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Abstract

Endocrine Mucin-Producing Sweat Gland Carcinoma (EMPSGC) is a rare, low-grade, malignant tumor derived from sweat glands, arising preferentially
in skin from the periorbital region. EMPSGC tumors are more frequently found in elderly female patients. To date, only around 70 cases have been
reported in the literature [1-3]. Therefore, thorough immunohistochemical characterization of EMPSGC tumors is of pivotal importance to confirm

its diagnosis [4-6].
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Case Presentation

A 63-year-old female patient presented to our clinic with a several-
month history of an asymptomatic lesion in the lateral canthus of her
right eye. Upon physical examination, a euchromatic, translucent
papule was observed (Figure 1). An incisional biopsy was performed,
and samples were submitted for histopathological analysis, under a
suspected diagnosis of eccrine hidrocystoma [7-9].

Histological sections showed a pseudoencapsulated lesion,
composed by a cystic area covered by cuboidal epithelium (Figure
2A), with a solid area containing monomorphic cells, foci of glandular
differentiation (Figure 2B), and other cells of apocrine appearance
exhibiting decapitation secretion (Figure 2C). Immunohistochemical
analysis showed positive staining for Cytokeratin 7 (CK7) (Figure 3A),
chromogranin (Figure 3B), Neuron-Specific Enolase (NSE) (Figure
3C), and Estrogen Receptor (ER) (Figure 3D), synaptophysin (Figure
3E). On the other hand, the lesion was negative for CEA, P63 (Figure
3F), and CD138 and presented weak Ki67 staining (Figure 3G).

Taking into account these findings, an endocrine mucin-producing
sweat gland carcinoma was diagnosed. The patient underwent
complete surgical resection of the lesion [10-12].

Discussion

Endocrine Mucin-Producing Sweat Gland Carcinoma (EMPSGC)
is a rare neoplasm, first described in 1997 [13,14], low-grade primary
tumor, that is slow growing, and of low recurrence. Its morphology and

immunophenotype is similar to that of lesions of the breast including
endocrine Ductal Carcinoma In Situ (DCIS) and solid papillary
carcinoma [3,13]. While (EMPSGC) usually affects older adults
with a predominance in women and has a predilection for the skin
of the eyelid [13]. Rare cases involving such as cheeks, periauricular
region, occipital area, scalp, and even thorax have also been reported
[3,4,15,16]. Although its clinical course is generally asymptomatic, it
appears to be a precursor to invasive mucinous carcinoma with the
potential for local recurrence [13-15]. Zembowicz A, et al. describe
the lower eyelid to be more frequently involved as compared to the
upper; Hoguet A, et al. report otherwise [14,17].

Clinically, this lesion presents as slow-growing, nodular, or
pedunculated, of variable color, associated to the presence of
telangiectasias or madarosis, being more frequent in patients with an
average age of 67.5 years [3,13,14]. Dermoscopic examination shows
pink ovoid nests of cobblestone appearance, among which are blue or
red globules separated by a whitish-pink mesh [5]. EMPSGC is a well-
circumscribed, multinodular tumor with solid and cystic regions, of
papillary and cribriform architectural subtypes, and localized in the
dermis, although cases with focal connections to the epidermis have
also been described [3]. EMPSGC cells are oval or polygonal, with a
pale eosinophilic cytoplasm, with peripheral palisades, and presence
of perivascular pseudorosettes [6-8].

EMPSGC presents nuclear polymorphism that ranges from mild
to moderate; salt-and-pepper chromatin, as well as mitotic activity
and occasionally foam cells are also present [6-9]. Usually, significant
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Figure 1: Clinical Photographs of a euchromatic, translucent papule
lesion in the lateral canthus of right eye.

Figure 2: Histological micrographs of EMPSGC hematoxylin-eosin
stained A. Dermic tumor (H&E, 4x) B. Dermic tumor showing cystic,
solid, circumscribed region (10x), C. Monomorphic cells with glandular
differentiation, and formation of pseudorosettes (40x).

mucin deposits are not observed, however, if present, a mucinous
carcinoma should be suspected [6].

Immunohistochemical profile of EMPSGC includes positive
staining for neuroendocrine markers such as synaptophysin, SNE,
chromogranin A, CD57,and CD56 [6,7,10]. In addition, tumor cells are
positive for CAMS5.2, gross cystic disease fluid protein 15 (GCDFP-15),
WT1, Ber-Ep4, estrogen receptor, and progesterone receptor [3,6-8].

