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Introduction

Abstract

Endometriosis is a benign gynaecological condition characterised by
the presence of functional endometrial glands and stroma outside the
uterine cavity. It commonly develops in the pelvis but can be found in
other extra-pelvic sites. Umbilical endometriosis is rare and primary
(spontaneous) umbilical endometriosis associated with umbilical her-
nia can present a diagnostic challenge to the surgeon as the presenting
painful swelling may mimic an obstructed hernia. We present a 34-year
old nulliparous woman who presented with a tender umbilical nod-
ule with no previous abdominal surgical scar and no known history of
endometriosis. A surgical excision of the nodule with umbilical herni-
orrhaphy was done and histological examination of the excised tissue
confirmed a primary umbilical endometriosis. Further gynaecological
evaluation was unremarkable and the patient has remained symptom-
free. A high index of suspicion and a histopathological examination of
the excised surgical specimen are mandatory for the diagnosis of pri-
mary umbilical endometriosis in a woman of reproductive age present-
ing with a tender umbilical nodule.

Keywords: Primary umbilical endometriosis; Umbilical hernia;
Villar’s nodule; Surgical excision.

after the menopause. It is usually found within the pelvis, locat-
ed along the peritoneum lining the pelvic side walls, pouch of

Endometriosis is the presence of functional endometrial
glands and stroma outside the uterine cavity. It is a common
benign gynaecological condition, affecting 5-10% of women of
reproductive age and found in at least a third of women un-
dergoing a diagnostic laparoscopy for pelvic pain or infertility
[1]. The condition is oestrogen-dependent and tends to resolve

Douglas, uterosacral ligaments and urinary bladder and bowel.
It occurs less frequently in extra-pelvic sites including the um-
bilicus, surgical scars (especially after caesarean sections and
in laparoscopic port sites), and pleural cavity, and occasionally
develops spontaneously [1,2]. Endometriotic tissues respond
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to hormonal changes and undergo cyclical bleeding and local
inflammatory reactions. The cyclical episodes of bleeding and
healing lead to fibrosis and adhesion formation. Affected wom-
en traditionally present with severe cyclical non-colicky pelvic
pain restricted to around the time of menstruation which may
start a few days before the commencement of menstruation,
and continue until the end of menstruation. The pain may be
in form of dysmenorrhoea, deep dyspareunia, and dyschezia.
Endometriosis is frequently associated with irritable bowel syn-
drome. Extra-pelvic endometriosis can cause local symptoms
like cyclical epistaxis, cyclical haemoptysis/haemopneumotho-
rax, cyclical rectal bleeding, cyclical haematuria, and cyclical
pain, swelling and bleeding at abdominal surgical scars and the
umbilicus [1]. The aetiology of endometriosis is unknown but
several theories have been postulated to explain it, including
the Sampson’s theory of retrograde menstruation, implantation
theory (surgical implantation, vascular and lymphatic spread);
coelomic metaplasia; and genetic and immunological factors

[3].

Diagnosis is mainly clinical aided by ultrasound scan and
laparoscopy. Laparoscopy is the traditional method of diagnosis
which is based on the accurate visual identification of endome-
triotic lesions [4]. It has the added advantage of allowing biopsy
of the lesions for histological confirmation of diagnosis and for
concurrent surgical diathermy ablation and/or excision of the
endometriotic lesions. Magnetic Resonance Imaging (MRI) is
the imaging technique of choice for diagnosis as it can detect
lesions of >5 mm in size [5]. Management of endometriosis in-
cludes both medical and surgical treatment, with medical treat-
ment reserved only for preoperative relief of symptoms as it is
associated with side effects and limited to short-term use [6].

Extra-pelvic endometriosis is rare and often presents a di-
agnostic challenge to the surgeon when evaluating a female
who presents with cyclical pain, bleeding and/or swellings [3].
Umbilical endometriosis is rare and develops mainly in surgical
scars. Primary Umbilical Endometriosis (PUE) without previous
pelvic surgery is however extremely rare [6-8]. We present a
34-year old female who had an undiagnosed primary umbilical
endometriosis but presented with features mimicking a stran-
gulated umbilical hernia.

Case presentation

A 34-year old unmarried nulliparous lady who presented to
the surgical outpatient clinic with a history of an umbilical swell-
ing of 4 years duration associated with recurrent umbilical pain
especially during her menstruation and with associated dys-
menorrhoea and lower abdominal and pelvic pain relieved by
ingestion of NSAIDs, but with no visible bleeding from the um-
bilicus. The swelling gradually increased in size over the last one
month prior to presentation. There were no specific intestinal
or other associated symptoms. Her past surgical and medical
histories were not significant. She had also not been evaluated
by any gynaecologist.

Examination showed a 3 cm by 4 cm nodular swelling around
the upper edge of the umbilicus, darkish in colour, tender, ir-
reducible, and not pulsating. The umbilicus was inverted. Ab-
dominal ultrasound scan confirmed a swelling abutting on the
umbilicus. The patient had excision biopsy of the nodule and
a simple umbilical defect repair. Histopathological examination

revealed the presence of endometrial glands and stroma pre-
dominantly within the dermis. Some of the glands were dilated
and filled with red blood cells. Also seen were haemosiderin-
laden macrophages, infiltrates of lymphoplasmatic inflamma-
tory cells and intervening dense fibrotic stroma; the overlying
epidermis was hyperplastic and there was no evidence of malig-
nancy; all features are in keeping with endometriosis. She was
referred to the gynaecologists for further evaluation following
the histology report and the findings were unremarkable. The
patient has remained free of symptoms for the past 6 months.
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\\Figure 1: Photograph showing supra umbilical swelling.
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\\Figure 2: Photograph showing excision of swelling.
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Figure 3: Mid-power photomicrograph showing endometrial
glands filled with blood clots and stroma laden with haemosiderin
macrophages (H&E X 10).
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Discussion

