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Introduction

Endometriosis is defined as the presence of endometri-
al tissue, stroma and glands outside the uterine cavity.
Common sites of endometriosis are the ovaries, fallopian
tube, uterine ligament, pelvic wall, intestine and bladder.

Primary endometriosis of extra pelvic sites is unusual.
Endometriosis of the umbilicus [1] and umbilical hernia
sac is rare [2], especially if there is no history of abdom-
inal, pelvic surgery or known preexisting endometriosis
in other sites. The estimated incidence of umbilical
endometriosis is 0.5-1% [3, 4].

Secondary endometriosis, (scar endometriosis) can
develop after an umbilical hernia repair [5], an inguinal
hernia repair [6] and laparoscopy performed through the
umbilicus [7] or abdomen [8].

Cutaneous endometriosis could be an indicator of pre-
existing abdominal endometriosis without any previous
manifestation [9].

Case report

We present a case of a 26-year-old nulliparous patient without
any history of previous abdominal or pelvic surgery. Over the
past few years she had dysmenorrhea and was seen by a gyne-
cologist. After an abdominal ultra-sound a cyst of 4.6 x 3.9 cm
was found in one of the ovaries and a hemorrhagic corpus
luteum cyst was suspected as a diagnosis. The gynecologists
prescribed an anti-inflammatory drug, lornoxican, and followed
her up over time. The cyst was progressively decreasing in size
and finally regressed but the dysmenorrhea remained.

During the past year the patient complained of umbilical pain
and noticed a dark purplish nodule on the umbilicus with size
changes – growth alternating with decreased size continuously
over time. 

No bloody secretions were observed. 
The patient visited a dermatologist whose diagnosis was

inflammation of the umbilicus. A local antibiotic cream was
given with no result. After that she visited a surgeon who diag-
nosed an umbilical hernia and an operation was planned. Upon
medical history a correlation was made between the painful
nodule and menstrual cycle. 

The patient realized that the enlargement together with the
pain on the umbilicus was cyclic and was happening only a few
days per month. 

The operation for the umbilical hernia was performed and the
specimen was sent for histopathological evaluation with the
indication “umbilical nodule”. 

Summary
We present a case of primary endometriosis of the umbilicus in a young nulliparous patient without any previous history of abdom-

inal or pelvic surgery. Primary endometriosis of extra pelvic sites is unusual while umbilical endometriosis is quite rare. Diagnosis
of endometriosis is difficult to obtain and sometimes diagnoses can be false-positive or false-negative. Some imaging procedures can
be done to rule out other disorders but it is difficult to differentiate them from endometriosis. A definite diagnosis can only be estab-
lished by histopathological examination. Hematoxylin and eosin (H&E) is the staining of choice. Conservative surgical excision of
the lesion and drugs such as oral contraceptives and gonadotropin releasing analogues are the first-line treatment. 
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Figure 1. — Hematoxylin and eosin (H&E) staining of
endometriotic tissue.
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The specimen consisted of an ellipse of skin measuring 1.3 x
1 cm with underlying soft tissues that contained a circumscribed
nodule 1 cm in diameter. It was routinely processed in paraffin
and was stained by hematoxylin and eosin (H&E) staining
(Figure 1). 

Microscopically, there was a typical area of endometriosis
consisting of endometrial-type glands and stroma.

Additional immunohistological stains for vimentin (Figure 2)
and CD10 (Figure 3) were performed to support the histological
finding of endometriosis. 

Discussion 

Primary endometriosis of the umbilical hernia sac is
rare, especially if no previous abdominal or pelvic sur-
gery has been performed, and only a few cases have been
reported over the last decade [10-12].

The pathogenesis of extra pelvic primary endometriosis
can be explained by the “retrograde theory”, according to
which endometrial tissue can spread through the fallopi-
an tube during menstruation. Retrograde menstruation
occurs normally in healthy women but only a very small
percent develop primary endometriosis [13].

In contrast to normal endometrial tissue, endometriot-
ic tissue differentiates in the fact that it can produce
estrogens by itself through the aromatase cycle [14] in
vitro. 

Genetic [15, 16], hormonal [17] and autoimmune fac-
tors [18] also play an important role in the pathogenesis
of endometriosis.

According to the American Society for Reproductive
Medicine, endometriosis may be classified based on the
number, location and depth of endometriotic tissue and
the presence of adhesion in four stages [Stage I (mini-
mal), Stage II (mild), Stage III (moderate), Stage IV
(severe)}. 

Imaging procedures such as ultrasonography, computed
tomography and magnetic resonance imaging are done to
rule out other disorders. Sometimes they are useful for
determining the location and the size of endometriosis but
cannot differentiate endometriosis from soft tissue tumors

[19]. On the other hand they can be useful in monitoring
the disorder after it is diagnosed.

Histological examination is the only exam for a certain
diagnosis. The diagnosis is usually straight forward with
H&E stains, but false-negative results can be produced.

In a few cases immunocytochemistry stains, such as vi -
men tin and CD10, are used to confirm the presence of en -
dometrial type stroma around endometrial type glands [20].

The treatment of choice is conservative surgical exci-
sion of the lesion, with sufficient healthy margins to pre-
vent recurrence, and drugs.

Drugs such as oral contraceptives and gonadotropin
releasing hormone analogues inhibit the growth and
activity of endometriotic tissue by suppressing ovarian
function. However endometriosis recurs if the patient
stops the drugs.

In conclusion, primary endometriosis is a rare entity
and diagnosis can be difficult.
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