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PRACTICE POINTS

that can present in the skin.

- Cutaneous myoepithelial carcinoma is a rare malignant adnexal neoplasm with“metastatic potential

- Cutaneous myoepithelial carcinoma is a tumor that can occasionally shew EWSR7 gene rearrangement.
- Excision with negative margins and close follow-up is recommended for cutaneous myoepithelial carcinoma.

Primary cutaneous neoplasms of myoepithelial
differentiation are uncommon. Cutaneous myoepi-
thelial carcinomas are rare. We report a case of
cutaneous myoepithelial carcinoma in a 47-year-
old man with a history of end-stage renal disease
and renal transplant 19 years priorwho presented
to the hospital with a 3-month .history of diffuse
bone pain and an ulcerated scalp mass with mul-
tiple satellite lesions. This.case illustrates a rare
instance of metastatic disease/from primary cuta-
neous myoepithelial carcinoma.
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utaneous myoepithelial tumors are rare
neoplasms but are being increasingly rec-
ognized and reported in the literature.!”
Myoepithelial tumors are related to benign mixed
tumors of the skin but lack the epithelial ductules
that are present in mixed tumors. Cutaneous myo-
epithelial tumors may show a variety of architectural,
cytological, and stromal features. Their immunophe-
notype usually is characterized by coexpression of an
epithelial marker (eg, keratin, epithelial membrane
antigen [EMA]) and S-100 protein; they also may
express a variety of other myoepithelial markers,
including keratins, smooth muscle actin, calponin,
glial fibrillary acidic protein, p63, and desmin.’
EWS RNA binding protein 1 (EWSRI) and pleo-
morphic adenoma gene 1 (PLAGI) gene rearrange-
ment has been detected in subsets of these tumors on
in situ hybridization.%1°
Malignant myoepithelial tumors of the skin, also
referred to as cutaneous myoepithelial carcinomas,
are exceedingly rare. Including the current case, a
search of PubMed articles indexed for MEDLINE
and Google Scholar using the terms myoepithelial
carcinoma and cutaneous revealed 12 cases that have
been reported in the literature (Table).!”!""!3 These
tumors often occur in the head and neck areas and
the lower extremities and display a bimodal age
distribution, generally occurring in patients younger
than 21 years and older than 50 years of age; they
also show a slight female predominance. Available
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follow-up data from the literature have shown local
recurrence or metastasis in 3 cases**%; however, in
one case the metastatic focus was not histologically
identified.* Cutaneous myoepithelial carcinoma pre-
senting with metastatic disease further limits treat-
ment options. Here, we describe a case of metastatic
cutaneous myoepithelial carcinoma in a 47-year-old
man, a rare example of cutaneous myoepithelial car-
cinoma with histologically documented metastatic
disease at the initial presentation.

Case Report

A 47-year-old man who underwent a renal trans-
plant 19 years prior presented with a weeping, ulcer-
ated, mildly tender lesion on the scalp of 4 months’
duration with neck and back pain of 3 months’
duration. Physical examination demonstrated a 6-cm
area of ulceration on the anterior crown of the scalp
with adjacent enlarged keratoacanthomalike craters
and satellite nodules (Figure 1). He was previously
diagnosed with basal cell carcinoma (BCC) of the
scalp at an outside institution 4 years prior and was
treated with radiation therapy. The prior scalp biopsy
for BCC diagnosis was unavailable for review. The
patient had a history of chronic eczematous derma-
titis in the waistband area that had been present for
19 years and another BCC with nodular and infiltra-
tive patterns on the left helix. Of note, he also had
been taking long-term immunosuppressant medica-
tions (ie, cyclosporine, azathioprine) for mainte-
nance following the renal transplant.

