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Abstract. The case of a 34-year-old woman, who consulted because she

observed the appearance of numerous yellow-white asymptomatic papules on

the vulva, is presented. Clinical diagnosis of syringoma of vulva was estab-

lished. The pathological and immunohistochemical studies confirmed the di-

agnosis. Vulvar syringoma usually occurs as a multiple flesh-colored or brown-

ish papules on both sides of labia majora of women in their third decade. Its

diagnosis should be considered when the patient complaints of vulvar pruritus

and/or sweating.

Siringoma de vulva: una presentación inusual. Aspectos clínicos,
histopatológicos e inmunohistoquímicos.
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Resumen. Se presenta un caso de una paciente de 34 años de edad quien

consultó por presentar la aparición de numerosas pápulas de color blan-

co-amarillentas en la vulva. El diagnóstico clínico de siringoma de vulva fue

realizado. Los estudios de patología y de inmunohistoquimica confirmaron el

diagnóstico. El siringoma vulvar usualmente se presenta como múltiples pá-

pulas del color de la piel o marrones en ambos labios mayores en mujeres en

su tercera década de la vida. Su diagnóstico debe ser considerado en pacien-

tes que se quejan de prurito y/o sudoración vulvar.
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INTRODUCTION

Syringoma is a benign adnexal tumor

derived from intraepitelial sweat gland

ducts, which occur at puberty or at midlife

(1). Their occurrence is twice more com-

mon in women than men. However, further

lesions can develop later in life, and re-

ported cases range between the first and

sixth decades of life (2, 3). Syringoma

mainly appears on the periorbital area, es-

pecially at the lower eyelids and malar areas

(1); it may also be found on the scalp, fore-

head, neck, anterior chest, upper abdomen

and extremities (3-5). The lesions usually

are bilateral and symmetrically distributed

(6). Clinically, syringomas appear as small,

multiple, firm, skin-colored-to-yellowish

papules, 1 to 3 mm in diameter (2).

Syringoma on the genital area is a rare

condition in females and males with only

few vulvar cases reported in the literature

to date (7). Vulvar syringoma mostly

occurrs in young women after puberty (8).

Some patients report pruritus during the

menstrual period (8).

The aim of this report was to describe

the clinical, histopathological and immuno-

histochemical features of one case of vulvar

syringoma.

CASE

A 34-years-old woman consulted her

gynecologist because she observed the ap-

pearance of numerous yellow-white asymp-

tomatic papules on the vulva. The patient

noted that the papules began to show up 10

months before. The only symptom that she

reported was an increase of sweating in the

external genitals.

Gynecological examination showed

multiple skin-colored, discrete, asymptom-

atic, firm papules distributed symmetrically

on the labia majora. The size of the lesions

varied from 1 mm to 3 mm. Some papules

were coalesced or grouped together form-

ing conglomerations of 0.5 to 1 cm, involv-

ing both labia majora as shown in figure 1a.

Also, flesh-colored and tiny papules were

observed on her lower eyelids and on the

front part of her neck (Figs. 1b and 1c).
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Fig. 1. a.- Vulvar syringoma: multiple papulas on labia major; b.- Syringoma: multiple papulas on the

lower eyelids c.- Syringoma: multiples papulas on the front part of the neck. Arrows show the

papules.



A skin biopsy was taken from a typical

lesion or papule on the labia majora for

histological and immunohistochemical

studies.

Paraffin block obtained from the skin

biopsy of the lesion on the labia majora was

cut with a microtome. The 4µ sections ob-

tained were stained with haematoxylin-

eosin and analyzed under a light micro-

scope (Leica DM 100). Additional sections

were cut for immunohistochemistry.

Deparaffinization and rehydration of tissue

sections were done with xylene and graded

alcohol series, respectively. After microwave

heat-pre-treatment in the high pH target

retrieval solution (Dako, Denmark), slides

were immersed in 0.3% H2O2 for 20 min-

utes to block the endogenous peroxidase

activity. After washing, slides were incu-

bated for 1 hour at room temperature with

monoclonal antibodies against: 1. Wide

spectrum cytokeratin, clone AE1/AE3

(Dako, Denmark) at a dilution of 1:100; 2.

Cytokeratin 7 (CK 7), clone OV-TL (Dako,

Denmark) at a dilution of 1:50; 3. Carcino-

embryonic antigen (CEA), clone II-7 (Dako,

Denmark) at a dilution of 1:50; and 4. p53

protein, clone DO-7 (Dako, Denmark) at a

dilution of 1:100. The two-step visualization

system EnVision™ and diaminobenzidine

(DAB) chromogenic (both from Dako, Den-

mark) were used to visualize the immuno-

histochemistry reaction.

Histological examination showed small

sweat duct-like glandular and solid epithe-

lial nests embedded in a fibrotic stroma in

the dermis, many of them had the charac-

teristic tadpole configuration of a

syringoma (Fig. 2a). Fig. 2b showed two

types of cells within the tumor or cyst small

cuboidal cells, typical ductal epithelium

with eccentrically located nuclei, and a dis-

tinct second population of cells with clear,

vacuolated cytoplasm. Some ducts con-
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Fig. 2. a.- Tubal structures lined by rows of epthelial cells of contain colloid material in their lumina

(thin arrow) and ductal structures in characteristic tadpole configuration (HE, x100); b.- Pre-

sence of many vacuolated cells in ductular portion of the tumor (thick arrow) (HE, X200).



tained amorphous secretion within the lu-

men. Many tumor cells had abundant peri-

odic acid, Schiff-positive cytoplasm, sug-

gesting accumulation of glycogen.