Figure 3: Immunohistochemistry A. Dermic tumor cells showing
positive CK7 expression (4x), B. Dermic tumor cells showing positive
chromogranin expression (4x), C. Dermic tumor cells showing positive
SNE expression by immunohistochemistry (4x), D. Representative
images of dermic tumor cells showing positive estrogen receptor
expression by immunohistochemistry (4x), E. Representative images
of dermic tumor cells showing positive synaptophysin expression by
immunohistochemistry (4x) F. Representative images of dermic tumor
cells showing lack of p63 expression by immunohistochemistry (10x)
G. Representative images of dermic tumor cells showing moderately
positive Ki67 expression by immunohistochemistry (10x).

Positive staining for CK7 may lead to confusion at time of differential
diagnosis, since metastatic breast cancer is histologically similar to
EMPSGC. Calponin, p63, CD10, and Smooth Muscle Actin (SMA)
must be carefully interpreted since these are positive markers for
periadnexal mesenchymal cells (CD10) and Stromal Myofibroblasts
(SMA) surrounding the tumor, giving the impression of an intact layer
of myoepithelial cells.

Altogether, our findings and those described by Dhaliwal CA, et
al., indicate that this lesion should be considered as an invasive tumor
[6]. Additional biomarkers have been recently explored in EMPSGC;
positive GATA3 staining has been described in a case report [11] and
strong nuclear MYB staining, especially in mucin-poor EMPSGC
tumors, has been reported in a case series [3]. In the latter, the authors
propose that this tumor might not represent a precursor lesion of

Citation: Cuéllar-Martinez MC, Garcia-Valencia V, Montoya-Bueno C, Restrepo-Molina R (2022) Endocrine Mucin-Producing Sweat Gland 2
Carcinoma: A Case Report and Literature Review. J Clin Cosmet Dermatol 6(2): dx.doi.org/10.16966/2576-2826.171



& SciForschen

pen HUB for Scientific Researc

Primary Cutaneous Mucinous Carcinoma (PCMC) due to their 3. Held L, Ruetten A, Kutzner H, Palmedo G, John B, et al
previously described negative MYB expression. However, cases in (2018) Endocrine mucin-producing sweat gland carcinoma:
which EMPSGC and PCMC coexist have also been reported [3]. clinicopathologic, immunohistochemical and molecular analysis of

stologic diff ol di s of endocri . duci eleven cases with emphasis on MYB immunoexpression. J Cutan

Hlsto ogic di e.rent1a. fagnosis of endocrine mucin-producing Pathol 45: 674-680.
salivary gland carcinoma include hidradenoma, hidradenocarcinoma, ) ) ) ) ) )
basal cell carcinoma, apocrine adenoma, metastatic endocrine ductal 4. Tsai JH'_HS'aO TL, Chen YV, HS_'ao CH, Liau JY (2014) Endocrlr}e mucin-
breast carcinoma, and primary cutaneous mucinous carcinoma [1-3]. producing sweat gland carcinoma occurring on extra-facial site: a

case report. J Cutan Pathol 41: 544-547.

Unlike papillary carcinoma of the breast, and mucinous tumors 5. Hasegawa-Murakami Y, Kono M, Yokota K, Inaba H, Fukumoto T,
of lung or pancreas, EMPSGC tumors have not been associated et al. (2018) Dermoscopic features of endocrine mucin-producing
with mutations in PIK3CA, AKT1, KRAS, GNAS, or EGFR genes. ) R .

. . . sweat gland carcinoma. J Dermatol 45: 353-356.

Therefore, accurate EMPSGC diagnosis may also be achieved by i ] _

performing molecular studies [12]. Cutaneous metastatic lesions of Dhallwgl CA, Torgersen A, Ross JJ, Ironside JW, Biswas A (2013)

endocrine ductal breast carcinoma are usually identified when the Endocrine  Mucin-Producing  Sweat Gland Carcinoma. Am J

disease is locally advanced; thus, the correlation between clinical and Dermatopathol 35: 117-124.

paraclinical parameters plays a key role in discriminating these lesions 7. Inozume T, Kawasaki T, Harada K, Tanaka K, Kawamura T, et al. (2012)

from EMPSGC, since both types of lesions exhibit positive staining for A case of endocrine mucin-producing sweat gland carcinoma. Pathol

estrogen receptor, progesterone receptor, and CK7 [6]. Int 62: 344-346.

EMPSGC is a neoplasm of asymptomatic nature; although 8 Shon W, Salomdo DR (2014) WT1 expression in endocrine mucin-
recurrences have been described, no metastases have been reported producing sweat gland carcinoma: a study of 13 cases. Int J Dermatol
[13,14]. 53: 1228-1234.