Because of the extensive ulceration of the primary
lesion, a shave biopsy of the scalp was performed on
an adjacent satellite nodule. Histopathologic find-
ings showed an intradermal neoplasm characterized

Figure 1. Myoepithelial carcinoma. Weeping, ulcerated,
mildly tender lesion on the scalp showing central ulcer-
ation with multiple satellite nodules.
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by poorly cohesive cells exhibiting epithelioid to
plasmacytoid morphologic features surrounded by
abundant chondromyxoid stroma. Ductular dif-
ferentiation was not identified (Figure 2A). The
neoplastic cells displayed hyperchromatic nuclei
with marked nuclear pleomorphism and atypical
mitotic figures (Figure 2B). On immunohistochem-
istry the tumor cells stained positive for cytokeratin
AE1/AE3 (Figure 3), S-100 protein (Figure 4),
and p63, and were negative for calponin, desmin,
melan-A, cytokeratin 7, and brachyury (Figure 5).
Radiographic imaging was performed due to the
patient’s history of neck and back pain. Magnetic
resonance imaging showed innumerable slightly
expansile, T1-hypointense, T2-hyperintense, and
robustly enhancing lesiofis involving the cervical,
thoracic, lumbar, and sacral spine, as well as the

Figure 2. Histology revealed a dermal-based neoplasm
with chondromyxoid stroma closely approximating the
epidermis (A)(H&E, original magnification x40). High
magnification showed neoplastic cells with hyper-
chromatic nuclei, marked nuclear pleomorphism, and
atypical mitotic figures (arrows)(B)(H&E, original magni-
fication X400).
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Figure 3. Immunohistochemistry showed positive stain-
ing for cytokeratin AE1/AE3 (original magnification Xx40).

Figure 4. Immunohistochemistry showed positive stain-
ing for S-100 protein (original magnification x40).

thoracic ribs and bilateral ‘iliac bones. There was
no evidence of soft tissue tumor around the bone
lesions. Ventral cervical spinal cord compression was
detected at the C4 vertebra, causing a symptomatic
radiculopathy; however, due to widely metastatic
disease, the patient was not considered appropriate
for neurosurgical intervention of the compression.
Computerized tomography of the chest, abdomen,
and pelvis did not identify any visceral source of
malignancy, though multiple bilaterally enlarged
cervical lymph nodes were identified on magnetic
resonance imaging.

Fine needle aspiration of a left iliac bone lesion
demonstrated neoplastic cells and chondromyxoid
stroma essentially identical to the features shown in
the skin biopsy (Figure 6). Given the morphologic
features of the tumor and coexpression of cytokera-
tin and S-100 protein, the findings were interpreted
as primary cutaneous myoepithelial carcinoma
with disseminated metastatic lesions. The patient
began treatment with carboplatin and paclitaxel
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Figure 5. Immunohistochemistry showed negative nuclear
staining for brachyury (original magnification x40).

Figure 6. Fine needle aspiration cytopathology of a met-
astatic osseous lesion showed hyperchromatic nuclei in
abundant chondromyxoid stroma (identical morphologic
features as the cutaneous lesion)(H&E, original magnifi-
cation x200).

chemotherapy. To combat the symptomatic bone
pain and upper extremity radiculopathy, palliative
radiation was administered to the cervical spine,
lumbar spine, and right sacrum (30 Gy to each site
in 10 fractions at 3 Gy per fraction). Despite the
attempted chemotherapy and radiation, the patient
continued to decline, and after 2 months, he elected
to pursue palliative care. The patient died after
3 months in palliative care (5 months after the ini-
tial presentation).

Comment

Myoepithelial cells normally surround ducts in
secretory organs, such as the breasts, salivary glands,
and cutaneous sweat glands. Myoepithelial neo-
plasms are well recognized in the salivary glands'*!;
however, myoepithelial neoplasms also can arise
in other sites, including the soft tissue*>!'*'® and
skin ! HIL920 Myoepithelioma of soft tissue was
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first described by Burke et al’! in 1995 and later
described in the skin by Fernandez-Figueras et al* in
1998. Since then, diagnostic criteria for cutaneous
myoepithelial neoplasms have evolved, suggesting
a spectrum of disease rather than a single distinct
entity.!! Most often, cutaneous myoepithelial car-
cinomas arise as soft nodular lesions in the head
and neck areas or extremities of adults. The nod-
ules typically are nontender and range in size from
0.5 to 18.0 cm. Our review of the literature revealed
11 additional cases of cutaneous myoepithelial car-
cinomas have been reported, ranging in size from
0.7 to 7.0 cm (Table). In our case, the main lesion
was 6 cm, mildly tender, ulcerated, and accompanied
by satellite nodules.

