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Rezumat

Tumorile maligne anexiale sunt neoplazii ce iau
nastere din structurile anexe ale pielii (glande, foliculi
pilosi) si se pot dezvolta pe tegumente anterior indemne,
dar mai frecvent provin din malignizarea diferitelor
varietdti de tumori benigne. Ele constituie un capitol
special al dermato-oncologiei. Aceste tumori sunt rare, bine
individualizate, cu diagnostic sustinut numai pe baza
examenelor histopatologice si imunohistochimice. Nu au
caractere clinice distinctive, ceea ce face ca si un clinician
experimentat sid rateze diagnosticul in urma doar a
examenului obiectiv. Tumorile maligne ale anexelor pielii
cuprind: tumorile maligne ale glandelor sebacee; tumorile
maligne cu diferentiere apocrind si ecrind; tumorile maligne
cu diferentiere foliculard. Aceste grupe includ mai multe
entitdti, pentru fiecare fiind prezentate particularititile
clinico-evolutive, aspectele histopatologice, imunohisto-
chimice si conduita terapeuticd.
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Summary

Adnexal malignant tumors are neoplasm originated in
the adnexal skin structures (glands, hair follicles) and can
develop on previously healthy skin, but usually they appear
due to the malignization of different varieties of benign
tumors. They represent a special chapter in oncological
dermatology. These tumors are rare, well individualized,
with a diagnosis sustained only on histopathological exam
and immunohistochemistry. They have no distinctive
clinical feature, which can make even an experimented
phisician miss the diagnosis, after performing only a
clinical exam. Adnexal malignant tumors are represented
by: malignant tumors of the sebaceous glands; malignant
tumors with appocrine and eccrine differentiation;
malignant tumors with follicular differentiation. These
groups include multiple entities, for each being presented
the clinico-evolutive particularities, histopathological
aspects, immunohistochimical and therapeutical conduit.
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Tumorile maligne anexiale sunt neoplazii ce
iau nastere din structurile anexe ale pielii
(glande, foliculi pilosi) si se pot dezvolta pe
tegumente anterior indemne, dar mai frecvent
provin din malignizarea diferitelor varietdti de
tumori benigne.[1,2]

Adnexal malignant tumors are types of
neoplasms that have the origins in the adnexal
structures of the skin (glands, hair follicles) and
they can develop on previously healthy skin.
Most frequently, they come from the
malignization of previously benign tumors. [1,2]

*  Departamentul Dermatologie, Universitatea de Medicina si Farmacie din Craiova, Roméania.
Dermatology Department, University of Medicine and Pharmacy of Craiova, Romania.
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I. Tumorile maligne ale glandelor
sebacee

Carcinomul glandelor sebacee (adeno-
carcinomul sebaceu) este o tumora foarte rara, ce
apare cu o frecventa de 0,2 % in cadrul cancerelor
cutanate. Localizarea de electie o constituie fata
(in special pleoapele) sau scalpul.[3]

Clinic apare ca o formatiune nodulara
solitard, cu suprafatd netedad translucidd de
culoare roz sau brun-gdlbuie. Tumora atinge
dimensiuni medii in jur de 1 cm diametru, poate
deveni polilobatd si uneori poate ulcera. Pe
suprafata de sectiune are culoare gilbuie, uneori
presdratd cu mici chisturi din care la presiune se
scurge un material grunjos, de culoare galben
cenusie. Poate fi asociatd, in cadrul sindromului
Muir-Torre, cu neoplazii maligne viscerale.[4]

Evolutia tumorii este pe de o parte locald,
infiltrativd si distructivd, iar pe de altd parte
poate da metastaze la distantd. Se apreciaza ca
metastazele carcinomului sebaceu sunt relativ
rare si tardive, incidenta metastazarii fiind
apreciatd in jur de 14%.[5,6]

Un aspect particular este reprezentat de
adenocarcinomul glandelor Meibomius de la
nivelul pleoapelor, care constituie cea mai
frecventd localizare a carcinoamelor sebacee.

Histopatologic, tumorile sunt formate din
celule cu morfologie ce aminteste de cea sebacee,
dispuse grupat in centru lobulilor tumorali si din
celule carcinomatoase nediferentiate dispuse mai
ales cédtre periferia lobulilor tumorali.

Imunohistochimic celulele neoplazice au
imunoprofil asemandtor celulelor din tumorile
benigne sebacee (pozitive pentru citokeratine cu
greutate moleculard mare, EMA, C15/Leu
M1).[7]

Tratamentul de electie este excizia chirur-
gicald cu margini de sigurantd, excizia completa
inainte de metastazare asigurand o ratda de
supravietuire crescuta. [5,6]

[l. Tumorile maligne cu diferentiere
apocrina si ecrina

Sunt mai frecvente decat cele dezvoltate din
celelalte structuri anexiale ale pielii. Aceasta
categorie de tumori cuprinde urmadtoarele
entitati:
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. Malignant tumors of the sebaceous
glands

Sebaceous adenocarcinoma (carcinoma of the
sebaceous glands) is a very rare tumor, with a
frequency of 0,2 % of the cutaneous carcinomas.
They are mainly localized on the face (especially
eyelids) and scalp. [3]

The clinical aspect is represented by a solitary
nodular tumor, with smooth, translucid surface,
pink or yellow-brown colored. The tumor usually
had 1 cm diameter, can be polylobate and can
present ulcerations on the surface. On the section
surface, the color is yellow, sometimes sprinkled
with small cysts that eliminate a coarse, yellow-
grey material. This type of tumor, if present in
Muir-Torre syndrome, can be associated with
other visceral neoplasms. [4]

The tumor evolution is local, infiltrative and
destructive, but it can also present in a
metastasized form. Sebaceous carcinoma rarely
metastasizes, with an incidence of 14% and this
phenomenon occurs late in the evolution. [5,6]

A particular aspect is represented by the
Meibomius glands adenocarcinoma, situated in
the eyelids, which represents the most frequent
localization of the sebaceous carcinomas.

Histopathologically, the tumors are made of
cells with a morphology that resembles the one of
the sebaceous glands, situated in the center of the
tumoral lobules. The tumors also contain non-
differentiated carcinomatous cells, situated
mostly at the periphery of the tumoral lobules.

Immunohistochemistry shows an immune
profile of the neoplastic cells resembling the cells
within the benign sebaceous tumors (positive for
high molecular weight cytokeratins, EMA,
C15/Leu M1). [7]

The treatment is represented by surgical
excision with safety margins, complete excision
before metastasis ensuring a high survival rate.
[5,6]

[I. Malignant tumors with apocrine and
eccrine differentiation

This type of tumor is more frequent than the
one developed from the adnexal structures of the
skin. This type contains the next entities:




1. Carcinomul microchistic anexial (carci-
nomul ductal sclerozant ecrin, epiteliomul ecrin,
carcinomul siringomatos) este un adenocarcinom
bine diferentiat cu capacitate scizutd de meta-
stazare.[8]

Clinic, tumora apare preferential la nivelul
fetei, la persoanele adulte, afecteaza mai frecvent
femeile si are o crestere lentd pe o perioada de
mai multe luni sau ani. [9]

Histopatologic aspectul clasic este repre-
zentat de structuri solide sau chistice de mici
dimensiuni, superficiale, asemdnatoare ductelor
sau chisturilor infundibulare. In zona centrald
tumora este alcatuita numai din structuri ductale
mici, frecvent cu implicarea neurald si peri-
neurald. In cele mai profunde zone in care
infiltreazd tumora se observd dispunerea in “sir
indian” a celulelor intr-o stomd sclerozanta.
Aceasta aparentd 1i confera tumorii un aspect
caracteristic de leziune stratificatd: in zona
superficiald prezintd aspect chistic si tubular, iar
spre profunzime cordoane de celule si scleroza.
Uneori poate prezenta zone sebocitice, alteori arii
asemdndtoare tecii foliculare, acest lucru
sugerand faptul cd poate avea diferentiere citre
unitatea foliculo-sebaceo-apocrinad. In unele
cazuri leziunea este exclusiv ductald, ceea ce i-a
determinat pe unii autori sd o denumeasca
carcinom siringomatos sau carcinom ductal
sclerozant ecrin. [8,9] Unele tumori prezinta
aspect poromatos sau de celule clare. Citologic
leziunile sunt bine diferentiate, fira pleomorfism
nuclear sau figuri mitotice. De fapt pleomor-
fismul nuclear trebuie sd se ia in calcul, atunci
cand diagnosticul de carcinom microchistic este
corect.