Umbilical endometriosis is a rare presentation accounting
for 0.5-1% of all extra-pelvic endometriosis [10]. Primary Um-
bilical Endometriosis (PUE) coexisting with an umbilical hernia,
as seen in our patient, is also a rare entity and poses a diagnos-
tic challenge to the Surgeon, as it may mimic an obstructed or a
strangulated hernia, requiring a high index of suspicion to make
a diagnosis [5,10-12]. It frequently develops in previous umbili-
cal scars by implantation or following surgical manipulations,
but very rarely presents as primary (spontaneous) umbilical en-
dometriosis as seen in the case reported. Only a limited number
of cases of PUE have been reported in the literature [3,13-15].
The umbilicus is a physiological scar with a predilection to en-
dometriosis [10]. Haematogenous and lymphatic spread to the
umbilicus and direct migration of endometrial cells through the
round ligament or the remnants of the obliterated umbilical
vessels may explain the occurrence of PUE [8]. Umbilical endo-
metrioma (nodule) as seen in our case was first described by
Villar in 1886, the so-called “Villar’s nodule” and is the typical
presentation in umbilical endometriosis [7,9,12]. Most cases of
PUE will present with cyclical symptoms related to menstrua-
tion. The accompanying pain may however be confused with
the pain of a recurrent obstructed or strangulated hernia in a
patient previously diagnosed with a hernia, especially where
there is no visible bleeding or discharge from the umbilicus,
and the patient had not had any abdominal surgery or prior
gynaecological evaluation. This was the diagnostic difficulty
we encountered in the case reported. Recognised differential
diagnoses of umbilical endometriosis include an umbilical cyst,
abscess, melanoma, lipoma, suture granuloma or a deposit of
systemic malignancy [13]. Victory et al. [12] reported that 90%
of cases of umbilical endometriosis will present with umbili-
cal swelling, less than 50% will present with bleeding, and 80%
with cyclical pain resulting from tissue inflammation, distension
and cyclical changes, while up to 25% occur with pelvic endo-
metriosis. There is usually discolouration of the nodule due to
bleeding into the lesion with deposition of haemosiderin which
can be demonstrated on histopathological examination as seen
in our patient and shown in Figure 1.

In a case review series of five African patients, Makena et al.
[11] reported an age range of 31-47 months, while duration of
symptoms ranged between 3 months and 60 months. All the
patients presented with umbilical swelling and pain with lesions
ranging from 1.6 cm to 4 cm in diameter. Their findings were
consistent with those of our patient who was 34 years of age
and presented with a painful umbilical swelling of 48 months
duration and measuring 3 cm by 4 cm. A similar review by Bin-
dra et al. [14] and Adewole et al. [15] showed similar findings.

Although laparoscopy is the traditional method of diagnosis
based on the accurate visual identification of endometriotic le-
sions, this is only applicable to pelvic endometriosis. Diagnosis
in our patient was mainly based on clinical suspicion. Ultra-
sound imaging was useful in the preoperative evaluation of the
nodule and assessment for involvement of surrounding tissues
and to exclude other pelvic pathology. The diagnosis was how-
ever confirmed by histopathological examination of the excised
nodule. MRI has been recommended as the imaging technique
of choice for diagnosis of endometriosis [5]. This imaging tech-
nique is not usually readily available in low-resource setting like
ours and where available the cost may be a challenge. It was not
used in our patient. Surgical excision of the umbilical lesion with
a hernia repair is considered the preferred treatment option

and this was offered to our patient (Figure 2). All the reported
cases in the literature had surgical management [3,11,14]. The
surgical option also helped in providing tissue for histological
diagnosis since the diagnosis was only a differential preopera-
tively.

The histopathological appearance of an endometriosis sec-
tion is usually characterized by irregular glandular lumina that
are embedded in the stroma with an elevated vascular and cel-
lular component similar to the stroma of the functional endo-
metrium [6]. The histological findings of haemosiderin-laden
macrophages, infiltrates of lymphoplasmatic inflammatory cells
(Figure 3) and intervening dense fibrotic stroma with hyperplas-
tic overlying epidermis in the case presented tend to point to
lymphatic migration of endometrial cells as the probable aetio-
logical factor. This further highlights the importance of always
preserving surgical specimens for histopathological evaluation
to aid in diagnosis, especially where preoperative diagnosis is
a challenge.

Other treatment options include use of hormonal therapy
like Gonadotropin-Releasing Hormone (GnRH) analogues or Da-
nazol® which can be used preoperatively for relief of symptoms
and to reduce the size of the lesion [1]. Their prolonged use is
however associated with side effects. Our patient was referred
to the Gynaecologists for further gynaecological evaluation for
any associated pelvic endometriosis and follow-up.

Conclusion

PUE mimicking a strangulated umbilical hernia is a rare en-
tity presenting a preoperative diagnostic challenge. A high index
of suspicion and adequate clinical evaluation of a woman with
a painful umbilical nodule, with specific enquiry on the cycli-
cal nature of the pain and its association with her menstrual
cycle, is key to the diagnosis of umbilical endometriosis in the
presence of an umbilical hernia. Surgical excision with umbilical
herniorrhaphy and histopathological examination of the surgi-
cal specimen are important management strategies.
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