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Rezumat

Carcinomul mucinos cutanat primar este o tumord
malignd foarte rard ce afecteazd cel mai frecvent zona
periorbitald cu originea din zona profundd a ductelor
sudoripare ecrine. Acesta este dificil de diferentiat de
leziunile metastatice cutanate.

Prezentam cazul unui pacient de 78 de ani care se
interneazd pentru o leziune nodulard asimptomaticd,
supraclavicular drept ce evolueazd de 3 ani; nu se
evidentiazd limfadenopatii in regiunea capului si gatului.

Pe baza examenului clinic, histopatologic si a
investigatiilor sistemice s-a stabilit diagnosticul de
carcinom mucinos cutanat primar. S-a practicat rezectia
tumorii in limite de siqurantd oncologicd. Pacientul
ramine in evidenta clinicii, fard semne de recidivd Ila
18 luni de la interventie. Excizia in limite oncologice
reprezintd cea mai bund conduitd terapeuticd in cazul
carcinomului mucinos cutanat.

Cuvinte cheie: carcinom mucinos cutanat primar,
tumord malignd rard, metastazd cutanatd.
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Summary

Primary mucinous carcinoma is a rare malignant
tumor that most frequently occurs in the periorbital area.
This tumor originates from the deepest portion of the
eccrine sweat duct. It is difficult to differentiate this tumor
histologically from metastatic lesions.

We present a 78 - years - old man with 3 years history
of slowly augmentation, asymptomatic reddish nodule on
the right supraclavicular area and presented in our clinic.
No lymphadenopathy was evident in the head and neck
region.

The clinical exam, histopathological examination and
systemic investigations confirmed the diagnosis of primary
mucinous carcinoma of the skin.

To ensure complete tumor removal, the patient
underwent surgery in an oncological safe manner. He
remains disease-free 13 months after surgical excision,
surgery procedure appears to be a rational and effective
treatment for this type of cutaneous tumour.
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Introducere

Carcinomul mucinos cutanat primar (CMCP)
este o tumord malignd extrem de rara ce deriva
din zona profundd a ductelor sudoripare ecrine
[1]. Au fost citate mai putin de 200 de cazuri in
literatura, [2,3]. Tumora a fost pentru prima data

Introduction

Primary mucinous carcinoma of the skin
(PMCS) is an extremely rare adnexal tumor that is
thought to originate from eccrine sweat glands
[1]. There have been sporadic cases, less than 200
reported in English literature[2,3]. The tumor was
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raportatd de Lotzbeck In 1859, apoi descrisa de
catre Lennox et al in 1952, iar mai tarziu
aprofundata de Mendoza si Helwig in 1971[4].

Caz clinic

Prezentam cazul pacientului R.D, in varstd de
78 de ani, din mediul urban, Fitzpatrick tip II ce
se interneazd In clinica noastrd pentru aparitia
unui nodul rosu-violaceu, asimptomatic, situat la
nivelul fosei supraclaviculare drepte, cu o
evolutie lentad de circa 3 ani.

Din antecedentele personale patologice
retinem HTA primard, stadiul II, sub tratament si
diabet zaharat tip II in tratament cu antidiabetice
orale, antecedentele heredo-colaterale fiind
nesemnificative.

Examenul obiectiv identificd un pacient
astenic, normoponderal, cu o TA medie de
130/70 mmHg, compensat hemodinamic si
respirator.

Examenul local releva formatiunea tumorald,
nodularg, solitard, bine-delimitatd, de dimensiuni
aproximative 0,7x0,4cm, de culoare rosie-
violacee, neulceratd, asimptomaticd, cu
telangiectazii vizibile pe suprafatd, situatd la
nivelul fosei supraclaviculare drepte. La palpare,
nodul mobil si ferm, fird adenopatii regionale.

Pe baza datelor anamnestice, examenului
clinic si local ne putem orienta cdtre un
diagnostic diferential de etapd, ce include:
carcinomul bazo-celular nodular, chistul epi-

first described by Lotzbeck in 1859, than by
Lennox et al in 1952 and later designated by
Mendoza and Helwig in 1971[4].

