Jemds.com

Case Report

Mucocele of Appendix- A Detailed Case Report
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INTRODUCTION

Mucocele of the appendix is rare; incidence is 0.2%-0.3% of appendectomy
specimens and in 8% of appendiceal tumours. They typically occur in middle-aged
patients. According to the literature there is discordant in its discussion of gender
predominance.(!-3) The most common clinical manifestation is a palpable mass in the
right lower quadrant of the abdomen. The patient can present either with or without
pain. Some patients are asymptomatic, for such patients mucocele is found
incidentally on imaging or during laparotomy or laparoscopy during other surgery. If
a super infection is present, mucinous cystadenoma can be clinically
indistinguishable from non-tumoral acute appendicitis.() In patients with a
mucocele, the risk of developing an adenocarcinoma of the colon is six times greater
than general population.(2) We are presenting 4 cases with different spectrum of
manifestations in our institute. All the patients presented in our institute presented
with abdominal pain followed by CT scan with appendicectomy. The
histopathological correlation was also made from the sample and was confirmed in
the follow up.

PRESENTATION OF CASE

Case 1

A 65-year-old gentlemen presented with history of vague abdominal pain in the right
iliac fossa for 6 months. No other aggravating features were noted. Initial ultrasound
showed a long tubular appendix from the base of caecum. Few calcific areas were also
noted within it.

CT Sections Showing Dilated Mucocele with Few Linear Calcific Foci in the Wall Region
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CT scan of the patient confirmed the findings. A tubular
fluid filled appendix from base of caecum with mural
calcifications noted. Diagnosis of mucocele of appendix was
made. Patient was taken for surgery under laparoscopic
guidance. Large mucocele of the appendix with thickened base
of the appendix was noted. Side - side ileocolic anastomosis
was done using two staples and the appendix was resected.
Histopathology of the appendix and terminal ileum showed no
significant abnormality.

Case 2

A 61-year-old female patient with complaint of progressive
breathlessness, heaviness of chest, fever on and off vague pain
in the abdomen for 1 month. Patient was analysed for
tuberculosis. Left thoracocentesis was done and straw-
coloured fluid was aspirated. Based on the cytology, pleural
fluid was exudate with mononuclear cells and high ADA. No
malignant cells were detected. Based on this the patient was
on ATT. Incidentally USG Abdomen showed fluid filled lump
the right lumbar region.

CT Sections Showing Mucocele with Thickened Walls and Few
Curvilinear Calcific Foci in the Wall Region

CT Abdomen- A 4.0 x 2.9 cm cystic lesion with thickened wall
and calcifications was seen in the RIF adjacent to caecum. The
appendix was not separately seen. Based on these findings,
possibility of mucocele of appendix was made. Patient was
managed conservatively with ATT and is in follow up for
mucocele of appendix.

Case 3

A 73-year-old male presented with a complaining of
abdominal pain predominantly involving the right iliac fossa
region. Patient also presented with vomiting and cramps
associated within it. Initial USG Abdomen showed a large
cystic lesion in the right iliac fossa region. Associated liver
showing fatty changes and caudate lobe hypertrophy.

CT Sections Showing Chronic Liver Disease with Large Thin Walled
Cystic Lesion (Mucocele) in the Right Iliac Fossa Region
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CT Abdomen- Large cystic lesion with thin wall was seen in
right iliac fossa region measuring 8 x 5.4 cm. Liver shows
caudate lobe hypertrophy with ill-defined non enhancing
hypo-dense lesions are noted in the segment VII of liver. Based
on these findings, possibility of mucocele of appendix was
made. Patient was taken for surgery followed by right
transverse incision was made. There was a mass present in the
right ileocaecal junction. Colon was mobilised from ileocecal
junction to transverse colon and excision of the mass was
done. Histopathology was diagnosed as low-grade mucinous
neoplasm of appendix.

Case 4

A 50-year-old male was admitted with complaint of fever and
abdomen pain for 2 1/2 months for evaluation. History of
anorexia and weight loss for 3 months. CT scan done showed
features of gross ascites with scalloping of liver with omental,
calcific, peritoneal and lymph nodal deposits. Large cystic
lesion was noted in the RIF. The appendix was not separately
visualized from the lesion. Based on the findings
pseudomyxoma peritonei was diagnosed. Patient was taken
for exploratory laparotomy and omentectomy with subtotal
gastrectomy done. Subtotal colostomy and peritoneal
resection with Roux-en-Y gastrojejunostomy and ileostomy
anastomosis was done.

CT Sections Showing Features of Pseudomyxoma Peritonei with Dilated
Mucocele and Gross Ascites Causing Scalloping of Liver Parenchyma

Findings- Extensive disease involving whole of omentum with
large mucinous mass around the appendix was made. Disease
involving the caecum, colon, diaphragmatic peritoneum, liver,
spleen and greater curvature of stomach. Histopathological
examination from the peritoneum showed features of
pseudomyxoma peritonei.

