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Rezumat

Limfangioamele reprezintd proliferdri limfatice
benigne, cauzate de hiperplazia sistemului limfatic, care se
pot extinde la nivel cutanat, subcutanat sau al organelor
interne. Dintre acestea, limfangiomul circumscris este cea
mai intdlnitd formd. Poate fi primar sau secundar.

Prezentam cazul unei paciente de 13 ani, care s-a
prezentat pentru o eruptie localizatd la nivel fesier si
intrafesier sting, in evolufie de 11 ani, alcdtuitd din
vezicule galbui, diseminate si confluate sub forma unei
plici, la care examenul histopatologic a confirmat
suspiciunea clinicd de limfangiom circumscris. Avand in
vedere caracterul asimptomatic al leziunilor si refuzul
tratamentului chirurgical, leziunile au fost doar moni-
torizate clinic. Dupd 18 luni, aspectul acestora a rdmas
nemodificat, fird vreo complicatie.

Cuvinte cheie: malformatii limfatice, limfangiom
CIrCumscris.
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Summary

Lymphangiomas are benign lymphatic proliferations,
caused by hyperplasia of the lymphatic system, which can
extend to cutaneous and subcutaneous level or to internal
organs. Among these, lymphangioma circumscriptum is
the most common form. It can be primary or secondary.

We present the case of a 13-year-old female patient,
who presented with an eruption over the left buttock and
over the proximal part of the left posterior thigh, just under
the left buttock, evolving for 11 years, consisting of yellow
vesicles, disseminated or grouped into plaques. The
histologic examination confirmed the clinical suspicion of
lymphangioma circumscriptum. Considering the asympto-
matic lesions and the refusal of the surgical treatment, the
lesions were only clinically monitored. After 18 months, the
aspect was unchanged, without any complications.

Key-words: lymphatic malformations, lymphangioma
circumscriptum.
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Introducere

Limfangioamele reprezinta proliferdri limfatice
benigne, cauzate de hiperplazia sistemului
limfatic, care se pot extinde la nivel cutanat,
subcutanat sau al organelor interne [1] [2].

Clasificarea curentd in functie de profun-
zimea si dimensiunea vaselor limfatice afectate,

Introduction

Lymphangiomas are benign lymphatic
proliferations, caused by hyperplasia of the
lymphatic system, that can extend to cutaneous
and subcutaneous level or to internal organs [1] [2].

The current classification, based on the depth
and the dimension of the affected lymphatic
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imparte limfangioamele in superficiale si
profunde [3]. Grupul superficial cuprinde
malformatii limfatice microchistice, denumite
limfangioame circumscrise, iar cel profund este
alcatuit din malformatii limfatice macrochistice:
limfangioamele cavernoase si higroamele chistice
[1] [4]. Unii autori considera higromul chistic
o variantd anevrismald a limfangiomului
cavernos [3].

Malformatiile limfatice pot apdrea la orice
varstd, dar mai ales la nastere (50%) sau in primii
5 ani de viata. In cazul copiilor, acestea reprezinta
25% din totalitatea tumorilor benigne vasculare
[5]. Au fost raportate cazuri cu debut spontan la
adolescenti si adulti [3].

Limfangiomul circumscris reprezintd cea mai
intdlnitd formd de limfangiom cutanat [3]. In
1970, acesta a fost clasificat in clasic si localizat.
Forma clasica, caracterizata prin debut la nastere
sau la scurt timp dupd aceasta, a fost descrisa cel
mai frecvent la nivelul extremitatilor proximale,
dimensiunea sa depdseste adesea lem?, fird si
sufere modificari hiperkeratozice, verucoase.
Forma localizatd poate avea orice localizare si
apdrea la orice varsta, avand dimensiune redusa
(sub 1cm?). In niciuna dintre cele dous forme nu
existd legdturi intre reteaua limfaticd normald si
cea anormald profunda [6].

