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Abstract
Epithelial-myoepithelial carcinoma is a very uncommon 
tumor of the orbit, apparently behaves like a low-grade 
malignancy and is associated with good survival rates. 
However, a good prognosis for survival is tentative at best, 
in part because of the rarity of the lesion. Herein, we 
report an EMC of the lacrimal gland in a 95-years-old 
woman and review the available literature on this very 
rare tumor.
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In all intrinsic lacrimal gland masses, 28% are epithelial 
neoplasms. Epithelial-Myoepithelial Carcinoma (EMC) and 
Myoepithelial Carcinoma (MC) are uncommon epithelial 
malignancies accounting for 1% of all salivary glands that have 
been rarely reported in the lacrimal gland [1]. Epithelial-
Myoepithelial Carcinoma (EMC) is a malignant tumor 
characterized by biphasic morphology of duct-like structures 
surrounded by clear myoepithelial-like cells. While EMC in the 
salivary gland is known to behave as a low-grade malignancy 
associated with good survival rates of approximately 94% and 
recurrences are reported even decades after initial surgery, its 
behavior in the lacrimal gland remains to be clarified.

Here in, we report an EMC of the lacrimal gland in a 95-years-
old woman and review the available literature on this very rare 
tumor.

This 95-year-old woman presented with history of a right 
ocular pain of 1 year duration with rapid decreased visual acuity. 
Examination showed a blepharitis, chemosis and purulent 
secretions of the right eye [2-5]. On palpation, a firm, rubbery, 
nontender mass was palpable through the upper eyelid. No 
significant comorbidity was present. Computed tomography 
scan showed a homogenously enhancing lobulated mass of the 
inner part of the right eyeball. It is responsible for deformation 
and loss of sphericity of right eyeball with very likely damage to

the right inner muscle, the upper eyelid lifter and the small
right-sided muscle (Figure 1).

Based on clinical and radiologic findings, diagnosis of a 
lacrimal gland tumor was entertained and complete excision of 
the tumor was done through orbital exenteration.

Anatomopathological study showed a malignant tumor 
process   with   fusiform   cells   measuring   (3.5  ×  2.5  ×  1.5)  cm 
adhering to the globe ocular and optic nerve.

In immunohistochemical profile, the ductal epithelial cells 
were found to be strongly reactive for pan-cytokeratin AE1/AE3 
for S100, AML and EMA.

A final diagnosis of epithelial-myoepithelial carcinoma was 
made. The patient had a local recurrence 3 months after 
surgery. Thoraco-abdomino-pelvic CT scan showed no evidence 
of metastasis [6]. The patient received palliative radiation 
therapy due to altered general condition, 13 Gy in 2 fractions of 
6.5 Gy. She died the month after.

Epithelial-myoepithelial carcinoma is a rare neoplasm 
accounting for approximately 1% of all salivary gland neoplasms, 
with most cases arising in the parotid gland [7]. The similar 
morphology and clinical characteristics of salivary and lacrimal
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Figure 1: a) Coronal reconstruction; b) Axial plan; c) 
Sagittal reconstruction.
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gland tumors have led to the adoption of the same 
classification system for both neoplasms.

Therefore, the use of a classification system based on diverse 
histologically patterns as used for salivary gland tumors can also 
be successfully applied to the study of epithelial lacrimal gland 
tumors and has expanded the comprehension of the lacrimal 
gland tumor behavior.

In the salivary glands, EMC is considered a low-grade 
malignancy, with a recurrence rate of 36.3% and a 5-year 
survival rate of 93.5%.

EMC can appear de novo or from malignant transformation of 
a benign tumor. Malignant tumor may mimic a benign lesion by 
deceptively appearing as a painless and slowly growing mass.

The first report was in 1994 of a 63-year-old man who 
presented with slowly progressive, painless proptosis for 8 years 
with sudden increase in size over 2 months, possibly heralding 
malignant change. Histopathology of the tumor showed features 
classical for EMC with areas of benign mixed tumor at the 
periphery [8]. The authors proposed that the malignant tumor 
had arisen from the preexisting pleomorphic adenoma.

Theoretically, computed tomographic scanning with contrast 
could help to discriminate epithelial from lymphoid or 
inflammatory lesions of the lacrimal gland. Radiologic features 
such as hyperostosis and tumor calcification, which were 
generally considered to be features of malignancy, might not be 
apparent in all cases. Theoretically, computed tomographic 
scanning with contrast could help to discriminate epithelial from 
lymphoid or inflammatory lesions of the lacrimal gland [9-13]. 
Pathological diagnosis by open biopsy is therefore the last resort 
in confirming underlying disease.

Recurrence and metastasis rates of epithelial-myoepithelial 
carcinoma from salivary gland have been reported to be from 
35% to 50% and from 8.1% to 25%, respectively. The presence of 
tumor at the surgical margin suggests that radiotherapy or 
orbital exenteration may be necessary. In a report case of 
Wiwatwongwana, Surgical treatment was followed by adjuvant 
radiotherapy of 6000 cGy because of positive margins.

Conclusion
This rare tumor may behave as a low-grade malignant 

neoplasm, however, lifelong follow-up is required as recurrence 
or metastasis may occur years after surgery. Epithelial 
myoepithelial carcinoma of the salivary gland is considered to be 
a low grade malignancy, with a recurrence rate of 36.3% and a 
survival rate of 93.5% and 81.8% at 5 and 10 years. Factors 
significantly affecting disease free survival were positive margins, 
lymphovascular invasion, necrosis, and myoepithelial anaplasia.

Acknowledgment
We thank Radiotherapy department and our radiotherapist’s 

colleagues at national institute of oncology of Rabat who 
provided care and support for the patient.