Tumora prezintd pozitivitate pentru AE1/
AE3, CK7, si Bcl-2, EMA si BerEP4. Alfa SMA si
5100 sunt pozitive in periferia tubulard. P53 este
pozitivd In mai putin de 25% din celulele
neoplazice. Existd un index de proliferare sub 5%
pentru Ki67 in celulele neoplazice, iar CK20, C-
erb si CD 34 sunt negative.[1,2,8]

Tratamentul este chirurgical cu margini de
sigurantd oncologica. Radioterapia a condus
rareori la succes. In unele cazuri s-a observat
chiar o agresivitate crescutd a tumorii dupa acest
tratament.[9]

2. Tumora mixtd malignda (MMT) este o
tumora anexiald cutanatd extrem de rard cu un
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1. Adnexal microcystic carcinoma (scleros-
ing sweat duct carcinoma, eccrine epithelioma,
syringomatous carcinoma) is a well differentiated
adenocarcinoma, with low metastasis capacity.
8]

Clinically, the tumor is located on the face,
usually affects adults, women more frequently
and has a slow growth, over a period of months
or even years. [9]

The classical histopathological aspect is
represented by solid or small cystic structures,
situated superficially, resembling the infundibu-
lar ducts or cysts. In the central area, the tumor is
made of small ductal structures, with frequent
neural and perineural involvement. In the
deepest areas where the tumor is infiltrated, the
cells are arranged in “Indian line” within a
sclerous stroma. This appearance gives the tumor
a specific aspect of layered lesion: in the
superficial area, it has a cystic and tubular aspect,
while the depths of the tumor are mainly made of
cell cords and sclerosis. Sometimes it can present
sebocytic areas, while other times it can present
with areas resembling the follicular sheath. This
suggests that it can have differentiation towards
the follicular-sebaceous-apocrine unity. In some
cases, the lesion is exclusively ductal, which has
determined some authors to call it syringo-
matous carcinoma or sclerosing sweat duct
carcinoma. [8,9] Some tumors present poro-
matous or clear-cell aspects. Cytologically, the
lesions are well differentiated, without nuclear
pleiomorphism or mitotic figures. Actually, the
nuclear pleiomorphism must be taken in
consideration when the microcystic carcinoma
diagnosis is correct.

The tumor is positive for AE1/AE3, CK7 and
Bcl-2, EMA and BerEP4. Alpha SMA and 5100 are
positive in the tubular periphery. P53 is positive
in less than 25% of the neoplastic cells. There is a
proliferations index which is less than 5%
positive for Ki67 in the neoplastic cells, while
CK20, C-erb and CD34 are negative. [1,2,8]

The treatment is surgical excision with
oncological safety margins. Radiotherapy has
rarely lead to success. In some cases, there has
been observed a slightly increased aggression of
the tumor after radiotherapy. [9]

2. Mixt malignant tumor (MMT) is an
extremely rare skin adnexal tumor with an

235




DermatoVenerol. (Buc.), 62: 233-248

comportament agresiv local si potential crescut
de metastazare. Cunoscutd si sub alte denumiri
(tumora mixtd malignd apocrind, siringom
condroid malign) tumora mixta maligna este
privitd ca omologul malign al tumorilor mixte
benigne, desi diagnosticul histologic se bazeaza
in primul rand pe caracterul bifazic al neo-
plasmului, decat pe o combinatie de resturi
tumorale benigne cu tesutul carcinomatos.[1,10]

Aceastd tumora poate sa apard la orice varsta
(15 Iuni-89 de ani) si este de doud ori mai
frecventd la femei fata de barbati. In comparatie
cu forma omoloagd benignd, aceasta prezinta
predilectie pentru trunchi, extremitati, in
principal maini si picioare.

Clinic, majoritatea MMT sunt tumori slab
circumscrise si pot apdrea chistice, iar la
momentul prezentdrii pot avea 2-15 cm in
diametru. Ele nu sunt dureroase, nu ulcereaza si
nu prezintd nici un aspect clinic distinctiv. Foarte
rar au crestere rapidd, prezinta ulceratii sau
durere. Suprafata de sectiune a tumorii poate
dezvdlui un material gelatinos in cantitate
variabila. Din cauza cresterii infiltrative nu este
posibild enucleatia tumorii.

Histopatologic MMT se dezvolta in derm si
subdermic si se prezintd ca o tumord mare,
asimetricd, slab circumscrisa, bifazicd, lobulats,
cu margini infiltrative si noduli tumorali sateliti
adiacenti. Rar tumora poate prezenta juxtapuneri
de zone benigne si maligne mixte. MMT este
alcatuitd din doud componente: epiteliala si
mezenchimald, componenta epitelialda pre-
dominantd la periferie, iar componenta mezen-
chimald condromixoida spre centru. Stroma
tumorald condromixoidd este PAS negativa, fiind
alcdtuitd din acid hialuronic si mucopolizaharide
acide. Rareori stroma se poate osifica. Agregatele
de celule epiteliale se prezintd sub forma de
cordoane confluente si cuiburi celulare de forme
si mdrimi variabile, intercalate cu zone cu aspect
tubular. Structurile tubulare pot fi tapetate de cel
putin doua randuri de celule epiteliale, cele
dinspre lumen avand aspect de celule cu secretie
apocrind, iar celulele perilumenale prezinta
diferentiere plasmocitoidd sau mioepiteliala.-
[1,11]

Celulele tumorale pot prezenta imunofenotip
mioepitelial cu coexpresie pentru S100 si CK,
inclusiv pentru actind intr-o minoritate celulara.

236

aggressive local behavior and a high metastasis
potential. Also known as mixt malignant apo-
crine tumor or malignant chondroid syringoma,
mixt malignant tumor is considered the
malignant correspondent for mixt benign tumors,
although the histological diagnosis is based in the
first place in the biphasic character of the
neoplasia, rather than on a combination of benign
tumoral debris with carcinomatous tissue. [1, 10]

This tumor can appear at any age (15 months-
89 years) and is twice more frequent in women
than men. Compared to the corresponding
benign form, the malignant one presents
predilection for the trunk and extremities,
especially hands and feet.

Clinically, most MMT are circumscripted and
may appear cystic, and in the moment of the
medical examination, most of them are 2-15 cm
diameter. They are not painful or ulcerated and
have no distinctive clinical aspect. They rarely
have a rapid growth, with ulcerations or pain.
The section surface of the tumor can reveal a
gelatinous material in variable quantity. Because
of the infiltrative growth, the tumor enucleation
is not possible.

Histopathologically, MMT develops in the
dermis and sub dermis and is presented as a
large, asymmetrical tumor, poorly circum-
scripted, biphasic, lobulated, with infiltrative
margins and adjacent satellite tumoral nodules.
Rarely, the tumor can present juxtapositions of
benign and malignant areas. MMT is made of two
components: epithelial and mesenchymal, the
epithelial component is situated in the periphery,
while the mesenchymal one is situated in the
center. The tumoral chondromyxoid stroma is
PAS negative, being mainly made of hyaluronic
acid and acid mucopolysaccharides. Rarely, the
stroma can turn to bone. The epithelial cellular
aggregates can present like confluent cords and
cellular nests with variable shapes and sizes,
mixed with tubular aspect areas. The tubular
structures can be paved with at least two layers of
epithelial cells, the ones close to the lumenum are
similar to the cells with apocrine secretion, and
the perilumenal ones, present plasmocytic or
myoepithelial differentiation. [1,11]

The tumoral cells can present myoepithelial
immunophenotype with expression for S100 and
CK, including actine in some cells. Spindle cells




Celulele fusiforme din zona cu stroma mixoida
sunt pozitive pentru Vimentind.

