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Urachal adenocarcinoma

Adenocarcinoma de uraco

Check for
updates

Urachal cancer is one of the rarest and most aggressive
neoplasms affecting the bladder. First described in 1863 by
Hue and Jacquin, it represents less than 1% of bladder
cancers and 0.01% of adult neoplasms, with an estimated
annual incidence of one case per 5 million individuals®. The
urachus is a tubular structure located in the midline that
connects the umbilicus with the dome of the bladder”. It is
an embryonic remnant of the cloaca and allantois that
usually involutes from the third trimester of gestation to a
fibrous structure that has no function, known as the median
ligament. However, several autopsy studies describe the
presence of urachal remnants in 32% of the adult popula-
tion®*. Its histological composition (internal-transitional
epithelium, intermediate-connective tissue and external-
muscular layer), metaplastic changes of the urothelium and
the persistence of intestinal endodermal tissue help explain
how an adenocarcinoma can presentin an organ that has no
glandular tissue®. Some 90% of cancers of the urachus are
adenocarcinomas, which predominantly affect males (5:1)
and usually present between the 5th and 6th decades of
life®. In the Spanish literature, fewer than 40 cases have
been published historically. Thus, we describe the diagnos-
tic-therapeutic sequence followed in a patient with primary
adenocarcinoma of the urachus, while also reviewing the
existing scientific literature on this subject.

The patient is a 19-year-old woman with a history of right
adnexectomy at the age of 15 due to a mucinous cystade-
noma measuring 35 cm in diameter. She consulted for pain
and a stone-like, immobile, hypogastric tumor located under
the Pfannenstiel scar that had been progressing over the past
2 months. Abdominal-pelvic CT scan identified a solid
infraumbilical lesion (8 x 8 x 4 cm) occupying both rectus
muscles and showing signs of local invasion, suggestive of a
desmoid tumor; likewise, a urachal remnant was observed
connecting the umbilicus to the bladder (Fig. 1). The PET/CT
scan ruled out distant involvement. An ultrasound-guided
biopsy was performed, which provided a diagnosis of
mucus-secreting adenocarcinoma with signet-ring cells,
suggestive of urachal adenocarcinoma. The Multidiscipli-
nary Team decided on the surgical resection, which included
en bloc resection of the abdominal wall (anterior rectus
muscles, umbilicus, median ligament, soft tissues, and
parietal peritoneum) with a margin greater than 1.5 cm,

but no excision of the dome of the bladder due to the absence
of macroscopic invasion, followed by abdominal wall repair
with partially absorbable macroporous bilayer mesh (Fig. 2).
The anatomopathological study confirmed the diagnosis of
adenocarcinoma of the urachus with a tubular pattern,
undifferentiated areas and large necrotic areas (8.5 cm in
diameter); free margins and 4/5 involved lymph nodes.
Immunohistochemical profile (IHC): CK20g-, nuclear B-
Catenin-, cytoplasmic B-Catenin+, CK34BetaE12+, GATA3-,
CDX2+ (weak and very focal). All of this was compatible with
Sheldon stage IIIB. Adjuvant chemotherapy was initiated
with the FOLFOX regimen. Follow-up PET/CT scan 2 months
later identified metastatic bone lesions in L5 as well as the
right ischium and pubis. Currently, the patient continues
with adjuvant therapy, and the distant lesions remain
radiologically stable.

The most common form of presentation is hematuria,
followed by a palpable suprapubic mass and mucus in urine.
Other less frequent symptoms include bloody urethral
discharge, recurrent urinary tract infections, and obstructive
urinary symptoms®. However, these tumors usually remain
asymptomatic for long periods of time, which allows them to
locally invade other neighboring structures and metastasize to
distant structures prior to their diagnosis®.

Fig. 1 - Axial abdominal-pelvic CT scan with intravenous
contrast revealing a solid infraumbilical lesion

(8 X 8 X 4 cm) occupying both rectus muscles with signs
of local invasion, suggestive of a desmoid tumor (yellow
arrow); likewise, urachal remnant connecting the
umbilicus to the bladder is observed.
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Fig. 2 - Intraoperative image revealing the tumor lesion
(yellow arrow) dependent in the urachus (black arrow),
which invades both anterior rectus muscles, while the
bladder is macroscopically free.

Suspicious images are often revealed by imaging studies,
and the most widely used are ultrasound and computed
tomography scans. Magnetic resonance imaging can delimit
locoregional tumor invasion. Biopsy will make it possible to
confirm the diagnosis either percutaneously in palpable
parietal masses or through cystoscopy®.

