CAZURI CLINICE

CLINICAL CASES

SIRINGOCHISTADENOM PAPILIFER

SYRINGOCYSTADENOMA PAPILLIFERUM

MONICA COSTESCU**, ANA FACA*, IRINA TUDOSE*, MIHAELA ANCA POPESCU**,
SIMONA ROXANA GEORGESCU**, V. BENEA, M. ALECU*

Rezumat

Introducere: Siringochistadenomul papilifer este o
tumord rard a glandelor sudoripare a cirei origine este incd
controversatd. Unii autori o considerd o tumord derivatd
din glandele apocrine, altii din glandele ecrine iar alte
opinii sugereazd o origine din celule pluripotente
nediferentiate. Leziunile apar in mod egal la ambele sexe,
de cele mai multe ori pe un nev sebaceu preexistent.
Localizdrile mai frecvente sunt la nivelul scalpului si fetei,
dar poate interesa multiple regiuni ale pielii. Leziunile
papuloase pot fi prezente de la nastere avind un caracter
liniar.

Clinic apar una sau mai multe papule , de 1-5 mm,
care cresc in dimensiune la pubertate, devenind
papilomatoase si de cele mai multe ori cu ulceratii si cruste
pe suprafatd. Unele formatiuni pot degenera malign, dupd
o evolutie indelungatd.

Cuvinte cheie: siringochistadenom papilifer.

Summary

Introduction: Syringocystadenoma papilliferum is a
rare tumor of the sweat glands, which origin is still
controversial. Some authors consider that the origin of the
tumor is in apocrine sweat glands, some in ecrine glands
and others consider the origin in a pluripotent cell. The
tumor affects equally both sexes, is frequently seen on the
scalp and face of the young adults and there may be a
preexisting organoid naevus. The lesions can be present at
birth in a liniar arrangement.

Clinical features: multiple red-brown papules with
papillomatous expansion around puberty.

Key words: Syringocystadenoma papilliferum.
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Pacient in varstd de 35 de ani fard ante-
cedente patologice semnificative s-a internat in
spitalul nostru, observandu-se la examenul local
dermatologic, o formatiune tumorala, pediculats,
de aproximativ 5 cm diametru la extremitatea
libera, cu aspect conopidiform, localizatd la
nivelul coapsei stangi in zona mediala.

Pacientul s-a prezentat la clinica noastra
deoarece acuza dureri locale, la nivelul
formatiunii tumorale si adenopatie inghinala
dureroasd stanga.

* Spitalul Dermatologie ,Scarlat Longhin”, Bucuresti.
** UM.E. , Carol Davila” Bucuresti.

We present the case of a 35-year old patient,
without major health problems, who had a
pediculate tumor, around 5 cm with a polilobate
aspect, located on the left thigh, medial area.

The patient accused local pain and painful
inguinal swelling. The patient’s anamnesis
developed a hiperpigmented plague since
childhood. After puberty the plague increased
and become a papula and in the last seven years
this became the pediculate tumor around 5 c¢m,
with polilobate aspect.
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Nu retinem antecedente personale patologice
personale semnificative.

Din anamnezd am retinut prezenta unei
,pete” hiperpigmentate care dateazd incd din
copildrie. Pacientul nu poate preciza cu exactitate
de cand a apdrut macula pigmentata. Dupa
pubertate, aceastd pata localizatd pe coapsa
stangd, a crescut lent In dimensiuni, trans-
formandu-se intr-o papuld de aspectul pielii
normale. In ultimii sapte ani, papula a crescut in
dimensiuni in mod semnificativ, devenind pedi-
culatd si cu extremitatea distala proeminentd,
conopidiforma.

Odata cu cresterea in dimensiuni a tumoretei,
extremitatea distald a inceput sa secrete un lichid
clar, usor vascos, fard miros, care pdta lenjeria.

Examenul clinic a evidentiat o formatiune
tumoralad pediculatd, cu baza de implantare de
aproximativ 1,5 centimetru, pedicul cu lungimea
de 3,5 cm si extremitate distald cu aspect
conopidiform, cu diametru de 5 cm. Extremitatea
distald era acoperitd de depozit albicios aderent si
multiple eroziuni acoperite de cruste hemoragice.
Baza de implantare era edematiata discret si usor
eritematoasa si inconjuratd de un halou usor
pigmentat (fig. 1, fig. 2).

S-au efectuat examene micologic si bacterio-
logic locale, de la nivelul excrescentei conopidi-
forme a formatiunii deoarece aspectul clinic
sugera o posibild suprainfectare a extremitatii
distale.

In urma acestor examinari s-a constatat
prezenta stafilococului auriu. Pacientul a urmat
tratament conform antibiogramei.

