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Abstract 
Background: Independent signet ring cell carcinoma of the pancreas is a rare and aggressive histologic variant. We report the case of a patient 

with independent signet ring cell carcinoma of the pancreas.

Case presentation: 45-year-old men who consulted for epigastralgia associated with subicterus which had progressed for 2 months. Abdominal 
imaging showed a pancreatic process measuring 7cm long axis. A biopsy of the pancreatic mass was performed by duodenoscopy. Pathological 
examination was in favor of pancreatic independent signet ring cell carcinoma. The decision for palliative chemotherapy was taken collegially in a 
multidisciplinary consultation meeting. Ten days later, the patient was clinically impaired with installation of cholestatic jaundice and disturbance 
of liver function tests; hence his hospitalization in the gastrology department for placement of a prosthesis which did not could be done because the 
patient died following cardio-respiratory arrest.

Conclusion: Through our work, we have reported a case of independent signet ring cell carcinoma of the pancreas. It is a rare and aggressive 
histological form, with few cases published in the literature.
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Background
Pancreatic cancer is a fairly common digestive cancer with a late 

diagnosis and a severe prognosis due to the late clinical expression 
of the disease. Pancreatic independent signet ring cell carcinoma 
is a rare histologic variety [1], characterized by the presence of a 
monomorphic proliferation of isolated signet ring cells within a 
mucoid stroma. We report the case of a patient with independent 
signet ring cell carcinoma of the pancreas.

Case Presentation
45-year-old men who consulted for epigastralgia associated 

with subicterus evolving for 2 months. Clinical examination found 
a patient in average general condition, subicteric with epigastric 
tenderness, the rest of the somatic examination was unremarkable. 
The abdominal computed tomography had shown a tumor 
process of the bilio-pancreatic-duodenal crossroads enhanced 
heterogeneously after contrast measuring 06cm of major axis  

 
responsible for a dilation of the intrahepatic bile ducts and the 
main bile duct of 14mm and a discrete dilation of wirsung. There 
were also latero-aortic, caelio-mesenteric, interaortico-caves 
lymph nodes measuring for the largest 17mm. It was completed 
by a bili-MRI which had objectified a heterogeneous pancreatic 
tumor process measuring 7cm enhancing after contrast, discreetly 
infiltrating the fat in the periphery responsible for dilation of the 
common bile duct which measured 1.3cm with stop image at the 
level of its lower part and intrahepatic bile ducts with a slight 
dilation of the wirsung. A duodenoscopy was performed showing 
a hemi-circumferential ulcerative process extending to D2 and 
invading the biopsied papilla.

On anatomopathological examination, the duodenal mucosa 
was largely dissociated by a polymorphous, lymphoplasmacytic 
inflammatory granulation tissue with numerous neutrophils 
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comprising large cells with fine chromatin and a visible nucleolus 
with individualization of a few figures of mitosis (Figure 1). 
The immunohistochemical study confirmed that the large cells 

expressed intense and diffuse cytokeratin and MUC1 and focal 
cytokeratin 7. In addition, CDX2 was negative on tumor cells (Figure 
2).

Figure 1a & 1b: Histological study: the duodenal mucosa was largely dissociated by a polymorphous, lymphoplasmacytic inflammatory granulation 
tissue with numerous neutrophils comprising large cells with fine chromatin and a visible nucleolus with individualization of a few figures of mitosis.

Figure 2: immunohistochemical study: intense expression of MUC1.

The decision for palliative chemotherapy was taken collegially in 
a multidisciplinary consultation meeting. Ten days later, the patient 
was clinically impaired with installation of cholestatic jaundice 
and disturbance of liver function tests; hence his hospitalization 
in the gastrology department for placement of a prosthesis which 
did not could be done because the patient died following cardio-
respiratory arrest.

Discussion
Pancreatic cancer is a fairly common digestive cancer; it 

is the 10th cancer in men and the 9th cancer in women [2]. The 
cephalic site is the most frequent anatomical location of pancreatic 
carcinomas representing 75% of cases, as in our patient, while 15 
to 20% occur in the body and 5 to 10% in the tail [2].

