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Primary umbilical endometriosis one case report and 
literature review
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Abstract: Primary umbilical endometriosis is rare and its exact pathogenesis is unknown. The definitive diagnosis 
is histopathological, and radical surgical excision is the treatment of choice. A primary umbilical endometriosis 
case how has been diagnosis and treatment in our hospital will be reported as follows. To get a better diagnosis 
and treatment, she came to our hospital because of the increase umbilicus bleeding symptom. A detailed physical 
examination was performed. According to the physical examination, there was a hard purple black nodular bulge, 
diameter about 2 cm, in the umbilicus and a small amount of brown blood was found at the same time. We gave her 
a blood test in detail. The results showed that cancer indicators were normal and CA125 was 33.8 u/ml. Ultrasound 
examination was played. About 14*10 mm of hypoechoic mass was found in the umbilicus, the boundary was clear, 
the internal echo was uneven, and the ultrasound imaging showed there was a richer blood flow signal. Based on 
inspection result and our team’s judgement, we decided to surgery directly. Abdominal wall mass resection was 
underwent under general anesthesia in our hospital. The lesion is removed thoroughly, there is no need for hormone 
therapy after operation. We followed up regularly after the operation to now, there is no symptoms of discomfort or 
recurrence occurred. After literature review, combining with the results of our study, we believe that personalized 
treatment is advocated and radical surgery is the first choice. 
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Introduction

Extra-pelvic endometriosis is a rare type of 
endometriosis. Abdominal wall endometriosis 
(AWE) appear to be relatively frequent among 
cases of extra-pelvic endometriosis [1]. AWE 
describes the involvement of ectopic endome-
trial tissues superficial to the peritoneum of the 
abdominal wall, including lesions secondary to 
a surgical incision and spontaneous lesion [2]. 
The frequency of AWE has been estimated to 
be 0.04%-5.5% [3]. It is common, that the AWE 
regularly occured in the cesarean scar or near 
the surgical mark site but there are also arising 
incidence in primary abdominal wall endome-
triosis. Umbilical endometriosis is an uncom-
mon disease and often be included in the 
umbilical nodules. Umbilical endometriosis is 
kind of endometriosis of the abdominal wall 
endometriosis, including primary umbilical 
endometriosis and secondary umbilical endo-

metriosis that develop iatrogenically at the port 
site after laparoscopic surgery [2]. Primary 
umbilical endometriosis is rare and its exact 
pathogenesis is unknown. The treatment of 
choice is the radical surgical excision of the 
lesion. The definitive diagnosis is histopatho-
logical, and radical surgical excision is the treat-
ment of choice. A primary umbilical endometrio-
sis case which has been diagnosed, treated in 
our hospital will be reported as follows. This 
study was approved by the Regional Ethics 
Committee of our hospital (approval number 
201901) and the patient signed informed 
consents.

Case report

A-42-years old women, G2P1, was diagnosed 
as primary umbilical endometriosis. In the his-
tory of disease, she has no surgical history. She 
was admitted to hospital out to umbilical peri-
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Figure 1. Umbilical endometrioma: brownish nodules 
in umbilical region. Original magnification. 

odic bleeding half a year, accompanied mild 
pain when menstrual. Bleeding amount was 
less. The colour sometimes was red, some-
times was brown, but after menstrual the symp-
toms were disappeared, repeatedly and peri-
odic. In the September, 2018, she accepted 
abdominal wall ultrasound examination at a 
low-grade hospital. A tubercle 19*15*15 mm 
was found in the umbilicus (Figure 1). The 
tubercle was hypoechoic and the boundary was 
clear, spiny. Blood flow signal has not been 
fined in the tubercle by ultrasound examination. 
Irregular small dark areas can be seen and pos-
terior echo attenuation in the lesions consider-
ing the possibility of endometriosis. After all 
medical inspection, she has not accepted any 
invasive treatment or taking any oral contra-
ceptive pill. To get a better diagnosis and treat-
ment, she came to our hospital because of  
the increase umbilicus bleeding symptom. A 
detailed physical examination was performed. 
According to the physical examination, there 
was a hard purple black nodular bulge, diame-
ter about 2 cm, in the umbilicus and a small 
amount of brown blood was found at the same 
time. She felt light tenderness when we touched 
the nodule. We gave her a blood test in detail. 
The results showed that cancer indicators were 
normal and CA125 was 33.8 u/ml. Ultrasound 
is often the preferred imaging examination in 
endometriosis disease as for it’s cheap, accu-
rate and convenient characteristics. For accu-
rate diagnosis, the ultrasound examination was 
replayed. About 14*10 mm of hypoechoic mass 
was found in the umbilicus, the boundary was 
clear, the internal echo was uneven, and the 