Prezentarea cazului

Prezentdm cazul unei paciente de 13 ani, care
avea o eruptie localizatd fesier si intrafesier stang,
alcdtuita din vezicule galbui, asimptomatica.
Leziunile debutaserd in urma cu 11 ani, initial in
zona subfesierd stangd, cu aparitia unor vezicule
gdlbui, bine delimitate, grupate sub forma unei
pléci de 2,5 cm. Ulterior, au aparut noi vezicule
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Fig. 1. Vezicule gilbui, translucide, bine delimitate si o placd
eritematoasd de 2.5 cm, avdnd in suprafatd vezicule roz-galbui
si eritematoase, grupate, acoperite pe alocuri de scuamd find
Fig. 1. Yellow, translucent, well-circumscribed vesicles and an
erythematous plaque, measuring about 2.5 cm, with grouped
pink-yellowish and erythematous vesicles on its surface, from
point to point covered by fine scale

vessels, divides lymphangiomas into superficial
and deep [3]. The superficial group includes
microcystic lymphatic malformations, called
lymphangiomas circumscriptum, whereas the
deep one is composed of macrocystic lymphatic
malformations: cavernous lymphangiomas and
cystic hygromas [1] [4]. Some authors consider
cystic hygroma as being an aneurysmal type of
cavernous lymphangioma [3].

Lymphatic malformations can arise at any
age, especially at birth (50%) or in the first 5 years
of life. In children, they represent 25% of all
benign vascular tumors [5]. Spontaneous onset
cases in adolescents and adults have been
reported [3].

Lymphangioma circumscriptum is the most
common form of cutaneous lymphangioma [3].
In 1970, it was divided into classic and localized.
The classic form, characterized by the appearance
at birth or soon after birth, was more frequently
described over the proximal limbs, the size
usually exceeds lcm?, without any hyperk-
eratotic and verrucous changes. The localized
form can have any location and can appear at any
age, with a reduced size (less than 1cm?). There is
no connection between the normal and the
abnormal deep lymphatic network in any of the
two forms [6].

Case presentation

We present the case of a 13-year-old female
patient, who presented with an eruption over the
left buttock and over the proximal part of the left
posterior thigh, just under the left buttock,
consisting of yellow asymptomatic vesicles. The
lesions existed for 11 years and initially appeared
over the proximal part of the left posterior thigh,




diseminate pe fesa. Pacienta nu avea antecedente
personale patologice sau familiale semnificative
si nu suferise interventii chirurgicale. Examinarea
cutanatd a evidentiat o eruptie localizatd la
nivelul fetei laterale a treimii inferioare a fesei
stangi, alcdtuitd din vezicule gdlbui, translucide,
bine delimitate, cu dimensiune de 2 mm, iar la
nivel subfesier stang, o placd eritematoasd de 2.5
cm, avand In suprafatd vezicule roz-galbui si
eritematoase, grupate, acoperite pe alocuri de
scuamad find. Pe parcursul celor 11 ani de evolutie,
leziunile s-au mentinut asimptomatice, cu
exceptia ruperii unor vezicule posttraumatic, dar
care nu a modificat calitatea vietii.

In urma examenului local s-a stabilit
diagnosticul de limfangiom circumscris si s-a
prelevat o punch biopsie de la nivel subfesier
stang. Examenul histopatologic a confirmat
diagnosticul de limfangiom circumscris, eviden-
tiind multiple spatii chistice la nivelul dermului
papilar, delimitate de endoteliu, cu continut
limfatic, cateva eozinofile si eritrocite, cu epiderm
subtiat pe alocuri, alternand cu acantoza si
hiperkeratozd, insotite de infiltrat inflamator
limfocitar iIn derm. Avand in vedere caracterul
asimptomatic al leziunilor si refuzul trata-
mentului chirurgical de cdtre parinti, s-a decis
doar supravegherea leziunilor. Dupa 18 luni,
aspectul acestora a rdmas nemodificat, fira vreo
complicatie.

Discutii

Limfangiomul circumscris poate fi primar
(congenital) sau secundar (dobandit). Forma
primara debuteazd la nastere sau in copildrie si se
datoreaza unor malformatii limfatice, in timp ce
forma secundard apare la orice varsta, in
contextul unei obstructii cronice sau distrugerii
vaselor limfatice (dupa interventii chirurgicale,
radioterapie, infectii ca tuberculoza si erizipel,
boli cu transmitere sexuald, traumatisme, malig-
nitati, keloide, boalda Crohn) [7] [8] [9].

