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ABSTRACT

PSEUDOMYXOMA PERITONEI (PMP) is a rare tumor well known for its mucin production mainly arising
from perforated appendix and/or ovary , which later gets implanted in the abdominal cavity and diffusely involving the
peritoneal surfaces.Ithasanincidence of 1-2 in amillion[1]. Classically it is characterized by massive abdominal distension and
nutritional compromise in most cases due to diffuse intra-abdominal gelatinous collections (jelly belly) with mucinous implants
on peritoneal surfaces and the omentum[2]. Optimal treatment involves a combination of cytoreductive surgery (CRS) with
heated intraperitoneal chemotherapy (HIPEC). Following CRS with HIPEC, 5-year survival ranges from 62.5% to 100% for low
grade,and 0%-65% for high grade disease.This is a case report which discusses the presentation and treatment options.
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CASEREPORT:

A 8lyr old female patient presented with lump abdomen
associated with pain since 4 months. She takes mixed diet, has
decreased appetite and irregular bowel habits. On clinical
examination abdomen is distended, tenderness noted over
the lower abdomen. Palpable mass arising from the pelvis. On
CECT abdomen the findings were, well defined irregular
homogenous peripherally enhancing hypodense cystic
lesion with soft tissue component in the left side of pelvis with
ill-defined medial cyst wall, with peritoneal, omental, serosal
deposits with moderate ascites- possible malignant ovarion
lesion. CA125 estimation was 12 U/ml (normal range < 30
U/ml). An exploratory laparotomy was performed,
intraoperatively thick jelly like content occupying the entire
abdomen was noted (figure 1) with diffuse implantations in
peritoneumwith a ruptured ovarian cyst on left side(figure 2).
There was even a large cystic appendix of 10x5cms noted.
Peritoneal lavage, hysterectomy, bilateral salpingo-
oophorectomy, omentectomy, appendicectomy and
peritonectomy were performed. HPE reported a well
differentiated mucinous adenocarcinoma arising from ovary
and appendix infiltrating the peritoneum and omentum.

DISCUSSION:

PMP predominantly originates in the appendix in men and in
women, synchronous ovarian and appendiceal disease is
common. However, in women after immune-histochemistry
and molecular genetic studies reveals that ovarian tumors are
due to secondary deposits of perforated appendiceal
mucinous tumor[3-6].

Majority of the patients were diagnosed accidentally on
laparotomy or laproscopy for suspected appendicitis or
ovarian malignancies.

Pathophysiology:
Appendiceal adenoma
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Ronnett and colleagues, have classified the PMP into three
categories with low-grade tumours as disseminated
peritoneal adenomucinosis (DPAM) and high-grade tumours
as peritoneal mucinous carcinomatosis (PMCA), with an
intermediate group (IG) demonstrating a mixture of DPAM
and PMCA.

Treatment:

Misdraji et al[7] reported on 107 patients with a median
survival of 7.5 years, and a 20-year survival of 25% after serial
debulking and perioperative intra-peritoneal chemotherapy.

Sugarbaker et al[8,9], has introduced the combined treatment
of CRS with HIPEC which has increased the 10 year survival
rate to 80%.

CONCLUSION:
PMP is uncommon and generally originates from a perforated
appendiceal tumour. The optimal treatment involves a
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combination of surgery and HIPEC. The treatment strategy is
complex, associated with significant morbidity and mortality.
The long-term outcomes for CRS with HIPEC in PMP are
impressive for patients with low-grade histology amenable to

complete cytoreduction.

Figure 1. jelly like contents occupying the entire

Figure 2. Ruptured left ovary which contains jelly like

substance.

Figure 3.Total omentecto

my being performed.

Figure 4 . abdominal hysterectomy with bilateral
salpingo- opherectomy being done.
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