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A rare case of low-grade appendiceal mucinous neoplasm
within an incarcerated Amyand’s hernia
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Susana Nobrega, Laurentina Silva

ABSTRACT

Introduction: We report a rare case of low-
grade appendiceal mucinous neoplasm (LAMN)
within an incarcerated Amyand’s hernia.
Case Report: The patient was admitted for an
elective surgery due to an asymptomatic right-
sided inguinal hernia. The operative findings
were suggestive of an appendiceal mucocele.
Appendectomy and herniorrhaphy were
performed. The histology report revealed a low-
grade appendiceal mucinous neoplasm. The
patient had no clinical, biochemical or imaging
signs of disease or hernia recurrence two years
postoperatively. Conclusion: Surgical treatment
involves appendectomy and hernia repair,
which is performed without the implantation
of synthetic mesh. The possibility of finding
an incidental neoplasm should be considered
during the surgery of an Amyand’s hernia.
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INTRODUCTION

Amyand’s hernia is a rare form of an inguinal hernia
in which the vermiform appendix is located within the
hernia sac. It is seen in less than 1% of inguinal hernias.
According to Losanoff and Basson, Amyand’s hernias can
be classified into four subtypes, based on the status of the
appendix [1].

Low-grade appendiceal mucinous neoplasm (LAMN)
is a rare entity with an estimated incidence ranging from
0.2—-0.7% of all excised appendixes [2]. Approximately
25-50% of LAMN are incidental findings during imaging
studies, endoscopic examinations or during surgery [3].

The initial presentation can range from asymptomatic
to abdominal pain or a palpable abdominal mass. The
differential diagnosis may include acute appendicitis,
cecal mass, diverticulitis, lymphoma, peritoneal
carcinomatosis or  sarcomatosis, mesothelioma,
pseudomyxoma peritonei, retroperitoneal cyst, or in
females, ovarian tumors [2, 4, 5].

Its clinical importance resides in the fact that rupture
of the appendix and spillage of mucinous contents into
the peritoneal cavity can develop a pseudomyxoma
peritonei [6].
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CASE REPORT

A 76-year-old male patient was admitted for an
elective surgery due to an asymptomatic right-sided
inguinal hernia. During dissection of the hernia sac, an
inflamed and dilated appendix was discovered. Based on
the experience of the surgeons a mucocele of the appendix
was suspected. Rupture of the appendix occurred
during manipulation outside of the abdominal cavity
and mucinous contents were seen inside the appendix
(Figures 1-3).

Under rigorous protection of surgical borders an
appendectomy was performed and the hernia was
repaired without prosthetic material after cleaning the
surgical field. The postoperative period was uneventful
and the patient was discharged after 24 h of surgery.

The histology report revealed a low-grade appendiceal
mucinous neoplasm. The patient had no clinical,
biochemical or imaging signs of disease or hernia
recurrence after two years of follow-up.

Figure 1: The vermiform appendix inside the encarcerated
Amyand’s hernia (arrow showing the hernia sac).

/ \ ;
Figure 2: An inflamed and dilated appendix suspected of
mucocele (short arrow showing the cecum; long arrow showing
the appendix).
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Figure 3: The mucinous contents inside the appendix after
rupture.

DISCUSSION

Claudius Amyand was a French surgeon who
performed the first successful appendectomy in 1735,
on an 11-year-old boy who presented with an inflamed,
perforated appendix in his inguinal hernia sac.

Amyand’s hernia is considered rare. Among all cases
of incarcerated right inguinal hernias, their prevalence is
estimated to be around 1% and most cases are diagnosed
intraoperatively. Men are affected more commonly but
they occur in patients of all ages, from babies to elderly
patients [7—9].

It almost exclusively occurs on the right side, mostly
due to the normal anatomical position of the appendix,
although there have been reports of left-sided Amyand’s
hernia. In such cases, there are usually an associated
intestinal malrotation, situs inversus or a mobile cecum
[10].

Losanoff and Basson have proposed a classification
and staging system for Amyand’s hernia into the following
four subtypes, based on the status of the appendix:

normal appearing appendix in the inguinal sac
inflamed appendix

perforation of the appendix

complicating intra-abdominal pathology (e.g.
abscess or malignancy) [1]

Amyand’s hernia is clinically difficult to identify and
the preoperative diagnosis is very uncommon. Weber
et al., in a review of 60 cases over a 12-year period, only
diagnosed one case preoperatively [11].

The treatment of Amyand’s hernia depends on the
inflammatory state of the appendix. Many authors
suggest that prophylactic appendectomy is only necessary
when the appendix is found with signs of inflammation
[12, 13]. Other authors suggest that all patients should
have an appendectomy because the appendix could
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reherniate or cause appendicitis, especially in younger
patients [14].

Some cases have been reported of an Amyand’s hernia
with a coexistent malignancy of the appendix. This may
be due to the rarity of appendix neoplasms, which are
found in only 1% of cases [15, 16]. Mucinous neoplasms of
the appendix occur much less frequently. The 2010 WHO
classification distinguishes three categories of mucinous
neoplasms mucinous adenoma, LAMN and appendiceal
adenocarcinoma [17]. Low-grade appendiceal mucinous
neoplasm is considered a low-grade well-differentiated
adenoma that can proliferate outside the appendix in a
malignant way [18].

Clinical diagnosis of mucinous neoplasms is
usually difficult. Approximately, half of the cases are
asymptomatic and detected incidentally. Symptomatic
tumors can present with abdominal pain or mass, weight
loss, nausea and vomiting or acute appendicitis [19].

When presenting as a mucocele, their rupture may
result in the feared complication of pseudomyxoma
peritonei due to gradual intraperitoneal accumulation
of mucin. The majority of these tumors are discovered
incidentally since their clinical evolution is usually silent
[20].

On literature search there are no previously published
reports of a low-grade appendiceal mucinous neoplasm
presenting as the lead point for an Amyand’s hernia,
making this case unique.

CONCLUSION

We report a rare case of a patient with a LAMN
incarcerated within an Amyand’s hernia. Surgical
treatment involves appendectomy and hernia repair,
which is performed without the implantation of synthetic
mesh due to the contaminated operating field. If a
mucocele is suspected care should be taken to avoid
spillage of mucous contents inside the peritoneal cavity.
During surgery for an Amyand’s hernia, the possibility of
finding an incidental neoplasm should be considered.
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