In acest caz, avand in vedere debutul si lipsa
antecedentelor personale semnificative, limfan-
giomul circumscris a fost primar.

Unii autori considera limfangiomul circumscris
dobandit si limfangiectaziile ca fiind una si
aceeasi afectiune [8], In timp ce altii le deosebesc
in functie de dimensiune, considerdnd ca
limfangiectaziile sunt simple dilatatii limfatice, in
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as well circumscribed, yellow vesicles, grouped
into a 2,5 cm plaque. Subsequently, new
disseminated vesicles appeared on the left
buttock. The patient did not have any significant
personal or familial antecedents and she did not
undergo any surgical interventions. The
cutaneous examination revealed an eruption over
the lateral inferior third of the left buttock,
consisting of yellow, translucent, well-
circumscribed, 2 mm vesicles, while under the
left buttock, there was an erythematous plaque,
measuring about 2.5 cm, having grouped pink-
yellowish and erythematous vesicles on its
surface, from point to point covered by fine scale.
During the 11 years of evolution, the lesions
remained asymptomatic, except for the post-
traumatic rupture of some of the vesicles,
without any impairment of the quality of life.

Considering the clinical examinations, a
clinical diagnosis of lymphangioma circum-
scriptum was made and a punch biopsy from a
lesion located under the left buttock was
performed. The histopathological examination
confirmed the diagnosis of lymphangioma
circumscriptum, revealing multiple cystic spaces
in the papillary dermis, lined by an endothelium,
with lymphatic content, a few eosinophils and
erythrocytes, with a thin epidermis, alternating
with acanthosis and hyperkeratosis, associated
with a dermal inflammatory lymphocytic
infiltrate. Considering the asymptomatic lesions
and the refusal of the surgical treatment by the
parents, the lesions were only clinically
monitored. After 18 months, the aspect was
unchanged, without any complications.

Discussion

Lymphangioma circumscriptum can be
primary (congenital) or secondary (acquired).
The primary form begins at birth or in childhood
and is caused by lymphatic malformations,
whereas the secondary form appears at any age,
due to chronic lymphatic obstruction or to
destruction of the lymphatic vessels (after
surgical interventions, radiotherapy, sexually
transmitted diseases, traumatism, malignancy,
keloid, Crohn disease and infections such as
tuberculosis, erysipelas) [7] [8] [9].

In this case, lymphangioma circumscriptum
was primary, taking into account the onset and
the lack of significant family history.
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timp ce limfangioamele corespund unor dilatatii
de dimensiuni tumorale, extinse [10] [11].

Fiziopatologia limfangiomului circumscris
presupune existenta la nivel subcutanat a unor
“cisterne” limfatice anormale, dezvoltate in viata
intrauterind dintr-un sac limfatic embrionar
primitiv, lipsit de conexiuni cu vasele limfatice
normale [3] [12]. Aceste cisterne comunicd, prin
intermediul unor canale, cu vase limfatice
ectopice superficiale, iar drenajul In aceste vase
anormale conduce la distensia lor progresiva,
prin presiunea crescutd de la nivelul cisternelor.
Cisternele sunt marginite de fibre musculare, a
cdror contractie ritmicd va determina protruzia
canalelor dilatate, care apar la suprafata pielii sub
formda de vezicule [3] [5] [12]. Astfel,
limfangiomul circumscris este intretinut de
cisternele din profunzime si apare ca o consecinta
a fluxului retrograd [10] [13]. De asemenea, este
predispus la recurentd, in cazul in care inter-
ventia chirurgicald intereseaza doar portiunea
superficiala.

Clinic, limfangiomul circumscris apare sub
forma unor vezicule translucide, cu continut
fluid clar sau serosanghinolent, bine delimitate,
discrete, uneori grupate in buchet sau sub forma
de pldci, cu aspect de “oud de broasca”.
Veziculele pot varia ca dimensiune (2-4 mm) si
pot conflua, formand bule. Aparitia hemoragiilor
intraveziculare determind modificdri de culoare,
acestea devenind roz, rosii, rosii-albastrui sau
negre. Mecanismul prin care singele ajunge la
nivelul veziculelor rdaméane necunoscut [3] [10]
[14].