Histologically, cutaneous myoepithelial tumors
typically are well-defined, dermal-based nodules
with no connection to the overlying epidermis.
Similar to myoepithelial tumors of other sites, they
can be diagnostically challenging due to the hetero-
geneity of both their architectural and cytological
features. The presence of a chondromyxoid or hya-
linized stroma is common but not always present.
Neoplastic myoepithelial cells can exhibit spindled,
epithelioid, plasmacytoid, or clear cell morphologic
features and show growth patterns in clusters, cords,
glands, or sheets. Focal epithelial cells can be pres-
ent. Although benign myoepithelial neoplasms with
overt ductal differentiation are consistent with cuta-
neous mixed tumors (chondroid syringomas), those
without ducts are characterized as myoepitheliomas.
[t is uncertain if cases with only focal ductal differ-
entiation should be classified as'mixed tumors or as
myoepitheliomas. Malignant myoepithelial tumors
show infiltrative borders, nuclear pleomorphism,
coarse nuclear chromatin, prominent nucleoli, and
increased mitotic activity. /A 2003 study by Hornick
and Fletcher'® found that cytologic atypia was the
primary predictor of malignant behavior for myoepi-
thelial neoplasms of the soft tissue.

Despite a wide variety of expression patterns,
immunohistochemistry is critical in demonstrating
myoepithelial differentiation and establishing a diag-
nosis of a myoepithelial neoplasm. Most cases display
coexpression of epithelial markers, including kera-
tins and/or EMA as well as S-100 protein. Myogenic
markers also may be variably expressed; however,
the absence of myogenic markers does not exclude
the diagnosis of a myoepithelial tumor. Commonly
expressed epithelial markers are cytokeratin
AE1/AE3, cytokeratin 8/18, and EMA, while com-
monly expressed myogenic markers include mus-
cle specific actin and smooth muscle actin.>"!h1?
Myoepithelial tumors also may express calponin,
p63, and glial fibrillary acidic protein.'®
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Molecular studies also can aid in the diagnosis
of myoepithelial tumors. A study by Antonescu et
al® demonstrated EWSRI gene rearrangement in
45% (30/66) of extrasalivary myoepithelial tumors
and the absence of EWSRI gene rearrangement in
salivary gland myoepithelial tumors. The authors
also showed that EWSRI-negative tumors were more
likely to be superficially located, display ductal dif-
ferentiation, and possess a benign clinical course.®
In another study, Bahrami et al® suggested that
a subset of mixed tumors, specifically those with
tubuloductal differentiation, are genetically linked
to salivary gland pleomorphic adenomas, which was
achieved by the coexpression of the PLAG1 protein
and PLAGI gene rearrangement on immunohis-
tochemistry and fluorescénce in situ hybridization
(FISH), respectively..Of the 19 cases evaluated,
11 (58%) expressed nuclear staining for PLAGI
immunohistochemistry;»8 of those 11 showed posi-
tive gene rearrangement for PLAGI using FISH.
These findings.raise the possibility that cutaneous
mixed tumors may be more closely related to those of
the salivary glands, while deep myoepithelial tumors
that lack ductal differentiation may represent a dis-
tinct group. Similar to the study by Antonescu et al,?
Flucke et al'® investigated EWSRI gene rearrange-
ment but limited their sample to cutaneous tumors,
including myoepitheliomas, mixed tumors, and
myoepithelial carcinoma. The authors found that
44% of cases (7/16) expressed EWSRI; this expres-
sion suggests that cutaneous myoepithelial tumors
may have a genetic relationship to their soft tissue,
bone, and visceral counterparts.’®

Myoepithelial tumors display a broad spectrum
of morphologic features; however, one of the most
common growth patterns is that of oval to round
cells forming cords and chains in a chondromyx-
oid stroma. As such, the histopathologic differen-
tial diagnosis for myoepithelial tumors includes
other epithelioid or round-cell neoplasms with simi-
lar growth patterns including extraskeletal myx-
oid chondrosarcoma (EMC), ossifying fibromyxoid
tumor of soft parts, and extra-axial soft tissue chor-
doma. Extraskeletal myxoid chondrosarcoma bears
the closest similarity to myoepithelial tumors both
histologically and by ancillary studies. It typically
possesses cords or chains of small round tumor cells
set in a chondromyxoid or myxoid background. In
contrast to myoepithelial tumors, which typically
have more abundant cytoplasm and can show at least
focal areas of spindle cell growth, the cells of EMC
are more uniform, small, round cells with relatively
scant cytoplasm. Extraskeletal myxoid chondrosar-
comas lack the typical myoepithelial coexpression
of cytokeratin and S-100 protein, with a minority of

WWW.CUTIS.COM

Copyright Cutis 2017. No part of this publication may be reproduced, stored, or transmitted without the prior written permission of the Publisher.



