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Abstract 

 

Introduction 

Urachal tumor is extremely rare, 

responsible for about 0.17% to 0.34% of 

the total bladder tumors, and for about 

0.01% of all cases of malignant tumors, 

with the subtype adenocarcinoma 

related to 90% of your presentations [1-

7]. Superior diagnostic prevalence 

among males, age range between the 

fourth and fifth decades of life, 

treatment varies according to clinical 

stage and surgery is of great relevance, 

systemic treatment, especially 

chemotherapy is reserved for stages in 

which metastatic involvement and 

tumor recurrence is evidenced [1-4]. 

Target therapy and immunotherapy, 

realities in several tumor subtypes, 

however few associated data were 

found in the treatment of uracal cancer. 

 The present study aims to report 

a rare presentation of a patient 

diagnosed with urachal 

adenocarcinoma, a literary review 

relating the data according to clinical 

presentation, which is extremely 

Urachal tumor is extremely rare, since it is responsible for about 0.01% of all 

neoplasms already repeated in the history of clinical oncology, with the 

adenocarcinoma subtype being the most prevalent. Thus, the present work aims to 

report a case of a 55-year-old patient diagnosed with urachal tumor, relating the 

clinical presentation of the case according to current literary data. It was possible to 

show that such a diagnosis, as well as the institution of a standard treatment, is still a 

clinical challenge in modern medical practice. 
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relevant and challenging in modern 

medical practice.  

Case report 

 A female patient, 55 years old, 

hospitalized on an emergency basis due 

to pain in the lower abdominal region, 

associated with a palpable mass, 

presenting polyuria, dysuria and 

hematuria. Diagnostic / staging exams, 

computed tomography, (CT), showed a 

heterogeneous lesion with a solid cystic 

aspect, located in the midline of the 

pelvic cavity measuring 13.0x8.5x6.6cm 

(Figure 1) associated with the thickening 

of then parietal thickening of intestinal 

loops. In addition to bladder 

involvement and uterine compression 

associated with signs of necrosis (Figure 

1), a biopsy confirmed the diagnosis of 

urachal, mucosecretory 

adenocarcinoma.  

 During hospitalization, the 

condition worsened due to the presence 

of secretion in the infra-umbilical region 

of pure-bloody aspect, previously not 

manifested, thus performed procedure 

of implantation of urostomy bag, for 

control of associated mucinous 

secretion, which until the moment the 

patient is still in use. 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

Figure 1: CT demonstrating, in red arrow, the heterogeneous lesion with a solid cystic 

aspect, in the midline of the pelvic cavity (13.0x8.5x6.6cm) associated with the 

thickening of the adjacent adipose planes and segmental parietal thickening of 

intestinal loops, in addition to bladder involvement and uterine compression. 
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However, a newly diagnosed 

patient with urachal neoplasia, 

cT4bN0M0, was not a candidate for 

surgical treatment due to locally 

advanced disease, being treated with 

chemotherapy based on paclitaxel, 

gemcitabine and cisplatin regimen. 

However, after a case of severe 

neutropenia, paclitaxel was excluded 

from the treatment regimen due to 

associated adverse effects.  

Despite the recommended 

treatment line for the case, the patient 

presented little response, being a 

scheme based on FOLFOX (5-FU, 

leucovorin and oxaliplatin) instituted as 

a new therapeutic line for the case. 

However, the patient with a rare 

ongoing tumor diagnosis, has been 

presenting data that are consistent with 

the medical literature about the poor 

prognosis related to urachal 

adenocarcinoma. 

The patient reported in this case 

has been followed since the beginning of 

the diagnosis of adenocarcinoma 

urachal, until the moment she is 

undergoing chemotherapy, which the 

last therapeutic line was changed. 

Discussion and Conclusion 

The urachus, also called the 

median umbilical ligament, is a remnant 

embryonic vestige of the cloaca and 

allantoid, derived from the urogenital 

sinus and the vitelline sac, respectively. 

It usually originates in the fourth or fifth 

month of embryonic development, 

through the contraction and obliteration 

of the allantois, which is responsible for 

the connection of the anterosuperior 

structure of the primitive fetal bladder 

to the umbilicus, measuring about 5 to 

10 days, and after the phases of the 

adult life development is located 

between the medial umbilical ligaments, 

thus classified as median umbilical 

ligament [1-4].   

 Since such an embryonic trace 

remains in 30% of the world population, 

which can generate some anomalies, 

associated with pain in the suprapubic 

region, urinary symptoms evidenced 

mainly by the presence of hematuria 

associated with dysuria and increased 

urinary episodes [1,3,5]. However, cases 

of urachus tumor are extremely rare, 

responsible for about 0.17% to 0.34% of 

the total tumors of the bladder, and for 

about 0.01% of all cases of malignant 

tumors already described in the medical 

literature and current oncology [1,3,6-7].
 Malignancy first described in 

1863, with the adenocarcinoma subtype 

responsible for about 90% of its 

presentations, stratified according to 

associated histological characteristic, 

mucinous, intestinal, signet ring cells, 

mixed and unspecified [1-2,4,8-9].  

 Composed of an estimated 

incidence of 1 case per 5 million in the 

general population, proving associated 

diagnostic rarity [2,5-6,9], and higher 

diagnostic prevalence among males in 

about 67% of presentations, aged 

between 40 and 70 years [1-2,4]. 