In ceea ce priveste localizarea, cel mai
frecvent au fost raportate cazuri de limfangiom
circumscris la nivelul extermitdtilor proximale,
trunchiului, cavitatii orale (limba si buze), axilei,
pleoapei si conjunctivei, pliurilor inghinale, mai
rar la nivelul organelor genitale externe (vulv,
penis, scrot), dar poate fi intalnit in orice regiune
a corpului [1] [3] [15] [16] [17] [18]. Leziunile
dobandite apar cel mai frecvent la nivel genital
(mai ales vulvar) si sunt cauzate de obstructia
indelungata a sistemului limfatic pelvin. Au fost
raportate cazuri de limfangiom -circumscris
dobandit, localizat la nivel vulvar (secundar
tuberculozei, dupd interventii chirurgicale la
nivel pelvin, postradioterapie, boala Crohn) si la
nivelul scrotului (postvasectomie) [18] [19] [20].
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Some authors consider acquired lymphan-
gioma circumscriptum and lymphangiectasis as
being the same disorder [8], while others
differentiate them depending on their size,
considering that lymphangiectasis are simple
lymphatic dilations, while lymphangiomas
represent large, tumoral-sized dilations [10] [11].

The pathophysiology of lymphangioma
circumscriptum is based on abnormal lymphatic
subcutaneous “cisterns”, developed in the
intrauterine life from a primitive embryonic
lymph sac, without any connection to the normal
lymphatic vessels [3] [12].

These cisterns communicate through
channels with superficial ectopic lymphatic
vessels and because of the high pressure in the
cisterns, the drainage into these abnormal vessels
determines their progressive distension. The
cisterns are lined by muscular fibers, whose
rhythmic contraction will cause the protrusion of
the dilated channels, which appear on the skin as
vesicles [3] [5] [12]. Thereby, lymphangioma
circumscriptum is nourished by deep cisterns
and appears as a consequence of the retrograde
flowing [10] [13]. Also, if the surgical intervention
involves only the superficial portion, recurrences
may develop.

Clinically, lymphangioma circumscriptum is
characterized by translucent vesicles, filled with
clear or serohemorrhagic fluid, well-circum-
scribed, discrete, sometimes grouped in clusters
or in plaques, resembling “frog spawn”. The
vesicles can have variable size (2-4 mm) and can
confluate, forming bullae. Intravesicular hemor-
rhage modifies their color, by becoming pink, red,
bluish-red or black. The mechanism by which the
blood gets into the vesicles remains unknown [3]
[10] [14].

Regarding the localization, lymphangioma
circumscriptum frequently involves the proximal
extremities, trunk, oral cavity (tongue and lips),
axilla, eyelid and conjunctiva, inguinal folds,
rarely the external genital organs (vulva, penis,
scrotum), although possible anywhere on the
body [1] [3] [15] [16] [17] [18]. Acquired lesions
appear most frequently on the genital area
(especially the wvulva) and are caused by
prolonged obstruction of the lymphatic pelvic
system. Cases of acquired lymphangioma
circumscriptum over the vulva (secondary to
tuberculosis, pelvic surgical procedures, radio-




Leziunile primare vulvare apar mai rar decét cele
dobandite [21].

in cele mai multe cazuri, leziunile sunt
asimptomatice si rareori Insotite de prurit,
durere, senzatie de arsurd. Spontan sau
posttraumatic, veziculele se pot rupe, evacuand
fluid clar sau hematic [5] [22]. De asemenea,
existd riscul de suprainfectie cu Staphylococcus
aureus [3]. Limfangiomul circumcris poate asocia
limfedem la nivelul membrelor inferioare, in
contextul existentei unor anomalii limfatice
extinse [10]. Foarte rar, limfangiomul circumscris
este iInsotit de malignitati. Astfel, au fost
raportate cazuri de limfangiosarcom (pe zona de
limfangiom circumscris cu iradiere in antece-
dente), tumord Dabska si carcinom spinocelular
[23] [24] [25].

