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Syringoma is a benign tumor of the intraepidermal portion of eccrine sweat ducts with distinct
histopathology features, including the characteristic comma (tadpole)-shaped tail comprised of dilated,
cystic eccrine ducts. Syringoma was classified into four main clinical variants: localized, familial, a variant
associated with Down syndrome, and a generalized form with multiple and eruptive syringoma.

In familial eruptive syringoma is a rare form of syringoma. The clinical presentations are firm, smooth,
skin-colored to pigmented, discrete papules that appear as successive crops on the anterior body surface
of individuals who also have one or more family members with similar eruptive or localized lesions.
Treatment of these benign conditions is a cosmetic purpose by destructive methods, medical therapies or
a new treatment modality such as botulinum toxin A.

This report presents two cases of familial eruptive syringoma at the Institute of Dermatology in

Thailand and literature reviews of familial eruptive syringoma: The first case, a 15-year-old Thai female
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presented with eruptive syringoma on the left lower eyelid, neck, antecubital fossae, groins, and mon pubis

and her mother also had syringoma on the lower eyelids. In the second case, a 15-year-old Thai female

presented with eruptive syringoma on the face, trunk, back, and extremities, as well as her father and uncle.
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Introduction

Syringoma is a benign adnexal neoplasm with
mostly ductal differentiation. The clinical features
represent small, firm, skin-colored papule(s) that
occur at any site on the body but are prone to
appear on the periorbital area, especially the
eyelids'. Sometimes, lesions involved the upper
trunk or genital skin. Familial eruptive syringoma

is an uncommon clinical variant that combines

are 8 type variants of familial syringoma (Table 1)%.
To literature reviews, there are reports of patients
with familial eruptive syringoma in which eruptive
syringoma occurred in one family member,
whereas at least one family member only had
localized periorbital syringoma. In our report
described two cases of familial eruptive
syringoma at the Institute of Dermatology,

Thailand.

the familial and generalized eruptive form. There

Table 1 Classification of familial syringoma

Type  Description

1 Familial cases of syringoma can be localized, usually on periorbital area in two or more family members

2 A clinical variant of this localized type of familial syringoma present with milia-like lesions in two or more
family members

3 Eruptive syringoma occurred in one family member, whereas at least one different family member had only
localized periorbital syringoma

il Eruptive syringoma and localized periorbital syringoma in one family member and localized periorbital
syringoma in one or more different family members

5 Eruptive syringoma in two or more family members and localized periorbital syringoma in one or more

different family members

6 Eruptive syringoma without periorbital syringoma in two or more of the same family members
7 Eruptive syringoma and localized periorbital syringoma in two or more of the same family members
8 Eruptive syringoma in two or more family members and localized periorbital syringoma in one or more of the

same patients with eruptive syringoma and localized periorbital syringoma in one or more different family

members
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Case 1

A 15-year-old Thai female presented with
multiple small, firm, brownish papules on the
neck for six years. The biopsy was performed on
the left side of the neck in October 2016. The
biopsy showed ductal forming epithelial islands in
the upper dermis (Figure 1A). No atypia was seen.
The lesion does not infiltrate into the deep
dermis. Therefore, syringoma was confirmed by
histology. She preferred to try topical treatment.
Unfortunately, topical retinoids; 0.05% retinoic
acid could not make any improvement. After that,
she lost to follow up for two years. She came
back again with progressive multiple discrete and
confluent monomorphous skin-colored papules
on the left lower eyelid, neck, antecubital fossae,
groins, and mon pubis. Her mother has some skin-
colored papules on the lower eyelids. Though,
the diagnosis is familial eruptive syringoma. After
CO, laser on the small area of the neck for trial,
the patient was not satisfied, so she decided no
active intervention. We classify the diagnosis of
this case into a new variant of familial syringoma
which is eruptive syringoma and localized
periorbital syringoma in one family member and
localized periorbital syringoma in one or more of

the same family members.

Case2
A 15-year-old Thai female has had multiple
discrete skin-colored papules on the face, trunk,

back, and extremities for eight years. The biopsy

was done at the forehead. Her father and the 5™
uncle have the same skin lesions. Her father has
had lesions since the age of 6 years and her uncle
has had lesions since the age of 30 years. There
were multiple discrete skin-colored papules on
the forehead, periorbital area, trunk, back and
extremities, normal hair and nail, and no mucosal
lesion on physical examination. The biopsy
showed small ducts with narrow lumen lined by
two-layer thick cuboidal epithelium and milia in
the upper dermis (Figure 1B). She was diagnosed
familial eruptive syringoma and three sessions of
CO, laser for syringoma removal were performed.
The results were satisfying. The diagnosis of this
case was familial eruptive syringoma in a new
variant type which is eruptive syringoma and
localized periorbital syringoma in one or more
family member and eruptive syringoma with
localized periorbital syringoma in one or more of

the different family members.