MMT prolifereaza intr-o modalitate invaziva
si distructivd cu o ratd crescutd de recurente
locale si metastazare (peste 50%) in ganglionii
loco-regionali, pldmani si la nivel osos. Decesul
survine in peste 25% din cazuri. Totusi in peste
30% din cazuri nu existd nici recurente nici
metastaze (tumora atipicd mixtd a pielii). In
general evolutia MMT este prelungitd. Excizia
completd inainte de metastazare are supra-
vietuire 100%. [10,11]

3. Porocarcinomul ecrin (carcinomul ecrin,
porom ecrin malign, hidroacantom simplex
malign, porom ecrin intraepidermal malign,
poroepiteliom) este o tumora maligna cu origine
la nivelul ductului glandelor ecrine prezentand
atat componentd intraepidermicd dar si dermica.
Tumora a fost descrisd pentru prima datd de
Pinkus si Mehregan in 1963.[12]

Porocarcinomul ecrin este o tumord rard,
observata predominant la persoanele varstnice.
Media de varstd la care apare aceastd tumora este
de 67 de ani. Barbatii si femeile sunt in mod egal
afectati. Porocarcinomul se poate dezvolta “de
novo” sau prin transformarea malignd a unui
porom ecrin preexistent, a unui hidroacantom
simplex sau apare In asociere cu un nev sebaceu.
Aproape 50% din porocarcinoame sunt asociate
cu un porom ecrin preexistent. Intre 44-50% din
localizari, porocarcinomul apare la nivelul
membrelor inferioare sau feselor, 24% la nivelul
trunchiului si 18% la nivelul capului. Sunt mai
putin frecvente la nivelul extremitatilor supe-
rioare.[13]

Clinic, porocarcinomul se prezintd ca o
leziune nodulard, sau verucoasd ulceratd.
Leziunea poate semdna cu un porom ecrin,
verucd vulgard, keratozda seboreicd, nev
melanocitar, fibrom, CBC, CSC sau granulom
piogenic. Diagnosticul se precizeaza prin examen
histopatologic.[12,13]

Histopatologic, porocarcinomul formeaza
cuiburi si cordoane de celule epiteliale cu
citoplasma palidd. Masele tumorale sunt bine
delimitate si frecvent rotunde, cu celule
poligonale cu nuclei pleomorfi, neregulati,
nucleoli proeminenti si numeroase figuri
mitotice. Existd o delimitare netd intre cuiburile
celulare si keratinocitele epidermice adiacente.
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from the area with myxoid stroma are positive for
Vimentin.

MMT proliferate in an invasive and destruc-
tive way, with a high local recurrence rate and
metastasis (over 50%) in local and regional lymph
nodes, lungs and bones. Death occurs in more
than 25% of the cases. Still, in over 30% of the
cases, there is no recurrence or metastasis
(atypical mix skin tumor). Generally, MMT has a
prolonged evolution. Complete excision before
metastasis had a survival rate of 100%. [10,11]

3. Eccrine porocarcinoma (eccrine carcinoma,
malignant eccrine poroma, malignant hidro-
acanthoma simplex, malignant intraepidermal
eccrine poroma, poroepithelioma) is a malignant
tumor originating in the eccrine glands ducts. It
has both intraepidermal and dermal component.
The tumor was first described by Pinkus and
Mehregan in 1963. [12]

Eccrine porocarcinoma is a rare tumor,
predominantly affecting old people. The age of
onset is 67 years. Men and women are equally
affected. Porocarcinoma can develop “de novo”
or through malignant transformation of a
preexisting eccrine poroma, hidroacanthoma
simplex or it can be associated with a sebaceous
nevus. Almost 50% of porocarcinomas are
associated with a preexisting eccrine poroma. In
44-50% of the cases, it is localized on inferior
limbs or buttocks, 24% are placed on the trunk
and only 18% on the head and face. The upper
limbs are rarely affected. [13]

Clinically, porocarcinoma is presented like a
nodular or ulcerated verrucous lesion. It can
resemble an eccrine poroma, verruca vulgaris,
seborrheic keratosis, nevus, fibroma, basal cell
carcinoma, squamous cell carcinoma or pyogenic
granuloma. The diagnosis is histopathological.
[12,13]

Histopathologically, porocarcinoma forms
nests and cords made of epithelial cells with pale
cytoplasm. Tumoral masses are well delimited,
frequently round, with polygonal cells that
contain pleomorphic nuclei and irregular,
prominent nucleoli and numerous mitotic
figures. These is a clear delimitation between the
cellular nests and the adjacent epidermal
keratinocytes. The epidermis can be acanthotic.
Both isolated cells and cellular nests can invade
the epidermis, in a pagetoid way. Keratinization
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Epidermul supraiacent poate fi acantotic. Atat
celulele isolate cat si cuiburile celulare pot invada
epidermul sub un aspect pagetoid. Keratinizarea
este de obicei absentd. Puntile intercelulare in
cadrul celulelor tumorale sunt greu vizibile.
Conectarea cu ductele ecrine intradermice poate
fi observatd, dar si invazia intralimfaticd in
dermul profund poate fi de asemenea observata
in 15% din cazuri. Diagnosticul diferential
include: poromul ecrin, hidroacantomul simplex,
boala Paget. Poromul ecrin si hidroacantomul
simplex pot prezenta atipii, Insd leziunile sunt
simetrice si bine circumscrise. Porocarcinomul se
diferentiazd de boala Paget prin faptul ca impli-
carea intraepidermicd este rard, iar interesarea
dermicéd este mai mare, precum si prin continutul
celulelor bogate in glicogen, fatd de mucina din
celulele Paget. In absenta unui porom ecrin
rezidual porocarcinomul este greu de diferentiat
de carcinomul scuamos.

Celulele tumorale sunt pozitive pentru un
panel de anticorpi impotriva pan CK, insa sunt
mai palide comparative cu keratinocitele
epidermice adiacente. Structurile ductale din
interiorul tumorii sunt puternic pozitive pentru
CEA si EMA [1,14]

Aproximativ 20% din porocarcinoame recidi-
veazd dupd excizie. Ganglionii regionali sunt
invadati In 20% din cazuri, in timp ce In 12% din
cazuri se dezvoltd metastaze la distanta. Pacientii
cu boald metastatici au o rata crescuta de
mortalitate. Numarul crescut de mitoze, invazia
limfoganglionilor si profunzimea tumorii mai
mare de 7 mm sunt asociate cu un prognostic
nefavorabil. [1,12,13]

4. Spiradenocarcinomul este o tumora ma-
ligna anexiala ce rezultd din transformarea
malignd a unui spiradenom benign.[2]

Spiradenocarcinomul este o tumord extrem
de rard, afecteaza In principal persoanele de
varstd medie, iar incidenta este egald pentru
ambele sexe. Spiradenocarcinomul poate afecta
orice regiune a corpului, Insd cea mai frecventa
localizare este la nivelul extremitatilor
superioare, urmata de extremitdtile inferioare,
trunchi, cap si gat. [2,15]

Clinic, iIn mod frecvent existd o perioadd de
timp destul de lunga de evolutie, perioadd in care
tumora creste, ulcereazd, devine fermd sau isi
modificd culoarea. Dimensiunile tumorii pot fi
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is usually absent. Intercellular bridges within the
tumoral cells are invisible. Their connection with
the intraepidermal eccrine ducts can be observed,
but the intralimphatic invasion of the profound
dermis can also be observed in 15% of the cases.
The differential diagnosis includes: eccrine
poroma, hidroacanthoma simplex, Paget disease.
Eccrine poroma and hidroacanthoma simplex can
be atypical, but the lesions are symmetrical and
well circumscripted. Porocarcinoma is differen-
tiated from Paget disease through the fact that the
intraepidermal implication is rare, and the
dermis is more frequently affected. Another
difference between those two is the number of
glycogen rich cells, compared to the mucine in
Paget cells. In the absence of an eccrine poroma,
residual porocarcinoma is hard to distinguish
form squamous cell carcinoma.

