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Abstract

Endometriosis affects 5%-10% of women in reproductive
age and is usually localized in the pelvic and abdominal
organs resulting in chronic pain, deep dyspareunia and
infertility. Exceptionally, superficial endometriosis can
lead to hemorrhagic abdominal effusion. Umbilical
localization is considered a rare presentation, especially in
its primary form. As there are many atypical cases, the
differential diagnosis between endometriosis and other
soft tissue tumors can be quite difficult. We report a
historical case associating primary umbilical
endometriosis and hemorrhagic ascites and discuss the
probable pathogenic hypotheses and difficulties related to
the diagnosis.
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Introduction

Endometriosis is defined as the presence of functional
endometrial tissue in a location other than the uterine cavity
[1,2]. The preferential site is abdominopelvic. Under these
conditions, endometriosis is usually accompanied by
dysmenorrheal, chronic pelvic pain, deep dyspareunia, and
infertility. Exceptionally, it can lead to abdominopelvic
effusion. Extra abdominal forms account for about 15% of
cases [3] and have been described in almost all tissues (skin,
surgical scars, hernia sac, lungs, pleura, etc.) [4,5]. The
umbilical location is often secondary, occurring after
laparoscopy or any other surgical procedure involving the
umbilicus. The primary umbilical endometriosis constitutes a
rare entity [6,7] and often poses a problem of differential
diagnosis with melanoma, umbilical metastasis, pyogenic
granuloma, umbilical hernia, etc. [8]. Several theories have
been advanced to clarify its pathogenesis, but none of them
could be completely exhaustive. We report here a historical
case observed at a tertiary hospital in Kisangani city (DR

Congo), associating a primary umbilical endometriosis and a
hemorrhagic ascites while remembering the difficulties related
to the diagnosis and the probable pathogenic hypotheses.

Case Presentation

A 31-year-old nulliparous black woman was transferred to
our service in August 2014 for abdominal pain. The history
indicated she had her menarche at the age of 10. At the age of
18, she was suffering from dysmenorrheal. She had consulted
3 years ago for infertility and no obvious cause was objectified.
One year ago, she had to stop working because of the
aggravation of pelvic pain. At the same time, she noticed an
increase in the volume of the umbilicus, which became painful.
Within 10 months, the abdomen ballooned and the diagnosis
of uterine fibromyoma and moderate ascites was made. A few
months later her situation worsened, and she was then
transferred to a department of internal medicine. The ascites
puncture drained 1.5 litres of citric fluid rich in polynuclear
lymphocytes, with no atypical cell. The culture on different
media was sterile, but the patient was defaulted on
antituberculous treatment and diuretics. With this treatment,
the patient dehydrated and on the verge of cardiac
decompensation she went see a cardiologist. The cardiologist
excluded cardiac involvement, suspected Meiggs syndrome
and transferred her to gynecology-obstetrics unit at CAKIS
(Clinique des Anges Kisangani).

At admission, her last menstrual period went back 7 days
before with 1 day in duration. The patient was dyspnetic; the
abdomen was over-pronounced, completely matt and
surmounted by a blistered, trilobed navel containing a
moderately sensitive nodule (Figure 1). With vaginal touch, the
uterus was increased in volume, with an irregular surface
riddled with firm nodules. On ultrasound, there was a large
multicolored ascites containing fine echoes regularly
distributed. The umbilicus contained a rounded,
heterogeneous, mixed image made of hypoechoic areas with
fine irregular echoes. The uterus was dotted with hypoechoic
images of a myomatous nature.
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Figure 1 Abdomen ballooned; umbilical swollen and
skinned.
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Laparotomy allowed removing 5 liters of hemorrhagic
ascites and performing myomectomy. The ovaries were normal
in appearance. Several endometriosis spots were found on the
parietal peritoneum. In the umbilicus there was a cyst
containing chocolate blood (Figures 2 and 3). We ablated the
cyst with some part of the navel. Postoperatively, the biopsy
examination confirmed the diagnosis of endometriosis and the
patient was put on a gonadotrophin releasing hormone
(GnRH) analogue with disappearance of symptoms and a good
evolution within two years.
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Figure 3 Dissection of the cyst showing a chocolate content.
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Discussion

