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Spontaneous cutaneous umbilical endometriosis:
a rare variant of extragenital endometriosis
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Summary

Umbilical endometriosis is a very uncommon condition which presents as a pigmented umbilical nodule, papular or cystic, with
symptoms punctuated rhythmed by menses. The authors report the case of a 32-year-old with spontaneous umbilical endometriosis. Sur-
gical resection was performed with a good cosmetic result and no recurrence at six months. A review of the literature allowed the au-
thors to discuss the diagnosis difficulties and treatment in a underdeveloped country.
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Introduction

Endometriosis was first described by Rokistansky in
1860 and was defined as the presence of proliferation of
endometrium (endometrial glands and stroma) outside the
uterine cavity, with the most common site being the pelvis
[1]. It is a common gynecological condition that affects up
to 22% of all women, eight to 15% of women of reproduc-
tive age, and six percent of premenopausal women [2, 3],
and commonly occurs in pelvic organs of women present-
ing with dymenorrhea, menorrhagia, pelvic pain, and in-
fertility [4, 5]. Furthermore, ectopic endometrioma occurs
in the abdominal wall in 0.03% to 1.08% with anamnesis of
obstetrics or gynecologic procedures [1]. However it could
sometimes be found with no previous scar (iatrogenic or
not) [6].

Primary (spontaneous) umbilical endometriosis (SUE)
was first described by Villar in 1886 [6] and represents a
rare condition, estimated in 0.5 % to 1% of all extragenital
endometriosis [5].

The authors present a case of umbilical painful skin nod-
ule that presented first to the general surgeons, which was
clinically diagnosed as umbilical papilloma but finally re-
sulted histologically as an abdominal wall endometrioma.
This is a rare case of primary umbilical spontaneous ab-
dominal wall endometriosis.

Case Report

A nulliparous woman, 32 years of age, presented with a pig-
mented umbilical mobile mass, which was tender to palpation.
over a period of five years. Her lesion was associated with cycli-
cal changes in size with worsening during menses and severe pain
over the past eight months. There was no bleeding. The mass re-
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placed the umbilicus entirely. She had never been pregnant nor
had any abdominal surgery. She had no history of dysmenorrhea
and never used hormonal contraception.

On physical examination, she had a hard, black umbilical mass
that measured three by two cm, stiff, and painful and irreducible to
palpation (Figure 1). The nodule was movable from all skin plans.
Given the clinical history and the physical appearance of the lesion,
the diagnosis of umbilical endometriosis was strongly suspected.

Ultrasound scan of the mass showed a well-defined, oval-shaped
anechoic area. The preliminary diagnosis was incarcerated umbili-
cal hernia. There were no other localizations. The determination of
CA-125 came back normal at 13.2 IU/ml. Hysterorraphy had found
no other site of endometriosis.

Surgical excision of the umbilicus nodule and reconstruction was
performed using a purse-string suture technique. Histological ex-
amination of the surgical specimen confirmed the diagnosis of en-
dometriosis (Figure 2). Surgical pathology revealed a 5.0 x 4.0 x 3.0
cm area of endometriosis with negative margins at the umbilicus.
Characteristic of cutaneous endometriosis, endometrial glands in a
fibrous eosinophilic stroma were noted within the dermis.

Discussion

Endometriosis is a very common gynecological disease
which usually occurs in the pelvic cavity [1, 7]. Extrapelvic
endometrioma is an uncommon gynecological problem [8]
with an estimated incidence of 0.5% to 1% [5]. It is the
presence of ectopic endometrial tissue in almost any organ
and cavity of the female body, including the lung, bowel,
ureter, and brain, but the most including location is the ab-
dominal wall [4, 5, 6]. Endometriosis involving the ab-
dominal wall is termed as cutaneous endometriosis, and it
is mostly associated with surgical scars after abdominal or
pelvic operations, or may rarely occur spontaneously [7].
The primary umbilical endometriotic lesion was firstly de-
scribed by Villar in 1886. There is no systematic literature
review on published cohorts of patients having umbilical
endometrioma [6].
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Figure 1. — Umbilical endometriosis nodule

For Papavramidis et al, the definition of wall en-
dometriosis includes lesions that are not due to previous sur-
gical procedures, and such cases are referred to as
spontancous abdominal wall endometriosis [4]. No large
prospective or retrospective studies have investigated SUE
[6]. However, Horton ef al. found that it is less common than
scar-related endometriosis, and represents only 20% of all
the cases [9]. The most common locations of SUE appear to
be the umbilicus and groin [4, 5].

There are several doubts concerning the etiopathogenesis
of the condition during the decades [7]. Many theories have
been put forward to explain pathogenesis of endometriosis
[4, 9, 10]. They have been classified into three main cate-
gories, i.e., the embryonic rest theory, the coelomic meta-
plasia theory, and the migratory pathogenesis theory [4, 7].
The embryonic rest theory explains the pelvic endometriosis
such as a stimulus to a Miillerian origin cell nest [4, 9-11].
The migratory pathogenesis by implantation or retrograde
menstruation theory explains the implantation on surround-
ing pelvic structures [4, 9-11]. Direct transplantation can ex-
plain the endometriosis occurring on surgical scars, but does
not explain the distant locations, therefore Halban advocated
the dissemination theory of vascular migration through vas-
cular or lymphatic channels and in also surgical procedures
[5, 9]. Even if the actual mechanism of SUE remains unclear,
none of the suggested theories should be excluded until con-

Figure 2. — Umbilical endometriosis: endometriotic glands with
metaplasia

vincing experimental data are obtained. Some authors advo-
cate a combination of the aforementioned theories [9, 10].
Papavramidis ef al. suggested that the dissemination theory
through lymphatic or vascular spread can explain occurrence
of spontaneous abdominal wall endometriosis [4] as in the
case report herein.