Tumoral cells are positive for a panel of
antibodies anti pan CK, but they are paler,
compared to the adjacent epidermal ker-
atinocytes. The ductal structures from the interior
of the tumor are strongly positive for CEA and
EMA. [1,14]

Approximately 20% of the porocarcinomas
recidivate after excision. The regional lymph
nodes are invaded in 20% of the cases, while 12%
of the cases develop distance metastasis. The
patients with metastatic disease have a high
mortality rate. The high number of mitoses, the
lymph node invasion and a tumoral depth bigger
than 7 mm are associated with a bad prognosis.
[1,12,13]

4. Spiradenocarcinoma is an adnexal malig-
nant tumor that results from the malignant
transformation of a benign spiradenoma. [2]

Spiradenoma is an extremely rare tumor that
mainly affects medium age individuals. The
incidence is equal for both sexes. Spiradeno-
carcinoma can affect any body region, but mostly
frequently it is located on the upper extremities,
followed by low extremities, trunk, head and
neck. [2,15]

Clinically, there is a long evolution period, in
which the tumor grows, it ulcerates, becomes
firm or it changes color. The tumor dimensions
can variate between 0,8-10 cm. The time period in




cuprinse intre 0.8-10 cm. Durata de timp in care
pe o leziune preexistenta apare tumora maligna
este de aproximativ 20 de ani. Pacientul poate
avea multiple spiradenoame care pot coexista cu
cilindroame.[15,16]

Histologic, in toate cazurile existd zone de
spiradenom cu noduli dermici bine delimitati
alcdtuiti din doud tipuri de celule. Spiradeno-
carcinomul se dezvoltd pe un spiradenom si este
alcdtuit din doua tipuri histopatologice majore.
Intr-un tip existd zone care prezintd o trecere
graduald de la forma benigna la cea maligna. in
aceste leziuni populatia celulard duald a formei
benigne trece imperceptibil catre populatia
celulard monomorfd maligna. Aspectul comun al
spiradenomului dispare si este Inlocuit de cuiburi
si cordoane de celule mai putin definite, iar
structurile glandulare sau glandular-like, la fel ca
si globii hialini, sunt rarefiate sau lipsesc. Aceste
transformaéri pot fi focale in leziunile timpurii si
pot disparea usor in evolutie. In al doilea tip
histologic transformarile maligne sunt adiacente
zonei de spiradenom, fard tranzitie structurald
sau citologicd. Acest neoplasm poate prezenta un
spectru larg de aspecte histologice, incluzand
modificari de tip scuamos, bowenoid, ductal
carcinoma-like, chiar histiocitic-like si carcino-
sarcomatos-like cu diferentiere rabdomioblastica
sau osteosarcomatoasi. In stadiile avansate ale
celor doud subtipuri, necroza, hemoragia si
cresterea infiltrativa pot fi observate.

Spiradenocarcinomul este pozitiv pentru
majoritatea CK, CEA, EMA si prezintd o reactie
,patata” pentru proteina 5100. Supraexpresia p53
a fost, de asemenea, observati.

Spiradenocarcinomul este o tumord agresiva
cu multiple recurente local si uneori si metastaze.
Metastazele, de obicei, implicd ganglionii lim-
fatici, oasele si plamanii. Atitudinea terapeutica
este, in principal, chirurgicala.[2,16]

5. Hidradenocarcinomul (carcinomul papilar
cu celule clare, hidradenocarcinom cu celule
clare, acrospirom malign cu celule Cclare,
hidradenom mucoepidermoid) este varianta
malignd a hidradenomului.

Hidradenocarcinomul este o tumora ce apare
mai frecvent la femeile cu o0 medie de varstd de 50
de ani, Insd au existat cazuri descrise si la copii.
Multe din cazurile de hidradenocarcinom apar
“de novo”, 1nsd unele sunt asociate cu
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which the malignant tumor develops on a
preexistent lesion is almost 20 years. The patient
can have multiple spiradenomas that can coexist
with cilindromas. [15,16]

Histologically, there are areas with spira-
denomas that contain well delimited dermic
nodules made of two types of cells. Spiradeno-
carcinoma develops on a spiradernoma and is
made of two major histopathological types. In
one type, there are areas with a gradual variation
from the benign to the malignant form. In these
lesions, the dual cell population of the benign
form goes imperceptible to the monomorphic
malignant cell population. The common aspect of
the spiradenoma disappears and it is replaced by
less defined nests and cell cords. The glandular
and glandular-like structures and hyaline globes
are rarefied or totally missing. These transfor-
mations can be focal in early lesions and can
disappear during the evolution of the tumor. In
the second histopathological type, malignant
transformations are adjacent to the spiradenoma
area, without structural or cytological transition.
This neoplasm can present with a broad spectre
of histopathological aspects, including squa-
mous, bowenoid, ductal carcinoma-like, histio-
cytic-like and carcinosarcomatous-like modifica-
tions with rhabdomyoblastic or osteosarco-
matous differentiation. In late stages of the two
subtypes, necrosis, bleeding and infiltrative
growth can be observed.

Spiradenocarcinoma is positive for the
majority of the CK, CEA, EMA and presents a
“stained” reaction for S100 protein. The p53
super expression have also been observed.

Spiradenocarcinoma is an aggressive tumor,
with multiple local recurrences and sometimes
metastases. Usually, metastases affect lymph
nodes, bones and lungs. The treatment is usually
surgical. [2,16]

5. Hidradenocarcinoma simplex (papillary
carcinoma with clear cells, clear cells hidradeno-
carcinoma, clear cells malignant acrospiroma,
mucoepidermoid hidradenoma) is the malignant
variant of hidradenoma.

Hidradenocarcinoma is a tumor that fre-
quently affects women aged 50, but there have
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hidradenomul. Aceasta se poate localiza in orice
zond a corpului.

Clinic, tumora nu prezintd aspecte caracte-
ristice si de obicei are o crestere lenta sub forma
unui nodul solitar localizat in derm sau
subdermic.[2,17]

Histopatologic, hidradenocarcinomul este
alcatuit din unul sau mai multi noduli tumorali
de mérime si formd variabild, ce prezintd focal
structuri tubulare sau ductale. Ariile de necroza
sunt prezente. De obicei tumora nu are conexiune
cu epidermul, iInsd epiteliul de acoperire
supraiacent poate fii ulcerat. Tumora este
alcdtuitd din acelasi tip de celule ca si
hidradenomul, insd acestea prezinta atipii nu
nuclei pleomorfi si numeroase mitoze. Totusi
unele tumori pot fi lipsite de atipii nucleare, de
aceea diagnosticul se stabileste pe baza
aspectului arhitectural.

Celulele neoplazice exprimd pozitivitate
pentru citokeratine cu greutate moleculard mica,
cum ar fi CAM 5.2, CK 19. CEA si EMA se
pozitiveaza la marginea lumenald a structurilor
ductale.