[
i

tat]

Met

39Vd 1X3N NO d3INNILNOD

(eem) uiuodieo

JosInoaid ubluag ou ‘Jjosjonu jusujwoid Algeen
PUE ‘UlJewolyd 8s1e0d J0 JejndiseA ‘Juswabie|us

‘UlreIaM0IfD Jesjonu yim eldAe 0160j0340 sresspow ISes| Iy aaN (014 UN ol 90} yealn)
daap jussaid uoiseaur oireydwA| ‘feropedns ul asel
Qg desp sy} ul Juesaid ajem sainbly OoNW pue poued
‘ueuiwoud jou sem wsiydiowoa|d Jesjonu josjonu ow-Q| e
[lews pue jussald s|jeo Juelb payesjonuynu JONO 8ZIS U
(eam) dv4o [erolpiedns asel isejnpou desp ab.e| ayy Ul S|j80 pasealoul
‘bfream) 001-S ‘e9d  Jesjo yim pajbuiuLisul plojfoewseld pue pioleyde [rem 1seyo Alpides uayy
‘upuawiA ‘z139ve aJam S|[90 Jowin} ‘siNognsPUR silisp desp oy} [eJere| Jybu ey} ‘abueyo
‘71 UIleIeM0Iko Ul PIEOO] SISOJ0BU [e11USD IMSeNpoU abe| 0} sisejsejoul ouymAe
‘unresaxoifo-ued a|dinw ‘ewosns ploxAW Jo sSnousbe|j0o yym pue 8ouslnoal 0} Jussaid 3Oeq 8y} JO
‘Jusuodwod [eulisg SIS8U |[eWsS PaUIBIUOD SIULIBP PILI 0} jeloliedns  [eo0] Ysre| ow G| SIN SEM UOISeT] 0/ apIs by
punoy sesojw [ealdAre yum (HdH Jed g ‘ueatu)
posealoul SEM S]eJ OlOJW (PSJOU SIoM §|[ed
JuelB JowN} pajes|onuUI}NW PUe Pa}es|onuouolU
paJaeos {j08joNu Jusuiwold yum 1ejonu
olydiowos|d pabiejus pue wse|doiko olydouisos
‘aled ‘paresulep-|[em B pauleluod S|[ed Jown}
(leooy) uuoded {seaJe aWos U 8oueeadde &I|-einynd anssl}
‘(reo0y) 001-S ‘VINS UHM ‘Xujeu ploxAw jusuiwold e uj 18s S|[e0 Jowny uolfal
‘uryeseMolfo-ued aye|[els pue ‘punoi ‘pajpulds ‘dwnid yum anssiy Jejnoune
‘unuaLUIA S Ojul UOISUSIXe Ypm wise|dosu [ewisp JejnpoN a3aN 2 4N 10 o4}l Yo
PaYIIUSPI JOU BISM S8INJONUS
[B1ONP ‘palIUSP] BIoM SBSONW SnoJawinu
pUE S|S0J08U :||o8jonu jusulwoid Ajleuoisesdo
(reooy) Buureluod 1sjonu olydiowos|d pue pab.ejus
uuodied ‘YIS ‘VINT yum s|jeo [ealdAre jo pesodwod wsejdosu
‘uiyessxoifo-ued Je|n||@o ‘seinjonJis Jedesp Jo siulepide BulAueno
‘unuaLIA UHM P8108ul0d J0U SUOIss| OS pue [ewlisq d3aN ¥e aN ot Mo8Y0 Yo
4dH Jed sesoyw g
VINS ‘uiuodes qy4o PUE SIS0JO8U JOWN} JO SNJ0} [[eWS B Sem
‘VINT ‘81/8 UlEIax01A |0sjonu ebe| JusuIwo.Id pue ulewosyd sseupal 90}
‘uielaxolfo-ued 2sJe09) eldAle a1anes yum jueubiiew A|ealbojoifD) 4N 4N ‘Buijjems 02 1806 1o
Ag'| Joye
sesejselowl
SIS0J08U IO ‘UoIBIIUBIaLIP SNOBJBgeS ‘eunoode Areuownd
‘9l0l||0} Jley Ou ‘paluep| 81om seale snoulbe|iued o|diynw jo
UIlBIay0Mo ‘00L-S 40 saunjoniis [ellpyide snojewoBulIAs Jo [e3onp ON palp eed Il SN (o4 9|0s Yo
(+) oHI ABojoisiH aoualInoay ow swoldwAg wo ‘azIg uoneso
/siseiseloy  ‘dn-mojjo4 uoisa] uoisa]

ewouloe) [eleyidaoAp snosueing Jo sase)