The immunohistochemical staining

was positive to wide spectrum of antigens:

cytokeratin, cytokeratin 7 and carcino-

embryonic antigen (CEA) (Figs. 3a and 3b).

It was negative to P53 staining as it shows

in Fig. 3c.

DISCUSSION

Syringoma was first described by

Kaposi and Biesiadeki in 1874 as

Lymphangioma Tuberosum Multiplex (9).

As it was mentioned previously, the

syringoma is a benign adnexal tumor de-

rived from the intraepithelial eccrine duct.

It may present as single or multiple

papules, predominantly in women at pu-

berty or later in life, commonly involving

the face, especially the eyelids, in 0.6% of

the population (1). There is an increased

frequency of this tumor among oriental fe-

males, patients with Down´s Syndrome and

diabetes mellitus, especially the clear-cell

syringoma (2, 10, 11). Although there are

reports in the literature describing families

with a history of this disease (2, 12, 13).

Syringomas are typically non-regressing and

asymptomatic lesions (14). The clinical di-

agnosis of syringoma is confirmed by the

histopathological examination of a biopsy of

the lesion. Monoclonal antikeratin antibody

tests, electron microscopy, and immuno-

histochemical tests confirmed the intra-

epidermal eccrine gland nature of this dis-

ease (2, 12).

The first vulvar syringoma was re-

ported by Carneiro et al in 1972(15). Vulvar

syringoma is mainly found in women during

their reproductive years, less common dur-

ing adolescence and very rare in elder pa-
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Fig. 3. a.- Immunohistochemical staining for Cytokeratin 7 positive(200X- arrow); b.- Immunohisto-

chemical staining for CEA positive(200X-arrow); c.- Immunohistochemical staining for P53

negative(200X).



tients, up to the sixth decade (2, 8, 16, 17).

Huang et al. (8) believe that vulvar

syringoma is not very rare and may be

underreported; since it is not recognized by

patients and clinicians (2, 16). Because vul-

var syringoma has been described in associ-

ation with extragenital lesions, examination

of the rest of the body, especially the eye-

lids and malar areas, is necessary when a

suspected vulvar syringoma is found. Like-

wise, examination of the vulvar area is man-

datory when a syringoma is found outside

the genital area (2, 8).

Commonly, vulvar syringoma is asymp-

tomatic. However, they can produce vulvar

pruritus (18, 19). Huang et al. (8) reported

vulvar pruritus in 72% of their cases, seven

cases experienced aggravated pruritus dur-

ing the summer time or during the men-

strual period. This case did not have any dif-

ference with other reported cases in the lit-

erature except that our patient did not

have vulvar pruritus, but she mentioned to

have increased sweating in the vulvar area.

The clinical differential diagnosis for

vulvar syringoma is broad and should ex-

clude such diseases as epidermal cyst,

steatocystoma multiplex, lymphangioma

circumstriptum, chronic lichen simplex,

angiokeratoma in Fox-Fordyce disease, se-

nile angioma, condyloma acuminatum,

candidiasis, scabies, pediculosis, allergic

and irritant contact dermatitis, psoriasis

and lichen sclerosus et atrophicus (2, 7, 8,

19-21).

It has been hypothesized that the

growth of the syringoma is under hormonal

influence, based on observations that they

increase in size during pregnancy, men-

strual period, use of oral contraceptives,

and during puberty (22). However, the re-

ports are controversial. Wallace and

Smoller (22) demonstrated the positive

staining of progesterone receptor (PR) ex-

pression in eight of nine cases of

extragenital syringoma. Huang et al. (8) did

not find positive staining of PR and estro-

gen receptor (ER) expression in syringoma

and peripheral vulvar tissue. Also Tarver et

al. (23) did not detect ER nor PR on the

vulvar syringoma. These results suggested

that the syringoma was not under estrogen o

progesterone control or regulated by them

(8). The immunohistochemical study in this

case, using markers of sweat gland tumors,

such as CK7 and CEA showed the same re-

sult than in previous reports (24, 25).

There are few cases of vulvar

syringoma reported in Latin-American (21,

26, 27). As far as we know, after we re-

viewed and investigated the literature, this

is the first case ever reported in Venezuela.

Treatment of syringoma may not be

necessary, but when they are symptomatic,

surgery is the preferred method (17), and it

is often performed on visible areas of the

body for cosmetic reasons (2). Surgical

methods of treating vulvar syringoma in-

clude local excision, cryotherapy,

electrosurgery and carbon dioxide laser

therapy. Medical therapy is unsuccessful.

Therapies with steroids did not improve

syringoma (2, 22).

In conclusion, vulvar syringoma usually

occurs as a multiple flesh-colored or brown-

ish papules on both sides of labia majora of

women in their third decade, it is not rare

and it is usually underreported. Its diagno-

sis should be considered when the patient

complains of vulvar pruritus and sweating.
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