Discussion

Syringoma is a benign appendage tumor
typically seen in adolescents and young adult
females. The incidence of syringomas appears to
be higher in Asians and African-Americans®.
Syringoma often presents as multiple, 1-3
millimeters, skin-colored, sometimes yellow,
papules commonly on the face, especially the
periorbital region. They can also show on the
scalp, vulva, penis, chest, and axilla. Friedman

and Butler proposed a classification of syringoma
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into four main clinical variants such as localized,
familial, a variant associated with Down

syndrome, and a generalized form with multiple

and eruptive syringomas®.

Figure 1A Ductal forming epithelial islands in

upper dermis (X40)

Figure 1B Small ducts with narrow lumen lined

by two layer thick cuboidal epithelium and milia

in upper dermis (X20)

Eruptive syringoma was first described in 1887
by Jacquet and Darier®. The firm, skin-colored to
yellow papules appear in large numbers and in
crops on the affected person’s anterior chest,
neck, axilla, and trunk that are usually
symmetrical and appear in clusters during
childhood and puberty. Familial forms are the
cases with familial history of syringoma. Familial
eruptive syringoma is a rare variant of syringoma
which combines between eruptive type and
familial type. In addition, the familial eruptive
syringoma is a linkage of autosomal dominant on
chromosome 16422, but the genetic basis of
eruptive syringoma is unknown®. There are many
systemic diseases associated in syringoma, such as
Down syndrome, diabetes mellitus, Brooke-
Spiegler syndrome, Nicolau-Balus syndrome, and
Costello syndrome’”.

In medical literature, only 16 published
studies described the clinical entity affecting
people in the family (Table 2)1%%,

The pathogenesis of familial eruptive
syringoma is controversial. The most accepted
theory in syringoma is a benign neoplasm derived
from the intraepidermal portion of eccrine ducts.
Hashimoto and colleagues suggested that
eruptive syringoma is formed by eccrine germ-like
budding from the epidermis. They used antibody
staining with monoclonal antikeratin antibodies
epidermolytic  hyperkeratosis 4 (EKH4) and
epidermolytic hyperkeratosis 6 (EKH6) to show
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that syringoma originates from the basal layers of
the epidermis and eccrine secretory and ductal
structures. The third theory proposed that
syringoma may result from a localized or
generalized hamartomatous process in case there
is a familial history of eruptive lesions®".

Histologic characteristics of syringoma present
with convoluted and cystic ducts collections in
the upper half of the dermis. Most are lined by a
double layer of cells similar to normal eccrine
ducts. The lumina contains amorphous debris. A
characteristic feature is the tail-like strand of cells
projecting from one side of the duct into the
stromal, resembling a tadpole or comma’?.

There are many different potential treatment
modalities for syringoma. The goal of treatment is
the improvement of cosmetic appearance.
Destructive methods (lasers, chemical peel, and
electrodessication) and surgical excision are
associated with postprocedural adverse events
such as scarring and dyspigmentation. Medical
treatment options include topical retinoids,
dermabrasion, and topical atropine have been

successful modalities in a case report or small case

series. Moreover, intradermal botulinum toxin A
injection is an alternative treatment for multiple
syringomas in periocular and lip area which is
affects the autonomic control of eccrine sweat
gland but it still unknown exact mechanism?
However, no single treatment has proven to be a

consistently effective treatment®2.

Conclusion

Familial eruptive syringoma is a rare clinical
variant that combination of familial and
generalized eruptive form. Histologic examination
is helpful for confirmation. Treatments for
syringoma, including topical retinoids, lasers,
chemical peel, botulinum toxin A injection,
electrodessication, surgical excision, mostly focus
on sweat gland destruction. We report 2 cases of
familial eruptive syringoma. Physicians may
underestimate the diagnosis of familial eruptive
syringoma. Dermatologists should perform skin
examination throughout patient’s entire body and
consider the history of syringoma in family
members. Genetic testing still needs to be

researched.
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Table 2 Case reports of familial eruptive syringoma