Cat priveste volutia, acest carcinom poate da
metastaze la distanta. [17]

6. Carcinomul mucinos (MC) este o tumora
rard a pielii care apare in cele mai multe cazuri la
persoanele de varstd medie sau varstnice si mai
frecvent la barbati. Desi se caracterizeaza printr-o
crestere locald distructivd si potential de
metastazare la nivelul ganglionilor regionali, are
uneori evolutie indolentd cu recurente locale.
Carcinomul mucinos metastatic la nivelul pielii
de la nivelul altor organe (in mod particular de la
nivelul sanului, tractului gastrointestinal) este
greu de diferentiat histopatologic de carcinomul
mucinos primar cutanat. Cele mi multe carci-
noame mucinoase sunt tumori solitare cu crestere
lenta insotite de durere si se dezvoltad predo-
minant la nivelul scalpului si fetei, cu predilectie
la nivelul pleoapelor. Rar pot fi afectate axilele,
trunchiul, extremitdtile inferioare, perineul,
vulva.[2,18]

Clinic, tumora poate avea culoare brun-
deschis sau rosieticd, cu suprafata netedd, de
consistentd moale pana la fermd. Cele mai multe
MC sunt bine circumscrise, neincapsulate loca-
lizate dermic sau subdermic. Diametrul tumorii
poate atinge dimensiuni cuprinse intre 1-8 cm,
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been cases described in children. Many of the
hidradenocarcinoma cases appear “de novo”, but
some are associated with hidradenoma. This can
be localized in any body region.

Clinically, the tumor doesn’t have charac-
teristic features and it usually has slow growth
under the form of a solitary dermic or sub dermal
nodule. [2, 17]

Histopathologically, hidradenocarcinoma is
made of one or more tumoral nodules with
variable size and shape and they present focal
ductal or tubular structures. Areas of necrosis
may be observed. Usually, the tumor has no
connection with the epidermis, but the coverage
epithelium may be ulcerated. The tumor is made
of the same cell type as the hidradenoma, but this
presents atypical features, with pleomorphic
nuclei and many mitoses. Still, the nuclear atypia
may be missing in some cases, this is the reason
why the diagnosis is made on the architectural
aspect.

Neoplastic cells express positivity for low
molecular weight cytokeratins like CAM 5.2, CK
19. CEA and EMA are positive on the lumenal
margin of the ductal structures.

This type of carcinoma can present with long-
distance metastases. [17]

6. Mucinous carcinoma (MC) is a rare skin
tumor that usually affects middle-aged or old
people, more frequently men. Although it is
characterized by destructive local growth and
high metastasis potential, it sometimes had
indolent evolution with local recurrences.
Metastatic mucinous skin carcinoma, with origin
in different organs (particularly breast and
gastrointestinal tract) is hard to differentiate
histopathologically from primary mucinous skin
carcinoma. Most mucinous carcinomas are
solitary tumors with slow growth, accompanied
by pain and are predominantly located on the
face and scalp, with predilection for the eyelids.
Rarely, the trunk, axilla, lower extremities,
perineum and vulva can be affected. [2, 18]

Clinically, the tumor can be light brown or
reddish, with smooth surface and soft or firm
consistency. Most MCs are well circumscripted,
unencapsulated and are localized in the dermis




desi au fost descrise si dimensiuni mai mari. La
excizie, se remarca faptul cd tumora este fixata la
tesutul subiacent, iar suprafata de sectiune este
gelatinoasa.

Histopatologic, MC se prezinta ca o tumora
neincapsulata asimetricd. Aceasta se extinde
subcutanat si chiar profund in tesuturile
subiacente. Tumori satelite pot sd apard la
distantd de tumora principald. Aspectul tumorii
este sub forméa de lacuri de mucind separate de
septuri fibroase subtiri, credind un aspect de
fagure de miere. In lacurile de mucina plutesc
mici insule sau cuiburi bizare de celule epiteliale
neoplazice, uneori exprimand un aranjament
cribriform. Componenta epiteliald este densa la
periferia tumorii. Micile structuri glandulare sau
tubulare care contin mucind sau care prezinta
semne de secretie apocrind apar foarte rar.
Celulele neoplazice sunt cuboidale, rotunde sau
ovale cu citoplasma abundentd si vacuolizata.
Nucleii sunt mici cu o usoard atipie, mitozele
sunt rare.

Celulele neoplazice exprimd pozitivitate
pentru CK cu greutate moleculard mare, CEA,
EMA, GCDEFP15, alfa-lactalbumina, amilaza
salivard, beta 2 microglobulind. Expresia 5100
este inconstanta. CK 20 permite diferentierea
carcinomului metastatic gastrointestinal fatd de
MC care este negativ pentru aceasta. Variante de
MC rareori prezinta diferentiere neuroendocrina
ori patern de crestere ce simuleaza carcinomul de
san infiltrativ. Diferentierea histologica intre MC
primar si cel metastatic poate fi imposibild, cu
toate cd cel din urmad prezintd variante histologice
subtile (ex. cuiburi mari de celule neoplazice
coezive, cantitate mai putind de mucind si
absenta septurilor fine fibroase care inconjura
lacurile de mucind). Aspectul caracteristic de
fagure de miere al MC este absent. Histogeneza
MC nu este pe deplin inteleasd insa existd o
evidenta puternica morfologica pentru sustinerea
originii apocrine.[2]

Referindu-ne la evolutie si prognostic,
mentionam cd, in contrast cu alte tumori de
glande sudoripare, MC este o tumord malignd cu
grad scazut de malignitate, cu tendinta de a
persista la locul de origine, avand potential
scdzut de metastazare. Aproximativ 10% din MC
metastazeaza la nivelul ganglionilor regionali si
numai 3% la distantd. Existd multiple recurente
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or sub dermal. The tumor diameter can reach 1-8
cm, although there have been described larger
tumors. During the excision, one can observe that
the tumor is fixed to the subjacent tissue and the
surface is gelatinous.

Histopathologically, MC presents itself as an
asymmetrical unencapsulated tumor. It has
subcutaneous extension and can also affect
profound subjacent tissues. Satellite tumors can
appear far from the primary tumor. The tumor
aspect is of mucine lakes separated by fibrous
septs, creating a honey comb aspect. In the
mucine lakes float small isles or bizarre nests of
epithelial neoplastic cells. The epithelial com-
ponent is dense in the tumor periphery. The small
glandular or tubular structures that contain
mucine or that present signs of apocrine secretion
appear very rare. The neoplastic cells are cuboid,
round or oval with abundant vacuolized
cytoplasm. The nuclei are small with a slight
atypia, the mitoses are rare.

The neoplastic cells express positivity
for high molecular weight CK, CEA, EMA,
GCDEFP15, alpha-lactalbumin, salivary amylase
and beta 2 macroglobulin. The expression of 5100
is unsteady. CK 20 can differentiate metastatic
gastrointestinal carcinoma from cutaneous
mucinous carcinoma, for which this is negative.
Variants of MC rarely present neuroendocrine
differentiation or growth pattern that simulates
infiltrative breast cancer. Histological differen-
tiation between primary MC and the metastatic
may be impossible, although the last one presents
subtle histological variants (large nests of
cohesive neoplastic cells, less mucine, the absence
of fibrous septs that surround the mucine lakes).
The characteristic honey-comb aspect of the MC
is absent. The MC histogenesis isn’t fully
understood, but the is a strong morphological
evidence that supports the apocrine origin. [2]

MC is a malignant tumor with a low malig-
nancy risk, with tendency to persist at the origin
and low metastasis potential. Approximately
10% of the MCs present with lymph node
metastases and only 3% present with long-
distance metastases. There are multiple recur-
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din cauza existentei tumorilor satelite, insa
decesul datorat MC este exceptional.[18,19]

7. Carcinomul digital papilar (adenomul
digital papilar agresiv, adenocarcinomul papilar
digital) este considerat a fi o tumord maligna
anexiald neobisnuitd, cu potential pentru
recurente si metastazare. Din punct de vedere al
istoricului, acest grup de leziuni a fost impartit in
adenom digital papilar agresiv si adenocarcinom
digital. Totusi cazurile au fost clasificate initial ca
adenoame care dezvoltd metastaze demonstrand
cd parametrii histologici nu aratd cu acuratete
comportamentul predictiv. [2,20]

Carcinomul papilar digital apare intotdeauna
la nivelul degetelor de la maini si picioare, la
nivelul palmelor si plantelor. Méinile sunt mai
frecvent implicate fatd de plante. Exista o
predominantd pentru sexul masculin si sunt mai
frecvent afectate persoanele adulte din decada 5
si 6 de viatd. Multe cazuri se prezinta clinic ca
nodul localizat la nivelul degetului, cu crestere
lenta si profunda. Leziunea poate avea dimen-
siuni de cativa centimetri in diametru. Durerea
este prezentd ocazional si poate fi legatd mai
degrabd de extinderea tumorii cdtre partea
osoasd, articulard sau nervoasd. Rareori meta-
staza este prima manifestare a bolii.

