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Abstract

Mucinous cystadenoma of the appendix is a rare disease associated with cystic dilatation, to which a more
general term, mucocele is applied. Clinically, appendiceal mucocele (AM) is an incidental finding or it may
mimic appendicitis. In AM, distension of the appendix is caused by mucus, the source of which can be
benign or malignant. For the benign disease, appendectomy alone is sufficient but for malignant conditions
adjunct treatments are needed. Proper pre-operative evaluation is imperative to distinguish between benign
and malignant causes in order to guide the management and reduce complications. For the definitive
diagnosis, histology and immunohistochemistry are required. We report an finding of an appendiceal
mucocele.
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Introduction

Mucocele of the appendix is dilatation of appendix due to obstructive pathology caused by intra
luminal mucoid material accumulation. (First described) Clinically, appendiceal mucocele (AM)
is an incidental finding or it may mimic acute appendicitis (AA). (Incidence) Preoperative
investigations help distinguish between AA and AM to decide the best surgical approach to
prevent peritoneal spillage regardless of the etiology.

Case report

40 years old female presented to the out-patient-department of surgery for evaluation of pain in
right lower abdomen since 3 days. The pain was sudden in onset, non-radiating and colicky in
nature. The pain was associated with multiple episodes of vomiting, decreased appetite and
generalized weakness. The patient did not give any history of fever or altered bowel and bladder
habits. Rest of the history, including menstrual history was unremarkable to our case. On
examination, the patient was afebrile, hemodynamically stable with a BMI of 22.7. On per-
abdominal examination mild tenderness was noted in right iliac fossa. Laboratory investigations
showed leukocytosis with neutrophilia. Abdominal ultrasonography revealed an inflamed and
edematous appendix, suggestive of acute appendicitis. A contrast-enhanced CT examination of
the abdomen showed grossly distended appendix with hypodense fluid within it and
appendicolith noted at its base suggestive of mucocele of appendix. Based on the clinical
examination and radiological reports, the decision of open appendectomy was taken. A cystic
mass of appendix with inflammed walls was found. As no visible lymph nodes were found and
there was no pathological changes in the base of appendix, only appendectomy was performed.
There were no intra-operative complications and the specimen was sent for histopathological
examination. Histopathological features were suggestive of mucinous cystadenoma of appendix.
Post-operative recovery was uneventful. In a follow up period of one year, the patient did not
have any fresh complaints.
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Discussion

Rokitansky was the first to describe mucocele of appendix in
1942. He described it as cystic dilatation of the appendix caused
by obstruction in the lumen, resulting in accumulation of mucus.

This obstruction of appendicular lumen is secondary to

inflammatory or neoplastic pathology. Mucocele of appendix is

more common in elderly patients in the fifth or sixth decade and

have higher prevalence among women. The incidence of

mucocele of appendix is 0.2 % to 0.4% in the entire

appendectomy specimen. According to the histological

characteristic of lumen obstruction, mucocele of appendix can

be classified into:

i) Simple mucocele (1%): Degenerative epithelial changes
with no evidence of hyperplasia or mucosal atypia.

i) Hyperplastic mucocele (25%): Hyperplastic growth of
appendicular or caecal mucosa.

iii) Mucinous cystadenoma (63%b): Dysplastic changes in the
epithelium similar to colon adenomatous polyps.

iv) Mucinous cystadenocarcinoma (11%o): High grade cellular
dysplastic changes and stromal invasion.

In the latter two variants described, the mucous material
contains epithelial adenomatous cells with low to high grade of
dysplasia. In these cases, rupture or perforation of the appendix
may lead to dissemination of mucous material with dysplastic
cells in the abdominal cavity resulting in mucinous ascites or
Pseudomyxoma peritonei.

The clinical picture of this disease in non-specific, often
asymptomatic (around 25% of the cases). In more than half of
the cases, the disease is discovered during radiological
examination or after histopathological examination of the
excised specimen of appendix, as in our case.

Pre-operative diagnosis of this condition is difficult but of prime
importance as it leads to informed selection of surgical
management- to avoid complications like peritoneal
dissemination and repeated surgery. Ultrasonography is regarded
as the first line of investigation method as it can help
differentiate between mucocele of appendix and acute
appendicitis or other conditions related to the presenting
symptoms. USG has a sensitivity of 83% and specificity of 92%.
CT scan has higher accuracy and can identify any calcification,
cystic dilatation and thickness of wall of appendix and lumen
diameter. In our case, USG did not provide an accurate
diagnosis, but considering the age of the patient and presenting
complaints, CT scan was done yielding the diagnosis of
mucocele of appendix.

Although mucocele of appendix in itself is not a life-threatening
condition but it may lead to complications like perforation of
appendix causing peritoneal dissemination of the content and
often causing pseudomyxoma peritonei, a life threatening
condition with poor surgical outcomes. Therefore, selection of
an adequate surgical method after diagnosis is important. Some
surgeons think that open surgery should be favored against
laparoscopy. If the surgery was launched using a laparoscopic
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method and it appears that there is an appendiceal mucocele, it
must be converted into open surgery.

This has 2 objectives

1) To perform surgery carefully so the cyst is not ruptured and
the filling is not scattered into the peritoneal cavity.

2) With an open surgery compared to the laparoscopic method.

It is possible to have a fuller inspection, palpation and direct
inspection of the spots in the abdomen where mucinous tumors
are most common. Some surgeons consider that the operation
can be performed using a laparoscopic method by adhering to
safety rules, especially when removing the mucocele from the
abdomen and an endobag must be used.

An algorithm for the selection of the type of surgery has been
furnished by Dhage-Ivatury and Sugarbaker.

It envisages several factors

1) Whether or not a mucocele is perforated

2) Whether the base of the appendix (margins of resection) is
involved in the process

3) Whether there are positive lymph nodes of mesoappendix
and ileocolic.

As a result patients may require different operations:
appendectomy to the right colectomy, including cytoreductive
surgery, heated intraoperative intraperitoneal chemotherapy,
early postoperative intraperitoneal chemotherapy. In our patient
the mucocele was not perforated, there was no pathologic
process in the base of the appendix (negative margins of
resection), and the regional lymph nodes were negative.
Therefore, only appendectomy was performed, which is an
adequate surgery in such a case. Also, according to the
algorithm, no long-term follow-up is advised for our patient.

Conclusion

In conclusion, appendiceal mucocele is a rare disease and has a
clinical picture that resembles acute appendicitis, and often
presents with vague, non- specific symptoms. A correct
diagnosis before surgery is very important for the selection of
surgical technique to avoid severe intraoperative and
postoperative complications. USG, particularly CT, should be
used extensively for this purpose.
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