 Risk factors still little known and 

the diagnosis in most cases corroborate 

the poor prognosis associated [1-3,6]. 

Clinical presentation related to urachal 

tumor are the same as those previously 

mentioned in urachal anomalies, 

however, in the presence of activity, 
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palpable suprapubic mass neoplasia can 

be evidenced, in addition to episodes of 

elimination of bloody or mucinous 

secretion eliminated by the umbilical 

pathway [1,4].   

 The diagnosis is made through 

cystoscopy, in addition to imaging 

exams, which are essential to also assist 

in tumor staging, ultrasonography 

usually showing thickening of the 

anterosuperior structure, computed 

tomography (CT) showing supravesical 

mass and possible calcifications, 

magnetic resonance imaging as a 

complementary diagnostic method, and 

in some cases the PET-CT 18 F-FDG 

technique can be used for the same 

purpose [1,4,10]. 

 Classifications commonly used 

for staging follow the classification by 

Shelton and Henly, and the modified 

one by Henly (Mayo Clinic), most used 

in relation to the reported tumor 

subtype and TNM staging, all 

describing criteria of location, invasion, 

extension, lymphatic involvement and 

metastatic tumor in progress [2,4,7,11-

12].     

 In relation to the associated 

metastatic activity, about 16% to 32% of 

the reported tumor subtype presents 

such impairment evidenced at 

diagnosis, mainly in the bone, bladder, 

pulmonary and lymph node regions. 

Survival associated with the tumor 

subtype ranges from 43% to 70% in 5 

years, with the associated time between 

metastatic development and the 

lethality of urachal tumor being around 

12 months, corroborating with poor 

prognosis data associated with 

cancerous disease [12-14]. 

 Regarding treatment, the partial 

cystectomy procedure has a very 

significant result, still being considered 

the technique of choice, and the 

associated regional lymphadenectomy is 

still considered controversial. However, 

when metastatic disease is evidenced, 

locally recurrent and specific cases, 

systemic treatment should be instituted 

[2,7,15].    As the 

main systemic therapy, cisplatin-based 

chemotherapy is widely used alone or 

associated with methotrexate, 

vinblastine (CMV), metrotexate, 

vinblastine, doxorubicin, 

cyclophosphamide (MVAC), or 

cisplatin-5-FU-gemcitabine. In addition, 

paclitaxel, associated with cisplatin and 

ifosfamide also show evidence in the 

associated chemotherapy treatment, 

since by presenting some 

immunohistochemical similarities with 

colon cancer, treatments based on 

chemotherapy scheme FOLFOX (5-FU, 

leucovorin and oxaliplatin) and 

FOLFIRI (5-FU, leucovorin with 

irinotecan), can also be instituted [16-

20]. 

 American study, carried out by 

Siefker-Radtke et al. [21], composed of 

20 patients diagnosed with urachal 

neoplasia, undergoing chemotherapy 

regimen obtained 4 partial or complete 

responses, considering that of these 3 

patients followed a chemotherapy 

regimen based on 5- FU and cisplatin 

[21].     

 According to Galsky et al. [22], 

based on a prospective American study, 

composed of 6 patients with urachal 

tumor, therapy based on cisplatin, 

paclitaxel and ifosfamide, it was 
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associated with a 35% response rate and 

a stipulated average survival gain of 

24.8 months [22].   

 Korean retrospective study, 

carried out by Hong et al. [23], which 

was composed of 21 patients with 

bladder carcinoma, of which included 4 

patients with urachal neoplasia, 

evaluated the associated treatment in 11 

patients based on regimen of ciscitabine-

cisplatin, 5 FU-cisplatin, paclitaxel, 

MVAC, CMV and VIP (etopisidio, 

ifosfamida, cisplatina) obtaining a 

response rate of 33% associated with an 

average survival of 13 months [23].
 Another Korean study, being 

considered the most recent, carried out 

by Jung et al, composed of 10 patients 

with urachal neoplasia who were 

submitted to 24 different chemotherapy 

therapies of palliative character, it was 

possible so far to show a response rate 

of 16.7%, and the therapy based on 5 

FU, gemcitabine and taxane was the 

most used among the modalities 

performed [18].  

 Targeted therapy, based on 

epidermal growth factor receptor 

(EGFR) inhibitors as similarly related to 

colorectal neoplasia can be instituted, 

however little information has been 

found in the medical literature. Phase I 

study, coordinated by the Canadian 

Cancer Institute, found that gefitinib 

medication achieved a 55% decrease in 

associated tumor size, being a new 

treatment option [7,24]. 

 Regarding immunotherapeutic 

treatment, no study has been published 

so far, for the status associated with 

incompatibility repair, a clinical benefit 

was predicted for the use of anti-PDL 1, 

however there is a need for confirmation 

of information [7,25]. 

 Regarding radiotherapy 

treatment of urachal neoplasia, as it is 

not very radio sensitive, there is still no 

evidence of benefit in clinical studies 

[2,6-7,15,26-27]. 

Thus, the present clinical case 

becomes relevant due to the diagnostic 

rarity associated with urachal tumor, 

related to 0.01% of all manifestations of 

malignancies already described in the 

medical literature [1,3,6-7].  Making the 

diagnosis and institution of standard 

treatment still a clinical challenge in 

modern medical practice. 
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