ultrasound imaging showed there was a richer 
blood flow signal. After a preliminary judge-
ment, the focus extent limited in 2 cm unaccu-
mulated muscularis and peritoneum. Based on 
inspection result and our team’s judgement, we 
decided to direct surgery. Abdominal wall mass 
resection was underwent under general anes-
thesia in our hospital, in December 2018. 
Postoperative pathology suggested that endo-
metrial glands and stroma were found in fibrous 
tissue, which were consistent with endometrio-
sis. The lesion is removed thoroughly, there is 
no need for hormone therapy after operation. 
We followed up regularly after the operation to 
now, there is no symptoms of discomfort or 
recurrence occurred.  

Discussion

Extra-pelvic endometriosis is a rare type of 
endometriosis, which occurs in a distant  
site from gynecological organs such as abdomi-
nal wall endometriosis. It can compromise mul-
tiple organs. Abdominal wall endometriosis 
(Abdominal Wall Endometriosis, AWE) is an 
endometriosis between the wall peritoneum 
and the skin. It is common, that the AWE regu-
larly occurred in the cesarean scar or near the 
surgical mark site but there are also arising 
incidence in primary AWE. It is a benign path-
ema, estrogen-dependent, affecting 6% to 10% 
of women in reproductive age. Umbilical endo-
metriosis is kind of endometriosis of the 
abdominal wall endometriosis. It will occur 
after prolonged exposure to the metaplastic 
and environmental factors which catalyze the 
development of umbilical endometriosis. The 
incidence rate is not clear. Primary umbilical 
endometriosis is rare type of endometriosis, 
but among umbilical endometriosis, primary 
umbilical endometriosis is more frequent than 
secondary umbilical endometriosis. Other pri-
mary cutaneous sites include the vulva, perine-
um, inguinal region, and extremities [1]. Kimball 
studies on the pathological of the primary 
umbilical endometriosis lesions find that the 
presence of lymphoid interstitial infiltration in 
the lesion tissue, and it speculated that the 
occurrence of the disease may be related to the 
endometrium through lymphatic or vascular 
dissemination, and then they proposed the the-
ory of lymphatic vascular dissemination [4]. 
Other research suggests that immunohisto-
chemical analysis of primary endocutaneous 
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tissue specimens was also found to be associ-
ated with the redifferentiation of multifunction-
al stem cells [5]. According to the above theory, 
it suggest a mechanism the most likely cause 
of primary umbilical endometriosis is hypothe-
sized to occur by migrating through blood or 
lymphatic vessel and a metaplasia theory has 
also been proposed. Some main related litera-
tures of this study are shown in Table 1.

Clinical manifestation

The abdominal wall endometriosis is divided 
into three types according to the location of the 
lesion in the abdominal wall: superficial type 
(only in the subcutaneous tissue layer, above 
the fascia), intermediate type (invading the rec-
tus abdominis fascia) and deep type (located in 
the rectus abdominis, below the fascia) [6]. The 
typical sign of abdominal wall endometriosis is 
that the abdominal wall can touch hard nod-
ules. The nodules are round or oval, with irregu-
lar surfaces, fixed, poorly defined boundaries 
and tenderness. If the lesion is deep, the 
boundary is not easy to touch, or when the nod-
ule is less than 1 cm it is more difficult to be 
found. The clinical presentation are umbilical 
swelling, cyclical pain, and sometimes bleeding 
from the lesion. Common age of abdominal 
endometriosis onset is childbearing age. Typical 
abdominal wall endometriosis has a triple sign, 
it were history of cesarean section, periodic 
pain associated with menstruation, or nodules 
at surgical scars [7]. As the same, patients with 
primary umbilical endometriosis often suffer 
from periodic bleeding associated with men-
struation, and 90% complain of swelling and 
mass. Although most patients complain of 
pain, bleeding or swelling, there are still patients 
without any symptoms of discomfort [4, 6, 8]. 
Primary abdominal endometriosis occurs most-
ly in the umbilical cord or groin [3]. About 
80%~90% of patients found periodic mass 

pain, but corresponding skin discoloration can 
occur in less cases [9]. In the same, the symp-
toms of the patients studied in this paper was 
typical, with periodic bleeding with menstrua-
tion, accompanied by pain, and color changes 
in the skin at the lesion.

