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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 dVAsc:
o OD: 20/60- ph 20/30

o 0S: 20/400 ph ni
o POHXx: denies surgery o Pupils: 4 to 2, no APD, hippus OS

o PSHXx: none

or trauma o EOMis: full OD, -1 supraduction and
o FHx: (_) adduction OS
o CVF: ftfc OU
o SHx: (-) x 3 o Tapp 17/20 @ 10:30 am
o Meds: Norvasc, HCTZ o Color: + control OU, 8/12 OU
o Gonio: open to SS 360 OU

o Gtts: none
o All: NKDA
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o Photos from 1-2 years prior show equal globe
position
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What next?
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Differential Diagnosis

Sarcoid

Pleomorphic adenoma

Inflammatory

Oncocytoma

Benign

Infectious

Epithelial

Adenoid Cystic

Malignant Carcinoma

Lacrimal Gland Enlargement

Adenocarcinoma

Neoplastic

Hemangioma

Mucoepidermoid
Carcinoma

Erdheim-Chester

Non-epithelial
Rosai-Dorfman

Squamous Carcinoma

Metastatic

Malignant Mixed Tumor

Solitary fibrous
tumor

: : Dacryops
Lymphoproliferative

Medical Knowledge



Epithelial tumours of the
lacrimal gland: a clinical,
histopathological, surgical and
oncological survey

Sarah Linéa von Hﬂlste[rﬂ, sarah E Enuplandz_. Dantel Briscoe”,

Christophe Le Tourneau® and Steffen Hn.=.n.=.g*ereu'|1l'5

Tadde 1. Chimcal charactensiies of the most common egnthel=al 1emours of the enmal gland
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Tumour type

Denign temours
Pleomaorphic
adenoma

Malignant temours
Adenoid cystic

CRICONS

Caranoems ¢
pleomornphis
adenama

Adetodaranoma

Muceepidermoid

Carcinomae

Meun age,
pender (M:F)

Al vears, (1:1)

Al years, (1:1)
52 vears, (1:1)

50 vears. (1:1)

50 vears, (2:3)

Duration of
symptoms

2 vears (mean)

<1 year
<1 yext

<1 year

-2 years (mean)

Symptoms
and signs

Tumour s
- Pain

Tumour sgns
*~ Pain

Tutsaut sgns
=~ Pain

Tumdur s
= Pamn
Tumaour sigas
- Pain

Imape analvses

Circumsenbhed, round/oval,
caksiaton, bome remoedeiling

Irregulas masrgs, sodelanty,
infiliraton of adacent tissue,
cakahication, bome destruction

Irrepular matrgins, bone
CresOn/ mvEsion, CalGhcaion

Irregular wasgins, booe
crosion mvasion, caledicstion

Negative prognostic factors

Long duration, mulliple
IRCULTENCeSs, Incumpicic surgery,
Blopsy not sertked

Sire > 2.5 em, hustology: sohd pattern

TNM stage 7, histology: high
proportion of caranema, eatent of
rvaseon, bigh prokleraton index

Late detcstion and treatment

Irregular margins, bone erosion.  Histological grading T (WHO)

calafication

Tumour signs: Palpable tumour, proptosis, displacement of eyeball, resrobulbhar resistance, restricted eyve motilfity ané ciplopa.

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.



Primary malignant neoplasms of the lacrimal gland

John E Wnght, Geoffrey E Rose, Alec Garner
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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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Pathology

o carcinoma ex pleomorphic adenoma
O +hecrosis
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

Patient Care, Interpersonal and Communication Skills



Survey of 1264 Patients with Orbital
Tumors and Simulating Lesions

The 2002 Montgomery Lecture, Part 1

Jerry AL Shields, MDD, Carol L. Shields, MDD}, Richard Scartorz, MD

Table 11. Subclassification of 114 Patients with Lacrimal Gland Lesions among 1264 Cansecutive Patients with Orbital Lesions