Histopatologic, tumora este alcdtuitd din
agregate epiteliale multinodulare localizate
dermic, cu spatii chistice. Un patern cribriform al
glandelor adesea apare in ariile solide ale tumorii
iar proiectiile papilare apar in spatiile chistice.
Proiectiile papilare sunt asociate cu axe
fibrovasculare in unele zone, in timp ce in alte
zone papilele sunt formate de epiteliu
protruzionat fira suport stromal. Epiteliul este
compus din celule columnare sau cuboidale.
Chisturile contin detritus necrotic sau material
secretor eozinofilic. Unele tumori sunt bine
circumscrise In timp ce altele au un patern de
crestere infiltrativ. Diagnosticul diferential
include adenomul ecrin papilar care este de
obicei bine circumscris si compus din ducte
dilatate cu doud randuri de celule si papile
delicate. Neoplasmele anexiale maligne, cum ar fi
acrospiromul malign, spiradenomul malign, sunt
incluse in diagnosticul diferential, insa sunt
lipsite de aspectul tipic de crestere papilard sau
glande “spate in spate” care caracterizeaza
carcinomul papilar digital. In plus, spiradenomul
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rences because of the satellite tumors, but death
due to MC is exceptional [18, 19]

7. Digital papillary carcinoma (aggressive
digital papillary adenocarcinoma, digital
papillary adenocarcinoma) is considered an
unusual adnexal malignant tumor, with
reccurence and metastasis potential. Historically,
this groups of tumors has been spread in two
categories:  aggressive  digital papillary
adenocarcinoma and digital adenocarcinoma.
Initially, cases have been classified as adenomas
that develop metastases, demonstrating that the
histological parametres don’t show accurately
the predictive behaviour. [2, 20]

Digital papillary carcinoma always appears
on the fingers and toes, palms and soles. Hands
are more frequently affected, comapred to soles.
There is a predominance for the male gender and
the disease usually affects adults in the 51 and 6t
decade of their life. Many cases present with a
nodule localised on the finger, with slow and
deep growth. The lesion can have a few centi-
metres diameter. The pain is occasional and may
be connected more to the tumoral extension to
the bone or nerves. Rarely, the metastasis is the
first manifestation of the disease.

Histopathologically, the tumor is made of
multinodular epitheloid aggregates localized in
the dermis, with cystic spaces. A cribriform
pattern of the glands often appears in the solid
areas of the tumor and the papillary projections
appear in the cystic spaces. The papillary
projections are associated with fibrovascular axes
in some areas, while in other areas the papiles are
made of protrusioned epithelium without
stromal support. The epithelium is made of
cuboid and columnar cells. The cysts contain
necrotic debris or eosinophilic secreting material.
Some tumor are well circumscripted, while other
have an infiltrative growth pattern. The diffe-
rential diagnosis includes papillary eccrine
adenoma, which is usually well circumscripted
and composed of dilated ducts with two rows of
cells and delicate papiles. Malignant adnexal
neoplasms, like malignant acrospiroma, malig-
nant spiradenoma, are included in the differential
diagnosis but don’t have the typical papillary
growth aspect or the “back to back” glands that




malign prezinta de obicei doua populatii celulare
(celule mici bazaloide si celule mari palide in
periferie) in aceleasi cuiburi.

Prezenta carcinomului papilar la nivelul
zonelor acrale, unde glandele ecrine sunt
abundente, sugereaza originea ecrind a acestor
tumori. Totusi unele tumori prezintd secretie
“decapitatd”, fenomen comun In leziunile
apocrine, insd observat si in leziunile ecrine. in
plus, imunoreactivitatea pentru feritind a condus
investigatorii citre originea ecrind a carcinomului
papilar digital.[2]

Excizia completd chirurgicald cu margini de
rezectie indemne este indicatd, insd uneori este
necesard amputarea. Recurentele tumorale sunt
observate in 50% din cazuri, in special in cazurile
cu rezectie primard incompletd. Boala metastatica
a fost raportatd In 14% din cazuri. Metastazele
pot acompania boala recurentd sau pot sd apara
fara evidente de recurentd. Plaménii sunt locul
favorit pentru metastazele la distantd, sugerand
cd acestea au loc pe calea hematogend. Recu-
rentele si metastazele se pare cd nu se coreleaza
cu varsta pacientului, mdrimea tumorii sau
durata evolutiei. Nici aspectul histologic, diferen-
tierea tumorii sau gradul nuclear nu sunt factori
predictivi ai comportamentului tumoral.[21]

8. Carcinomul adenoid chistic (ACC) cutanat
primar este un neoplasm cu histogeneza
controversatd, caracterizat printr-o crestere de tip
cribriform si implicare neurald frecventa.
Aproximativ 40 de cazuri au fost descrise in
literaturd, afectand persoanele de varsta medie si
varstnicii (media de varsta fiind de 58.1 ani),
avand predilectie pentru persoanele de sex
feminin. Acest neoplasm apare mai frecvent la
nivelul scalpului (35%), toracelui si abdomenului
(25%).[22]

Clinic, ACC cutanat primar are o evolutie
progresivd si indolentd, durata medie de la
aparitia tumorii si pand la diagnosticare este de
aproximativ 9 ani. Dimensiunile tumorii pot fi
cuprinse intre 0.5-8 cm, cu o medie de 3.2 cm.
Pacientii prezintd noduli fermi de culoarea
tegumentului cu crestere lentd. Sensibilitatea,
ulceratia si sdngerarea acestor noduli sunt
variabile si depind de zona implicatd. Localizarea
tumorii in regiunea scalpului poate fi asociata cu
alopecie.[23]
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characterize the digital papillary carcinoma.
Furthermore, malignant spiradenoma usually
presents two cellular populations (small basal
cells and small pale cells in the periphery) in the
same nests.