References
1. Rootman J (2003) Diseases of the orbit: A multidisciplinary 

approach.  2 nd ed. Philadelphia, PA: Lip-pincott  Williams and Wilkins.

2. Seethala RR, Barnes EL, Hunt JL (2007) Epithelial-myoepithelial 
carcinoma: A review of the clinicopathologic spectrum and 
immuno-phenotypic characteristics in 61 tumors of the salivary 
glands and upper aerodigestive tract. Am J Surg Pathol 31: 44-57.

3. Chan WM, Liu DTL, Lam LYM (2004) Primary epithelial-
myoepithelial carcinoma of the lacrimal gland. Arch Ophthalmol 
122: 1714-1717.

4. Singh G, Sharma MC, Agarwal S (2012) Epithelial-myoepithelial 
carcinoma of the lacrimal gland: A rare case. Ann Diagn Pathol 16:
292-297.

5. Wiwatwongwana D, Berean KW, Dolman PJ (2009) Unusual 
carcinomas of the lacrimal gland: Epithelial-myoepithelial 
carcinoma and myoepithelial carcinoma. Arch Ophthalmol 127: 
1054-1056.

6. Allan CPG, Patricia Picciarelli L, Mario LRM (2016) Epithelial-
myoepithelial carcinoma of the lacrimal gland 14 years after en 
bloc resection of a pleomorphic lacrimal gland adenoma. Ophthal 
Plast Reconstr Surg 32: 42-44.

7. Weis E, Rootman J, Joly TJ (2009) Epithelial lacrimal gland tumors: 
Pathologic classification and current understanding. Arch 
Ophthalmol 127: 1016-1028.

8. Ostrowski ML, Font RL, Halpern J (1994) Clear cell epithelial-
myoepithelial carcinoma arising in pleomorphic adenoma of the 
lacrimal gland. Ophthalmol 101: 925-930.

9. Shields JA, Shields CL (1987) Malignant transformation of 
presumed pleomorphic adenoma of lacrimal gland after 60 years. 
Arch Ophthalmol 105: 1403-1405.

10. Jakobiec FA, Yeo JH, Trokel SL (1982) Combined clinical 
and computed tomographic diagnosis of primary lacrimal 
fossa lesions. Am J Ophthalmol 94: 785-807.

11. Wright JE, Rose GE, Garner A (1992) Primary malignant neoplasms 
of the lacrimal gland. Br J Ophthalmol 76: 401-407.

12. Jin XL, Ding CN, Chu Q (1999) Epithelial-myoepithelial carcinoma 
arising in the nasal cavity: A case report and review of literature. 
Pathology 31: 148-151.

13. Doganay L, Bilgi S, Ozdil A, Yoruk Y, Altaner S, et al (2003) 
Epithelial-myoepithelial carcinoma of the lung: A case report and 
review of the literature. Arch Pathol Lab Med 127: 177-180.

Journal of Neoplasm
ISSN 2576-3903 Vol.7 No.3:111

2022

2 This article is available from: https://neoplasm.imedpub.com/

Discussion

https://journals.lww.com/ajsp/Abstract/2007/01000/Epithelial_Myoepithelial_Carcinoma__A_Review_of.5.aspx
https://journals.lww.com/ajsp/Abstract/2007/01000/Epithelial_Myoepithelial_Carcinoma__A_Review_of.5.aspx
https://journals.lww.com/ajsp/Abstract/2007/01000/Epithelial_Myoepithelial_Carcinoma__A_Review_of.5.aspx
https://journals.lww.com/ajsp/Abstract/2007/01000/Epithelial_Myoepithelial_Carcinoma__A_Review_of.5.aspx
https://www.sciencedirect.com/science/article/abs/pii/S109291341100030X
https://www.sciencedirect.com/science/article/abs/pii/S109291341100030X
https://jamanetwork.com/journals/jamaophthalmology/article-abstract/423906
https://jamanetwork.com/journals/jamaophthalmology/article-abstract/423906
https://jamanetwork.com/journals/jamaophthalmology/article-abstract/423906
https://journals.lww.com/op-rs/Abstract/2016/03000/Epithelial_Myoepithelial_Carcinoma_of_the_Lacrimal.33.aspx
https://journals.lww.com/op-rs/Abstract/2016/03000/Epithelial_Myoepithelial_Carcinoma_of_the_Lacrimal.33.aspx
https://journals.lww.com/op-rs/Abstract/2016/03000/Epithelial_Myoepithelial_Carcinoma_of_the_Lacrimal.33.aspx
https://jamanetwork.com/journals/jamaophthalmology/article-abstract/423838
https://jamanetwork.com/journals/jamaophthalmology/article-abstract/423838
https://www.sciencedirect.com/science/article/abs/pii/S016164209431236X
https://www.sciencedirect.com/science/article/abs/pii/S016164209431236X
https://www.sciencedirect.com/science/article/abs/pii/S016164209431236X
https://jamanetwork.com/journals/jamaophthalmology/article-abstract/636927
https://jamanetwork.com/journals/jamaophthalmology/article-abstract/636927
https://www.sciencedirect.com/science/article/abs/pii/000293948290304X
https://www.sciencedirect.com/science/article/abs/pii/000293948290304X
https://www.sciencedirect.com/science/article/abs/pii/000293948290304X
https://bjo.bmj.com/content/76/7/401.short
https://bjo.bmj.com/content/76/7/401.short
https://www.sciencedirect.com/science/article/abs/pii/S0031302516348139
https://www.sciencedirect.com/science/article/abs/pii/S0031302516348139
https://neoplasm.imedpub.com/

	Contents
	Epithelial-Myoepithelial Carcinoma of the Lacrymal Gland: Case Report
	Abstract
	Case Report
	Conclusion
	Acknowledgment
	References