Endometriosis affects 5%-10% of women with genital
activity [1,3], 38% (20%-40%) of infertile women [9] and is
most likely to affect women aged 30-40 years [4]. Direct causes
are not clear on these days. Several reproductive factors have
been consistently associated with the risk of endometriosis,
suggesting a significant impact of hormonal variations on the
risk to its occurrence. For example, age at menarche [10] and
hypomenorrhea [11] are associated with increased risk,
whereas parity [12] and recent use of oral contraceptives [13]
would be associated with decreased risk. Indeed, some of
these factors were found in our patient (nulliparity, menarche
at the age of 10 years and hypomenorrhea). The notions of
hereditary factor and alteration of the immune system were
also evocated [14].

Umbilical endometriosis represents 0.4%-4% of ectopic
localizations of the endometrium and about 30%-40% of
cutaneous endometrioses [3]. It is often secondary, due to
iatrogenic dissemination and umbilical implantation of
endometrial cells by surgical manipulation. The peculiarity of
our case is that the patient had a primary endometriosis,
spontaneously occurring outside any surgical procedure. It is a
rare entity, described in 0.5%-1% of extra pelvic locations [6].
It usually presents as a dark or bluish nodule, swollen or not,
whose size usually varies with the menstrual cycle; and is often
accompanied by cyclic pain. However, there may be atypical
cases so that the differential diagnosis between endometriosis
and other soft tissue tumors becomes quite difficult.

The pathogenesis of primary umbilical endometriosis has
not yet been fully elucidated, but four theories have been
raised [3,15-17]. The first is the metastatic theory of Ivanov
and Meyer suggesting that under the influence of infectious,
hormonal, toxic and traumatic factors, cells derived from the
coelomic epithelium retain their embryonic potentials and
undergo metaplasia in endometrial cells. The second is the
Sampson reflux theory corresponding to a migration of
endometrial flaps by periodic tubal regurgitation of menstrual
blood or by surgical contamination, and their ectopic
implantation. Thirdly, the metastatic theory of Alban tries to
explain the extra-genital locations by venous or lymphatic
migration of endometrial cells that are grafted electively on
scar obstacles or ganglionic relays particularly on the lymphatic
network of the umbilicus. Finally, Lavender describes a mixed
theory that menstrual regurgitations induce metaplasia of the
cells of the coelomic epithelium into endometrial cells.

The pathogenesis of endometriotic hemorrhagic ascites
remains speculative. It is thought to be caused by the rupture
of an endometrioma (65% of cases) or by the exudation of
generalized pelvic endometriosis. Rupture of the
endometrioma is accompanied by acute pain and fever.
Laparotomy causes less than 500 mL of effusion fluid to be
seen and the area or scar of endometrial rupture [18].
Superficial  endometriosis, considered a low-grade
inflammation, may also be associated with a slight increase in
peritoneal fluid, but not necessarily with ascites [19].
Bernstein et al. [20] had suggested that blood and endometrial
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cells that spread into the peritoneal cavity from superficial
endometriotic lesions could irritate and stimulate the
peritoneum, resulting in ascites. Another contributing factor is
obstruction of the lymphatics in the diaphragm by extensive
peritoneal endometriosis [21].

Conclusion

This case reported the association of rare primary
endometriosis (umbilical) and exceptional symptomatology of
pelvic endometriosis (hemorrhagic ascites). In front of an
umbilical nodule, it would be advisable to think of the
endometriosis especially when it adds a symptomatology of
cyclical nature. The pathophysiology of endometriosis-
associated hemorrhagic ascites, as well as that of primary
umbilical endometriosis, is not yet clearly defined; all the
theories evoked remain speculative and can be associated.

Informed Consent

The patient had consented to the publication of this case
report accompanied by images.
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