The presence of the papillary carcinoma in
the acral areas, where the eccrine glands are
abundant, suggests the eccrine origin of these
tumors. Still, some tumors present with
“decapitated” secretion, phenomenon common
in apocrine lesions, also observed in eccrine
lesions. Furthermore, the immunoreactivity for
feritine has led the investigators to the eccrine
origin of the digital papillary carcinoma. [2]

The complete surgical excision with healthy
margins is indicated, but sometimes amputation
is necessary. Tumoral recurrences are observed in
50% of the cases, especially in the cases without
complete primary resection. The metastatic
disease had been reported in 14% of the cases.
Metastases can accompany the recurrent disease
or can appear without recurrence evidence. The
lungs are the election place for long-distance
metastases, suggesting that these take place
through the hematogenous way. Recurrences and
metastases are not correlated with the age of the
patient, tumor dimensions or evolution duration.
Neither do the histopathological aspect, tumoral
differentiation or nuclear degree can predict the
tumoral behavior. [21]

8. Adenoid cystic carcinoma (ACC) is a
neoplasm with a controversed histogenesis,
characterized by a cribriform growth and
frequent neural implication. Approximately 40
cases have been described in literature, affecting
middle aged and old people (age of onset 58.1
years), with a predilection for women. This
neoplasm is more frequently located on the scalp
(35%), thorax and abdomen (25%). [22]

Clinically, primary cutaneous adenoid cystic
carcinoma had an indolent and progressive
evolution, with a medium time frame of 9 years
from the appearance of the tumor until it is
diagnosed. The tumor sized variate between 0,5
and 8 cm, with a medium size of 3,2 cm. Patients
present with ferm, skin-like nodules, with slow
growth. Sensibility, ulceration and bleeding of the
nodules is variable and depend on the affected
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Histopatologic, ACC este de obicei slab
circumscris si este alcatuit din insule si cordoane
de celule bazaloide cu aranjament glandular,
chistic, cribriform si tubular Inconjurate de
stromd laxa fibroasd, uneori mucinoasa. Celulele
neoplazice se localizeazd de obicei in dermul
mijlociu si profund, insd se poate extinde si in
tesutul adipos subcutanat. Cordoanele epiteliale
au un patern infiltrativ si nu sunt conectate cu
epidermul. Tumora are un aspect caracteristic
bazofil datoritd hipercromaziei nucleare.
Aspectul palisadic nuclear este absent, iar
cuiburile de celule tumorale sunt inconjurate de
un material eozinofil, hialin care este PAS pozitiv
si diastazo-rezistent. Spatiile chistice de obicei
contin mucina abundentd, care se coloreaza
caracteristic cu alcian blue, la pH 2.5. Activitatea
mitoticd este scdzutd. Extensia perineurald, un
aspect caracteristic pentru carcinomul adenoid
chistic al glandelor salivare, poate fi observata si
in ACC. Inainte de a stabili un diagnostic de ACC
cutanat primar, trebuie excluse metastazele altor
tipuri de tumori cu aspect adenoid chistic de la
nivelul viscerelor. De asemenea, tipul adenoid
chistic al CBC trebuie diferentiat de forma de
ACC primar. Carcinomul adenoid chistic cutanat
primar prezintd imunopozitivitate pentru EMA,
CEA si Citokeratine cu greutate moleculard mica,
iar pentru proteina S100 si vimentind poziti-
vitatea este focald. Celulele epiteliale din periferia
insulelor tumorii pot exprima pozitivitate pentru
actind. Originea ecrina sau apocrine a acestor
tumori rdmane disputata.[2]

Evolutia acestei tumori este lent progresiva si
indolenta. Rata de recurente este crescutd,
ajungand pana la 50-70%. De aceea o excizie larga
a tumorii este recomandata. Au fost raportate
rate ale recurentelor si in cazul exciziilor cu 2 cm
de margini de sigurantd, uneori dupd multi ani
de la excizie. Din acest motiv se prefera chirurgia
Mohs.[23]

9. Carcinomul apocrin (AC) (adenocarci-
nomul apocrin, carcinomul glandelor apocrine)
este un neoplasm malign al glandelor sudoripare
cu diferentiere apocrind.

AC este o tumord rara ce afecteazd ambele
sexe In mod egal, fara predilectie rasiald. Pacientii
au varsta peste 25 de ani, acest lucru sugerand
faptul cd maturitatea deplind a glandelor
apocrine este o conditie prealabild. Cele mai
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area. The tumor localisation on the scalp can be
associated with alopecia. [23]

Histopathologically, ACC is usually badly
circumscripted and is made of isles and cords of
basal cells with glandular, cystic, cribriform and
tubular arrangement, surrounded by lax fibrous
stroma, sometimes mucine. Neoplastic cells are
usually localised in the middle and profound
dermis, but can extend to the subcutaneous fat
tissue. The epithelial cords have an infiltrative
pattern and aren’t connected with the epidermis.
The tumor has a characteristic basophilic aspect
due to nuclear hyperchromasia. The nuclear
palisadic aspect is absent and the nests made of
tumoral cells are surrounded by an eosinophilic
hyaline material, which is PAS positive and
diastase resistant. Cystic spaces usually contain
abundant mucine, that is characteristically
stained with alcian blue, at a 2.5 pH. The mitotic
activity is reduced. Perineural extension, a
characteristic aspect for ACC of the salivary
glands, can be observed in cutaneous adenoid
carcinoma. Before making a primary cutaneous
ACC diagnosis, other tumoral metastases that
resemble ACC must be excluded. Also, cystic
adenoid basal cell carcinoma must be excluded.
Primary cutaneous ACC presents positivity for
EMA, CEA and low molecular weight
cytokeratins. For S100 protein and vimentin,
positivity is focal. Epithelial cells from the
periphery on the tumoral isles can express
positivity for actine. Eccrine or apocrine origin of
this tumors remains disputed. [2]

The evolution of this tumor is slowly
progressive and indolent. The recurrence rate is
high, reaching 50-70%. That's why, a large
excision of the tumor is recommended. There
have been reported recurrences even in the case
of safety excision margins of 2 cm, sometimes
many years after excision. This is why Mohs
surgery is preferred. [23]

9. Apocrine carcinoma (AC) (apocrine
adenocarcinoma, apocrine glands carcinoma) is a
malignant neoplasm of the sudoripary glands
with apocrine differentiation.

AC is a rare tumor that affects both sexes
equally, without racial predilection. Patients are
over 25, this suggesting that the complete




multe AC se dezvolta la nivelul axilelor si intr-o
mai micd mésuré la nivelul regiunii ano-genitale.
Localizdri rare pot include scalpul, fata, trunchiul
si extremitatile distale superioare. Variante
neobisnuite au fost descrise la nivelul urechii
(carcinomul glandelor ceruminoase) si pleoa-
pelor (carcinomul glandelor Moll).[2,24]

In ceea ce priveste aspectul clinic, este dificil
de stabilit un profil pentru AC, deoarece
raportdrile privind aceste tumori sunt sporadice
si pot include o anumitd proportie de leziuni
benigne. Nu exista un aspect clinic distinctiv care
ar putea permite un diagnostic corespunzator
pentru AC. Multe tumori sunt solitare, insd au
fost raportate si cazuri de AC axilare, bilaterale.
AC se prezinta sub forma unor noduli unici sau
multipli, fermi sau chistici de culoare rosietica
sau violacee la nivelul tegumentului ce acopera
leziunea, masurand intre 1.5 si 8 cm. Ulceratia si
sdngerarea leziunii pot aparea. Varsta pacientilor
la momentul prezentdrii este cuprinsd intre 25
pana la 90 de ani, cu o medie de 57.9 ani. in multe
cazuri leziunile prezintd un istoric de 10 panad la
30 de ani inainte de a fi diagnosticate. Unele
tumori se pot dezvolta pe nev sebaceu.[25]

Histopatologic, AC este localizat la nivelul
dermului profund si tinde sd infiltreze tesutul
adipos subcutanat. Extensia cédtre epiderm poate
de asemenea sd apard. Tumorile sunt de obicei
slab circumscrise cu margini infiltrative, iar
glandele apocrine din vecindtatea tumorii pot
prezenta zone de carcinom in situ. Paternul de
crestere al acestei tumori este foarte variat,
incluzand aspectul tubular, chistic, micronodular
sau solid. Celulele au citoplasma abundenta
eozinofild, ce contine granulatii caracteristice PAS
pozitive, diastazo-rezistente. Un criteriu cheie de
diagnostic este prezenta secretiei “decapitate”.
Stroma tumorald este densd, fibroblasticd sau
hialina si poate contine infiltrat limfoplasmocitar.