VOLUME 99, JUNE 2017 E23

Copyright Cutis 2017. No part of this publication may be reproduced, stored, or transmitted without the prior written permission of the Publisher.

WWW.CUTIS.COM



m

N

r

tat] tan M ithelial

Met

"B[eW |\l ‘SNoBUBINOgNS ‘DS ‘BSEasIp JO 9OUSPIAS OU ‘N ‘UNoe 8josnW Yloows ‘YINS
‘upyoud oipioe Arejuqy [elb ‘dy4o ‘usbiue sueiquisw [eleyide ‘WINT ‘plel lemod-ybiy YdqH ‘ewouinsed [elpyudecAw ‘Ol fpauodas Jou ‘YN ‘efews) 4 LAnsiuusyoolsiyounwiwll ‘OH| :SUoieInaIqay

uoise| deos
‘palUSpI 10U Sem UoenuIalip Jepusl
Jejnionp ‘jussaid alem seunbly oW [eoldAre Apjw pue
‘paynuspl asem wsiydiowos|d pue eisewolyoisdAy ‘palesaon
Jeajonu {ewoJls ploxAWOoJpUOYD Juepunge auoqQ 0} ‘Buideam
eod ‘001-S yum ABojoydiow prolforuaseld o} pioljeyide sosejselaul 10 Aoisiy
‘e3v/ 13V UlieIsyoILD UHM S[[90 8A1IS800 ALI60d 40 UoISs| [eulispe.u| a|diniN (] oW ow-{ 09 dreog /.Y 9seo Jualnd
suoifal Jouin} sWos Ul %08 se ybly
SEB SEM Xopul uolyesajjoid 29-1Y aUl pue ‘Peniasqo
alam sainbyy oijoyw [eoidAre ‘sjjeo Alojewiweyu
M8} B AJUO UJM JEINDOSEA Joyiel Sem BwoJ}s Jown}
sy} ‘ALenuelb ybiis pemoys s|joo awos Yybroyy
‘snosusBowoy Ajisow pue ‘oljydoulsos ‘Juepunge
Sem Wse|dojfo sy} ‘josonu jJusuiwold usyo
pue lejonu olydiowos|d yum adeys euobAjod
10 &¥l|e|pulds e pey s|190 a8y} ‘s)1@0 olydiowos|d
VINS ‘Unuswin AlUB1y JO SpueJS pue s188ys paulep Aood
‘(leaoy) 2 uneseMoiko pasudwoo Jown 8y} ejosnul [eloe) BulApepun
‘9/G UIreIaxoho ‘(1-71) oy} peleJi|ijul pue ‘enssiy asodipe snosuenogns ow g Jano (r102) e 10
uneloxoiko-ued 8} OJUl PEpUBIXS ‘S|ULIBP B} Ul desp peyeooT] d3aN 8l O padojensq 0¢ dieos N/08 18014
(6002) 2118 10
Z8oUeS
dN dN dN dN O dN dN dN dN -“elojey
Ssypuow (6002)
[eJonss Jono o Hadwin
dN dN daN 1514 O padojeneq aN OSON 4/59¢ pue jybofeg
PaLIIUSPI SBM 9%0g JO Xepul /9-Iy B ‘juesaid
001-S alam ANAIOE Ol0HW pue eidAre Jesjonu ‘ewons
‘uoe o1oads-s[osnul snousbe||00 pue pPIoxAW JuUeds Ul S[|90 pajpulds d3N Jeye uoibal
VINS ‘UuswiA ‘YINT pue ploljpyude ares yum ‘pareuiiopald s|j9o Jes|o $80UB.INOB) [eJowsy (6002) ;e 1
‘€3v/ 13V uiesexoihy ‘uJeed Jejnpouninu Yym uoise| OS pue [ewied [B90] © 0¢ O ow g o'k oy 4/19 aislois
pauuapl Ajipeas sainbly onoyw syuowl uolbai
uuoded ‘YINS {losjonu Jusuiwold A[ed0o) pue ‘unewolyo usdo sepou ydwiA| [eJenas Jano [eJodwia}
‘00 1-S ‘Unessxoiho ‘wise|doifo pajejonden pakeldsip S||90 ‘UolienusIeyip sy} 0} Ajewnd padojensp -ojeued (8002) <& 10
wnJyoeds-peoig [B10Np ou ‘Bunsau [e00) YIM UoIS| (|80 8jpulds ‘siseiselg|N 4N ON 9INPON HN Wby 4/€1 meT
(+) oHI KBojoisIH 29ua4inday ow sisoubelq swoldwAg wo ‘azIg uoneoso] x3g/A ‘aby (1eap)
/siseiseld|N  ‘dn-mojjo4 uoisa] uoisa] janed aouaiajey

