CASE REPORT

A Young Woman with a Swollen and

Tender Umbilical Nodule

(Ser Med 2011;42:28-9)

A 20-year-old woman presented with a six-month history
of a swollen and tender umbilical nodule (Figure 1A). The
patient reported intermittent pain in that area since age
nine. She recalled monthly episodes of umbilical swelling
and bleeding, followed by regression. The pain was worse
with sitting and at times persisted throughout the day. She
also noted recurrent tender subcutaneous nodules in the
periumbilical area and within abdominal striae. Menarche
began at age ten. She had regular menstrual periods every
23 days, but they were complicated by significant menor-
rhagia. Review of systems was notable for dyspnea, a sen-
sation of something pushing up on the diaphragm, chronic
burning in the lower abdomen, alternating diarrhea and
constipation, infertility for the past18 months, and inter-
mittent but severe back pain. An abdominal ultrasound
performed by the primary care physician was negative for
umbilical hernia. A punch biopsy of the umbilical nodule
was obtained (Figure 1B and 1C).

The skin biopsy specimen showed two small isolated atypi-
cal glands with ciliated columnar epithelium surrounded
by scant stroma. There was no evidence of granulomas,
hemorrhage, hemosiderin or fecal material. A diagnosis of
cutaneous endosalpingiosis was made. The patient was of-
fered excision of the umbilical nodule, but she opted to try
medical management first. She was referred to the gyne-
cology-endocrinology department for evaluation and was
started on leuprolide, a gonadotropin-releasing hormone
(GnRH) agonist.

Endosalpingiosis is the aberrant growth of Fallopian tube
epithelium outside of its usual location.! Endometriosis
and endosalpingiosis are similar disease entities that share
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common clinical features. There is a paucity of information
regarding endosalpingiosis in the literature; thus, the man-
agement of endosalpingiosis derives from the literature on
endometriosis. Endometriosis (ectopic endometrial tissue)
is an estrogen-dependent inflammatory disease that af-
fects 5% to 10% of women of reproductive age in the United
States.? The main clinical features of endometriosis are
pelvic pain, dysmenorrhea, dyspareunia, cyclical bowel or
bladder symptoms and infertility.? It is well known that en-
dometriosis can produce skin lesions, with a predilection
for abdominal scars3 and the umbilicus.4 The incidence of
cutaneous endometriosis is between 1.1%3 and 5.2%.5 En-
dometriosis of the umbilicus (also known as a Villar’s nod-
ule) is a rare clinical finding with an estimated incidence of
0.5% to 1% of all patients with endometrial ectopia.®

Umbilical endometriosis usually follows laparoscopic sur-
gery; however, spontaneous lesions have been reported as
well.4+ Umbilical endosalpingiosis appears to be an even
rarer disease. To our knowledge, only four cases of cutane-
ous endosalpingiosis of the umbilicus have been reported.*
78 An umbilical nodule requires biopsy in order to rule out
the possibility of malignant melanoma or a Sister Mary Jo-
seph nodule (metastasis usually from an intra-abdominal
tumor).

There are three different theories concerning the patho-
genesis of endosalpingiosis. These are similar to the
pathogenesis of endometriosis: metaplasia, implantation
and metastasis.! According to the metaplasia theory, the
peritoneum retains the potential for differentiation into
various types of epithelium, including endometrial tissue.
The implantation theory suggests that retrograde passage
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of tubal tissue during menstruation can implant on pelvic
A structures. Finally, the metastatic theory suggests that sal-
pingeal tissue spreads via vascular or lymphatic vessels.

The mainstays of treatment for endometriosis are medica-
tion and/or surgery, depending on whether therapy is be-
ing directed toward pelvic pain or infertility. Both medi-
cal and surgical treatments are effective for treatment of
pelvic pain. Therapeutic options include NSAIDs, oral con-
traceptives, or GnRH-agonist therapy, and if these prove
unsuccessful, laparoscopy. For infertility associated with
endometriosis, medical treatment is ineffective, but sur-
gical removal of endometrial tissue is beneficial for most
women.

Our patient received seven injections of leuprolide 3.75mg
IM monthly. After two injections, she noted cessation of
the umbilical bleeding. Eight months after beginning leup-
rolide, she underwent a diagnostic laparoscopy with chro-
mopertubation that revealed a normal uterus and ovaries;

- the fallopian tubes were open with normal flow of methy-
e ""i-. lene blue from the fimbriae. Four months later, umbilical
' bleeding and painful menstrual periods resumed. She has
been since referred to general surgery for umbilical tissue
i ¥ removal.
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punch biopsy of the umlical nodule, C. Skin biopsy-tvo small

isolated atypical glands.