In this case, the abdominal wall lesions was 
about 2 cm, located in the umbilical cord, and 
the boundary was clear, tenderness was posi-
tive, the clinical diagnosis was not difficult. 
Because considering the obvious clinical symp-
toms, patient was considered to be given surgi-
cal treatment. 

Diagnoses

The diagnosis of umbilical endometriosis is 
according to the typical clinical symptoms and 
initially on the medical history, physical exami-
nation and imaging modalities. In a recent sys-
tematic review, symptoms of swelling, pain,  
or bleeding at the lesions were present in 
86.5%-90.9%, 80.5%-81.3%, or 44.8%-49.2% 
of cases, respectively [2]. Differentiating be- 
tween umbilical endometriosis with other 
umbilical nodules is quite difficult. Published 
data shown that 20%-50% of umbilical endo-
metriosis cases have been misdiagnosed [8]. It 
can be a challenging due to its rarity and lack of 
knowledge about the disease. Dermatologists 
and other physicians when evaluating abdomi-
nal masses in reproductive women should be 
remembered. In this case, the patient had an 
umbilical periodic bleeding, accompanied mild 
pain when menstrual. Ultrasonography showed 
typical endometriosis lesions. The clinical 
symptoms was obvious and diagnosis is not 
difficult.

Imaging examination

Imaging examination helps to determine the 
size, number, location, depth of the lesion and 

Table 1. Literature review of primary umbilical endometriosis arranged in chronological
Kimball KJ, etc. Diffuse endometritis in the setting of umbilical endometriosis: a case report. J Reprod Med. 2008.
Mechsner S, etc. Clinical management and immunohistochemical analysis of umbilical endometriosis. Arch Gynecol Obstet. 2009.
Richard F, etc. Spontaneous umbilical endometriosis: a rare but clinically important entity. Am Surg. 2011. 
Koguchi-Yoshioka H, etc. Sister Mary Joseph’s nodule: Malignant transformation of umbilical endometriosis. J Dermatol. 2016. 
Al-Quorain SA, etc. Primary Umbilical Endometriosis: Case Report with Literature Review. Saudi J Med Med Sci. 2017. 
Genovese G, etc. Ultrasonographic findings in primary umbilical endometriosis. An Bras Dermatol. 2018.
Rzepecki AK, etc. A Case of Primary Umbilical Endometriosis. J Cutan Med Surg. 2018.
Santos Filho PVD, etc. Primary umbilical endometriosis. Rev Col Bras Cir. 2018. 
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Figure 3. Histology of the umbilical lesion showing 
dense fibrosis and glandular structures lined by sim-
ple columnar epithelium together with endometrial 
stroma. Original magnification, ×400. 

Figure 2. Ultrasonography of the umbilicus demon-
strated a 2 cm heterogeneous echogenic material 
within the umbilicus. Original magnification.

its relationship with the surrounding organs. 
Ultrasound is often the preferred imaging 
examination. Ultrasound representation is that 
it showed solid, hypoechoic, cystic and multi-
vascular manifestations, especially in the case 
of large lesions or lesion vessels anastomosed 
with the upper abdominal vessels, and the pos-
itive predictive value is 92.0% [10]. Magnetic 
Resonance Imaging (MRI) is more specific in 
the diagnosis of endometriosis, it can visually 
show the location, size, morphology, invasion 
range and relationship with adjacent tissues. 
MRI examination can be used for lesions larger, 
or more inaccessible masses involved between 
fascia and rectus abdominis [11]. Computed 
Tomography (CT) examination is rarely used in 
the diagnosis of endometriosis due to its lack 
of good soft tissue contrast [12]. However, in 
the past study that the positron emission 
tomography (PET-CT) was reported to be useful 
for the diagnosis of Malignancy [13]. Ultrasound 
is often the preferred imaging examination in 
endometriosis disease as for it’s cheap, accu-
rate and convenient characteristics. In this 
case, about 14*10 mm of hypoechoic mass 
was found in the umbilicus, the boundary was 
clear, the internal echo was uneven, and the 
ultrasound imaging showed there was a richer 
blood flow signal (Figure 2). The diagnosis is 
basically clear so that we don’t use other tests 
anymore.

