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			Abstract 

			Appendiceal mucocele is a rare disease, whose clinical symptoms resembles that of acute appendicitis, often diagnosed incidentally but can be asymptomatic. A correct preoperative diagnosis is very important in order to choose the right management and surgical tactic (appendectomy/colectomy) to avoid dissemination and tumour recurrence.

			We report the case of a 54-year-old woman, presenting intermittent right iliac fossa pain for 8 months in a context of apyrexia and whose abdominal CT scan revealed an appendiceal mucocele. The surgical act was a right hemicolectomy with postoperative follow-up without particularity.
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			Introduction

			Appendiceal mucocele is a rare but well-known clinical and pathological entity with a non-specific symptomatology mimicking several common diseases. It is often detected as an incidental finding during surgery, routine radiological examination or endoscopic examination [1]. The clinical importance is reflected in the fact that it is often misdiagnosed and therefore various complications may occur due to inadequate detection/management [2]. 

			Appendiceal mucocele can be benign or malignant, whereas mucinous tumours account for 58% of malignant appendix tumours [4]. Spontaneous or iatrogenic rupture of mucinous tumours of the appendix leads to spread to the peritoneum and viscera in the form of gelatinous material, resulting in a condition known as Pseudomyxoma Peritonei.

			Observation

			She is a 54 year old woman, without any particular pathological history, who presented intermittent pain in the right iliac fossa for 8 months, in a context of apyrexia, without any transit disorder or externalized digestive haemorrhage, without urinary signs, her general state was preserved, the abdominal examination 

found a slight sensitivity of the right iliac fossa, without palpable mass, the hernial orifices and the ganglion areas were free, digital rectal examination and vaginal examination were without particularities. The biological assessment showed haemoglobin of 11mg/dl, white blood cells of 7000 ele/mm3, and CRP of 7mg/l.

			An abdomino-pelvic ultrasound found a mass with a cystic appearance at the expense of the appendix, or right ovary, without peritoneal effusion. The abdominal CT scan detected a very limited cystic formation of 8cm long seems to be related to an appendiceal mucocele, the adnexa as well as the ovaries were normal (Figure 1).

			Colonoscopy showed an extrinsic compression aspect of the cecal bottom. Tumor markers ACE and CA 19.9 were normal. The patient was operated by median laparotomy and surgical exploration revealed an 8x5cm appendix cystic mass, intact, without peritoneal effusion, carcinosis or detectable hepatic nodule. A right hemicolectomy was performed with omentectomy, and ileocolic anastomosis (Figure 2). The postoperative follow-up was uneventful. Histopathologic examination of the surgical specimen confirmed a low-grade mucinous appendicular neoplasm with total exeresis and no lymph node metastasis.
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			Discussion

			Appendiceal mucocele is an uncommon affection accounting for 0.15 to 0.6% of appendectomies [4,5]. It affects preferably adults with an average age between 50 and 60 years [6,7], but can also affect children. It is a cystic dilatation of the appendix caused by the accumulation of mucus secretion intraluminally; this process is slow and progressive, without any sign of infection inside the organ. It results from obstruction of the appendix lumen, which is secondary to inflammatory or neoplastic proliferation of the appendix mucosa, or from lesions in the cecum adjacent to the appendix ostium. While some studies confirm its prevalence in females, others show a higher incidence in males [8]. The appendiceal mucoceles can be benign or malignant and WHO classifies them into four histological types: simple mucocele/retention cyst, which has a normal epithelium and slight dilatation due to obstruction of mucus flow in the appendix. Hyperplastic epithelium, which has slight luminal distension. Mucinous cystadenomas, also known as low-grade mucinous appendicular neoplasms (LAMN), have epithelial atypia and moderate distension. Mucinous cystadenocarcinoma, which presents with invasion of the wall of the appendix, adds to the characteristics of LAMN [9]. Mucinous cystadenomas are the most common of the four types. Size is an important factor to consider, an appendiceal mucocele smaller than 2 cm is rarely malignant and those larger than 6 cm are more often associated with cystadenocarcinoma and a higher rate of perforation. Both benign and malignant ruptures are associated with pseudomyxoma peritonei, which are associated with significant morbidity and mortality [9]. Clinically, appendiceal mucocele is often asymptomatic, in about 50% of cases it is discovered accidentally on radiological and endoscopic examination or during surgery [8]. The various clinical pictures that can be seen are a picture simulating, in the majority of cases, acute appendicitis generally leading to surgery from the outset but in these painful forms, the pain may be isolated and evolve in a subacute or chronic mode. Either the pseudotumour forms and the lesion presents as a mobile or fixed mass of the right iliac fossa or as an abdomino-pelvic mass, or the complicated forms of volvulus of the tumour mass, infection up to and including suppuration and perforation or rupture of the peritoneum [10,11]. 

			Abdominal ultrasonography remains the examination of choice for these clinical forms and may show a mass with small hypoechoic spots known as “onion skin” with a sensitivity of 83% and a specificity of 92% [12]. However, the CT scan is considered the most informative imaging method, as it can assess the relationship between peripheral organ formations, which can facilitate diagnosis. When the manifestations of CT are cystic structures closely related to the cecum with a round or long tubular shape, a thin cystic wall and a smooth contour, the possibility of mucinous adenocarcinoma of the appendix should be considered. The discovery of an appendicular cavity diameter greater than 13 mm raises a strong suspicion of mucinous appendicular neoplasm [11].

			There is no radiological evidence to assert or exclude with certainty the malignancy of the underlying appendicular tumour, hence the indication for colonoscopy, which aims at a raised visible area in the coecum with an appendicular orifice located in its centre [10]. The final diagnosis always depends on histopathological examination of the resected tissue, and surgery is the only treatment with curative potential. During surgery, care must be taken to avoid rupture and spread of mucus or epithelial cells to the abdominal cavity, which can significantly affect patients’ prognosis due to the high recurrence rate [12]. Simple appendectomy is the choice for patients with benign mucocele, as suggested by the presence of a normal cecum and appendix base with no evidence of perforation [13]. Right hemicolectomy is recommended when malignant mucocele is suspected by the presence of perforated mucocele, enlarged mesenteric lymph node or positive cytology or colonic invasion [1]. Accurate exploration of the abdomen is advised because of the well-known association between appendiceal mucocele and other mucin-secreting cell cancers, such as colon and ovarian cancers.

			The reported incidence of Pseudomyxoma Peritonei is 65% in cases of mucocele with perforation and 17% in cases of mucocele without perforation, therefore, for patients without perforation, the possibility of Pseudomyxoma formation cannot be completely excluded [14,15].

			Conclusion

			Appendiceal mucocele is a rare tumour, which requires improved knowledge and understanding of this disease. Imaging has an important role in establishing the positive diagnosis on which surgical tactics, which may be limited to a simple appendectomy or right colectomy, depend.  Confirmation remains histological, and the major concern is the transition to a Pseudomyxoma Peritonei, which requires the surgeon to handle the tumour mass carefully, avoiding intraoperative invasion.
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Figure 1:  Cross-section of abdominal CT scan showing a cystic appendicular image suggestive of mucocele (red arrow).
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Figure 2: Image of the operative piece showing appendiceal mucocele (yellow arrow).






