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Case Report

Appendicular Mucocele Complicated by Pseudomyxoma Peritonei
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ABSTRACT

Appendiceal mucocele is a rare condition, defined as a cystic dilation of the lumen of the appendix
due to an accumulation of intraluminal mucinous secretions, which are translucent and gelatinous,
and may affect either the entire organ or a segment, most often distal. Appendiceal pseudomyxoma,
or gelatinous peritoneal disease, is the most dreaded complication of appendiceal mucocele; it is a
rare disease characterized by the presence of abundant gelatinous material in the abdomen
secondary to the rupture of a mucinous appendix lesion.

Our case involves a 47-year-old woman who presents with peritoneal pseudomyxoma, detected early
in relation to a ruptured appendiceal pseudomyxoma localized in the peri-appendiceal region.
Keyword: Appendiceal mucocele, peritoneal pseudomyxoma, surgery, appendiceal mucinous

neoplasm.

Observation

A 47-year-old patient with no particular medical history presented with hypogastric abdominal pain and fever
of 40 degrees Celsius (104.4 Fahrenheit) for the past 48 hours. Physical examination noted guarding in the
right iliac fossa and hypogastric region. Blood count: White blood cell count at 17,000 cells/mm3,
predominantly polymorphonuclear neutrophils. Abdominal CT: Tubular formation at the level of the IDF
measuring 34 mm in maximum thickness, with fluid content and a calcified wall enhanced after injection of
contrast agent with a fluid collection around it.

She underwent surgery by midline laparotomy objectifying a ruptured swollen appendix with gelatinous fluid
emerging from the rupture located periappendicular. The surgical procedure consisted of an appendectomy
since the base was macroscopically healthy with abdominal cleansing and drainage of the culs of the Douglas
sac.

The patient was placed on dual antibiotic therapy + analgesic and anticoagulant. The postoperative course was
unremarkable with resumption of bowel movements on postoperative day 2. The patient was declared
discharged on the fourth day of hospitalization. Anatomopathological study: Morphological appearance in
favor of acute suppurative appendicitis on a low-grade appendicular mucinous neoplasm; fissured with

peritoneal reaction and presence of mucin on the appendicular serosa; healthy appendicular margin.
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Discussion

Appendiceal mucocele (AM) was first described by Rokitansky in 1842. [1]

Appendiceal mucocele is a rare condition, defined as a cystic dilation of the appendiceal lumen following an
intraluminal accumulation of translucent, gelatinous mucinous secretions, which can affect either the entire
organ or a segment, most often distal. It is a pathology discovered postoperatively histologically in nearly 70%

of cases; Two converging theories have been put forward to explain this disease: the obstructive theory: AMs
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are due to an accumulation of mucus upstream of a stenosis of the appendiceal lumen (cecal adenocarcinoma,
appendiceal tumor, tuberculosis). The neoplastic theory: the tumor is responsible for hypersecretion of mucus
into the appendiceal lumen. [2,3,4, 5]

Appendiceal mucoceles have a highly varied and nonspecific clinical presentation. They may be asymptomatic
and discovered incidentally during imaging (CT, ultrasound, etc.), colonoscopy, or even intraoperatively or
postoperatively through pathological examination of resection specimens. [4, 6]

The most frequently encountered symptoms are right iliac fossa pain (present in 27 to 64% of cases of
appendectomy and in 40 to 77% of cases of cystadenocarcinoma), an abdominal mass (9 to 46% of cases), an
AO], and an enlarged umbilical or inguinal hernia. Most often, the symptomatology is dominated by right iliac
fossa pain; mucoceles are found in 0.2 to 0.3% of appendectomies. [5, 6]

The most serious complication is peritoneal rupture in 5-15% of cases: pseudomyxoma peritonei [3, 6]
Paraclinical investigations can be of great value for diagnosis [3, 4, 6]. Indeed, annular or arcuate calcifications
with a porcelain appendix can sometimes be present on a plain abdominal X-ray.

Imaging based on a combination of ultrasound and CT is a crucial examination for preoperative diagnosis. On
ultrasound, MA presents as an elliptical cystic mass, well-limited by the wall which may be partially calcified,
with echogenic and stratified content, producing an “onion bulb” appearance. The differential diagnosis is
generally with acute appendicitis. A transverse diameter greater than or equal to 15 mm is associated with a
sensitivity of 83% and a specificity of 92% for the diagnosis of MA. In the case of simple acute appendicitis,
the transverse diameter is greater than 6 mm [4].

On computed tomography (CT), uncomplicated AD appears as a cystic mass of the IDF, well-demarcated by
fluid density. Arcuate parietal calcifications are inconsistent, but their presence supports the diagnosis of AD,
differentiating it from an abscessed collection of the IDF [5]. The benign or malignant nature of AD is
confirmed by pathological examination. On MRI, the contents of the AD appear as T1-weighted hypointense
and T2-weighted hyperintense. Calcifications are less well visualized than on CT.

Complications include acute intestinal intussusception, torsion, or extrinsic compression on a neighboring
organ. But the most feared complication is intraperitoneal rupture, spontaneous or during a surgical procedure,
responsible for pseudomyxoma peritonei (PMP). PMP is defined by dissemination in the abdominal cavity of
the mucous contents of the MA; it is therefore a thick ascites like jelly. It was long thought that ovarian origin
was a cause of PMP due to the clear female predominance and the frequent involvement of the ovaries, but
more recent studies have contradicted this hypothesis based on immunohistochemical and molecular biology
analyses demonstrating the appendicular origin of almost all PMPs. Ovarian involvement is therefore
secondary [6]. Abdominal CT is the examination of choice to diagnose PMP and specify its characteristics;

the typical appearance of PMP is "scalloping" on the surface of solid organs, particularly the liver and spleen.
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This sign is explained by the extrinsic compression of gelatinous masses on solid organs. On CT, this ascites
appears hypodense (denser than serous ascites), and sometimes it can contain fine septa and curvilinear
calcifications. [7,8,9].

Treatment consists of appendectomy in the absence of histological signs of malignancy and in the presence of
retentional MA. In the presence of a cystadenoma, cecal resection is sometimes necessary for complete
excision of the lesion. In the case of a malignant lesion, hemicolectomy is considered the treatment of choice
and is required immediately in the case of frozen section examination or secondarily after a definitive
histological diagnosis, hence the importance of systematically performing an anatomopathological
examination of any appendectomy specimen. The laparoscopic approach should be avoided given the risks of

recurrence and intraoperative dissemination. [10,11].

Conclusion
Mucus-secreting tumors of the appendix are rare. They should be considered in cases of atypical appendiceal
syndrome or a right iliac fossa mass. Early diagnosis of unruptured AM by a radiologist improves the prognosis

of the disease and thus avoids any form of repeat interventions.
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