Pathological

Endometriosis of skin is often characterized by 
local hematoma. Endometriosis in almost all 
areas has the same microscopic findings. There 

are obvious endometrial glands and interstitial 
components in the pathological tissues. In our 
study case, histology of the umbilical lesion 
showing dense fibrosis and glandular struc-
tures lined by simple columnar epithelium 
together with endometrial stroma (Figure 3). In 
some large ectopic tissues, there is no typical 
endometrial glands and stroma on the wall of 
the capsule, but can be seen phagocytic mac-
rophages containing hemosiderin.

Antidiastole 

Umbilical cord endometriosis needs to be dis-
tinguished from abscesses, hematoma, lipoma, 
sebaceous cyst, fibroma, sarcoma, lymphoma, 
neuroma, and metastatic lesions [14, 15].

Treatment 

Surgical treatment has been reported effec-
tiveness [2]. The treatment of abdominal wall 
endometriosis is mainly surgical treatment, 
auxiliary drug treatment [16]. Hormone therapy 
is not curative it can be used preoperatively for 
relief of symptoms and reduce the size of large 
lesions prior to surgery. However, it is associat-
ed with side effects such as amenorrhea and 
the dienogest. A GnRH agonist, and oral contra-
ceptives were effective for improving symptoms 
in 91.7%, 81.8%, and 57.1% of patients, respec-
tively [2]. If the patient presents with infertility 
and exacerbated pelvic symptoms, a laparos-
copy should be mandatory. Previous hormonal 
treatment may be an option for larger swelling, 
as it may reduce the size before surgery [17]. 
Simplicity drug therapy is oral contraceptives 
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and Gn-RH agonist. It is can relief symptoms 
but does not reduce the lesions. At present, the 
superficial and small lesions can be treated by 
cryoablation, high intensity focused ultrasound 
(Haifu Dao) and alcohol injection hardening 
[18, 19]. Surgical management is the preferred 
management of umbilical endometriosis for the 
following reasons [20]. Because the ectopic 
endometrium has the characteristic of inva-
sion, with the course of disease prolonged, the 
more large of the lesions, the more tissue 
defect and the greater the incision tension in 
operation, resulting in more difficult suture, tis-
sue healing ability weakened. Malignant trans-
formation is estimated to occur in 0.6 to 0.8% 
of cases of ovarian endometriosis, but umbili-
cal endometriosis malignant transformation 
has only rarely been reported in the literature 
[13]. Therefore, it is should be treated as early 
as possible by surgery. For the patients treated 
by surgery, if the lesion is more than 3 cm, the 
patch should be placed during the operation, 
which has a good effect on the postoperative 
incision recovery [21]. Almost 70% of umbilical 
endometriosis patients required surgical man-
agement. Surgical procedure options include 
complete umbilical resection or local resection 
of the endometriotic mass sparing the umbili-
cus [20]. At present, there is no laparoscopic 
application in the treatment of umbilical endo-
metriosis. The size of the umbilical nodule 
ranged from 0.5 to 4.0 cm in diameter, generat-
ing an average of 2.4 cm from the medical lit-
erature. Because the clinical symptoms of this 
patient are obvious, the lesions is about 2 cm 
at the umbilicus, the patient was performed 
surgical treatment. A wide resection of umbili-
cal endometriosis can make the umbilicus dis-
appear from the abdominal wall and can cause 
cosmetic problems so that a preoperative con-
sultation with plastic surgeons and umbilical 
reconstruction should be considered.

It was not necessary to routinely perform lapa-
roscopy to investigate abdominal foci as pro-
posed because of higher hospital costs, except 
the patient presents with infertility and exacer-
bated pelvic symptoms. Radical surgical exci-
sion is the prefer choice. As to now, no postop-
erative recurrence was reported in cases of 
radical surgery resected to the peritoneum. In 
this study, the umbilical endometriosis lesions 
is about 2 cm so that we didn’t use a patch and 
stitched the incision directly when surgery. The 
recurrence rate of umbilical endometriosis 

after local resection is approximately 10% [2]. 
In this article, the patient have a good recovery 
after surgery, follow-up to the present no symp-
toms of recurrence. 

After literature review, combined with the 
results of this study, the clinical significance of 
this study is that individuation treatment is 
advocated and radical surgery is the first 
choice. Furthermore, it would be advisable to 
develop a registry through multidisciplinary col-
laboration for better understand and treat 
extra-pelvic endometriosis.
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