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Presentation 

o 53 F presents for routine eye exam 

o Last exam 1/25/2005 

o C/O decrease in vision OS x 1 month 

o Left eye looks “smaller” 

o Temporal pain on left 

o Denies LOC, flashes, floaters, veils, or curtains 
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History and Exam 

o PMHx: HTN 

o PSHx: none 

o POHx: denies surgery 
or trauma 

o FHx: (-) 

o SHx: (-) x 3 

o Meds: Norvasc, HCTZ 

o Gtts: none 

o All: NKDA 

o dVAsc:  

o OD: 20/60- ph 20/30 

o OS: 20/400 ph ni 

o Pupils: 4 to 2, no APD, hippus OS 

o EOMs: full OD, -1 supraduction and 
adduction OS 

o CVF: ftfc OU 

o Tapp 17/20 @ 10:30 am 

o Color: + control OU, 8/12 OU 

o Gonio: open to SS 360 OU 
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Exam 

o Photos from 1-2 years prior show equal globe 
position 
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What next? 
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Differential Diagnosis 

Lacrimal Gland Enlargement 

Lymphoproliferative 

Inflammatory 

Sarcoid 

IOI 

Neoplastic 

Epithelial 

Benign 

Pleomorphic adenoma 

Oncocytoma 

Malignant 

Adenoid Cystic 
Carcinoma 

Adenocarcinoma 

Mucoepidermoid 
Carcinoma 

Squamous Carcinoma 

Malignant Mixed Tumor 

Non-epithelial 

Hemangioma 

Erdheim-Chester 

Rosai-Dorfman 

Metastatic 

Solitary fibrous 
tumor 

Dacryops 

Infectious 

Medical Knowledge 



 

Francesca M. Giliberti,,Roman Shinder, MD, Dianna Bell, MD, Aaron M. Savar, MD, Bita 

Esmaeli, MD. Malignant mixed tumor of the lacrimal gland in a teenager. J Pediatr 

Ophthalmol Strabismus. 2010 Feb 26:1-3. 
Medical Knowledge 



Wright, et al. Primary malignant neoplasms of the lacrimal gland. British Journal of 

Ophthalmology.1992. 76:401-407.  
Medical Knowledge 
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Cribriform pattern      Linear pattern    

Trabecular pattern      Mitosis    
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CA invading fat        Pleomorphic adenoma with    
        stromal hyalinization 

Ductal formation with oncocytic features   IHC highlighting ductal cells 
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 Calponin IHC showing myoepithelial cells   Myoepithelial features  
 Necrosis         Perineural invastion 
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Pathology 

o carcinoma ex pleomorphic adenoma 

o +necrosis 

o +perineural invasion 

o -vascular invasion 

o Intermediate grade 

o Positive margin 

o >50% of lesion is malignant 

o Mitoses seen but not a very high proliferation index 

o 2 mitoses per HPF 

o Clear cell & myoepethelial differentiation 
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Shields JA, Shields CL, Scartozzi R. Survey of 1264 patients with orbital tumors and simulating 

lesions: The 2002 Montgomery Lecture, Part 1. Ophthalmology. 2004;111(5):997-1008 
Medical Knowledge 



Pleomorphic Adenoma 
o AKA Benign Mixed Tumor 

o Most common epithelial tumor of lacrimal gland (~50%) 

o Adults, 4th-5th decade, men>women 

o Slow growing (usually >12 months) 

o Firm, lobular mass; Well-circumscribed and nodular on 
imaging 

o Treat with excision 

o 32% recur 

 

 

o In recurrence 10% risk of malignant degeneration per 
decade 

BCSC Book 7: Orbits, Eyelid, and Lacrimal System  Medical Knowledge 



Adenoid Cystic Carcinoma 

o AKA Cylindroma 

o Most common primary malignant 
epithelial  tumor of lacrimal 
gland (60%) 

o Highly malignant 

o Pain secondary to perineural 
invasion and bone destruction 

o Rapid course and early pain (vs. 
pleomorphic adenoma) 

o Lack of encapsulation Top: Wright, et al. Primary malignant neoplasms of the lacrimal gland. British Journal of 

Ophthalmology.1992. 76:401-407.  

Bottom: Shields, et al. Primary Epithelial Malignancies of the Lacrimal Gland: the 2003 Ramon L. 

