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Abstract

Appendiceal mucocele (AM) or Appendiceal mucinous neoplasms is a rare but potentially dangerous condition. In the
latter, a spontaneous or iatrogenic rupture of the mucocele can lead to mucinous intraperitoneal ascites, a syndrome known
as pseudomyxoma peritonei. We present the case of a 76-year-old female patient who reported right iliac fossa pain with
RIF tenderness on clinical examination, and underwent an abdominal CT scan showing an appendiceal mucocele associated
with a small peritoneal effusion suspecting a ruptured mucocele, related to peritoneal pseudomyxoma. The patient
underwent appendectomy with peritoneal lavage and aspiration of all mucin found. Anatomopathological analysis
confirmed the diagnosis of appendiceal mucocele (a low-grade appendiceal mucinous neoplasm).
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INTRODUCTION

Appendiceal mucocele is defined as cystic
dilatation of the appendiceal lumen as a result of
intraluminal accumulation of translucent, gelatinous,
mucinous secretions, which may affect either the entire
organ or a segment, most often distal [1].

The size of the mucocele is highly variable,
ranging from a few centimeters to very large masses (40
cm); It is said to be “giant” when it reaches large sizes

2.

Since its first description, this pathological
entity has piqued the interest of several authors due to its
rarity, its nonspecific clinical presentation, the difficulty
of its preoperative diagnosis (AM is histologically
discovered postoperatively in nearly 70% of cases) [3],
the absence of histological uniqueness, its controversial
etiopathogenesis and its particular complications.

It poses the dual problem of its possible
malignancy and the risk of gelatinous disease of the
peritoneum (peritoneal pseudomyxoma) in the event of
perforation [3].

CASE REPORT

Mrs K.F, 76 years old, who has a past medical
history of arterial hypertension treated by losartan and
amlodipine, a dyslipidemia treated by fenofibrate. And

an hepatitis C virus (HCV) with a sustained virological
response. She had also a past Surgical history of
Cholecystectomy 1 year ago and a Recurrent umbilical
hernia

The history of the disease dates back to 1 year
before her admission to our department, with an onset
abdominal pain in the right iliac fossa, without fever,
transit disorders or externalized hemorrhage. The
patient's general condition was marked by asthenia and
weight loss.

Clinical examination revealed tenderness in the right
iliac fossa (RIF)

— Biological workup showed no inflammatory
syndrome (protein ¢ reactivation: 6 and
leukocytes: 4200).

—  Abdominal pelvic ultrasound revealed a cystic
pericaecal mass.

— Anabdominal CT scan was therefore requested
for a better characterization and showed hydric
distension of the appendix, measuring 20 mm
with a thin wall, containing parietal
calcifications, associated with a thin layer of
adjacent effusion, free peritoneal effusion of
low perihepatic and pelvic level suspecting a
ruptured mucocele.
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The patient underwent colonoscopy to look for
a synchronous tumor, which was incomplete, preventing
exploration of the cecum due to the presence of solid
stools.

On the basis of these clinical and paraclinical
examinations, the diagnosis was Appendicular mucocele
complicated by peritoneal pseudomyxoma

DISCUSSION

AM is a rare pathology (0.2 to 0.3% of
appendectomy specimens), histologically discovered
postoperatively in almost 70% of cases [3, 4], and
frequently reported in female patients over 50 years of
age, as in our patient's case [5].

From an anatomopathological standpoint, four
types of histological lesions can be distinguished [1-6].

Retention cyst: resulting from obstruction. There is
accumulation of mucinous debris in de lumiére with
increase of the endoluminal pressure resulting in
epithelial hyperplasia

Epithelial villous hyperplasia

Mucinous cystadenoma

Mucinous cystadenocarcinoma

Appendiceal mucocele has a highly variable
and nonspecific clinical presentation and in 23 to 50% of
cases the lesion is discovered peroperatively. The
patients could also be asymptomatic [7, 8].

» Figure 1: Swollen appendix perforated in the apex and cntainig mucin

Our patient was transferred to the visceral
surgery department, where she underwent a laparoscopic
appendectomy with peritoneal lavage and aspiration of
all mucin found.

Pathological analysis of the surgical specimen
(appendix) showed a low-grade appendiceal mucinous
neoplasm, and cytoreduction analysis confirmed the
presence of a peritoneal pseudomyxoma (acellular
mucin, WHO 2019) with no invasive elements.

The most frequently encountered presentations
are: appendicitis-like painful forms and pseudotumoral
forms.