Number
Number of % ol Totl Biogsy Proven Mean Ape in Years
Subcategory Paticots (%)* Orbital Losions* 1%)* [medie, rarge)
Epithelial lesons $1(45) - 33 {4650 4747, 0
Doy 19{(17) 4 4410 4951, 0-74)
Adenoid ¢ ,s‘u. carciroma 4013 | 1441000 3932, 9-80)
I sdencina i1 (10) o | 10{9)) 48 (47, 15-501
Pleomorphic adenocarcmonma 414 <1 $100) 62 167, 29-84)
Prolageed LCrma gl b4 <1 () 39009, Jotv]
Muocorpidemuoid carcinoos 1n <1 L4100} 40040, 440
Nonepithelisl lovices ﬁ‘ 155) 5 440000 50 (51, 2-50)
Docryosdenstis (pseudotumor) 37 (33) 5 W05 47 (40, 1-490)
Non-Hodgkiny lmphoma i61{14) 1 13 i) 62 (66, 33-83)
Beragn reactnve lymphoad byperplasia 18 1 7 4100) 63 (59, 50-76)
Atypical ymphoid hyperpliesa 1n <] 1 {100) 1!‘!,"-' iB-38)
Plasmacvioma {1 <] ILi00) 12072, 712-72)
Lymphoepithelial hyperplas 1N <1 0{0) 4 (40, au-4u)
Total lacrimal ghind foess lesions 11441000 g 17 165) 49 (51, -9
*Percenrs are rounded.
Medical Knowledge 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



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

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



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)

e
O La C k Of e n Ca p S u I a t I O n Top: Wright, et al. Primary malignant neoplasms of the lacrimal gland. British Journal of

Ophthalmology.1992. 76:401-407.

Medical Knowledge 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




Comparison

Medical Knowledge Von Holstein, et al. Epithelial tumours of the lacrimal gland: a clinical, histopathological, surgical,
and oncological survery. Acta Ophthalmologica. 2013. 91:195-206




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
d ecCa d es Medical Knowledge



Salivary Gland Histology

o Similar morphologic and clinical characteristics

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

TABLE §. Pothologic Prognostic Foctors in 66 Coses
of Primmary CXPA

Cherall
Survival [eterminane
Factor e Nrvival (5*
Fathalesgic T sizge (141 KIETH M
Patholeegic T sizge [a o bl A4 i
Fathologic X stage (N0 o N+ A A5
Cverall pathalogic sage (1] D0g J06
Hime A1 JES
Histobogic subtype 544 .86
rrade D05 JH
Praportion of carcinoma RILID J05
Imvasiar (= 1.5 o oor <215 cm) Ao JH
po3 positivity LY. B
cerhlfd posithity 804 15
NA comdeni G 575
Fraliferapon irddex of mrcmoma A8 J24

*Fignificant Mvalues are in holdface.

Medical Knowledge Lewis J, Olsen K, Sebo T. Carcinoma ex pleomorphic adenoma: pathologic analysis of 73 cases.
Hum Pathol. 2001;32(6):596-604.



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
Onhthalmol Strabhismiis 2010 Feb 26:1-3

Medical Knowledge



Previous Cases

o Four similar histological cases have been
presented in the literature previously:

Table |
Eprthelnl myoepedhielial caromoma of the lacnimal gland = the Exglish owedical litermure
Astor {y) Age) Clinical features  Computed tomography  Hestopathology [reatraent Followup
o Margin Angiclympbstic Tenor  Myu-cpitheliad
sialns  Imvasion meroses anaple
Present case 62F Right orbical 27 % 24 ¥ Nemem $ - - 4 Right fronto-crbital  No recurrence
(2010) swellng x4y,  hetempezcusly Cranoodomy s or metastases
rapid progression enhancing lobwlated groes total resecton at 3 mo
¥ & mo muass with thinning followed by RT
of the overhang bone
Wiwmwongweza $6'M Diplopiz < 6 mo 25 * 15.mm moderazely 4 - $ ‘ Lateral ochitotoowy,  Dned after
2t al [4] homogenous Mo excision 15 mo, =o
hyperattemaating mass with bone followed recurrence
with scalloping of the by RT
Tacimal fossa
Chm < &1 [3] SOM  Left orbinal 24 % 18 * 18-men muldly v - - ' Latersl ochitotoony N recurrencoe
paipehmal enhancing sofl tissue and WMOr SXCISION  OF MeLAsines
mass * 19 mo  orass, No bony erosion (RT relised by M2y
pateent)
Ostroasks 63M Panless 25 % 15mm oblony ' - - - Orbital exenteration NoO recurrenoe
dal 2] proplosss * B v roeas ait® shaeply ar metasinees
with suddes rrargmatod irregols M2y
INCTTSE in borders anmd focal
stee * 2 mo cacification, No
Bony erasion
M indicaies male; F, femake; RT, redoerapy.
Medical Knowledge Singh, et al. Epithelial-myoepithelial carcinoma of the lacrimal gland: a rare case. Annals of

Diagnostic Pathology. 2012. 16: 292-297



Clear Cell Epithelial-
myoepithelial Carcinoma Arising
in Pleomorphic Adenoma of the
Lacrimal Gland

Figure 1 Axial computed tomographic scm (with contrast enhancement)
of the orbits demonstrates that the posterior edpe of the mass shows s

Mary L. Ostrowski, MD,"? Ramon L., Font, MD,? Jesse Halpern, MD,* well-demarcated margm
Emst Nicolitz, MD,” Robert Barnes, MD/

Background: A 63-year-old man had an 8-year history of painless proptosis, which

. had noticeably increased over the last 2 months. A mass was palpabie in the left lateral
~  canthus. Computed tomographic studies showed a globular mass with small foci of
+ calcification Involving the lacnmal gland. After an incisional blopsy, a histologic diagnosis

. was performed,

Findings: Results of histolegic examination of the mass showed a partially encap-
. sulated, clear cell epithelial-myoepithekal carcinoma with an assoclated pleomorphic
~  adenoma (benign mixed tumor). Immunohistochemical studies disciosed strong immu-
-~ noreactivity 10 cytokeratin (AE./AE;), epitheial membrane antigen, S-100 protein, and
alpha-actin,

Conclusion: Although a clear cell myoeprtheliu carcnoma rareiy has been reported
nassocmtaonw:thapbomomhcc e Sy ; : iije authors’

The differential diagnosis of lesions wuth prommom dear colls -nvoMng tho lacnmal

gland is extensive and includes clear cell varants of acinic cell carcinoma and oncocy-
Medical Knowledge toma, mucoepidermoid carcinoma, and others. Ophthalmology 1994;101:925-930




Wiwatwongwana, et al. Chan, et al.

* Yor - - > 5 o Fgure 1. Computad tomographic scae of the ortil showing a mildy arfarcad [acdmsl soll-Sssus mass
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Figurs 1. Epthelial-mycepithebal carcnoma with myvepithelal areplisia A Corong computed
1m0gRpnIc S3n showing a byperathenating mass in the reglon of the left lacrimal gland B Arsa of
spitdisl-mycesithelial carciroma showng classic Bileywed pallen of inser cebodal doctsl calls and 4
outer chear myoeprtelal colls (rematugtin-gosin, onginal magnAcation x<400), T, Judaposition of P S ey I oot Lol b
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origing! magnitication x400)

3 =
p R AN

- cuter kyess of ceils for Smooth-musde entigan. The inner-Gyee

gin, whareas the outr-tayer cols are smooth-mussle agin positive

Left: Wiwatwongwana, et al. Unsual Carcinomas of the Lacrimal Gland: Epithelial-Myopepithelial
Carcinoma and Myoepithelial Carcinoma. Arch Ophthalmol. Aug, 2009. 127(8):1054-
1056.

