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Giant appendiceal mucocele: Report of a case and brief review
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AbstractAbstractAbstractAbstractAbstract

Mucocele of the appendix is a rare lesion, characterized
by distension of the lumen due to accumulation of mucoid
substance. This disease is often asymptomatic and
pre-operative diagnosis is rare. If untreated, one type of
mucocele may rupture producing a potentially fatal entity
known as pseudomyxoma peritonei. The type of surgical
treatment is related to the dimensions and to histology of
the mucocele. Appendectomy is used for simple mucocele
or for cystadenoma. Right hemi-colectomy is recommended
for cystadenocarcinoma. In this paper, we report a case
of a 51-year-old woman with a mobile, painless mass in
the right lower quadrant of abdomen caused by a giant
appendiceal mucocele. Imaging showed a large, tubular,
cystic structure extending below from the inferior wall of
the cecum. Surgery revealed a giant retro-cecal appendix
measuring 17 cm in length and 4 cm in diameter. The
final pathologic diagnosis was mucocele caused by
mucinous cystadenoma.
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INTRODUCTIONINTRODUCTIONINTRODUCTIONINTRODUCTIONINTRODUCTION

Mucocele is a rare pathology of  the appendix, characterized
by a cystic dilation of the lumen with stasis of mucus. The
incidence ranges between 0.2% and 0.3% of all appendectomies,
with a higher frequency in females (4/1) and in people more
than 50 years[1]. It demonstrates an inflammatory or a tumoral
cause; most important for the surgeon, however, the mucoceles
are caused by mucinous cystadenomas and cystadenoca-
rcinomas. In the latter case, a possible rupture of the mucocele,
either spontaneous or accidental, may result in the clinical
condition of pseudomyxoma peritonei, a spread of malignant

cells throughout the peritoneal cavity in the form of  multiple
mucinous deposits[2,3]. A correct diagnosis may help to avoid
iatrogenic rupture during surgery. We describe a case of  a
giant appendiceal mucocele and present the diagnostic
aspects, surgical options and prognosis of this disease.

CASE REPORTCASE REPORTCASE REPORTCASE REPORTCASE REPORT

A 51-year-old woman was admitted to our department on
April 21, 2004 due to the appearance of a mass in the right
lower quadrant of abdomen, with nausea and decreased
appetite. No urinary dysfunction or changes in her intestinal
transit was reported. Her blood pressure was 130/80 mmHg
with regular pulse of 80/min. She had a body temperature
of 36.8 . On admission, physical examination of chest
revealed no abnormalities and superficial lymph nodes were
not palpable. A mobile, painless mass was palpated at the
right lower abdomen. No liver or spleen enlargements were
noted.

Laboratory tests, including CEA, CA 19-9, CA 125, CA
15-3 and CA 72-4, were unremarkable.

Abdominal ultrasonography revealed the presence of a
non-homogeneous oval mass. Computed tomography scan
of the abdomen showed a large, hypodense, tubular, cystic
structure extending below the inferior wall of the cecum
(Figure 1). Coronal view of computed tomography disclosed
a mass, which measured about 13 cm in length (Figure 2).

Figure 1  Large, hypodense, tubular, cystic structure extending below the
inferior wall of the cecum revealed in a computed tomography scan of the
abdomen.

On April 24 the patient had a laparotomy. At surgery, a
giant retro-cecal appendix was found (Figure 3). There was
no lymphadenopathy or hepatic metastases. No other tumors
were noted in the abdominal or pelvic cavities. The appendix
was bent behind the ascending colon. After adhesiotomy, a
standard appendectomy was performed.
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The mass, which measured 17 cm in length and 4 cm in
diameter, showed a thin fibrous wall and viscous hemorrhagic
mucoid content without any mucosal lesion. The final
pathologic diagnosis was mucocele caused by mucinous
cystadenoma. There was no evidence of malignancy. The
patient’s post-operative course was unremarkable and she
was discharged 5 d post-operatively.

At present, about 7 mo post-operatively, the patient is
asymptomatic, and abdominal ultrasonography did not reveal
any abdominal lesion.

Figure 2  Mass of about 13 cm in length disclosed in a coronal view of
computed tomography scan.

Figure 3  Intraoperative finding of a giant appendix, which measured 17 cm in
length and 4 cm in diameter.