(Penunuoo) "sjqel

WWW.CUTIS.COM

E24 CUTIS®
Copyright Cutis 2017. No part of this publication may be reproduced, stored, or transmitted without the prior written permission of the Publisher.



EMCs expressing S-100 protein but rarely cytokera-
tin. Most cases of EMC possess a balanced t(9;22)
translocation involving the EWSRI gene,** a finding
that could lead to confusion with soft tissue myo-
epithelial tumors, which also may show EWSRI rear-
rangement on FISH. Ossifying fibromyxoid tumor of
soft parts is also composed of round cells arranged in
cords in a myxoid or fibrous stroma; the majority of
cases also display a peripheral rim of mature bone,
a feature that is not typically seen in myoepithelial
tumors. Similar to myoepithelial tumors, ossifying
fibromyxoid tumor of soft parts often is positive
for S-100 protein; however, it rarely is positive for
cytokeratins. Ossifying fibromyxoid tumor of soft
parts has been shown to have a rearrangement of the
PHD finger protein 1 (PHF1) gene in approximately
half of cases, a molecular finding that has not been
reported for myoepithelial tumors.”” Finally, extra-
axial soft tissue chordomas, though quite rare, may
possess striking similarities to myoepithelial tumors
both histopathologically and immunohistochemi-
cally. Chordomas are composed of epithelioid cells
arranged in nests, nodules, and chains with a vari-
ably myxoid background. A variable amount of cells
with bubbly cytoplasm (known as physaliphorous
cells) can be seen. High mitotic activity is not a
characteristic feature in chordomas. They classically
coexpress cytokeratins and S-100 protein, similar:to
myoepithelial tumors. A subset of myoepitheliomas
with similar histologic features to chordoma was
historically referred to as parachordoma.”®’” The
distinction between these 2 entities was challeng-
ing until the relatively recent advent of brachyury,
a sensitive and specific nuclear marker of chordoma;
extra-axial soft tissue chordomas and their central
counterparts both expréss nuclear brachyury, while
myoepitheliomas (including those with a parachor-
doma histologic pattern) do not.?® Our case did not
display physaliphorous cells but did demonstrate
abundant nuclear pleomorphism and high mitotic
activity. In addition, immunohistochemical staining
was negative for brachyury.

Because cutaneous myoepithelial tumors are rela-
tively rare, a well-defined standard of care for treat-
ment is lacking. Surgical excision is the primary
treatment method in most reported cases in the
literature.!™® Miller et al® reported the successful
treatment of recurrent cutaneous myoepitheliomas
with Mohs micrographic surgery. Chemotherapy
may be useful in the setting of metastatic myoepi-
thelial carcinomas in adults, but reported results are
inconsistent.’®’! Radiation treatment of recurrent or
metastatic disease has not been shown to be effec-
tive. A study of children treated with surgical resec-
tion and chemotherapy using ifosfamide, cisplatin,
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and etoposide followed by radiation therapy showed
positive results.*?