Finally, the goal of EMPSGC treatment is to reduce tumor 9. Brett MA, Salama S, Gohla G., Alowami S (201?) Endocrine Mucin-

. . . Producing Sweat Gland Carcinoma, a Histological Challenge. Case

recurrence, improve esthetic results, and functional sequelae [1]. Rep Pathol 2017: 6343709

Emmanuel P, et al. [18-20] described a case of GCPSMS in a 65-year- ' ’

old woman in whom the tumor recurred 3 years after excision. For ~ 10. Turnbull LI, Puchalsky DR, Xu YG, Bennett DD (2015) A cystic growth

this reason, complete surgical excision and clinical follow-up for a on the lower eyelid: a presentation of two cases. Int J Dermatol 54:

period of at least 24 months have been suggested and clinical follow- 737-739.

up are recommended, as the tumor is at risk of local recurrence and 11. Abdulkader M, Kuhar M, Hattab E, Linos K (2016) GATA3 Positivity

progression to invasive mucinous carcinoma [19]. Although Mohs in Endocrine Mucin-Producing Sweat Gland Carcinoma and Invasive

micrographic surgery could be considered, a traditional surgical Mucinous Carcinoma of the Eyelid. Am J Dermatopathol 38: 789-791.

resection with an adequate margin also produces successful results 12 Cornejo KM, Hutchinson L, Meng X, O'Donnell P, Deng A (2016)

[13,14,18]. Endocrine Mucin-Producing Sweat Gland Carcinoma of the Eyelid.

. Am J Dermatopathol 38: 636-638.
Conclusion
) ) 13. Mulay K, Menon V, Lahane S, Sharma M, Honavar SG (2019)

We report a new case O_f EMPSG@ for which we des_crlb? tumqr Endocrine Mucin-Producing Sweat Gland Carcinoma (EMPSGC)
morphology and immunohistochemical profile. Differential diagnosis of the eyelid: Clinicopathologic features, immunohistochemical
of this tumor includes benign neoplasms and cutaneous metastases. findings and review of literature. Indian J Ophthalmol 67: 1374-1377.
Therefore, b EMPSGC is clinically and histologically similar t . . .

eretore, because 18 cimeally and STOIogleally SIMArto -y = progt MA, Salama S, Gohla G, Alowami S (2017) Endocrine mucin-
benign neoplasms, accurate diagnosis can be achieved by performing . . ) :

h dies herein d bed i el producing sweat gland carcinoma, a histological challenge. Case Rep

the studies herein described in a timely manner. Pathol 2017: 6343709.

Authors’ Contributions 15. Zembowicz A, Garcia CF, Tannous ZS, Mihm MC, Koerner F, et al.

. 2005) Endocri in-produci t gland i : Twel

Contributed to sample acquisition, evaluated all aspects of the ( ) Endocrine mucin-producing sweat gland carcinoma: fwelve

. . . . new cases suggest that it is a precursor of some invasive mucinous
current work in order to verify data accuracy and ethical compliance, ) .
O ) . - . . carcinomas. Am J Surg Pathol 29: 1330-1339.

participated in manuscript writing, and approved final version of this ) _ o

manuscript. Conceived and designed this manuscript, contributed 18- Navrazhma K, P(?:-tukhova T Wildman HF, Margo m, Minkis K (2018)

to sample acquisition, evaluated all aspects of the current work in Endocrine mucin-producing sweat gland carcinoma of the scalp

order to verify data accuracy and ethical compliance, participated treated with Mohs micrographic surgery. JAAD Case Rep 4: 887-889.

in manuscript writing, critically reviewed intellectual content, and 17. Hoguet A, Warrow D, Milite J, McCormick SA, Maher E, et al. (2013)

approved final version of this manuscript. Mucin-producing sweat gland carcinoma of the eyelid: Diagnostic

X and prognostic considerations. Am J Ophthalmol 155: 585-592.

Conlflict of Interest ) ) )

18. Tannous ZS, Avram MM, Zembowicz A, Milm MC, Liteplo M, et

The authors have no conflict of interest to declare. al. (2005) Treatment of synchronous mucinous carcinoma and

endocrine mucin-producing sweat gland carcinoma with Mohs’

References micrographic surgery. Dermatol Surg 31: 364-367.

1. Collinson AC, Sun MT, James C, Huilgol SC, Selva D (2015) Endocrine 19. Murshed KA, Ben-Gashir M (2020) A Case of Endocrine Mucin-
mucin-producing sweat gland carcinoma of the eyelid. Int Producing Sweat Gland Carcinoma: Is it Still an Under-Recognized
Ophthalmol 35: 883-886. Entity? Case Rep Dermatol 12: 255-261.

2. Fernandez-Flores A, Cassarino DS (2015) Endocrine mucin-producing 20. Emanuel PO, de Vinck D, Waldorf HA, Phelps RG (2007) Carcinoma
sweat gland carcinoma: a study of three cases and CK8, CK18 and de glandula sudoriparas endocrino productor de mucina recurrente.
CD5/6 immunoexpression. J Cutan Pathol 42: 578-586. Ann Diagn Pathol 11: 448-452.