Desi in cazul pacientei noastre evolutia a fost
indelungata (peste 10 ani), nu s-au inregistrat
complicatii importante, cu exceptia ruperii
posttraumatice a unor vezicule.

Uneori, limfangiomul poate mima diferite
afectiuni cutanate. Astfel, o placd eritemato-
verucoasd, cu vezicule si papulo-noduli de
culoare roz In suprafatd, unii acoperiti de cruste
galbui, a fost initial diagnosticata ca herpes zoster
[26]. Uneori, examenul clinic evidentiaza placi
hiperkeratozice, verucoase cu aspect de veruci
vulgare sau de condiloame acuminate. [27] [28].
Veziculele hemoragice si ombilicate pot fi
similare leziunilor din molluscum contagiosum
[29]. Papulele verucoase, violacee, cu tendinta la
confluare au fost interpretate ca hemangiom sau
nev epidermic [30]. Suprapunerea dermatitei de
contact peste limfangiomul circumcris a
impiedicat initial diagnosticul corect [31]. De
asemenea, diagnosticul diferential se poate face si
cu herpes simplex, metastaze cutanate
(carcinoma teleangiectoides), larva migrans,
dermatitd herpetiforma [3] [32] [33].

Examinarea dermatoscopicd evidentiaza un
pattern lacunar. Veziculele cu continut fluid clar
se vizualizeazd ca lacune gdlbui, delimitate de
septuri pale, in timp ce prezenta singelui la
nivelul leziunilor apare sub forma unor lacune de
culoare roz-gilbui, albastrui sau rosu inchis,
imposibil de diferentiat de hemangiom [3] [34].

Veziculele corespund histopatologic unor
dilatatii  limfatice ~anormale superficiale,
localizate in dermul papilar, dar care, uneori, se
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therapy, Crohn disease) and over the scrotum
(following vasectomy) have been reported [18] []
[20]. The primary lesions appear less often than
the acquired ones [21].

In the majority of cases, the lesions are
asymptomatic and rarely associated with
pruritus, pain, burning sensation. Spontaneously
or posttraumatic, the vesicle may break,
evacuating clear or hemorrhagic fluid [5] [22].
Also, Staphylococcus aureus can be responsible
for the infection of the existent lesions [3]. If
extensive lymphatic anomalies are present,
lymphedema involving inferior extremities can
be associated with lymphangioma circum-
scriptum [10]. Very rarely, this disorder is
accompanied by malignancies. Thus, various
cases of lymphangiosarcoma (arising on
lymphangioma circumscriptum previously
treated with radiotherapy), Dabska tumor and
spinocellular carcinoma have been reported [23]
[24] [25].

Even if in the case of our patient the evolution
was prolonged (more than 10 years), no
important complications have been noticed,
except for the posttraumatic rupture of some
vesicles.

Sometimes, lymphangioma mimics different
cutaneous entities. A verrucous, erythematous
plaque, with vesicles and pink papules and
nodules on its surface, some of them covered
with yellowish crusts, was initially diagnosed as
herpes zoster [26]. Occasionally, the clinical
examination reveals hyperkeratotic, warty
plaques, with the appearance of warts or
condylomata acuminata [27] [28]. Hemorrhagic
and ombilicated vesicles resemble molluscum
contagiosum [29]. Verrucous, violaceous papules,
with tendency to confluate were misdiagnosed as
hemangioma or epidermal nevus [30]. Contact
dermatitis superimposed over lymphangioma
circumscriptum initially restrained the correct
diagnosis [31]. Furthermore, herpes simplex,
cutaneous metastasis (carcinoma telean-
giectoides), larva migrans and herpetiform
dermatitis should be considered as other
differential diagnoses [3] [32] [33].