As for many authors, extragenital endometriosis has vari-
ous presentations and remains a difficult condition to diag-
nose and treat [4, 10]. Clinical diagnosis has varying features
such as flesh colored nodule, black nodule, flesh colored
bluish, and with a size range of up to several centimeters.
Hence, malignant melanoma should be considered [7].

In primary cutaneous umbilical endometriosis, the chief
symptom is usually a mass at the site of maximum tender-
ness, which varies in size following the menstrual cycle,
while the typical characteristic is cyclic pain associated with
menses [4, 10].

There are reports that the pain can be constantly present
without any association with the menstrual cycle, but this is
generally regarded as atypical, which may explain why um-
bilical endometriosis is often misdiagnosed clinically. In such
atypical cases, and especially in cases of SUE, signs and
symptoms may occur singly, which always hinders an accu-
rate diagnosis. In published series, the reported preoperative
diagnosis rate has varied between 20% and 50% [4].

This diagnostic failure could be due to general surgeons,
who often make the diagnosis, not being sufficiently familiar
with SUE. Another possible explanation is the atypical pres-
entation of the disease along with the possible differential di-
agnoses, including lipoma, sarcoma, lymphoma, primary or
metastatic cancer, cysts, and inguinal or incisional hernia [4].

Clinical diagnosis is often difficult and patients suffering
from this condition are usually of reproductive age and often
present with an umbilical mass associated with swelling,
pain, discharge, or cyclical bleeding [5]. Cyclical pain in um-
bilicus with a palpable mass was most the presenting symp-
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tom as in this case, as for many authors in literature review
[1, 7]. Rare cases of cyclical bleeding discharge in umbilicus
have been described from the umbilical mass during men-
strual period [12]. The umbilical nodule has been described
as being flesh-colored, brownish, dark-bluish, or simply a
subcutaneous mass, with a size that typically varies from 0.5
cm to several centimeters, but can be enormous [4, 10].
There may be associated symptoms of coexistent pelvic en-
dometriosis, although the incidence of pelvic disease in ab-
dominal wall endometriosis is within the same range as the
general population (8%—15%) [5, 9].

The possibility of co-existing genital-pelvic endometriosis
should be excluded by ultrasonogram and or exploratory la-
paroscopy of abdominal cavity [7]. Due to the variable
macroscopic appearance of umbilical endometriomas, the dif-
ferential diagnosis of umbilical nodules includes: pyogenic
granuloma, embryological rests, irreducible hernia, en-
dometriosis, inclusion cysts, primary tumours or secondary
metastatic tumours from intra-abdominal malignancy [7].

According to Catalina-Fernandez ef al., dermoscopy can
be helpful in cases of cutaneous or subcutaneous en-
dometriosis, with cytologic smears revealing high cellularity
with hemosiderin-laden macrophages and sheets of stromal
and epithelial cells on a hemorrhagic background [10]. The
histologic diagnosis of endometrioma requires two of the
three following features: endometrial-like glands, endome-
trial stroma, or hemosiderin pigment [4]

Surgical excision is necessary for proper histological diag-
nosis as well as for therapeutic purpose. It is the preferred
treatment in all cases of UE consisting in wide local excision
of the mass.

In case, no additional of hormonal therapy was associated.
Papavramedis ef al. proposed it whenever severe pelvic dis-
ease is assumed or demonstrably present [4,]. Therefore, sur-
gical resection of an umbilical endometrioma with safety and
clear margins is the treatment of choice, and offers the high-
est probability of both a definitive diagnosis and a favorable
outcome. Preservation of the umbilicus is preferred, but if the
umbilicus has to be completely removed in order to achieve
radical excision, certain methods can provide adequate re-
construction [11].

Complete excision of the umbilical lesion with partial re-
section of the underlying fascia is recommended, to avoid
local recurrence [4, 10]. Therefore, wide excision with a mar-
gin of at least one cm is considered the treatment of choice,
even for recurrent lesions [4, 10].

Several authors have advocated the use of hormonal ther-
apy with a gonadotropin-releasing hormone analog (eg, dana-
zol or progesterone), with the aim of decreasing the size of the
mass and facilitating surgery. Furthermore, these hormones
can be added to surgical treatment in cases of severe pelvic
disease [5].

Medical management cannot be enthusiastically recom-
mended, due to its reported success rate being low, with it of-
fering only temporary alleviation of the symptoms, and

serious adverse effects often being followed by recurrence
after cessation of drug intake [1,6]. It is also known that both
abdominal wall and scar endometriosis are less responsive to
hormonal therapy [6].

Malignant transformation of abdominal wall endometriosis
is a very rare complication (in 1% of cases) [6].

Spontaneous abdominal wall endometriosis is usually di-
agnosed by pathology, especially in cases without the typical
triad of mass, pain, and cyclic symptomatology, as in the case
report presented herein.

Conclusion

Primary umbilical endometriomas is a rare event. Care-
ful history-taking and physical examination are essential to
making the correct diagnosis, although this can be difficult
in atypical presentations, and so other causes of umbilical
lesions should be considered. In underdeveloped countries,
complete excision and histology is highly recommended
for obtaining a definitive diagnosis and to rule out malig-
nancy. Radical surgical resection is the treatment of choice.
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