Our case highlights several challenges that may
arise in establishing a diagnosis of cutaneous myo-
epithelial carcinoma with disseminated metastases.
The diagnostic difficulty in our case was compounded
by the advanced nature of the lesion at the time of
presentation. Given the rarity of metastatic cutane-
ous myoepithelial carcinomas and the lack of a prior
primary diagnosis of a malignant myoepithelioma,
the index of suspicion for this entity was not high.
A report of myoepithelial carcinoma of the parotid
gland metastatic to the skin has been reported,’ but
in the absence of salivary gland involvement or other
visceral lesions, metastasis from any source other
than our patient’s cutanedus scalp lesion is unlikely.
The histopathologic features in combination with
the characteristic immunophenotype, unique clinical
setting, and radiographic findings were essential to
arriving at thercorrect diagnosis. Unlike previously
reported metastatic lesions, our case is unique in that
metastati¢ lesions were identified at the time of initial
clinical-presentation.

Conclusion

Cutaneous myoepithelial carcinomas are exceedingly
rare tumors with a wide range of histopathologic and
immunohistochemical findings. In challenging cases,
studies for EWSRI or PLAGI gene rearrangement
can be helpful. Furthermore, this case illustrates the
potential for widespread dissemination of myoepi-
thelial carcinomas requiring clinical evaluation and
imaging studies to exclude metastatic lesions.

REFERENCES

1. Frost MW, Steiniche T, Damsgaard TE, et al. Primary
cutaneous myoepithelial carcinoma: a case report and
review of the literature. APMIS. 2014;122:369-379.

2. Stojsic Z, Brasanac D, Boricic I, et al. Clear cell myoepi-
thelial carcinoma of the skin. a case report. ] Cutan Pathol.
2009;36:680-683.

3. Tanahashi J, Kashima K, Daa T, et al. A case of cuta-
neous myoepithelial carcinoma. J Cutan Pathol. 2007;
34:648-653.

4. Michal M, Miettinen M. Myoepitheliomas of the skin
and soft tissues. report of 12 cases. Virchows Arch. 1999;
434:393-400.

5. Gleason BC, Fletcher CD. Myoepithelial carcinoma of
soft tissue in children: an aggressive neoplasm analyzed in
a series of 29 cases. Am J Surg Pathol. 2007;31:1813-1824.

6. Law RM, Viglione MP, Barrett TL. Metastatic myoepithe-
lial carcinoma in a child. J] Cutan Pathol. 2008;35:779-781.

7. Hornick JL, Fletcher CD. Cutaneous myoepithelioma: a
clinicopathologic and immunohistochemical study of 14

cases. Hum Pathol. 2004;35:14-24.

VOLUME 99, JUNE 2017 E25

Copyright Cutis 2017. No part of this publication may be reproduced, stored, or transmitted without the prior written permission of the Publisher.



Met

10.

11.

12.

13.

14.

15.

16.

17.

18.

19.

tati tan M ithelial Carcinom

Antonescu CR, Zhang L, Chang NE, et al. EWSRI-
POUSF1 fusion in soft tissue myoepithelial tumors. a
molecular analysis of sixty-six cases, including soft tissue,
bone, and visceral lesions, showing common involve-
ment of the EWSRI1 gene. Genes Chromosomes Cancer.
2010;49:1114-1124.

Antonescu CR, Zhang L, Shao SY, et al. Frequent
PLAGI gene rearrangements in skin and soft tissue
myoepithelioma with ductal differentiation. Genes
Chromosomes Cancer. 2013;52:675-682.

Flucke U, Palmedo G, Blankenhorn N, et al. EWSR1
gene rearrangement occurs in a subset of cutane-
ous myoepithelial tumors: a study of 18 cases. Mod
Pathol. 2011;24:1444-1450.

Mentzel T, Requena L, Kaddu S, et al. Cutaneous myo-
epithelial neoplasms: clinicopathologic and immuno-
histochemical study of 20 cases suggesting a continuous
spectrum ranging from benign mixed tumor of the skin to
cutaneous myoepithelioma and myoepithelial carcinoma.
J Cutan Pathol. 2003;30:294-302.

Garcia-Sanchez S, Elices M, Nieto S. Cutaneous myo-
epithelial carcinoma (malignant myoepithelial tumor of
skin). Virchows Archiv. 2009;455(suppl 1):1-482.

Bajoghli A, Limpert J. Treatment of cutaneous malignant
myoepithelioma on the nasal ala using Mohs micro-
graphic surgery in a two and a half year old child. J Invest
Dermatol. 2009;129:S44.

Prasad AR, Savera AT, Gown AM, et al. The nyoepi-
thelial immunophenotype in 135 benign and malignant
salivary gland tumors other than pleomorphic adenoma.
Arch Pathol Lab Med. 1999;123:801-806.