Dermoscopic examination reveals a lacunar
pattern. The vesicles with clear fluid are
visualized as yellow lacunae, demarcated by pale
septa, while blood into the lesions gives the
appearance of pink-yellowish, bluish or dark-red
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pot extinde in dermul reticular sau subcutanat,
alcdtuite dintr-un strat endotelial subtire, cu un
continut proteic eozinofil si ocazional un continut
hematic, celule gigante multinucleare si histiocite
[3] [5] [35]. Epidermul prezintd acantoza si
hiperkeratoza, iar dermul contine un infiltrat
limfocitar. Aceste vase superficiale comunica prin
intermediul unor canale limfatice profunde cu
cisterne limfatice de calibru crescut, cu perete
gros, localizate subcutanat sau in tesuturile
profunde. Peretele cisternelor contine tesut
muscular neted [3] [5] [35].

Examinarea prin rezonantd magnetica
nucleard si prin limfangiografie este utila doar
cand se suspecteazd leziuni profunde [5] [36].

Tratamentul este rezervat cazurilor in care
apar complicatii (scurgerea continua a lichidului
timp indelungat, hemoragii, infectii recurente,
leziuni dureroase, pruriginoase) si din
considerente cosmetice [3] [37] [38]. Tratamentul
de electie este excizia chirurgicald completd atat a
leziunilor cutanate superficiale, cat si a
cisternelor din profunzime, pentru a preveni
recurentele. Excizia chirurgicald contribuie la
indepdrtarea a 75% din limfangioame, cu un
procent suplimentar de 12% 1iIn cazul unei
interventii ulterioare [3] [39].

Alte modalitati de tratament incercate sunt
electrocauterizarea, scleroterapia (cu solutie
salind hipertonica, OK-432 si bleomicind), crio-
terapia, CO2 laser, pulsed dye laser [3] [5] [40].

In cazul pacientei noastre, luand 1In
considerare lipsa simptomatologiei si refuzul
exciziei chirurgicale, s-a decis exclusiv
monitorizarea clinicd. Dupa 18 luni, aspectul
leziunilor a rdmas nemodificat si nu s-au
inregistrat complicatii.

Concluzii

Am ilustrat un caz de limfangiom circumscris
primar, cu debut In copildrie, la o pacientd in
varstd de 13 ani, cu polimorfism lezional,
reprezentat de vezicule, papule, placd, scuame si
care nu a Inregistrat complicatii, in ciuda
evolutiei prelungite.
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lacunae, impossible to differentiate from
hemangioma [3] [34].

Histologically, the vesicles correspond to
superficial abnormal lymphatic dilations,
localized in the papillary dermis, which
sometimes extend into the reticular dermis or
subcutaneously, consisting of thin endothelial
layer, with eosinophilic proteinaceous material
and occasionally hematic content, giant
multinucleated cells and histiocytes [3] [5] [35].

The epidermis presents acanthosis and
hyperkeratosis and a lymphocytic infiltrate is
observed in the dermis. These superficial vessels
communicate through deep lymphatic channels
with lymphatic cisterns distributed subcuta-
neously or in the deep tissues, that have larger
caliber and a thick wall. The wall of the cisterns
consists of smooth muscular tissue [3] [5] [35].

Nuclear magnetic resonance and lymphan-
giography examination are useful only when
deep lesions are suspected [5] [36].

The treatment is taken into consideration in
complicated cases (continued and prolonged
leakage of the fluid, hemorrhage, recurrent
infections, painful and pruritic lesions) and for
cosmetic reasons [3] [] [38].The treatment of
choice is the complete surgical excision of
superficial cutaneous lesions, as well as the deep
cisterns, in order to prevent recurrences. The
surgical excision removes 75% of lymphan-
giomas, with an additional percentage of 12%, in
case of a new intervention [3] [39].

Other treatment options include cauter-
ization, sclerotherapy (with hypertonic saline
solution, OK-432 and bleomycin), cryotherapy,
CO2 laser and pulsed dye laser [3] [5] [40].

In the case of our patient, considering the
asymptomatic lesions and the refusal of the
surgical treatment, the lesions were only
clinically monitored. After 18 months, the aspect
was unchanged, without any complications.

Conclusions

We presented the case of a primary
lymphangioma circumscriptum, with childhood
onset, in a 13-year-old female patient,
characterized by lesional polymorphism,
consisting of vesicles, papules, plaque, scales and
without any complications, even if the evolution
was prolonged.
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