1) asymptomatic Form

Approximately 23% to 50% of patients with
appendiceal mucocele are asymptomatic [9]. The lesion
is then discovered by chance during imaging (CT scan,
ultrasound....),  colonoscopy  [10], or even
intraoperatively or postoperatively by
anatomopathological study of the resection specimens
[11].

2) Painful Pseudoappendiceal Forms
It’s the most frequent form and amounts to 48% of the
cases (WESSER and EDELMANN) [12].

It is reported that up to 50% of patients with
appendiceal mucocele may have symptoms compatible
with typical acute appendicitis [13].
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3) Pseudotumoral Forms

The lesion presents as a non-painful mass, of
variable sizes, elongated, firm and mobile [14, 15], or as
an abdomino-pelvic mass. These forms are more likely
to be diagnosed preoperatively on the basis of clinical
and, above all, radiological evidence.

4) Complicated Forms
In some cases, appendiceal mucocele is revealed by
complications, including the following:

Peritoneal pseudomyxoma (PMP) 10% to 15%
of appendiceal mucoceles progress to PMP [16], due to
intraperitoneal rupture of a mucinous tumour. The
fundamental histological feature is the presence of
extracellular mucin in the peritoneal cavity, which may
be associated with more or less well-differentiated
mucinous epithelial cells.

Complications such as appendicular volvulus
[17, 18], rectorrhagia, melena [19, 20] or urological
complications due to a mass effect on the right ureter
may also reveal AD [7].

Ultrasound-CT imaging is of vital importance
for preoperative diagnosis. The typical mucocele appears
on both ultrasound and CT as a caecal-based, rounded,
well-limited, thin-walled mass with fine parietal
calcifications; density on CT is variable, from fluid to
tissue. The wall of the mucocele may be thickened and
irregular, with contrast-enhancing nodules, suggesting a
cystadenocarcinoma; however, there is no radiological
sign to confirm or exclude with certainty the malignancy
of the underlying appendiceal tumor [22].

Complications secondary to mucocele can also
be visualized on a CT scan or ultrasound:
intussusception, torsion, ureteral compression.

Colonoscopy is a non-specific examination that
confirms the integrity of the caecal mucosa and allows
us to look for any related colonic tumors [3].

It can show a submucosal mound in the cecum,
if the appendicular orifice is seen in the center of this
mound. This sign is known as the "volcano sign" [1].

Preoperatively, whether it is during the clinical
or paraclinical phase, numerous differential diagnosis of
appendiceal mucocele should be taken into
consideration. Chez la femme il faudra éliminer: A
simple cyst or an ovarian tumor [23], notably because the
latter can be associated with a mucocéle. Hydrosalpinx
[24], which can be confused with mucocele on
ultrasound.

Treatment of appendiceal mucocele is always
surgical, ranging from simple appendectomy in benign
forms to right hemicolectomy in malignant mucocele.

Benign  mucoceles require  conventional
appendectomy (Mac Burney or laparoscopy), with the
usual surgical asepsis measures to prevent peritonitis
[21]. Simple appendectomy seems sufficient for several
authors, sometimes combined with resection of the
caecal fundus, to ensure complete removal of the lesion.
Some authors suggest that an extemporaneous
examination has to be carried out if malignancy is
suspected [25].

Treatment of pseudomyxoma peritoneal pseudomyxoma
has 3 essential aims
— Evacuate ascites.
— Investigate and treat the initial tumor(s) and
peritoneal lesions.
— Prevent recurrence and  complications
whenever possible.

There are essentially two main types of surgical
management for PMP: multiple surgical debulking and
cytoreductive surgery (CCR) with perioperative
intraperitoneal chemotherapy: hyperthermic
intraperitoneal chemotherapy (CHIP) with or without
immediate postoperative intraperitoneal chemotherapy
(IPIC).

In our case, the patiente was treated by cytoreduction
surgery without CHIP.

The evolution of these conditions is unpredictable. It
depends on the nature and quality of the surgical
procedure.

CONCLUSION

When a right iliac fossa mass or appendicular
syndrome is discovered or persists, appendicular
mucocele should be considered, even though it is rare.
Preoperative diagnosis is possible and important,
requiring ultrasound and/or CT scan to alert the surgeon
to the risk of rupture during surgery, and to avoid
pseudomyxoma of the peritoneum. Systematic
histological study of all appendectomy specimens should
be the rule. Management consists of simple
appendectomy in the majority of cases, but a right
hemicolectomy should be performed systematically in
cases where signs of local malignancy are evident or
confirmed by pathological analysis of the surgical
specimen.
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