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ARTiCULO DE INVESTIGACION

Multiple Eruptive and Vulvar Syringomas and the

incipient role of dermoscopy in diagnosis

Paula Majluf', Andrea Antinez', Hernan Herrera?, Sergio Alvarez', Alvaro Abarzua', Sergio Gonzalez’

RESUMEN

Introduccion: Los siringomas son tumores be-
nignos derivados de la porcion intraepidérmica de
los conductos sudoriparos ecrinos. Ocasionalmente
pueden iniciar de forma stbita como siringomas
eruptivos o localizarse en sitios atipicos que retrasan
el diagnostico por afos. La dermatoscopia tiene un
rol incipiente en diferenciar siringomas de su extenso
diagnéstico diferencial.

Métodos: Estudio retrospectivo descriptivo de serie
de casos de siringomas de localizacién atipica. Los
datos fueron extraidos de fichas clinicas electronicas.
Todos incluyen dermatoscopia y correlacion histo-
patologica.

Resultados: Cinco pacientes. Cuatro hombres
y una mujer entre 40 y 79 anos de edad con sirin-
gomas atipicos: cuatro casos eruptivos y un caso de
siringomas vulvares.

Discusién: Proponemos la dermatoscopia basada
en nuestros hallazgos como una herramienta atl con
estructuras ovales amarillas y una pseudo-red café
clara difusa en su superficie. Estas estructuras ama-
rillas se pueden correlacionar con la proliferacion
ductal ecrina y el denso estroma en la histopatologia.

Conclusion: Enfatizamos que se debe considerar
esta entidad en el diagnostico diferencial de derma-
tosis papulares y conocer sus manifestaciones clinicas
para optimizar la sospecha diagnostica.

Palabras claves: Siringoma; Vulvar; Dermatos-
copia

SUMMARY

Introduction: Syringomas are common benign
tumors, probably of origin derived from the intrae-
pidermal portion of the eccrine sweat ducts. Occa-
sionally they may develop suddenly and extensively
as eruptive syringomas or be located in atypical sites
delaying the diagnosis for years. Dermoscopy has an
incipient role in differentiating syringomas from their
extensive differential diagnosis.

Methods: Retrospective descriptive case-series stu-
dy of atypical location syringomas. Data extraction
from clinical history from electronic files. They all in-
clude dermoscopy and histopathological correlation.

Results: Iive patients: Four men and one woman
between 40 and 79 years old, with atypical syringo-
mas diagnosis: four eruptive and one vulvar syrin-
gomas.

Discussion: We propose dermoscopy, based on our
findings, as a uscful tool to this entity, with its oval ye-
llow structures and a diffuse light-brown network-like
structure on its surface. These yellow enlargements
may be correlated with the ductal eccrine prolifera-
tion and the dense stroma seen in the histopathology.

Conclusion: We emphasize that they should be
considered in the differential diagnosis of papular
dermatosis, as they tend to be underdiagnosed, and
to know their clinical manifestations to optimize the
diagnostic suspicion.
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of eccrine origin derived from the intraepidermal

portion of the eccrine sweat ducts.” They are
usually sporadic, but some familial cases have also been
reported. The incidence of syringomas appears to be
higher in Asians and African-Americans.'

S yringomas are common benign tumors, probably

There are more common in women and usually appears
at/or after puberty as multiple localized light-brown or
skin-colored papules usually found around the eyelids
and cheeks.? They may occasionally be eruptive syringo-
mas’, a rare variant, which develops as a multiple, small,
skin-colored to reddish brown pap-
ules on the neck, chest, anterior
trunk, axillae, the extremities or on
the vulva'.

Vulvar syringomas, an atypical
syringoma, have been poorly re-
ported. They commonly appear as
multiple symmetrical brown pap-
ules on the labia majora®. They
may be asymptomatic but some-
times pruritus predates diagnosis
for several years thus they may be
misdiagnosed as other pruritic pap-
ular lesions of the vulva’.

Dermoscopy might be helpful to

distinguish syringomas from their extensive differential
diagnosis. Some isolated structures have been described:
yellow oval structures on a pink background’, or an ho-
mogeneous brown pigmentation with multifocal whitish
areas’. These dissimilar findings have not yet been cor-
related with the histopathology of the tumor.

PATIENTS AND METHODS
Type of study

Retrospective descriptive epidemiological study of case
series on five patients with eruptive in atypical location
syringomas.

