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Abstract

Introduction

Umbilical endometriosis is a rare form of endometriosis accounting for 0.5-1% of total cases of endometriosis. It may occur
in the setting of prior abdominopelvic surgical procedures or spontaneously, where the latter is more common. The classic
clinical presentation is red or black painful nodule with cyclical nature of pain. Initial diagnosis is usually made clinically
but histopathologic confirmation is required. Fine needle aspiration cytology is also diagnostic for endometriosis. This case
report is aimed to highlight the role of Fine needle aspiration cytology in diagnosing endometriosis, and discus the clinical
presentation, pathogenesis and diagnosis of primary umbilical endometriosis with review of previously published case reports.

Presentation of Case

A 24 years old nulliparous woman presented with slowly growing umbilical swelling and pain of 02 years duration. The pain
worsens with menses. She had no history of previous surgical procedure. On physical examination there was well defined,
non-tender, firm mobile subcutaneous mass with overlying skin hyperpigmentation measuring, 23mm*19mm. Fine needle
aspiration cytology was done from the nodule and the findings were consistent with endometriosis. Subsequent histopathologic
examination also confirmed the diagnosis of endometriosis.

Conclusion
Even though it is rare, primary umbilical endometriosis should be considered in a women of reproductive age group presenting

with painful umbilical mass. With favorable clinical setting, fine needle aspiration cytology is cost effective, fast and accurate
diagnostic modality in diagnosing umbilical endometriosis.
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Abbreviations: FNAC-Fine Needle Aspiration Cytology; Hand involved by endometriosis [2]. The ovary is the commonest site

E-Hematoxylin and Eosin affected by endometriosis [1]. Endometriosis can also occur
outside the pelvic cavity, where the abdominal wall and thoracic
1. Introduction cavity making the commonest extrapelvic sites of endometriosis.

Endometriosis is defined as the presence of endometrial glandsand  Umbilical endometriosis is a rare form of endometriosis
stroma outside the uterine cavity [1]. The ovaries, fallopian tubes, accounting for 0.5-1% of total cases of endometriosis, and 0.4-4%
and structures in vicinity to the ovary and uterus are commonly of extragenital endometriosis. Umbilical endometriosis clinically
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presents with red or purple or black umbilical mass. Associated
with the mass lesion they also manifest with umbilical pain which
worsens with menses, and bleeding in the periumbilical area [3, 4].

Umbilical endometriosis is classified as primary and secondary
depending on whether the patient has previous surgery or not.
The surgical procedure can be open or laparoscopic. Umbilical
endometriosis occurring spontaneously is called primary and, those
cases associated with previous abdominopelvic procedure are called
as secondary. Primary umbilical endometriosis accounts for 70%
of total cases of umbilical endometriosis. One of the theoretical
explanations for primary umbilical endometriosis is shedding
of endometrial cells which are transported by lymphovascular
system to the umbilicus [4]. Diagnosis of umbilical endometriosis
is initially clinical, but histopathologic confirmation is required
[4]. Fine needle aspiration cytology (FNAC) is also fast and
accurate diagnostic tool for diagnosing endometriosis. Cytologic
examination of endometriosis demonstrates mainly epithelial
cells and stromal component with occasional hemosiderin laden
macrophages. Surgical management is currently the main stay
of treatment of umbilical endometriosis. Here by we present a
case of 24-year-old woman diagnosed with primary umbilical
endometriosis after she presented with painful umbilical nodule of
02 years duration.

2. Presentation of Case

2.1. History and Physical Examination

This is a 24-year-old nulliparous woman presented to Aksum
university comprehensive specialized hospital surgical outpatient
department, with complaint of slowly growing umbilical swelling
and pain of 02 years duration. She claimed that the pain is dull
aching in type and worsens with menses. Otherwise, no history
of lower abdominal pain, dysmenorrhea or dyspareunia. She has
no history of previous abdominal surgical procedure. On physical
examination, her vital signs were within normal range. Abdominal
examination demonstrated firm mobile non-tender subcutaneous
umbilical mass with overlying skin hyperpigmentation measuring,
23mm*19mm (Figure 1). Pelvic examination was non-revealing.

Figure 1: Clinical Photograph of The Hyperpigmented Umbilical
Nodule

2.2. Diagnostic Assessment

Routine laboratory investigation values were within normal range.
Abdominal ultrasound scan revealed hypoechoic mass in the deep
plane of skin with irregular border, measuring 18mm*13mm. The
uterus, ovaries and other pelvic structures are normal in size and
appearance, with no identifiable lesion in the pelvis and abdominal
cavity. Abdominopelvic computed tomography (CT) scan was
planned but it was not available at our center. FNAC from the
nodule was done, and it showed cellular aspirate displaying
monolayered sheets and loose clusters of monotonous round to
oval epithelial cells having mild to moderate cytoplasm and finely
chromatined nuclei, in a background of loose clusters and single
cells of bland oval to spindle stromal cells with scant cytoplasm
(Figure 2). Having the provided history of cyclical pain and the
clear cut cytologic findings, the diagnosis of endometriosis was
rendered on FNAC.

Figure 2: Cytology Microscopic Images

A. 10x magnification displaying monolayered sheets and loose
clusters of bland round to oval epithelial cells. B. 20x magnification
of image A, demonstrating the honey comb sheets of monotonous
epithelial cells. C. 20x magnification displaying the epithelial
cells forming gland like structures. D. 20x magnification showing
the loose clusters of bland oval to spindle stromal cells, and
background bare nuclei.