Clinical Case

We present the case of a 78-year old male
patient, Fitzpatrick type II, from the urban area,
with 3 years history of slowly augmentation,
asymptomatic reddish nodule on the right
supraclavicular area presented in our clinic.

Personal history showed arterial hyper-
tension type II under treatment and diabetes
mellitus type II treated with oral anti-diabetic
medication. Clinical examination revealed a pale
patient with a mean arterial pressure 130/70
mmHg. Local exam pointed out one nodular
tumor, well-circumscribed, 0.7x0.4 dimensions,
reddish, non-ulcerated, asymptomatic, with
telangiectases on the surface, situated in the right
supraclavicular area.

Based on personal history, general and local
exam a differential diagnosis that included
epidermoid cyst, nodular/cystic basal cell
carcinoma, hidrocystoma, sebaceous carcinoma,
squamous cell carcinoma, melanoma, pilo-
maticoma was made.

Histological examination of a biopsy
specimen revealed dermal strands of uniform-
appearing tumour cells embedded in pools of
mucin, separated by thin fibrovascular septae.
Mucinous masses stained positive with periodic
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Fig. 1 — Formatiune tumorald, nodulard, solitard, bine-
delimitatd, rosie-violacee, neulceratd, asimptomaticid

Fig. 1 — One, well-circumscribed, reddish non-ulcerated,
asymptomatic nodule on the supraclavicular area
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Fig. 2 HEx40 — Celule tumorale dispuse in travee, cordoane
integrate in acumuldri de mucus, separate de septuri
fibrovasculare.

Fig. 2 — HEx40 Dermal strands of uniform-appearing
tumour cells embedded in pools of mucin, separated by thin
fibrovascular septae
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Fig. 3 — Alcianx40 - tumord formatd din celule predominant
bazaloide, cu citoplasma Alcian+; masele de mucus se
mentin pozitive cu albastru Alcian.

Fig. 3 — Alcianx40 - Mucinous masses stained positive with
Alcian blue stains

dermoid, hidrochistomul apocrin, carcinomul
sebaceu, carcinomul spino-celular, melanomul
amelanotic, pilomatrixomul.

S-a practicat biopsie excizionald cu examen
histopatologic ce a decelat tumora formata din
celule predominant bazaloide, cu citoplasma
PAS+, in travee anastomozate, plaje, cordoane si
grupuri de celule izolate, marcat pleomorfism
nuclear si numeroase mitoze atipice intra-
tumoral; arii de diferentiere adenoidd; invazie in
dermul profund cu interesarea jonctiunii dermo-
hipodermice si a limitei profunde de rezectie;
zone de necrozd tumorald; marcat infiltrat
inflamator polimorf si marcatd reactie desmo-
plazicd intra si peritumorald evidentiata la
coloratia Albastru alcian prin prezenta de lacuri
intinse de mucus, epidermal supraiacent cu arii
de atrofie si stergere a reliefului dermului
papilar; fara conexiuni intre epiderm si proli-
ferarea tumorala.

Nu s-au efectuat teste de imunohistochimie.

Pe baza rezultatului histopatologic, s-a
realizat diagnosticul diferential intre carcinomul
mucinos cutanat primar si metastaza cutanatd a
adenocarcinomului (AC) mucinos. Pacientul a
fost Indrumat catre clinica de medicina interna
pentru a i se efectua investigatiile suplimentare.
Investigatiile sistemice pentru a gasi o eventuald
tumord malignd cu o altd localizare au fost:
radiografia toracicd, ecografie abdominald si
tiroidiand, CT abdominal, endoscopie digestiva
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Fig. 4 — Alcianx100 — Pleomorfism nuclear si numeroase
mitoze atipice intratumoral prezente; marcat infiltrat
inflamator polimorf si marcatd reactie desmoplazicd intra si
peritumorald evidentiatd la coloratia Albastru Alcian prin
prezenta de lacuri intinse de mucus, epidermal supraiacent
cu arii de atrofie si stergere a reliefului dermului papilar.
Fig. 4 — Alcianx100 — The cells had centrally placed round
nuclei with a moderate amount of cytoplasma. The nuclei
showed a marked degree of pleomorphism, vesicular
chromatin, small nucleoli and multiple mitosis

Fig. 5 — PASx100 — Prezenta lacurilor intinse de mucus
PAS+. In unele parti, celulele tumorale sunt organizate in
cuiburi de glande de mici dimensiuni.