Study population

A total of 5 cases patients diagnosed with syringomas
and registered in the Dermatology department of the

Clinical Hospital of the Pontifical Catholic University of
Chile, during the period from January 2017 to July 2018.

Capsule Summary

e Syringomas are common benign tu-
mors, probably of eccrine origin, usually
found around the eyelids and cheeks.

e This original article emphasizes aty-
pical locations, dermoscopy as a useful
diagnosis tool and. as a differential
diagnosis of papular dermatosis

e We aim to help the reader how to
suspect extra-orbital syringomas in
their eruptive and vulvar types.

Inclusion and exclusion criteria

The diagnosed patients were applied the following in-
clusion criteria: a) extra-orbital location syringomas; b)
eruptive and vulvar; ¢) dermoscopy and biopsy confirm-
Ing syringomas.

The exclusion criteria: a) face location syringomas; b) ex-
press proof of not participating in this study.

Variables

The selected variables were sex, age, physical examina-
tion, characteristics of dermoscopy and biopsy.

Data collect

Data extraction was performed
systematically through the clinical
history contained in the electron-
ic files, photographs of the lesions
with the dermatology chamber in
conjunction with the use of the
DermLite DL4 dermatoscope. The
images were analyzed by two der-
matologists of the departmen and
histopathological evaluation.

Analysis of data

A descriptive statistic was made

with calculation of measures of
central tendency, dispersion and frequencies. The cal-
culations were made with the statistical program SPSS
Statistics 22.

RESULTS

We present our case-series of syringomas in atypical lo-
cation evaluated in our dermatologic center, Pontificia
Universidad Catélica de Chile. Five patients between 40
and 79 years old, four men and one women, during the
January 2017 and December 2018, were chosen. They
all include dermoscopy and histopathological correla-
ton.

The number of patients in our study with atypical syrin-
gomas was ), with a male / female ratio of 4: 1. The age
range of consultation was between 40 and 79 years old,
with an average age of 55.4 (SD = 18.57) years. It was
found that in 80% of the patients they had more than 10
years of evolution of the lesions.



60% of the syringomas were located in the chest, 40%
in the arms. In dermatoscopy, yellow-brown backround
1s observed in 80% of cases.

Case 1

A 40-years old, man, refered asymptomatic multiple
lesions in arms and trunk since 10 years. Physical ex-
amination showed multiple non-confluent pigmented
papules in chest and arms. Dermoscopy revealed yel-
low-brown background with a light brown network on
the surface. (Figure.la-b). He had a biopsy from another
center compatible with syringomas.

CASE 2

A 44-years old, man, was evaluated for a 20-year his-
tory of asymptomatic papular dermatosis, involving the
trunk and upper extremities. Physical examination re-
vealed multiple brown-erythematous, flat-topped mono-
morphic papules of 2-4mm in diameter in chest and up-
per arms. Dermoscopy: yellow-brown background with
a light brown network on the surface. Histopathology:
multiple small ducts lined by cubic epithelium, some
with amorphous keratinous material in their lumina in
a fibrous stroma. (Figure.2)

CAsE 3

A 72-years old, man, asked for lesions of 7 years of evo-
lution, asymptomatic.

Physical examination showed numerous brownish in-
durated non-follicular papules in chest, and in smaller
amount in back. Dermoscopy: yellow-brown back-
ground with a light brown network on the surface.

The histological sample revealed small eccrine ductal
structures limited to upper dermis compatible with sy-
ringomas.

CAsE 4

A 42-years old, woman, consulted for asymptomatic
lesions in the genital area of 10 years duration, con-
cerned that they were malignant entities, without sim-
ilar lesions in other body areas. Physical examination
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Figure 1
A. Multiple non-confluent pigmented papules in chest and arms.
B. Yellow-brown background with a light brown network on the

surface

Figure 2

Histological examination of this specimen revealed multiple small
ducts lined by cubic epithelium, some with amorphous keratinous
material in their lumina in a fibrous stroma

Figure 3

A. Physical examination showed skin-brownish colored papules,
symmetrically distributed on the labia majora.

B. Dermoscopy revealed multiple, different sized oval bright yel-
low structures
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showed skin-brownish colored papules, symmetrically
distributed on the labia majora (Figure.3a). Dermosco-
py revealed multiple, different sized oval bright yellow
structures (Iigure.3b). Histological examination showed
ductal structures coated by cubic epithelium with pro-
teinaceus secretion, some of them in “tadpole” shape.