Savera AT, Sloman A, Huvos AGy et al.. Myoepithelial
carcinoma of the salivary glands. a clinicopathologic study
of 25 patients. Am J Surg Pathol. 2000;24:761-774.
Hornick JL, Fletcher CD. Myoepithelial tumors of soft
tissue: a clinicopathologic «and immunohistochemical
study of 101 cases with evaluation of prognostic param-
eters. Am J Surg Pathol. 2003;27:1183-1196.

Kilpatrick SE, Hitchcock MG, Kraus MD, et al. Mixed
tumors and myoepitheliomas of soft tissue: a clinicopatho-
logic study of 19 cases with a unifying concept. Am J Surg
Pathol. 1997;21:13-22.

Neto AG, Pineda-Daboin K, Luna MA. Myoepithelioma
of the soft tissue of the head and neck: a case report and
review of the literature. Head Neck. 2004;26:470-473.
Kutzner H, Mentzel T, Kaddu S, et al. Cutaneous myo-
epithelioma: an under-recognized cutaneous neoplasm
composed of myoepithelial cells. Am ] Surg Pathol.
2001;25:348-355.

E26 CUTIS®

Copyright Cutis 2017. No part of this publication may be reproduced, stored, or transmitted without the prior written permission of the Publisher.

20.

21.

22.

23.

24.

25.

26.

27.

28.

29.

30.

31.

32.

33.

Dix BT, Hentges M], Saltrick KR, et al. Cutaneous
myoepithelioma in the foot: case report. Foot Ankle Spec.
2013;6:239-241.

Burke T, Sahin A, Johnson DE, et al. Myoepithelioma
of the retroperitoneum. Ultrastruct Pathol. 1995;
19:269-274.

Fernandez-Figueras MT, Puig L, Trias I, et al. Benign
myoepithelioma of the skin. Am ] Dermatopathol.
1998;20:208-212.

Bahrami A, Dalton JD, Krane JE et al. A subset of cuta-
neous and soft tissue mixed tumors are genetically linked
to their salivary gland counterpart. Genes Chromosomes
Cancer. 2012;51:140-148.

Panagopoulos 1, Mertens F, Isaksson M, et al.
Molecular genetic characterization of the EWS/CHN
and RBP56/CHN fusion ‘genes in extraskeletal myxoid
Genes Cancer.

chondrosarcoma. Chromosomes

2002;35:340-352.

Graham RP, Weiss SW; Sukov WR, et al. PHF1 rear-
rangementsifr ossifying fibromyxoid tumors of soft parts:
a fluoresceneein situ hybridization study of 41 cases with
emphasis on the malignant variant. Am J Surg Pathol.
2013;37:1751-1755.

Dabska M. Parachordoma: a new clinicopathologic entity.
Cancer. 1977;40:1586-1592.

Fletcher CDM, Mertens F eds. World Health
Organization Classification of Tumowrs: Pathology and
Genetics of Tumours of Soft Tissue and Bone. Lyon, France:
IARC Press; 2002.

Lauer SR, Edgar MA, Gardner JM, et al. Soft tissue chor-
domas: a clinicopathologic analysis of 11 cases. Am J Surg
Pathol. 2013;37:719-726.

Miller TD, McCalmont T, Tope WD. Recurrent cutane-
ous myoepithelioma treated using Mohs micrographic
surgery: case report and review of the literature. Dermatol
Surg. 2009;35:139-143.

Gleason BC, Fletcher CD. Myoepithelial carcinoma of
soft tissue in children: an aggressive neoplasm analyzed in
a series of 29 cases. Am ] Surg Pathol. 2007;31:1813-1824.
Noronha V, Cooper DL, Higgins SA, et al. Metastatic
myoepithelial carcinoma of the vulva treated with carbo-
platin and paclitaxel. Lancet Oncol. 2006;7:270-271.
Bisogno G, Tagarelli A, Schiavetti A, et al. Myoepithelial
carcinoma treatment in children: a report from the TREP
project. Pediatr Blood Cancer. 2014;61:643-646.

He DQ, Hua CG, Tang XF, et al. Cutaneous metastasis
from a parotid myoepithelial carcinoma: a case report
and review of the literature. J Cutan Pathol. 2008;
35:1138-1143.

WWW.CUTIS.COM