Fig. 5 — PASx100 — Mucinous masses stained positive with
periodic acid-Schiff. In some parts tumour cells were
organized into small-sized glands

acid-Schiff and Alcian blue stains. In some parts
tumour cells were organized into small-sized
glands. The cells had centrally placed round
nuclei with a moderate amount of cytoplasma.
The nuclei showed a marked degree of
pleomorphism, vesicular chromatin, small
nucleoli and multiple mitosis.
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superioara si inferioard, doud teste hemocult
consecutive negative, iar nivelul antigenului
specific al prostatei (PSA) si antigenul carcino-
embrionar (CEA) au fost in limite normale.

S-a stabilit diagnosticul final de carcinom
mucinos cutanat primar pe baza examenului
histopatologic si a investigatiilor sistemice
efectuate.

S-a reintervenit in clinica de chirurgie
practicandu-se rezectia chirurgicald a tumorii in
limite de sigurantd oncologicd (pana la nivelul
planului muscular, cu margini de sigurantd de 1.5
cm).

Pacientul raméne in evidenta clinicii noastre,
fard semne de recidivd la 18 luni de la
interventie, excizia in limite oncologice fiind cea
mai bund conduitd terapeuticd, cu atat mai mult
cu cat datele din literaturd descriu o ratd de
recurentd locald de 30%.

Discutii

Carcinomul mucinos cutanat primar este
acceptat ca fiind o tumora ce deriva din glandele
sudoripare, clasificat ca o tumord malignd, cu
diferentiere apocrind si ecrind[2]. CMCP este mai
frecvent intalnit la sexul masculin si apare de
obicei la varste cuprinse intre 50 si 70 de ani. Din
punct de vedere anatomic, tumora se intalneste
cu predilectie la nivelul capului si gatului,
plecapa fiind localizarea preponderentd a
acesteia In 41% din cazuri[3]. Alte localizari
descrise sunt scalpul(17%), fata(14%), axila(9%),
torace/abdomen(7%), gat(2%), ureche(1%)[3,5].
Mendoza si Helwig au demonstrat prima
descriere contemporand a acestei tumori cu
localizare la nivelul pleoapei. Mai tarziu, Wright
si Font au publicat cel mai mare studiu efectuat
incluzdnd 21 de cazuri de CMCP al pleoapei.

Datorita raritatii acestei tumori, un diagnostic
cert nu poate fi facut panad nu au fost efectuate
investigatii suplimentare ce au exclus tumora
malignd primard cu o localizare viscerald care
produce mucind si poate metastaza la nivelul
cutanat, cum ar fi cea de la nivelul sanului,
tractului gastro-intestinal, pldmani, rinichi, ovar,
pancreas si prostatd. Leziunile metastatice cu
origine la nivelul sdnului sau colonului sunt
predispuse frecvent sd mimeze carcinomul
mucinos al pielii[4].
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We couldn’t do the immunohistochemical
analysis.

Based on histopathological findings, a
differential diagnosis between primary mucinous
carcinoma of the skin and metastatic mucinous
adenocarcinoma was offered.

Systemic investigations to search for a
primary tumor else where were negative and
included: chest X-ray, ultrasonography of the
thyroid gland, abdomen, total body computer
tomograph and upper and lower gastrointestinal
endoscopy. Serum levels of prostate-specific
antigen and carcinoembryonic antigen were
normal. Two consecutive stool samples for faecal
occult blood were also negative.

Based on the clinical history of a slow-
growing mass of long duration and negative
systemic work-up for a primary lesion else
where, a diagnosis of primary mucinous
carcinoma of the skin was made.