CASE 5

A 79-years old, man, with no relevant medical history,
was evaluated for a 10-year history of asymptomatic
papular lesions, in the abdomen. Physical examination
revealed multiple, yellow-brown, flat-topped monomor-
phic papules of 2-4mm in diameter, linearly distribut-
ed in the upper abdomen. Dermoscopy revealed yel-
low-brown background with a light brown network on
the surface. Histopathology revealed small eccrine ductal
structures in “lady mirror” compatible with syringomas.

We present a summary of the case series (Table 1)

DiscussioN

Eruptive syringomas are a rare subtype 1. Friedman and
Butler proposed a classification of syringomas according
to their clinical features and associations, consisting of
four principal clinical variants: a localized form, a famil-
ial form, a form associated with Down syndrome, and
a generalized form (encompassed multiple and eruptive

syringomas) »*~.

The prevalence of atypical syringomas is underestimat-
ed, because they tend to be underdiagnosed. As they
have been described in association with extragenital lo-
cations, the vulva should always be examined when sy-
ringomas are found in the rest of the body.

Three forms of clinical manifestations of syringomas
have been described: (1) Multiple papules with sym-
metrical arrangement, (2) milium-like variant, and (3)
lichenoid papules. These cases showed the “papular
form” with symmetrical disposition which is generally
asymptomatic, but it must be considered that 70% of

Table 1
Case Sex Age Evolution Physical exami- Dermoscopy Histopathology
(vears) (years) nation

1 M 40 10 Multiple non-confluent Yellow brown back- Extrasystem biopsy

pigmented papules in ground with a light compatible with syrin-
chest and arms brown network on the gomas.
surface

2 M 44 20 Multiple, brown-ery- idem Small eccrine ductal
thematous, flat-topped structures limited to up-
monomorphic papules per dermis compatible

of 2-4mm in diam- with syringomas.
eter in chest and upper
arms.

3 M 72 7 Numerous brownish idem Ductal structures coated
indurated non-follicular by cubic epithelium
papules in chest, and in with proteinaceus se-
smaller amount in back cretion, some of them

in “tadpole” shape

4 F 42 10 Skin-brownish colored Multiple, different Ductal structures coated
papules, symmetrically | sized oval bright yellow by cubic epithelium
distributed on the labia structures with proteinaceus se-

majora cretion, some of them
in “tadpole” shape

5 M 79 10 Multiple, yellow- Yellow-brown back- Small eccrine ductal

brown, flat-topped ground with a light structures in “lady mir-
monomorphic papules brown network on the ror” compatible with
of 2-4mm in diameter, surface. syringomas.
linearly distributed in

the upper abdomen.




vulvar syringomas presents pruritus. Thus, they should
be suspected in the differential diagnosis of vulvar pain
syndrome, pruritis vulvae and papular lesions of the
vulva’®. The broad differential diagnosis includes: lichen
simplex chronicus, Fox-Fordyce angiokeratomas, condy-
lomas, scabies, contact dermatitis, lichen sclerosis, etc.
This highlights the importance of optimizing diagnostic
tools such as dermatoscopy and performing early histo-
logical study’*.

Although the gold standard for diagnosis is histopatholo-
gy and dermoscopy features of syringomas — still barely
elucidated-, can help to identify the tumor. Dermoscopic
findings include multiple, oval and different-sized yel-
low structures with a diffuse light-brown “network-like”
structures. These yellow enlargements may be correlated
with the ductal eccrine proliferation and the dense stro-
ma seen in histopathology™. Lallas et al. describe the
dermatoscopy of eruptive syringomas with the presence
of areas without structures on a yellowish background
with few linear thin vessels. In our study, the dermoscopy
revealed yellow-brown background with a light brown
network on the surface in the most lesions. The histopha-
tology with the small eccrine ductal structures, confirms
the gold standard diagnosis.

CONCLUSION

Due to the difficult characterization of the syringomas
that make it confuse with other pathologies, it is neces-
sary to perform a good physical examination, taking into
account the atypical locations, such as in the chest and
arms, associated with a good observation of the derma-
toscopy with yellow-brown backgrund , as we recorded
in our study. More descriptive and association studies are
lacking for the future.

In memoriam al Dr. Sergio Alvarez QEPD
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