Imunohistochimic, celulele tumorale sunt
pozitive pentru citokeratine cu greutate
moleculard mare, EMA, CEA, CK 15, proteinele
fluide ale bolii cistice (GCDFP) si ocazional
S-100. [2,25]

Majoritatea AC sunt tumori cu crestere lenta
si evolutie prelungita. Mortalitatea este scazuta,
in ciuda recidivelor frecvente (30%) si a
metastazelor de la nivelul ganglionilor limfatici
regionali (50%). Diseminarea la distanta si
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maturity of the apocrine glands is necessary.
Most ACs develop in the axilla and, in a smaller
number, in the ano-genital region. Rare lesions
may include scalp, face, trunk and distal upper
extremities. Unusual variants have been
described on the ear (cerumen glands carcinoma)
and eyelids (Moll glands carcinoma). [2, 24]

As far as the clinical aspect is concerned, it is
difficult to establish an AC profile, because the
reports concerning these tumors are sporadic and
can include a proportion of benign lesions. There
is no distinctive clinical aspect that might allow a
right diagnosis for AC. A lot of tumors are
solitary, but there have been reported cases of
axillar, bilateral AC. AC presents like solitary or
multiple nodules, firm or cystic, reddish or
violaceous with a diameter between 1.5 and 8 cm.
Ulceration and bleeding of the lesion may appear.
The age of onset is between 25 and 90 years, with
an average of 579 years. In many cases, the
lesions present with a history of 10 to 30 years
before being diagnosed. Some tumors can
develop on a sebaceous nevus. [25]

Histopathologically, AC is localized in the
profound dermis and has a tendency to infiltrate
the subcutaneous fat tissue. The extension
towards the epidermis can also appear. The
tumors are usually poorly circumscripted, with
infiltrative margins, and the apocrine glands
situated in the proximity of the tumor can present
areas of in situ carcinoma. The growth pattern of
this tumor is very variable, including tubular,
cystic, micronodular or solid aspects. The cells
have abundant eosinophilic cytoplasm, with
specific, diastase resistant PAS positive
granulations. A key diagnosis criteria is the
presence of the “decapitated” secretion. The
tumoral stroma is dense, fibroblastic or hyaline
and can contain lymphoplasmocytic infiltrate.

Immunohistochemistry shows positivity for
high molecular weight cytokeratins, EMA, CEA,
CK 15, gross cystic disease fluid protein (GCDFP)
and occasionally S100. [2, 25]

Most ACs are slow growth tumors with
prolonged evolution. Mortality is low, in spite of
frequent relapses (30%) and regional lymph
nodes metastases (50%). Dissemination and
death caused by the tumor have been described
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decesul cauzat de tumora au fost descrise in
literatura. Metastazarea la distantd este un
eveniment tardiv, de aceea se recomandi
supravegherea prelungita a bolnavilor cu AC.[25]

[ll. Tumorile maligne cu diferentiere foli-
culara

1. Pilomatrixcarcinomul este o tumord
extrem de rard care se dezvoltd de novo sau prin
malignizarea unui pilomatrixom preexistent.
Cele mai multe cazuri apar la persoanele adulte,
varsta medie de aparitie fiind de 48 de ani,
afectand ambele sexe, raportul barbati femei fiind
de 2:1. Cele mai multe pilomatrixcarcinoame apar
la nivelul capului si gatului, extremitatilor
superioare si feselor. Rareori au fost raportate
tumori cu localizare la nivelul axilei sau regiunii
inghinale.[26]

Clinic, acestd tumord nu prezintd un aspect
distinctiv, prezentdndu-se ca noduli solitari
ocazional ulcerati cu dimensiuni cuprinse intre
1-10 cm. Se apreciazd cd ulcerarea variantei
benigne are semnificatia malignizdrii. Acesti
noduli cresc intr-o perioada de timp de la cateva
luni pand la cativa ani, inainte de stabilirea
diagnosticului, desi s-au descris si situatii in care
acestia cresc foarte rapid. [27]

Histopatologic, pilomatrixcarcinomul se
prezinta ca o masa de celule tumorale, asimetricd,
slab circumscrisd, localizatd dermic sau
subdermic. Celulele tumorale au aspect de celule
bazaloide (matriceale sau supramatriceale).
Unele tumori prezintd stroma desmoplazica in
jurul agregatelor celulare bazaloide. Celulele
prezintd nuclei hipercromatici cu nucleoli
proeminenti si un numar variabil de mitoze,
ocazional atipice.

Imunohistochimic, pilomatrixcarcinomul este
pozitiv pentru citokeratine cu greutate mole-
culard mare. [2,26]

Tratamentul de electie este excizia chirur-
gicald cu margini de sigurantd, iar chirurgia
Mohs poate fi utila. Pilomatrixcarcinomul pre-
zinta in principal agresivitate locald, cu recurente
in cazurile in care excizia nu a fost completd.
Foarte rar prezintd metastaze la distanta (osoase,
pulmonare). [27,28]

2. Trichilemomcarcinomul (carcinomul tri-
chilemal) este un neoplasm care se dezvolta din
celulele tecii externe a foliculului pilos, prin
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in literature. Distance metastasis is a late event,
which is the reason why prolonged supervision
of AC patients is recommended. [25]

[ll. Malignant tumors with follicular diffe-
rentiation

1. Pilomatrix carcinoma is an extremely rare
tumor that develops “de novo” or through the
malignization of a preexistent pilomatrixoma.
Most cases occur on adults, the average age of
onset is 48 years, affecting both sexes, with a m: f
sex ratio of 2:1. Most pilomatrix carcinomas are
located on the head and neck, upper extremities
and buttocks. Rarely, there have been reports of
tumors located in the axilla or inguinal region.
[26]

Clinically, this tumor does not present a
distinctive aspect appearing as solitary nodules,
occasionally ulcerated, with sizes ranging
between 1 and 10 cm. It is considered that the
ulceration of the benign variant has the
significance of malignization. These nodules
grow in a time period ranging from a few months
to a few years, before establishing a diagnosis,
although there have been situations in which
these grow very rapidly. [27]

Histopathologically, the pilomatrix carci-
noma presents itself like a mass of asymmetrical
tumor cells, poorly circumscripted, located
dermically or sub dermically. The tumoral cells
have a basal cell aspect (matriceal or supra-
matriceal). Some tumors present desmoplastic
stroma around basal cell aggregates. The cells
present hyperchromatic nuclei with prominent
nucleoli and a wide number of occasionally
atypical mitoses.

Immunohistochemically, pilomatrix carci-
noma is positive for high molecular weight
cytokeratins. [2, 26]

The elected treatment is surgical excision
with safety margins. Mohs surgery can be useful.
Pilomatrix carcinoma presents mainly local
aggressiveness with recurrence in the event in
which the excision was not complete. Rarely
presents distant metastases (bone, pulmonary).
[27, 28]

2. Trichilemmal carcinoma is a neoplasm
which develops from the external shield of the
hair follicle, through the malignization of a




malignizarea unui trichilemom. Afecteaza cu
predilectie sexul masculin, in jurul varstei de 40
de ani.

Clinic, are aspectul unui nodul solitar, ferm,
de culoare rosieticd, ce se dezvoltd in regiunile cu
pilozitate abundenta, In special la nivelul
extremitdtii cefalice (scalp, sprancene, barbd).[29]

Histopatologic, se observa aspect de foliculi
pilosi primari, secundari si tertiari, celulele
neoplazice prezentand pleomorfism, atipii nu-
cleare si mitoze atipice.

Imunohistochimic, prezinta acelasi patern ca
tumorile cu origine pilara, fiind pozitive pentru
CK cu greutate moleculard mare. De asemenea
celulele se coloreaza intens pentru UEAI (Ulex
Europaeus I Agglutinin).

Tratamentul presupune excizia completd, cu
margini de sigurantd pentru evitarea recu-
rentelor. Trichilemomcarcinomul care nu prezinta
aspecte atipice citologice are in general un
comportament benign. Tumorile cu un patern de
crestere infiltrativd si atipii citologice au un
comportament imprevizibil (pot fi agresive local,
pot recidiva si metastaza).[30]
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