To ensure complete tumor removal, the
patient underwent surgery (scar resection till the
muscular layer- in an oncological safe manner) in
surgery department.

He remains disease-free 18 months after
surgical excision, surgery procedure appears to
be a rational and effective treatment for this type
of cutaneous tumour because of the high local
recurrence rate (30% of cases).

Discussions

PMCS is accepted to be a tumor that
originates from the deepest portion of the sweats
glands, currently classified as a malignant one
with apocrine and eccrine differentiation [2].
Primary mucinous carcinoma of the skin is
slightly more common in men and occurs more
frequently between the ages 50 and 70 years.
Anatomically, it arises in the head and neck
region, the eyelid being the most commonly
affected (41% of cases). Additional locations
include the scalp (17%), face (14%), axilla (9%),
chest/abdomen (7%), neck (2%), ear (1%)[3,5].
Mendoza and Helwig provided the first
contemporary report of mucinous carcinoma of
the eyelid. Soon there after, Wright and Font
published the largest study to date of mucinous
carcinoma of the eyelid (21 cases), including 2
previously reported cases.

Due to its rarity, an affirmative diagnosis
can’t be made until further investigations have
ruled out other primary malignancies of other
organs that may produce mucin and metastasize
to the skin, specifically, breast, lung, gastro-




Clinic, pacientii pot prezenta frecvent un
nodul, chist, o papuld sau formatiune ulcerata
micd, solitard, asimptomatica, cu o evolutie lunga
de la 2-3 luni la cativa ani. Nu existd constatare
clinicd specificd pentru acest tip de tumord,
aspectul variind de la un pacient la altul.
Impresia clinica initiald este cea a unui chist,
carcinom bazo-celular, keratoacantom, naevus
sau hidrochistom apocrin si in anumite
circumstante diferentierea clinicd include leziuni
vasculare ca cele din sarcomul Kaposi[5].

CMCP rar metastazeazd, dar rata de
recurentd locald este mare (pand la 30% din
cazurile descrise in literaturd). Metastazele
regionale apar la o rata cuprinsd intre 5-15%, iar
cele la distantd intre 2-7% la pacientii afectati.
Pacientii descriu o evolutie lenta a leziunii de mai
multi ani, complet asimptomaticd. Ocazional,
tumorile foarte vechi sau cele agresive pot invada
structurile adiacente[6]. Ipoteza cursului lent,
benign al acestei tumori este corelatd cu
productia de mucind (ce se leagad de gradul inalt
de diferentiere celulard a acesteia). Mai mult,
prezenta lacurilor intinse de mucus pot servi ca o
barierda fizicd in extinderea tumorii, ficand
compresie pe stroma tumorald, Impiedicand
cresterea, inhiband sinteza de ADN si scdzand
rata angiogenezei[8].

Desi prezentarea clinica a CMCP este non-
specificd, examinarea histopatologicd este
patognomonicd. Tumora este de obicei bine
delimitata, cu insule mici sau tubuli ai celulelor
epiteliale ce plutesc in mucind. Mucina e separata
prin septuri fine de fibre de colagen si este
pozitiva la coloratia acid periodic Schiff (PAS),
mucicarmina, albastru alcian la un pH de 2,5 si
fier coloidal. Mucina a fost caracterizatd ca si
sialomucina, fiind si sialidazo-labilda. Celulele
sunt mici, bazaloide, vacuolizate cu citoplasma
eozinofilicd. Pleomorfismul celular si mitozele
sunt rare[7].

Diagnosticul diferential intre metastaza
cutanatd a AC colo-rectal/san sau cu o alta
localizare sus-amintitd si CMCP este dificil,
examenul histopatologic fiind similar in ambele
situatii. Investigatii suplimentare sunt necesare in
vederea excluderii metastazei cutanate [7,8].

Testele de imunohistochimie pot facilita
diagnosticul diferential. Celule CMCP raman
pozitive pentru citokeratina (CK) 7 si negative
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intestinal tract, kidney, ovaries, pancreas and
prostate. Metastatic lesions from the breast or
colon are most likely to mimic mucinous
carcinoma of the skin.