In urma tratamentului cu antibiotice si
antiinflamatorii per os, urmat timp de sapte zile,
anterior interventiei chirurgicale de indepértare
a tumorii, se constatd ameliorarea aspectului
tumorii, cu reducerea edemului peritumoral, cu
dezinfiltrarea bazei si disparitia in proportie
semnificativd a depozitelor albicioase de la
nivelul extremitatii distale. De asemenea, adeno-
patia inghinald stanga se reduce in dimensiuni la
palpare si inceteaza de a mai fi dureroasa.

Acest tratament cu antibiotice si anti-
inflamatorii s-a efectuat anterior interventiei de
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Growing, the tumor started to produce a clear
adherent liquid without any kind of smell.

The clinical exam revealed a pediculate
tumor, with 1,5 cm base, 3.5 cm pedicle and
around 5 cm distal end. The distal part of the
tumor was covered with erosions and
surrounded by an inflammation area and edema.

The macroscopic exam of the tumor

suggested a bacterial superinfection and we took
samples for mycology and bacteriology exams.

Fiqura 1. Formatiune tumorald pediculatd cu baza de
implantare de 1,5 cm, lungimea pediculului de 3,5 cm,
extremitate distald cu aspect conopidiform de aproximativ
5cm.

Figqure 1. Pediculate tumor with 1.5 cm base, 3.5 cm pedicle
and around 5 cm distal end.

Fiqura 2. Extremitatea distald acoperitd de depozit albicios
aderent.

Fiqure 2. Distal end with adherent deposit material.




indepartare a formatiunii, deoarece pacientul
incd era reticent privind solutia terapeutica
chirurgicald si spera intr-o ameliorare specta-
culoasd, nerealista.

Nu se evidentiazd alte aspecte patologice
dermatologice demne de retinut la pacient.

Investigatiile biochimice erau in limite
normale, cu exceptia VSH-lui usor crescut.

S-a practicat excizia chirurgicald, cu inde-
partare larga a haloului pigmentat din jurul
bazei. Intreaga piesa excizata a fost trimisd la
examinare histopatologica pentru stabilirea cu
exactitate a naturii tumorii si excluderea
transformadrii maligne.

Examenul histopatologic microscopic a ardtat
o tumora cutanata pediculatd cu aspect de
proliferare endofiticd aflatd In contiguitate cu
epidermul supraiacent, alcatuitd din numeroase
spatii chistice, neregulate, frecvent dilatate, unele
cu prelungiri papilifere intraluminale (fig. 3, fig.
4), tapetate de doud tipuri de celule: celule
columnare catre interiorul chisturilor si celule
cubice in periferie; marcatd metaplazie apocrina.

Spatiile chistice contin material slab eozino-
filic si frecvente detritusuri celulare (fig. 5, fig. 6);
stroma tumorald este abundentd, cu arii de
sclerohialinizare, moderat infiltrat inflamator cu
frecvente plasmocite si ectazii vasculare.

Figura 3. Spatii chistice neregulate, unele cu prelungiri
papilifere intraluminale-coloratie hematoxilina eozina.

Figure 3. Cystic invaginations with numerous papillary
projections
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The bacteriology revealed the presence of
staphilococcus aureus and the patient was
treated according to the antibiogram.

The specific antibiotic treatment was
successful and the tumor was reduced, the
inflammation, edema and inguinal swelling
decreased and we could proceed with the
excision.

We straggled with the patient’s negative
attitude because he did not want the procedure
and he believed in a non surgical cure. The blood
analysis was normal with only an increased VSH.
We surgical removed the tumor and all
hiperpigmented surrounding and send the piece
for histopatological exam to establish the nature
of the tumor and to avoid the malign trans-
formation.

The histology exam showed a cutaneous
tumor with endophitic expansion and epidermal
connection. Cystic invaginations are seen with
numerous papillary projections into the lumina
(fig. 3, fig. 4). The cystic structures are lined by
papillae that have a lining of a double layer of
columnar epithelium which shows an apocrine
pattern of secretion. The luminal row of cells
consists of high columnar cells, faintly
eosinophilic cytoplasm. The outer row consists of
small cubical cells.

Figura 4. Detritusuri celulare - aspect detaliu coloratie
hematoxilina eozina.

Figure 4. Celular detritus- closer look.
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Figura 5. Continut material slab eozinofil PAS pozitiv.

Figure 5. Faintly eosinophilic material.

Diagnosticul histopatologic a fost: siringo-
chistadenom papilifer fara transformare maligna.

Evolutia ulterioard, post excizie a fost
favorabild, fara complicatii locale.

Discutii

Siringochistadenomul papilifer este o
formatiune tumorala rard, cu originea in glandele
sudoripare cu localizare mai frecventd la nivelul
scalpului si fetei cu evolutie marcatd la pubertate.