Pancreatic adenocarcinoma is the most common histologic type 
(80%); on the other hand, the histologic variety of independent 
signet ring cell carcinoma is rare, representing less than 1% of 
pancreatic tumors with only 8 cases that have been reported in the 
literature. The most frequent location of these rare carcinomas is in 

the gastric area (96%) [3], but cases of signet ring cell carcinoma 
in the colon, gallbladder, appendix, breast, prostate, bladder and 
thyroid have been reported.

Thoraco-abdominal-pelvic computed tomography (TAP CT) 
remains the gold standard examination in case of suspected 
pancreatic cancer, it allows to evaluate the stage and to judge tumor 
respectability. The recommended protocol [4,5] is an examination 
tri-phasic by multidetector CT angiography, with a thickness of 
sections ≤ 0.5-1 mm. In our patient, the TAP CT showed a locally 
advanced unresectable pancreatic process. The biopsy is not 
systematic; it is indicated in the event of a tumor potentially 
resectable by endoscopic ultrasound if neoadjuvant treatment will 
be considered or in the event of a tumor resectable from the outset 
if there is doubt about the diagnosis with a benign tumor [6,7]. 
3cases among the eight published, the diagnosis was retained post 
mortem, while the remainder was diagnosed either by endoscopy, 
retrograde endoscopy or by laparotomy. The table below 
summarizes the different cases reported in the literature (Table 1). 
In our patient, the biopsy is performed under duodenoscopy.
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Table 1: The different cases published in the literature of independent signet ring cell carcinoma of the pancreas.

Age (year) Gender Diagnostic Means Treatment

Tracey KJ 1984 69 Female Autopsy _

Chow LT 1994 88 Male Autopsy _

Mc Arthur CP 1995 69 Female Echoendoscopy _

Terada 2012 61 Male Retrograde endoscopy _

Karaahmet F 2015 83 Male Echoendoscopy _

Nauta S 2015 71 Male Autopsy _

Radojkovic M 2018 67 Female Tru-cut biopsy Neoadjuvant chemotherapy (Gemcita-
bine) + CDP

Yepuri N 2018 62 Female Laparotomy _

The therapeutic management of carcinomas with independent 
signet ring cells joins that of pancreatic adenocarcinomas. The 
treatment is essentially based on surgery for localized forms; this 
surgery must be done after a rigorous pre-therapeutic evaluation 
and within 3 to 4 weeks following the last scannographic 
evaluation [8]. For cancers of the head of the pancreas, cephalic 
duodeno-pancreatectomy associated with lymph node dissection 
by laparotomy is the standard procedure [9]. For metastatic 
forms; several first-line protocols can be prescribed (FOLFIRINOX, 
Gemcitabine + nab-paclitaxel, gemcitabine alone) taking into 
consideration the patient’s age, general condition, presence of 
comorbidities and liver function tests. In our patient, chemotherapy 
could not be administered due to the rapid deterioration in his 
general condition.

Pancreatic cancer is a very aggressive cancer with a median 
survival time of 4 to 6 months. The relative 1-year survival rate is 
of the order of 28%, with an overall 5-year survival rate of 9% for 
all stages [10]. The 5-year relative survival for localized stages is 
34.3%, 11.5% for locally advanced stages and 2.7% for metastatic 
stages [10]. Independent signet ring cell carcinoma is also a 
cancer with a poor prognosis [11-15]. All the cases reported had 
a fulminant evolution, with the exception of a single potentially 
resectable non-metastatic case which showed the benefit of 
neoadjuvant chemotherapy with a reduction significant tumor size 
of 4.5cm to 1.5cm and which allowed the performance of a radical 
cephalic duodenopancreatectomy (CDP) [16].

Conclusion
Through our work, we have reported a case of independent 

signet ring cell carcinoma of the pancreas. It is a rare and aggressive 
histological form, with few cases published in the literature, the 
unfortunate prognosis of this cancer is linked first of all to the 
aggressiveness of these types of tumors in addition to the diagnostic 
delay due to the non-specificity and late expression of clinical signs.
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