Clinically, patients usually present with
small, solitary, asymptomatic papules, nodules,
cysts or ulcerated lesions that have been present
from several months to years. There are no
specific clinical findings that are particularly
characteristic of mucinous carcinoma; the clinical
appearance may vary from patient to patient.
Initial clinical evaluation generally yields a
differential diagnosis that includes epidermoid
cyst, cystic basal cell carcinoma, kerato-
acanthoma, nevus or apocrine hidrocystoma and,
in some instances, the clinical differential
includes vascular lesions such as Kaposi
sarcomal[5].

Tumors rarely metastasize, but the local
recurrence rate is high (30% of cases). Regional
metastasis occurs at a rate of 5 to 15 percent and
distant metastasis occurs in only 2 to 7% of
affected patients. Patients have been described
who have had a lesion for many years without
seeking treatment and yet still rarely experience
symptoms. Occasionally, longstanding neo-
plasms or more aggressive tumors may invade
into adjacent structures [6]. The generally benign,
slow-growing course of mucinous carcinoma is
hypothesized to be correlated with the pro-
duction of mucin, which may correlate with
a high degree of cellular differentiation.
Additionally, the presence of copious amounts of
mucin may serve as a physical barrier to spread,
compressing the tumor stroma and restricting
growth, as well as inhibiting DNA synthesis and,
hence, decreasing the rate of angiogenesis [8].

Although the clinical presentation of
mucinous carcinoma is nonspecific, the histologic
and pathologic examination is very characteristic.
Tumors are generally well circumscribed with
small islands or tubules of epithelial cells floating
in large pools of mucin. The mucin is separated
by thin fibrocollagenous septa and is positively
stained with periodic acid Schiff (PAS),
mucicarmine, alcian blue at pH 2.5 and colloidal
iron. The mucin has been characterized as
sialomucin; it is however sialidase-labile. Cells
are small, cuboidal and vacuolated with
eosinophilic cytoplasm. Mitoses and cellular
pleomorphism are rare. [7]

Differential diagnosis between PMCS and
cutaneous metastasis particularly of gastro-
intestinal and breast origin is difficult to made,
further investigations are required.
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pentru CK 20, similar AC mucinos al sanului, dar
diferite fatd de AC mucinos colo-rectal — CK7
negative si CK20 pozitive. Astfel, absenta
citokinei(CK) 20 exclude metastaza cutanata ce
provine de la AC mucinos colo-rectal. Utilizarea
CK?7 si CK20 prin coloratii imunohistochimice ne
permite diagnosticarea a aproximativ jumatate
din carcinoamele mucinoase cu localizare visce-
rald, facilitind diagnosticul final. Alte tumori
CK7+ si CK20- ca AC de la nivelul plamanului
sau vezicii biliare pot da de asemenea, metastaze
cutanate. Acestea pot fi excluse prin investigatii
sistemice suplimentare si utilizarea altor coloratii
imunohistochimice specifice lor[9].

Utilizarea expresiei p63 prin imuno-
histochimie in diagnosticul CMCP este contro-
versatd deoarece si metastaze cutanate cu origine
mamara si pulmonard pot exprima aceasta
proteind, investigatiile suplimentare aditionale
fiind obligatorii. Cazuri de CMCP au fost gasite a
fi estrogen, progesteron si GCFDP-15 pozitive
[8,9]. Quereshi et al sugereaza ca pozitivarea
tumorii cutanate pentru p63/CK5/6 ajuta in
excluderea metastazei cutanate cu origine
mamard [8]. Intr-o analizi complexa a meta-
stazelor cutanate, Brownstein et al au descoperit
cd doar 6% dintre acestea erau localizate la
nivelul capului si gatului[10].