The most widely accepted criteria for the anatomopatho-
logical diagnosis of urachal adenocarcinoma to differentiate it
from other primary bladder adenocarcinomas are those
proposed by Sheldon et al.”:

e Tumor located in the dome/anterior wall of the bladder

e Epicenter of the carcinoma in the bladder wall

e Absence of generalized cystic cystitis or glandular cystitis
beyond the dome/anterior wall

e Absence of urothelial neoplasm in the bladder

e Absence of a known primary tumor elsewhere

The differential diagnosis should include: urachal cysts,
desmoid tumors, primary bladder adenocarcinomas, contig-
uous invasion by colon adenocarcinomas, or tumors of the
female genital tract’. For these, characteristic IHC markers
can help identify the lesion, specifically p-catenin, CK7 and
CK20°%.,

In the absence of metastatic disease, the standard
treatment is surgical: en bloc resection of the umbilicus + me-
dian ligament + soft tissue =+ radical/partial cystectomy if
previously demonstrated bladder involvement. Lymphade-

nectomy or the use of adjuvant therapies (chemotherapy or
radiotherapy) are not systematically recommended, although
favorable results have been reported in some cases; therefore,
decisions must be individualized®™.

In cases of disease located in the urachus, the prognosis is
favorable; however, survival in distant disease does not
usually exceed 12 months after diagnosis. Recurrence rates
of 15% are described, especially during the 6 months after
surgery?.

Carcinoma of the urachus is an aggressive, rare tumor with
a silent behavior in early phases leading to late diagnosis,
which is reflected in the unfortunate prognosis. The recom-
mended treatment consists of surgical resection, while the
debate about the benefits of radiotherapy and chemotherapy
persists.
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Adenomyomatous hiperplasia of the vateryan

system

Check for
updates

Adenomiomatosis de ampolla de Vater

Benign obstructive pathologies of the ampulla of Vater are rare.
Among them, adenomyomatous hyperplasia of the ampulla of
Vater is an exceptional lesion, with fewer than 60 cases
published in the literature. Its importance lies in the fact that,
as it presents as bile duct obstruction, it is difficult to
differentiate from malignant pathology, and in most cases the
finding is made after pancreatoduodenectomy. Bravet descri-
bed the first adenomyomatosis of the ampulla of Vater in 1913.

We present the clinical case of a 76-year-old woman who
underwent Nissen-Rossetti Fundoplication in 2014 due to
gastroesophageal reflux disease. During follow-up, the patient
described dyspepsia and abdominal discomfort. Abdomino-
pelvic computed tomography (CT) scan revealed dilatation of
the pancreatic duct along the head of the pancreas; the
pancreas presented morphology without alterations. Magne-
tic resonance and CT scan showed dilatation of the pancreatic
duct (Fig. 1B), with no apparent cause. CEA and CA 19.9 levels
were not elevated.

Endoscopic retrograde cholangiopancreatography (ERCP)
with sphincterotomy was performed, revealing a dilated
pancreatic duct with abrupt club-like amputation and no

observed intraluminal tumors. Cytology showed indetermi-
nate epithelial atypia. We decided to complete the study with
endoscopic ultrasound and biopsy, which provided inconclu-
sive findings.

During exploratory laparotomy, a tumor measuring appro-
ximately 1 cm was found close to the ampullary complex
associated with multiple lymphadenopathies. Initially, we
considered conducting ampullectomy, but because pancreatic
duct reconstruction was impossible and the macroscopic
appearance of the lesion was suspicious for malignancy, we
decided to perform a pancreaticoduodenectomy with antrec-
tomy and Roux-en-Y reconstruction, especially given the
patient’s history of gastroesophageal reflux.

The pathological result was benign reactive hyperplasia of
the bile ducts that presented smooth muscle fascicles at the
ampulla of Vater, a finding that corresponded with adenom-
yomatosis of the ampulla (Fig. 1A).

During the postoperative period, the patient presented
complications, specifically grade A pancreatic fistula and
grade C delayed gastric emptying (Clavien Dindo grade II),
which were managed conservatively and progressed adequa-

Figure 1 - A. Reactive hyperplasia of peribiliary glands; areas of erosion and polypoid inflammatory granulation tissue

without dysplasia. B. Dilatation of the pancreatic duct.
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