No. Authors Year of Nation Age/ Age of Site of lesions Affected Site of lesions in Type of familial syringoma
publication Sex onset in the patient family affected family
members members
1 Yesudian, et 1975 India 19M 18 Periorbital, neck Brother (21M) Periorbital, neck 7
aLlO
2 Hashimoto, et 1985 Iran 55M 5-10 Eyelids, chest,  Father Eyelids - (Should be eruptive
alt back Sister Eyelids syringoma with or without

Two daughters Eyelids, anterior  localized periorbital
neck, chest syringoma in one or more
family members with
localized periorbital
syringoma in one or more

family member)

3 Ribera, et al.’? 1989 Spain 14F 12 Lower eyelids ~ Mother Infraorbital - (Should be localized milia-
(Milia-like) like syringoma in one or
more family members with
localized periorbital
syringoma in one or more

family member)

a4 Patrizi, et al.* 1998 N/A N/A - N/A N/A N/A N/A N/A

5 Metze, et al.}* 2001 N/A 52F N/A Forehead, Mother Eyelids - (Should be eruptive
periorbital, neck, Daughter Eyelid, chin, neck, syringoma with or without
axilla, mon abdomen, sacral, localized periorbital
pubis thigh syringoma in one or more

family members with
localized periorbital
syringoma in one or more

family member)

6 Smith, et al.’> 2001 N/A 19 M Adolesc Anterior trunk  Mother Anterior trunk 6
ence
7 Soler-Carrilo, 2001 Spain 33F 10 Neck, eyelids Father N/A N/A
etal.ls Brother N/A

16 F 12 Neck, trunk Father N/A N/A




Vol.38 No.2 Srimuang A, et al. 71

Table 2 Case reports of familial eruptive syringoma

No. Authors Year of Nation Age/ Age of Site of lesions Affected Site of lesions in  Type of familial syringoma
publi-cation Sex onset inthe patient family affected family
members members
8 Bautista, et 2003 N/A 32M  N/A Face, neck, Mother Eyelids, forehead, 7
al.l’ anterior chest, retroauricular
arm, thigh
9 Elsayed, et 2009 Egypt 23F N/A Neck, axilla, Father Eyelids, cheek, - (Should be eruptive
al.!8 abdomen anterior neck syringoma with or without
Two Sisters Forearm, chest, localized periorbital
(27 F, 36 F) axilla syringoma in two or more
Two Brother family members)

(22 M, 32 M) Axilla, neck, chest,

abdomen
10  Marzano, et 2009 USA 36 F  N/A Neck, chest, Son (17M) Anterior chest, N/A
al.y arms Mother ankle, upper and
Two brothers  lower extremities
Two sisters N/A
Two nephews N/A
N/A
N/A
11 Lauy, etal.® 2013 Asia 16 F 13 Axilla, abdomen Mother Infraorbital - (Should be eruptive
Brother (19M) Infraorbital, arm,  syringoma with or without
axilla, abdomen,  localized periorbital
groin syringoma in one or more
family members with
localized periorbital
syringoma in one or more
family member)
12 Singh SK, et 2013 India 60F 20 Eyelids, cheek, Daughter (38F) Forehead, eyelids, 7
al® forehead, chin  Daughter (35F) cheek, chin

Eyelids, cheek
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Table 2 Case reports of familial eruptive syringoma

No. Authors Year of Nation Age/ Age of Site of lesions Affected Site of lesions in  Type of familial syringoma
publi-cation Sex onset inthe patient family affected family
members members
13 Ibekwe, et 2016 Nigeria 13 F 11 Periorbital, Mother Periorbital - (Should be eruptive
al? forearm, chest syringoma with or without
localized periorbital
syringoma in one or more
family members with
localized periorbital
syringoma in one or more
family member)
14 Yaldiz, et 2018 N/A 20F 16 Neck, Brother (25 M) Upper chest, back 6
al.? supraclavicular
15 Mahaisavariy 2020 Thailand 20F 18 Face, axilla, Mother Cheeks, lower 7
a, etal?® trunk, groins eyelids
16 Srimuang, et 2021 Thailand 15F 9 Eyelids, neck, Mother Periorbital - (Should be eruptive
al. (our antecubital syringoma with or without
patients) fossae, groins, localized periorbital
mon pubis syringoma in one or more
family members with
localized periorbital
syringoma in one or more
family member)
15F 7 Periorbital, Father Periorbital, - (Should be eruptive
forehead, chin, forehead anterior  syringoma with or without
neck, trunk, Uncle trunk localized periorbital
forearm Periorbital, trunk  syringoma in two or more

family members with
eruptive syringoma in one
or more different family

member)
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