Citation: Cuéllar-Martinez MC, Garcia-Valencia V, Montoya-Bueno C, Restrepo-Molina R (2022) Endocrine Mucin-Producing Sweat Gland 3

Carcinoma: A Case Report and Literature Review. J Clin Cosmet Dermatol 6(2): dx.doi.org/10.16966/2576-2826.171


https://pubmed.ncbi.nlm.nih.gov/26373656/
https://pubmed.ncbi.nlm.nih.gov/26373656/
https://pubmed.ncbi.nlm.nih.gov/26373656/
https://pubmed.ncbi.nlm.nih.gov/25925290/
https://pubmed.ncbi.nlm.nih.gov/25925290/
https://pubmed.ncbi.nlm.nih.gov/25925290/
https://onlinelibrary.wiley.com/doi/10.1111/cup.13290
https://onlinelibrary.wiley.com/doi/10.1111/cup.13290
https://onlinelibrary.wiley.com/doi/10.1111/cup.13290
https://onlinelibrary.wiley.com/doi/10.1111/cup.13290
https://onlinelibrary.wiley.com/doi/10.1111/cup.13290
https://pubmed.ncbi.nlm.nih.gov/24673415/
https://pubmed.ncbi.nlm.nih.gov/24673415/
https://pubmed.ncbi.nlm.nih.gov/24673415/
https://pubmed.ncbi.nlm.nih.gov/29178396/
https://pubmed.ncbi.nlm.nih.gov/29178396/
https://pubmed.ncbi.nlm.nih.gov/29178396/
https://pubmed.ncbi.nlm.nih.gov/22892473/
https://pubmed.ncbi.nlm.nih.gov/22892473/
https://pubmed.ncbi.nlm.nih.gov/22892473/
https://pubmed.ncbi.nlm.nih.gov/22524664/
https://pubmed.ncbi.nlm.nih.gov/22524664/
https://pubmed.ncbi.nlm.nih.gov/22524664/
https://pubmed.ncbi.nlm.nih.gov/25219513/
https://pubmed.ncbi.nlm.nih.gov/25219513/
https://pubmed.ncbi.nlm.nih.gov/25219513/
https://pubmed.ncbi.nlm.nih.gov/28299221/
https://pubmed.ncbi.nlm.nih.gov/28299221/
https://pubmed.ncbi.nlm.nih.gov/28299221/
https://pubmed.ncbi.nlm.nih.gov/25783871/
https://pubmed.ncbi.nlm.nih.gov/25783871/
https://pubmed.ncbi.nlm.nih.gov/25783871/
https://pubmed.ncbi.nlm.nih.gov/27533071/
https://pubmed.ncbi.nlm.nih.gov/27533071/
https://pubmed.ncbi.nlm.nih.gov/27533071/
https://pubmed.ncbi.nlm.nih.gov/26675355/
https://pubmed.ncbi.nlm.nih.gov/26675355/
https://pubmed.ncbi.nlm.nih.gov/26675355/
https://pubmed.ncbi.nlm.nih.gov/31332149/
https://pubmed.ncbi.nlm.nih.gov/31332149/
https://pubmed.ncbi.nlm.nih.gov/31332149/
https://pubmed.ncbi.nlm.nih.gov/31332149/
lm.nih.gov/28299221/
lm.nih.gov/28299221/
lm.nih.gov/28299221/
https://pubmed.ncbi.nlm.nih.gov/16160476/
https://pubmed.ncbi.nlm.nih.gov/16160476/
https://pubmed.ncbi.nlm.nih.gov/16160476/
https://pubmed.ncbi.nlm.nih.gov/16160476/
https://pubmed.ncbi.nlm.nih.gov/30306119/
https://pubmed.ncbi.nlm.nih.gov/30306119/
https://pubmed.ncbi.nlm.nih.gov/30306119/
https://pubmed.ncbi.nlm.nih.gov/23218693/
https://pubmed.ncbi.nlm.nih.gov/23218693/
https://pubmed.ncbi.nlm.nih.gov/23218693/
https://pubmed.ncbi.nlm.nih.gov/15841644/
https://pubmed.ncbi.nlm.nih.gov/15841644/
https://pubmed.ncbi.nlm.nih.gov/15841644/
https://pubmed.ncbi.nlm.nih.gov/15841644/
https://www.karger.com/Article/FullText/509516
https://www.karger.com/Article/FullText/509516
https://www.karger.com/Article/FullText/509516

	Title
	Corresponding author
	Abstract
	Keywords
	Case Presentation 
	Discussion
	Conclusion
	Authors’ Contributions 
	Conflict of Interest 
	References
	Figure 1
	Figure 2
	Figure 3