Diagnosticul morfologic al tumorilor cuta-
nate anexiale Intampind adesea dificultati
datorita marii lor variabilitdti, diferentierii
aceleiasi tumori spre doud sau mai multe linii
anexiale si nomenclaturii complicate. In general,
aceste tumori nu derivd din celule mature, ci isi
au originea in celulele stem multipotente a cdror
diferentiere este influentatd nu numai de
potentialul genetic, dar si de vascularizatia
regionala si de localizarea in epiderm, derm sau
tesutul celular subcutanat (3).

Elder, Elenitsas si Ragsdale propun o
clasificare a tumorilor benigne ale glandelor
sudoripare in tumori cu diferentiere apocrind si
tumori cu diferentiere ecrind, clasificare similara
celei adoptate de OMS (4) (tabelul 1).

In cazul de fatd, lisand la o parte aspectul
clinic spectaculos, tumora s-a incadrat in modul
de evolutie si aparitie al acestui tip de tumora.
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Figure 6. Faintly eosinophilic material-closer look.

The cystic spaces contains faintly eosinophilic
material, cellular infiltrate composed of plasma
cells (fig. 5, fig. 6) in the stroma of the tumor with
sclerohialinisation areas.

The histological result was syringicystade-
noma papilliferum without malign trans-
formation.

After surgical remove the evolution of the
patient was very good without any com-
plications.

Discussions

Syringocystadenoma papilliferrum is a rare
tumor with the origin in the sweat glands,
frequently seen on the scalp and face with
expansion around puberty.

The morphological diagnosis is difficult
because of the various forms of the tumors and
the origins in two or more anexial lines and
difficult nomenclature.

Usually the origins of these rare tumor are in
multipotent stem cells which differentiation is
influenced by genetics, vascular surrounding and
the location in epidermis, dermis and subcutis(3).

Elders, Elenitsas and Ragsdale propose a
classification of the benign tumor of the sweat
glands with apocrine and ecrine differentiation
similar with OMS proposal (4).
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Tabelul 1. Tumori benigne ale glandelor sudoripare

Cu diferentiere ecrina

Cu diferentiere apocrini

Hidrochistomul ecrin
Siringomul

Cilindromul ecrin
Siringometaplazia mucinoasa

Hidradenomul nodular

Siringomul condroid

Hidrochistomul apocrin
Hidradenomul papilifer
Siringochistadenomul apocrin
Adenomul apocrin tubular

Adenomatoza erozivd a mamelonului

Cilindromul apocrin

Table 1. Bening tumours of the sweat glands

Cu diferentiere ecrina

Cu diferentiere apocrina

Ecrine differentiation
Ecrine hidrocystoma
Syringoma

Ecrine cilindroma
Siringometaplasia mucinosa
Nodular hidradenoma

Chondroid siringoma

Apocrine differentiation

Apocrine hidrocystoma
Hidradenoma papilliferum
Syringocystadenoma apocrine
Apocrine tubular adenoma

Erosiv adenomatosis of the mamelon

Apocrine cilindroma

Desi cel mai frecvent siringochistadenoamele
papilifere apar in pielea capului (70%), aceasta
tumord a apdrut In alt loc, pe coapsa dar acest
fapt a mai fost intalnit in literaturd, fiind descris
de alti autori (7). Siringochistadenomul papilifer
cu alte localizdri decat pielea capului apare insa
tot pe un nev sebaceu preexistent (6).

Evolutia lungd, pe 20 de ani a formatiunii
tumorale, trecerea din faza de maculd spre o
formatiune vegetantda, verucoasa, mamelonatd,
zemuindd, a respectat ritmul si modul de
dezvoltare a acestui tip de tumord derivatd din
glandele apocrine. Evolutia a fost lent extensiva,
cronicd (2).

Aspectul ingrijordtor atat pentru pacient dar
si pentru noi medicii, a fost suprainfectarea,
erodarea si posibila transformare maligna.
Aceastd tansformare malignd apare in procent
redus, in jur de 10% din siringochistadenoame
transformandu-se.

Cel mai frecvent apare transformarea in
epiteliom bazocelular dar este posibild si o
transformare in ESC (1). Din fericire pentru
pacient, nu a avut loc transformarea maligna.

Intrat in redactie: 25.111.2011

In our case the evolution and the appearance
of the tumor were typical for this type of disease.

Usually these tumors appear on the scalp
(70%), but in this particular case it appeared on
the tight, this localization being described in
literature by some authors (7). Syringocysta-
denoma papilliferum even if it appears in other
places then the scalp, it appears freguently on an
preexisting organoid naevus (6).

The long evolution of the tumor, over 20
years and its fazes from red macula to vegetate
tumor have followed the developing rhythm of
the benign apocrine tumors. The evolution was a
chronic one (2).

What worried us most was the superinfection
and the possible malign transformation of the
tumor.

Syringocystadenoma papilliferum has a low
rate of malign transformation, but if it happens it
usually is EBC(10%). Fortunately it wasn’t our
case.

Received: 25.111.2011
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