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Case Report

Primary Umbilical Endometriosis:
Report of a Rare Case
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Abstract
Endometriosis is the commonest gynaecological problem; it affects 7 to 10% women
in reproductive age group. Commonest site being the pelvic organs, extrapelvic
presentation in almost all parts of the body have been reported. However umbilical
endometriosis has been reported in more than one hundred cases. It was first
described by Villar in 1886. Umbilical endometriosis accounts for only 0.5% to 1%
of all endometriosis cases. Most of the reported cases occurred in the scar following
gynaecological and obstetrical surgery. A few cases of primary umbilical
endometriosis have been reported. We report such a rare case of primary umbilical
endometriosis and the diagnosis was done by FNAC & the patient underwent wide
local excision.
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INTRODUCTION
Endometriosis was first described by Rokitansky in 1860 and was defined as the
presence of proliferation of endometrium outside the uterine cavity, commonest site
being the pelvis1. It is a common gynecological condition that affects up to 22% of all
women, 8-15% of reproductive age and 6% premenopausal women2-3. Endometriosis
commonly found anywhere in the pelvic cavity: on the ovaries, fallopian tube,
uterosacral ligaments, pouch of Douglus4. Extragenital endometriosis is less common,
but has been described in almost every area of the female body including the bowel,
bladder, lungs, brain, umbilicus, liver and surgical scars5. Umbilical endometriosis
represents 0.5-1% of all cases of endometriosis, which was first described by Villar
in 18866. However umbilical endometriosis has been reported in more than hundred
cases. The majority of the reported cases occurred in obstetrical & gynecologically
induced abdominal or pelvic scars including hysterectomy, episiotomy, caeserian
section & laparoscopy7. Few cases of primary umbilical endometriosis have been
reported2,3,7,8. We report one such a rare case of primary umbilical endometriosis.
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A 42 years old woman, para 4-2, admitted with a slowly growing umbilical nodule of
3 years duration. It was associated with cyclical localized pain and bleeding during
periods of menstruation (Fig 1). Her menstrual cycle was regular with average flow
and duration. She has no history of pelvic pain or abdominal pain. There was no
history of dysmenorrhoea and dyspareunia. No history of abdominal and pelvic
surgery was noted. Her bladder and bowel habit was normal. She did not practice any
contraceptive method. She used to take some analgesics during pain, but no history of
medication for this complains. On examination, the nodule was about 4cm x 2cm x
1.5cm in size, with involving umbilicus, soft to firm in consistency, brown to black in
colour, was tender and non reducible. Per vaginal examinations revealed- her vulva,
vagina & cervix were healthy. Uterus was normal in size and anteverted. Fornices
were free and not tender. No lump or nodule felt. Ultrasound of abdomen showed no
other significant contributory finding. FNAC of the lesion showed endometriosis. The
patient underwent a wide local excision of the nodule (Fig 2) with umbilical
reconstruction with prior counseling regarding risk of recurrence. Histopathology
confirmed the diagnosis of umbilical endometriosis (Fig 3). Her postoperative period
was uneventful. The patient was asymptomatic at 6 months of follow up but
nevertheless warned the risk of recurrence.
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DISCUSSION
Primary (spontaneous) umbilical endometriosis was first
described by Villar in 1886 which represents about 0.5-1% of
all cases of extra genital endometriosis. Endometriosis
involving the abdominal wall is termed as cutaneous
endometriosis which is commonly with surgical scars9-10.
Clinically the lesion appears as firm nodule varying in size
from a few millimeters to centimeters. Cyclical pain with
palpable mass is the commonest presenting symptom. The
pathogenesis of endometriosis has been a topic under constant
debate during the last decade. Sampson hypothesized in 1920s
that endometriosis resulted from retrograde menstruation
through the fallopian tube into the pelvis11. However, several
other theories exists for the development of endometriosis
including coelomic metaplasia, direct spread, iatrogenic
dissemination, lymphatic & hematogenous spread2. Real
mechanism still remains a mystery. Theory of lymphatic and
hematogenous transplantation is favoured in the case of
umbilical endometriosis with co existing pelvic endometriosis.
However, it is believed that the disease might arise through
metaplasia of urachal remnants in case of isolated umbilical
endometriosis3,10. The possible theory proposed by Yn et al is
that the umbilicus, as a physiological scar, appears to become
an early focus for ectopic endometrial implantation. In one
systemic literature review, the commonest symptoms in patients
with umbilical endometriosis are swelling (90.9%), pain
(81.5%) and bleeding (49.2%). Most umbilical endometriosis
presented with brown in color followed by blue, purple, black
and red10. A few series have reported intermittent bleeding from
the nodule. Our patient, having history of slowly growing
umbilical nodule with cyclical pain during menstruation and
also bleeding from the mass, gives a picture characteristic of
cutaneous endometriosis. But the characteristic symptom is not
always present and clinical diagnosis of the umbilical
endometriosis may be difficult. So when a mass developed at
umbilicus, the possibility of endometrioma must be kept in
mind although there may be other differential diagnosis include
granuloma, umbilical hernia, lipoma, abscess, cyst, melanoma,
primary or metastatic adenocarcinoma (sister joshep’s nodule)2.
Differential diagnoses also include primary cancer of umbilicus
(basal cell & squamous cell carcinoma), melanoma & paget’s
disease4. The cytological features of cutaneous & sub cutaneous
endometriosis are related to cyclic hormonal changes2,7. The
cytological smears generally shows cellular with epithelial &
stromal fragments admixed with hemorrhage & hemosiderin
laden macrophages7.

Cytological findings of FNAC of our patient revealed a
moderately cellular smear containing strips & sheets of
endometrial epithelial cells. Endometrial stromal cells were
scanty. No cellular atypia or atypical mitosis was noted.
Specimen also included degenerated red blood cells with
hemosiderin laden macrophage. A cytodiagnosis of umbilical
endometriosis was made. The imaging modalities are non
specific but are useful in determining the extent of disease and
planning of operative resection especially of large and recurrent
lesions1. Thus FNAC is a fast and accurate method to make the
diagnosis before surgery avoiding errors in approach of the
umbilical nodule12.
The treatment of umbilical endometriosis consists of medical
and surgical approach. But hormone therapy may lead to
incomplete regression of umbilical lesion. Therefore, surgery is
the only choice of treatment6. Preoperative hormone therapy
may be used in patients with large mass of umbilical
endometriosis to reduce its size but subsequent surgical
excision remains the treatment of choice. In our case, the lesion
was excised and umbilicus was reconstructed. Histology
confirmed the diagnosis. Although simultaneous laparoscopy
has been recommended for pelvic endometriosis, this was not
done because our patient was asymptomatic. Although local
recurrence is uncommon, the patient has been warned of the
risk of scar endometriosis and of recurrence. After six months
follow up, the patient remains asymptomatic and there was no
recurrence of the lesion.

CONCLUSION
Umbilical endometriosis is a rare presentation of extra pelvic
endometriosis. It should be considered as a differential
diagnosis in an umbilical lesion of woman of reproductive age.
Clinical features and MRI & FNAC are useful diagnostic tools
and surgical excision is the standard treatment option.
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