DISCUSSIONDISCUSSIONDISCUSSIONDISCUSSIONDISCUSSION

The term mucocele is often used as a general descriptive
term for dilatation of  the appendiceal lumen by mucinous
secretions. Four subgroups of  the disease can be identified,
according to the characteristics of the epithelium: (1) simple
or retention mucoceles resulting from obstruction of the
appendiceal outflow, usually by a fecalith, and characterized
by normal epithelium and mild luminal dilatation up to 1 cm.
(2) Mucoceles with hyperplastic epithelium where luminal
dilatation is also mild; these constitute 5-25% of mucoceles.
(3) Benign mucoceles, the most common form, accounting
for 63-84% of cases. These exhibit mostly epithelial villous
adenomatous changes with some degree of epithelial atypia,
and are characterized by marked distention of the lumen

up to 6 cm. Our patient belongs to this group. (4) Malignant
mucinous cystadenocarcinomas, representing 11-20% of
cases. They are distinguished from the previous group by
their glandular stromal invasion and/or presence of epithelial
cells in the peritoneal implants. The luminal distention is
usually severe[1-4].

Mucinous cystadenomas and cystadenocarcinomas are
often referred to as neoplastic mucoceles. In cystadenomas,
which are the most common form, the luminal dilatation reaches
up to 6 cm and is associated with appendiceal perforation
in 20% of instances. This results in mucinous spillage into
the peri-appendicular area and peritoneal cavity. Histological
examination of the mucus does not reveal any neoplastic cells
and appendectomy is usually curative[5]. Mucinous cystaden-
ocarcinomas, on the other hand, are less common than mucinous
cystadenomas and may present with spontaneous rupture
in 6% of cases. Macroscopically, they produce mucin-filled
cystic dilatation of the appendix indistinguishable from
cystadenomas. However, neoplastic cells may penetrate the
appendiceal wall and spread beyond the appendix in the
form of  peritoneal implants. In its fully developed state,
the peritoneal cavity becomes distended with adhesive,
semi-solid mucin in which neoplastic adenocarcinomatous
cells can be found; this condition is termed as pseudomyxoma
peritonei. The intraperitoneal spread of this mucin-secreting
cancer is identical to that of intra-peritoneal ovarian mucinous
cystadenocarcinomas[2-5].

Symptomatology of  appendiceal mucoceles is not specific:
very large lesions are asymptomatic in 25% of patients.
The most common presentation is right lower quadrant pain,
similar to an acute appendicitis; a palpable mass can be
found in 50% of cases, whereas urinary dysfunction or
hematuria is rarely related[6]. Increase of tumor markers
indicate a probable neoplastic origin[7,8]. The rare complications
include intestinal obstruction, frequently caused by intussu-
sception, or intestinal bleeding. Pseudomyxoma is the worst
complication, characterized by peritoneal dissemination caused
by spontaneous or iatrogenic perforation of the appendix.
In benign mucocele, the pseudomyxoma is confined to the
peri-appendicular area. In malignant cases, this dissemination
is considered a real metastatic entity; retro-peritoneal or pleural
implants are occasionally reported[7-9].

Preoperative diagnosis is difficult, due to the nonspecific
nature of the disease. The lesion may be identified by
radiologic, sonographic, or endoscopic means. Elevated
carcino-embryonic antigen levels have been described in
neoplastic mucoceles[10,11].

Computed tomography scan of the abdomen is important
in the diagnosis and evaluation of the extent of the disease. A
typical computed tomography scan finding of an appendiceal
mucocele is a round, low-density, thin-walled, encapsulated
mass, communicating with the cecum. Ultrasonography
shows a cystic, encapsulated lesion, firmly attached to the
cecum, with liquid content and an internal variable echogenicity
related to mucus density. Colonoscopy may show a pathogn-
omonic image, the ‘sign of the volcano’ , i.e., an erythematous,
soft mass with a central crater, from which mucus is
discharged[12-15].

Therapy is surgical, but laparoscopic approach is not
advised because of the risk of rupture[16].
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The type of surgical treatment is related to the dimensions
and to histology of  the mucocele. Appendectomy is used
for simple mucocele or for cystoadenoma, when the
appendiceal base is intact. Cecal resection is indicated for
cystoadenoma with a large base, and a right hemi-colectomy
is recommended for cystoadenocarcinoma. Intra-operative
histologic examination is not always definitive. An accurate
exploration of the abdomen during laparotomy is advised,
because of the association between the appendiceal
mucocele and other tumors, particularly carcinoma of the
colon (11-20 %) and tumors of the ovary[17].

If exploration reveals a ruptured appendiceal mucocele,
the primary resection should be accompanied by removal
of all gross implants [16,17].

Postoperatively, patients with simple or benign neoplastic
mucoceles have shown an excellent prognosis with 5-year
survival rates of  91-100%, even in cases with extension of
mucus into the extra-appendiceal spaces. In malignant
mucoceles, however, the 5-year survival rate is markedly
diminished (25%) due to complications of pseudomyxoma
peritonei[18].

In conclusion, patients with mucoceles can present with
various symptoms, but may also be asymptomatic. Preope-
rative diagnosis is rare, but it is possible using appropriate
tests. These uncommon and potentially lethal entities are
usually surgically curable, if diagnosed in an early phase.
Therefore, pre-operative recognition with a carefully planned
resection to remove the mass is required.
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