Figure 3: Photograph of The Surgical Removal of Umbilical
Nodule
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With impression of primary umbilical endometriosis, excisional
biopsy was done and sent for further pathologic examination.
The histopathologic examination macroscopically revealed,
dermal based grey white lesion with irregular border having
microcystic spaces measuring 18mm*12mm*10mm (Figure
4). Microscopically the H and E (Hematoxylin and eosin)
examination revealed dermal based lesion displaying variable
sized glands lined by cuboidal to columnar epithelium containing
round to oval pseudostratified nuclei and moderate amphophilic
cytoplasm, surrounded by endometrial stroma demonstrating areas
of mononuclear inflammation, myxoidy change and hemorrhage
(Figure 5). No atypia or mitosis is noted.
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Figure 4: Histopathology Gross Pictures: Cut Surface of the
Umbilical Nodule Specimen Displaying Grey White Dermal
Based Mass with Microcystic Spaces

Figure S: Histopathologic Microscopic Images

A. 20x magnification displaying endometrial glands surrounded
by endometrial stroma. B. 20x magnification demonstrating
endometrial glands and stroma with mononuclear inflammatory
cells. C. 10x magnification showing the endometrial stoma with
areas of myxoid change. D. 10x magnification displaying areas of
stromal hemorrhage.

2.3. Therapeutic Intervention

With the working diagnosis of primary umbilical endometriosis,
the patient was counseled on options of management and she opted
for surgical management. Under local anesthesia and sedation
wide skin incision and en block excision of the mass with skin, the

muscles and fascia was done (Figure 3). The excised sample was
sent for histopathologic examination.

2.4. Outcome and Follow up

Currently, on the time of writing the case report, she is on her
18" postoperative day, she is doing good. Vital signs were within
normal range and abdominopelvic ultrasound was done and it
was unremarkable. No surgical complications are witnessed. The
abdominal surgical wound is on optimal healing (Figure 6).

/

Figure 6: Clinical Photograph of the Surgical Site on 18th
Postoperative Day

3. Discussion

Endometriosis is a chronic proinflammatory condition characterized
by presence of endometrium-like tissue outside the uterine cavity
and, presence of the endometrial tissue at ectopic sites induces
recruitment of proinflammatory cytokines resulting in sustained
inflammation at involved sites. Endometriosis affects about 10% of
women within reproductive age group [1,5,6]. Even though pelvic
structures are mostly involved, endometriosis can also affect the
intestine, abdominal wall, thoracic cavity, bladder and other organs.
Among extrapelvic sites, abdominal wall endometriosis is the most
common. Umbilical endometriosis is one form of abdominal wall
endometriosis constituting 0.5-1% of total cases of endometriosis
and 30-40% of cases of abdominal wall endometriosis. About 25%
of cases of umbilical endometriosis seen to have concurrent pelvic
endometriosis. In our instance the ultrasound examination excluded
presence of concurrent lesion at other sites.

Umbilical endometriosis is classified as primary, which occur in the
absence of previous surgical procedure, and secondary occurring
in women who had previous surgery. The surgical procedures
can be open or laparoscopic, and the former is more commonly
associated with occurrence of endometriosis. There are postulated
theories for development of endometriosis which includes;
Sampson’s theory of retrograde menstruation, hematogenous or
lymphatic spread theory, coelomic metaplasia theory, stem cell
recruitment theory and embryogenetic theory. Of those theories
retrograde menstruation theory is the most accepted theory [4-9].
Lymphatic or hematogenous spread theory is the likely theory to
explain pathogenesis of primary umbilical endometriosis.

Clinically primary umbilical endometriosis presents with red or
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purple or black nodule [10]. Associated with the swelling they also
have pain which usually worsens with menses, and bleeding from
the swelling [8,10-12]. Similarly, our patient had hyperpigmented
umbilical mass with associated cyclical pain, but she did not
report bleeding from the mass. Diagnosis of primary umbilical
endometriosis is initially clinical, but it should be confirmed by
histopathology with Hand E examination [4]. The differential
diagnosis for primary umbilical endometriosis includes;
hamartoma, pyogenic granuloma, sarcoma, lymphoma [13-15].
Sister Marry Joseph’s nodule is also one cause of confusion with
primary umbilical endometriosis clinically [8]. Sensitivity and
specificity of ultrasonography, CT scan and magnetic resonance
imaging (MRI) in diagnosing umbilical endometriosis is not
clearly known and there are no pathogenomic features of umbilical
endometriosis in imaging findings [16-18]. Definitive diagnosis
of endometriosis is usually made by FNAC, histopathology and
immunohistochemistry [15].

Fine needle aspiration cytology examination of umbilical
endometriosis usually demonstrates epithelial cell clusters, stromal
cells and admixed hemosiderin laden macrophages [19-21]. The
cytomorphology typically displays a regularly arranged clusters pf
epithelial cells comprising bland uniform cells, with loose clusters
of stromal cells [20]. In our case FNAC and histopathology findings
were consistent with endometriosis. Currently the mainstay of
treatment of umbilical endometriosis is surgical exploration and
removal of the nodule [4,10,15,17,18]. Recurrences are rare after
surgical removal of the nodule [16]. There are reports which
estimated recurrence rate of 5-9%, with higher rate for larger masses
[2]. Medical management with combined oral contraceptives and
progestins is also another option of treatment, which is intended to
minimize the inflammatory effect and stimulation of endometrial
implants [4]. This medical approach can be used to relief clinical
symptoms but it is not curative [18].

4. Conclusion

In conclusion even though it is rare, primary umbilical
endometriosis should be considered in a women of reproductive
age group presenting with painful umbilical mass. With favorable
clinical setting fine needle aspiration cytology is cost effective,
fast and accurate diagnostic modality in diagnosing umbilical
endometriosis.
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