Tratamentul CMCP impune excizie chirur-
gicald locald. Datoritd ratei de recidiva locala
inaltd, excizia adecvatd cu margini de siguranta
oncologicd (cel putin 1cm) este recomandata. Au
fost citate cateva cazuri tratate cu succes prin
chirurgie Mohs, un caz descris, tratat cu succes
prin chirurgie Mohs si utilizarea markerilor
imunohistochimici cu greutate moleculara mica.
Alte tratamente ca radio si chimioterapia nu sunt
eficiente in cazul acestui tip de tumord[7-10].
Pacientii sunt informati de importanta contro-
lului periodic in ceea ce priveste recurenta locald
sau aparitia limfadenopatiilor regionale.

Concluzii

CMCP este o tumorad rard de naturd maligna
ce trebuie evaluatd si tratata corect. Stabilirea cu
certitudine a diagnosticului final se face prin
examen histopatologic, investigatii sistemice
suplimentare, +/- teste de imunohistochimie,
urmate de un tratament chirurgical radical cu
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Immunohistochemical analysis of PMCS may
help in differentiation of cutaneous metastases of
internal neoplasm. The tumor cells of primary
mucinous carcinoma stain positively for CK7 and
negative for CK20, similar to breast cancer, but
different from gastrointestinal adenocarcinoma
which is CK7 negative and CK20 positive. Use of
CK7 and CK20 immunostains thus allows
approximately one-half of cases of mucinous
carcinomas to be effectively eliminated from
consideration. Other CK7-positive and CK20-
negative tumors such as adenocarcinoma of the
lung and gallbladder may metastasize to the skin;
these can be differentiated from a primary skin
form based largely on clinical investigation with
potential assistance from other immuno-
histochemical stains [9].

The expression of p63 by PMCS and its
diagnostic utility are controversial due to its
presence also on cutaneous metastases of breast
and lung adenocarcinoma, further systemic
investigations being mandatory. Cases of
primary mucinous carcinoma of the skin have
been found to be estrogen receptor, progesterone
receptor and GCDFP-15 positive. Quereshi et al
suggest that finding an in-situ component of
tumor that stains positive for p63 and CK5/6 can
help to exclude metastatic mucinous breast
carcinoma [8]. Brownstein et al found that only
6% were located on the head and neck region
[10].

Treatment of mucinous carcinoma entails
local excision. Because of the high rate of
recurrence, adequate excision with generous
margins (at least 1cm) is recommended. Several
reports of successful treatment using Mohs
micrographic surgery have been described; one
successfully treated case used low-molecular
weight immunostaining in the Mohs’s sections.
Other treatments, such as chemotherapy and
radiation, generally are not employed in the
management of these tumors [7-10]. Patients
should be counseled about the importance of
frequent follow-up, for evaluation for local tumor
recurrence or development of regional
lymphadenopathy.

Conclusions

PMCS is a rare malignant tumor which must
be correct evaluated and treated. The practitioner
establishes an accurate diagnosis based on histo-
pathological findings, additional systemic inves-
tigations, +/- immunohistochemical analysis




margini de sigurantd oncologicd sau chirurgie
Mohs si un follow-up periodic[8,9].

De subliniat in cazul pacientului nostru,
progresia lentd a leziunii, examenul clinic local
nespecific, localizarea rard la nivelul fosei
supraclaviculare si rezultatul histopatologic,
toate fiind compatibile cu diagnosticul de CMCP.
In plus, pacientul a fost complet investigat
sistemic in clinica de medicina interna in vederea
descoperirii unei malignitdti viscerale, dar
rezultatele au fost negative. Raiméane in evidenta
clinicii noastre, la 18 luni de la excizia
chirurgicald, farda semne de recidiva locala sau
adenopatii regionale.
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succeeded by radical surgical treatment and
frequent follow-up [8,9].

Particularly in our case is to remark the
progressive evolution of the lesion, the local
clinical non-specific appearance, the supra-
clavicular area as localization and the histologic
findings; all of these are consistent with the
diagnosis of primary mucinous carcinoma of the
skin. Further more, our patient underwent
complete systemic evaluation for other internal
malignancies that may manifest as metastatic
disease to the skin, but the work-up was
negative. He remains under our observation; no
recurrence has been detected during follow-up
period of 18 months.
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