iris, and a wide anterior

chamber. The patient had a nodule in the medial-temporal
portion of his right lower eyelid, which was approximately
10 x 10 mm large, hardened, mobile, without bone adherence,
and a nonulcerated conjunctival fornix. He did not report
weight loss and sweating, and there was no palpable lymph
node enlargement.

Surgical treatment was performed under local
anesthesia, including a complete excision of the lesion and
free margins (the removed fragment had the dimensions 20 x
18 x 16 mm), and the remaining lower eyelid site was
reconstructed using a tarsal-conjunctival flap by the Hughes
technique at the same surgical time. The excised material was
sent for complete anatomopathological study.

Postoperatively, the patient showed good progression,
and the eyelid opening was performed in the fourth week in
the ambulatory surgical center under local anesthesia. After
1 week of the second surgical procedure, he presented 2 +/4
+ soft tissue edema at the operative wound site without
infectious characteristics (Fig. 2), which was treated by
systemic corticosteroids and cold compresses. A partial
improvement of the condition was noticed after 2 weeks;
however, the patient subsequently developed chronic local
eyelid edema. He was referred for oncological screening and
investigation of distant metastases.

The anatomopathological study of the surgical specimen
revealed a well-defined, homogeneous, whitish tumor
presenting areas of necrosis, infiltration groups, 43 mitoses,
and 10 large enlargement groups, which was defined as an
EC. In the immunohistochemical analysis, carcinoembryonic
antigen (CEA), BRST-2, epithelial membrane antigen
(EMA) and androgen receptor antigens were tested, which
showed a positive result for EMA, an inconclusive result for
CEA, and a negative result for the other antigens. Finally, the
diagnosis of EC of the sweat glands of the eyelid was made.
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Fig. 1: (1LA): Nodular lesion of the right lower eyelid. (1B):
Conjunctival involvement of the lesion.

Fig. 2: Postopérative aspect (46tﬁ a};ly) with .chrgnic right
lower eyelid edema.

Discussion

Considering the histology, the eccrine glands originate from
the embryonic dermis during the first months of fetal
development and are widely distributed throughout the skin®
(Fig. 3A). EC is composed of numerous tubular structures

aligned by one or several layers of atypical basaloid cells;*
thin cords or similar nests may also occur in addition to
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Fig. 3: Anatomopathological study of the surgical specimen e

syringomatous foci8 that are frequently present.*¢ Some
tumors are well differentiated with small ductal structures
and may have clear variant cells or differentiation of the
acrosyringium (Fig. 3A and 3B). A PAS-positive diastase-
resistant material has been reported to be present in the lumen
of these tubular structures.*

The tumor is centered in the dermis but often extends to
the subcutaneous or deeper tissues. A perineural invasion is
common just as an aggressive neoplastic transformation can
be found.*

EC differs from microcystic adnexal carcinoma because
it has areas with a basal cell pattern in contrast to the
squamous features of the latter. However, some ECs may
have syringoma-like ducts (Fig. 3D), but these are generally
larger and better organized than those observed in
microcystic adnexal carcinomas.*® Unlike these last type of
carcinomas, EC has absent or minimal desmoplastic stroma
but may also present sclerotic stroma.*

Since the cells of EC do not present specific microscopic
characteristics, it is not possible to establish the lineage of the
neoplasias based on the microscopic findings, which thus
confirms the immense importance of immunohistochemical
study.l Most of the cells express simple epidermal
cytokeratins (CKs 7, 8, 18, 19), and a small number of cells
express stratified epidermal cytokeratins (CKs 5, 14)
showing positivity to CEA,10 EMA (Fig. 4A), and S100.1,8
The acrosyringium cells stain for high molecular weight
keratin and CK 14, and a subpopulation of the cells also
exhibit BCL-2 positivity. Some ECs are positive for
androgen and estrogen receptors, and Ki-67 and ps53 markers
can also be used for differentiating between benign and
malignant lesions1 (Fig. 4C).
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xcised from the right Iowr yelid. (3A): In the eyelid skin aspect

of the lesion, the neoplasia presented clusters of cubic cells with rounded nuclei and atypia. The neoplasia was considered as
totally dermal and contained structures that outlined ductal arrangements (HE 40x); (3B): In the conjunctival aspect of the
lesion, the neoplasia presented a similar appearance with arrangement in groups interspersed by ducts (HE 40x); (3C): Presence
of nuclear atypia and ductal arteries (HE 100x); (3D): The arrow points to a ductal arrangement with lumen containing
basophilic secretion and absence of decapitation, suggesting that it is an eccrine duct (HE 400x).
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Fig. 4: Immunohlstochemlcal study of the neoplastlc lesion of the rlght Iower eyelld (400x). (4A) Immunoexpressmn of the
epithelial membrane antigen (EMA) marker; (4B): Immunoexpression of the p63 marker, which is also observed in eccrine
carcinomas; (4C): Neoplastic nuclei showing various proliferation signs, characterizing the malignant nature of the lesion.

Elective treatment is total resection of the lesion with
wide margins?® due to the high relapse rate and the significant
mortality. Radiotherapy3 should be considered to prevent
tumor recurrence or metastasi.*®> However, Mohs surgery
could be an appropriate form of treatment.*®> The specific
mortality rate has been reported to be 3.2%, and the survival
rates at 1, 5, and 10 years have been reported to be 90%, 75%,
and 60%, respectively. Men aged >60 years comprise patients
with a worse prognosis.3

Conclusion

EC is a rare malignant neoplasia that should be included in
the differential diagnosis of cutaneous tumors of the
extremities and the cephalic region in patients aged >50
years.
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