Medical Knowledge Right: Chan, et al. Primary Epithelial-Myoepithelial Carcinoma of the Lacrimal Gland. Arch
Ophthalmol.Nov, 2004. 122:1714-1717.




oy

Epithelial-myoepithelial carcinoma of the lacrimal gland: a rare case
Geetika Singh, MD®, Mehar Chand Sharma, MD".'*, Shipra Agarwal, MD",
(5. Lakshmi Prasad, MEBSb, Shashwat Mishra, Mch”, Man Mohan Singh, Mch”,
Ajay Garg, MD®, Vaishali Suri, MD", Chitra Sarkar, MD"

Lhapariwenr '.:_l..rlullllll.'hl-.l_ql'l AN Tndia frsviois ::l" Leadiom! Selevcer (40T, New Defid J10020, Tndia
-ll.'i._l:llfl'l'l'll'.'.l' o Newmsurpery, Ad Dadia fasrie '.:_'I.IJI'h'.':ull Sokerces fANSy, New DRl JIO0SY Tndia
Lhemartwen! of MNewroradiodare, AN Iadia fssiaae ::l" Meaiom! Sciemcer (AIME), Mew Defhi J10029 Padia

“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).

Medical Knowledge



What to do?

o Observe with serial imaging?
o Further surgery?
o Bone & orbital Bx’s?
o Globe salvage?
o Exenteration?
o Radiation therapy?
o EBRT vs. IMRT vs Proton vs Orbital Plaque?
o Surgery & RT?
o Intra-arterial chemo?
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Our Patient

e 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

e Seeing Dr. Shinder soon to discuss treatment
options

Patient Care, Interpersonal and Communication Skills



Our Patient
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11.

12.

13.
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Thank You

Dr. Roman Shinder
Dr. Valerie Elmalem
Dr. Kenneth Olumba
Dr. Michael Dattilo
Dr. Jordan Spindle
Dr. Renelle Lim

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.

* |n 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.

Patient Care, Interpersonal and Communication Skills



Core Competencies

e 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

Patient Care, Interpersonal and Communication Skills



Age: S3SexF

1: LEFT LACRIMAL GLAND MASS, 514-2042 (14
SLIDES) (sc) 1 BLOCK RECEIVED AS ADDITIONAL
MATERIAL ON €/1114.

Chen Ning Neil
Ning Nod Chen, MO, Fh.D.
SUNY Downstate Medical Center
Departmant of Patholegy
420 Clarksun Avenue
Brooklyn, NY 11203
Tel: 718-270-1668
Fax: 718.270-3331

Dear Or, Chen,

| reviewed the submittod shides of Ms. from the lacrimal gland. The slides show a salivary gland type tumce with ductal and
mmpmmwm.wmwumwww,nmwumuwcgmmum
mnmam.m.w.mammommmmnmmmwmamdmow
mmmmcmmmmmmmmmmmmmwmmm
by the immunestain for AR In addition, mycepithedia! differentiations are seon. The immunostains for cam5.2, 5100, p&3,
wm.wwmwmm.whmmwwumumpmmn
mw.comm-mmmmmw.communuammmmmmu
mummmm«mmmwmmwwmwmmmm
it ciffusaly poshive in the tumor, Furthermore, thore is a discrete stroms! hyalinized areas with bland ductsl formations noted which
bmwuuﬁndapmmkmmwummuwommmnmwomdmm
mowmounm«pﬂcm-upmmwouauﬁhﬁsmm.mmamamdw
atypia with occasional mitotic activities identified (focal 2 mitoses/10 HPFs), Thers is focs! tumor necrosis seen, The parformed
imemunostain for KI-57 shows a focal 10-20% staining in tumor cells. Despite the lack of a standard grading system for salivary
gimdtunon.hlmmmgrad‘msyma.etmorhmmummmmmmoabmmﬂundmm.
Perneural invasion is nated. Tumer is identified &t the inked margin,

Thank you for sharing with us this vecy interesting and challenging case,
Sinoerely,
N alc b

Nora 0.
Attending Pathologist

MHE: $14-18215
TEL: (212) §38.5605
FAX: (212) T17-3203

Patient Care, Interpersonal and Communication Skills NY, NY 10065
Phone 2124635.8887 | Fax: 212-717-3203