Font Lecture. Ophthalmic Plastic and Reconstructive Surgery. July 23, 2003. 20(1):10-21 
Medical Knowledge 



Comparison 

 

Von Holstein, et al. Epithelial tumours of the lacrimal gland: a clinical, histopathological, surgical, 

and oncological survery. Acta Ophthalmologica. 2013. 91:195-206  
Medical Knowledge 



Malignant Mixed Tumor 

o AKA carcinoma ex pleomorphic adenoma, 
pleomorphic adenocarcinoma 

o Histology similar to benign mixed tumors but 
with areas of malignant transformation, usually 
poorly differentiated adenocarcinomas 

o Occur from: 

o Incomplete excision or incisional biopsy of 
pleomorphic adenoma (most common) 

o Previously unidentified pleomorphic adenoma with 
rapid lacrimal gland enlargement 

o Transformation of pleomorphic adenoma over 
decades 
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Salivary Gland Histology 

o Similar morphologic and clinical characteristics 

o 2006 AFIP classification of lacrimal tumors based 
on 1992 WHO classification of salivary tumors 
 

 

Lewis J, Olsen K, Sebo T. Carcinoma ex pleomorphic adenoma: pathologic analysis of 73 cases. 

Hum Pathol. 2001;32(6):596-604.  
Medical Knowledge 



Malignant Mixed Tumor 

o Previous case of Dr. Shinder’s synonymous to 
spontaneous salivary duct carcinoma 

o Overall 5 year survival 30% with carcinoma ex 
pleomorphic adenoma of the salivary gland in 
Mayo study 

Francesca M. Giliberti,,Roman Shinder, MD, Dianna Bell, MD, Aaron M. Savar, MD, Bita 

Esmaeli, MD. Malignant mixed tumor of the lacrimal gland in a teenager. J Pediatr 

Ophthalmol Strabismus. 2010 Feb 26:1-3. 
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Previous Cases 
o Four similar histological cases have been 

presented in the literature previously: 
 

 

 

 

Singh, et al. Epithelial-myoepithelial carcinoma of the lacrimal gland: a rare case. Annals of 

Diagnostic Pathology. 2012. 16: 292-297 
Medical Knowledge 
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Wiwatwongwana, et al. Chan, et al.  

Left: Wiwatwongwana, et al. Unsual Carcinomas of the Lacrimal Gland: Epithelial-Myopepithelial 

Carcinoma and Myoepithelial Carcinoma. Arch Ophthalmol. Aug, 2009. 127(8):1054-

1056. 

 

Right: Chan, et al. Primary Epithelial-Myoepithelial Carcinoma of the Lacrimal Gland. Arch 

Ophthalmol.Nov, 2004. 122:1714-1717. 
Medical Knowledge 



“Biphasic” architecture in the form of tubular structures lined by ductal epithelial cells surrounded by a layer of clear myoepithelial 
cells further enveloped by a well-defined basement membrane is noted at the periphery of nodules (C, medium power). Frequent 
mitoses were identified in the myoepithelial nodules along with prominent perineural invasion (H and I, high power). 
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What to do? 

o Observe with serial imaging? 

o Further surgery? 

oBone & orbital  Bx’s? 

oGlobe salvage? 

oExenteration? 

o Radiation therapy? 

oEBRT vs. IMRT vs Proton vs Orbital Plaque? 

o Surgery & RT? 

o Intra-arterial chemo? 
 

 

Patient Care, Interpersonal and Communication Skills 



Our Patient 

• Systemic workup found possible residual 
tumor at site vs. post-operative changes, 
second opinion in progress 

• Contralateral enlargement of sub-mandibular 
node, not thought to be related 

• Seeing Dr. Shinder soon to discuss treatment 
options 
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Our Patient 
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Thank You 

o Dr. Roman Shinder 

o Dr. Valerie Elmalem 

o Dr. Kenneth Olumba 

o Dr. Michael Dattilo 

o Dr. Jordan Spindle 

o Dr. Renelle Lim 

o Dr. Nora Katabi 

 



Reflective Practice 

• This case represents a serious and life-
threatening condition. It is essential to 
understand the early signs and symptoms and 
include this diagnosis within the differential of a 
lacrimal mass. 
 

• In this situation the department worked quickly 
and efficiently to treat our patient. Many 
different residents were involved and the 
department worked well as a unit to effect 
compassionate care. 
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Core Competencies 

• Patient Care: The case involved thorough patient care, ability to 
explain findings, and need for treatment to the patient.  Once 
diagnosed, the patient received proper management and care. 

• Medical Knowledge This presentation allowed us to review the 
presentations, proper evaluation/work up, and differential of a 
lacrimal mass 

• Practice-Based Learning and Improvement: This presentation 
included a current literature search of a lacrimal mass. 

• Interpersonal and Communication Skills: The patient was treated 
with respect and every effort was made to communicate with 
the patient and treat in accordance with her wishes. 

• Professionalism: The patient was treated in the proper manner.  
• Systems-Based Practice: The patient was discussed with 

colleagues and treated appropriately 
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