DISCUSSION

The term mucocele is simply a macroscopic description of an
appendix that is grossly distended by mucus. They can result
from chronic appendiceal obstruction that may be caused
either by benign or malignant lesions. These are thin walled,
usually about 3-6 cm in diameter. Sometimes the mucocele
can manifest as an enormous tumour up to 25 cm in size; in
such cases, it is called a giant mucocele.(56)

Mucocele can manifest with four histologic subtypes: a
simple mucocele, focal or diffuse mucosal hyperplasia,
mucinous cystadenoma, and mucinous cystadenocarcinoma. A
simple mucocele or retention cyst exhibits degenerative
changes of the epithelium with no epithelial atypia. The
degenerative changes could be due to obstruction, which can
be caused by an appendicolith, postoperative scarring
following appendicitis, appendiceal carcinoma, carcinoma of
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cecum, or appendiceal volvulus. This is found in approximately
20% of cases.® Focal or diffuse hyperplasia causes mild
dilatation, this histologic subtype is seen in 20% of cases.(35)
Mucinous cystadenoma, which represents a benign neoplasm,
is the most common type of mucocele, accounting for about
50% of cases.(5) In about 20% of cases, they may perforate with
mucus seeding, which leads to pseudomyxoma peritonei.
Malignant mucocele has increased risk for perforation with
peritoneal implantations, which also causes pseudomyxoma
peritonei.() A rare variant of the mucocele is myxoglobulosis
with multiple small intraluminal globules. These globules may
calcify and produce 1-10-mm mobile calcifications.(®)

On US images, the mucocele appears anechoic or
hypoechogenic in right iliac fossa. In some cases, acoustic
shadowing from  calcifications is seen.  Further
characterization of lesion by CT or MRI is indicated. The
anatomic relationship between the tumour and cecum is
usually more obvious on CT and MR images than it is on US
images. CT is more sensitive than MR imaging for detecting
mural calcifications. Also, to rule out other pathology which
can mimic mucocele like cystic ovarian neoplasm or tubo-
ovarian abscess, peri-appendiceal abscess, enteric duplication
cyst, mesenteric cyst, or hydrosalpinx CT and MRI is superior
to USG. At CT, the lesions appear homogeneous and cystic.
They are well circumscribed with central areas of low
attenuation value.(?) The diameter is more than 13 mm. In
about 50% of cases, there are calcifications of the appendiceal
wall; this feature is suggestive of a mucocele.

On magnetic resonance (MR) images, the tumour is
hyperintense on T2-weighted pulse sequences. Depending on
the mucin concentration, the signal may be variably
hypointense to isointense on T1-weighted images. Soft tissue
thickening, infiltration of the perifocal fat, and an irregular
mucocele wall are signs of malignancy, secondary
inflammation, or both, if seen on CT scan or MRI.

A mucocele may act as the lead point for ileocolic
intussusception. Other complications such as torsion with
gangrene and haemorrhage can arise. If a mucocele ruptures,
it can cause a diffuse intraperitoneal accumulation of
gelatinous material called pseudomyxoma peritonei, which is
potentially lethal. The treatment of choice for a mucocele is
appendectomy. During surgery, it is essential to inspect the
whole abdomen because mucoceles are associated with an
increased risk of colonic neoplasms and ovarian tumours.(?
Because apparently benign lesions can undergo a malignant
transformation, a nonsurgical treatment is unacceptable. For
mucinous cystadenocarcinoma, right hemicolectomy is
usually needed, whereas for hyperplasia and cystadenoma,
appendicectomy usually suffices if the resection margins are
free. For mucinous tumours of uncertain malignant potential
and low-grade mucinous tumour as well as pseudomyxoma
peritonei, the decision is not as simple.
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The mean 5-year survival rate in patients with
pseudomyxoma peritonei is 25%-65%, whereas patients
without mucus seeding have an excellent prognosis. Most of
the deaths caused by pseudomyxoma peritonei is due to
intestinal obstruction.(®10) The treatment for pseudomyxoma
peritonei is cytoreductive surgery with a debulking procedure
and intraperitoneal chemotherapy.

CONCLUSIONS

Mucocele of appendix should be considered in the differential
diagnosis of cystic lesions in the right lower abdomen. Imaging
helps in diagnosis and determining the surgical approach.
Mucocele of appendix should be surgically resected to avoid
any malignant transformation of benign lesion or rupture
leading to pseudomyxoma peritonei, as in many cases
underlying small malignancy cannot be ruled out on imaging.
The final diagnosis of a lesion being benign or malignant, is
through histopathology.
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