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Primary Mucinous Adenocarcinoma of Appendix
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Abstract

Background: Primary mucinous adenocarcinoma of appendix is an extremely rare
disease in clinical practice. Here, we report a case of primary mucinous adenocarcinoma
in a 60 year old gentleman misdiagnosed as having acute appendicitis. Case Report: A
60 year old man presented with symptoms of pain in right iliac fossa. Ultrasonography
of abdomen revealed acute appendicitis. Laparoscopic appendectomy was done and
histopathological examination identified a well-differentiated mucinous adenocarcinoma
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Introduction Case Report

Primary tumors of appendix are unusual. Primary
appendiceal adenocarcinomas (PAAs) are very rare
malignant neoplasm accounting for 0.05-0.2% of
all appendectomies and only 6% of all malignant
tumors of appendix [ 1]. Primary adenocarcinoma of
appendix constitutes <0.5% of all gastrointestinal
neoplasm [2]. Recently these tumors have been
classified into 4 groups: mucinous adenocarcinoma,
colonic type adenocarcinoma, goblet cell carcinoma,
signet ring cell carcinoma [3]. In PAAs colonic
type is most common and signet ring type is rare
tumor. Appendiceal carcinomas are usually well
differentiated mucinous adenocarcinoma which
tend to produce pseudomyxoma peritonei and do
not show metastatic spread until late in the disease
process [4]. We report a rare case of mucinous
adenocarcinoma in 60 years old gentleman who
was misdiagnosed as having acute appendicitis.
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A 60 year old man presented with acute pain in right
iliac fossa of 2 days duration, which was associated
with low grade fever and nausea. No history of
weight loss, loss of appetite or similar complaint in
past was elicited. Examination revealed tenderness
in right iliac fossa. All routine investigations were
within normal limits except mild leukocytosis.
Ultrasonography (USG) of abdomen showed
inflamed, dilated non-compressible tubular
structure in right iliac fossa with possibility of
acute appendicitis.

Laparoscopic appendectomy was done.
An intra-operative diagnosis of acute appendicitis
with appendicular lump was made, appendix
was enlarged thickened and inflamed [Fig.1].
Appendicular lump was in “U” shape and adhered
in right iliac fossa. No mucinous material was
found inside peritoneal cavity. Specimen was
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sent for histopathological examination. On
gross examination the appendix was enlarged,
soft in consistency and reddish in color. On cut
section dilated lumen of appendix was filled
with mucus. Histopathology confirmed mucinous
adenocarcinoma of appendix as there was invasion
of wall by malignant cells forming glands and
extracellular mucin [Fig.2]. Right hemicolectomy
was done as a second stage procedure.

Discussion

Primary adenocarcinoma of the appendix (PAA)
is an extremely rare disease in clinical practice.
Risk factors are not established for development of
appendix cancers. There are four major histological
variants of appendiceal adenocarcinoma: cystic,
colonic, carcinoid, and adenocarcinoid. Carcinoids
are the most common type, nearly 90% of all
primary appendiceal tumors while mucinous
adenocarcinoma is the second most common type.
Primary appendiceal malignancy is diagnosed in
0.9-1.4% of appendectomy specimens [5].

Most of malignant appendix tumors present
with acute appendicitis or palpable abdominal mass
and are diagnosed incidentally at histopathological
examination of the surgically excised specimens or
an incidental finding during exploration for another
disease [6]. Appendix malignancies may also be
asymptomatic and be found incidentally. When
symptoms are present, the disease process is often
advanced in symptomatic cases. The mean age at
presentation for mucinous type PAA is about 50
years with a male predominance of 4:1 [7]. Most of
mucinous type PAAs is well differentiated slowly
growing pushing rather than infiltrating margin.
Its importance lies in the treatment consideration
and tendency to produce condition such as
pseudomyxoma peritonei.

Treatment of adenocarcinoma of appendix
depends on the stage of the disease. When tumor
is confined in the appendix, right hemicolectomy
is the treatment of choice. The presence of distant
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Fig.1: “U” shape inflamed and thickened appendix in right
iliac fossa.

Fig.2: Invasion of appendix wall by malignant cells forming
mucinous glands and mucin (H&E 40).

metastases or peritoneal spread requires aggressive
debulking surgery followed with neo-adjuvant
and adjuvant chemo-radiotherapy [8]. Therapeutic
options for these tumors are: (i) appendectomy
for tumor size less than 2 cm, without appendix
mesentery infiltration, lymph node involvement
and peritoneal seeding; (ii) right hemicolectomy
for tumor size more than 2 cm, appendix mesentery
infiltration and/or histologically demonstrated
lymph node involvement without peritoneal
seeding; (ii1) complete cytoreduction and
hyperthermic intra-peritoneal chemotherapy for
any tumor size, appendix mesentery infiltration with
peritoneal seeding and lymph node involvement

[8].

The prognosis of mucinous adenocarcinoma
depends on the stage, grade of malignancy of the
mucinous tumor and success of debulking surgery
to remove all the tumors that have metastasized
into the abdomen.
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Conclusion

Only few cases of primary mucinous
adenocarcinoma of appendix have been reported.
Diagnosis of disease is difficult due to lack of
specific symptoms and sign. Diagnosis is confirmed
by histopathological examination of specimen.
Therefore histopathological examination of all
appendectomy specimens is mandatory to rule
out malignant pathology. This rare tumor was
misdiagnosed as acute appendicitis, pre-operatively
as well as intra-operatively. Surgical resection
with adjuvant chemotherapy is current effective
treatment to improve long term survival.
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