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ABSTRACT

Pseudomyxoma peritonei is an infrequently occurring clinical entity having an annual incidence of less than two per
million. It is originated from the rupture of a tumour filled with mucinous substance. The intra-abdominal viscera are
usually covered with a jelly-like substance. This syndrome originates most frequently from tumours of the appendix or
ovaries. Genetic history is expected to play a role in the appendicular mucocele. The disease advances due to the
presence of microbial agents expressed in carcinomas associated with gelatinous ascites. It typically has an insidious
onset with a non-exclusive presentation like an increase in abdominal girth and associated abdominal pain with
locoregional dissemination initially and dissemination to multiple sites later. The main sign is pelvic ascites. Diagnosis
is made by combining radiological imaging with histopathology. Ultrasound aids in identifying the pelvic mass,
peritoneal implants, calcifications, effusion, septa, the associated tumours (e.g., ovaries), the involvement of mesentery,
and finalizing the surgical strategy. Usually, this condition is adequately treated by combining surgical excision and/or
hyperthermic intra-peritoneal chemotherapy (HIPEC), which may be omitted by selecting the patient carefully.
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INTRODUCTION

Pseudomyxoma peritonei (PMP) is an infrequently
occurring clinical entity having an annual incidence of less
than two per million.>2 The majority of cases are diagnosed
at a later stage due to its sluggish progression. There is
evidence of recurrence, hence, imaging studies should be
of utmost importance and the cases should be promptly
referred to an oncologist. The treatment of this condition
is best achieved by a team of specialists, nurses trained in
oncology and pharmacists. For that, one should have a
thorough understanding of the presentation and course of
the disease.

We present an unusual case of appendicular mass with
pseudomyxoma peritonei discovered in a female patient.

CASE REPORT

A 66 years old female, with type 2 diabetes mellitus, for
five years presented to the outpatient department (OPD)
with chief complaints of pain abdomen for two months.
The pain was gradual onset, dull, localized to the right iliac
fossa, progressive, non-radiating. It was associated with an
inability to pass urine, stool and flatus intermittently for
the past 1.5 months. No other symptoms were noticed by
the patient. She underwent a total abdominal hysterectomy
around 20 years back.

On physical examination, a mass was palpable in the right
lower abdomen (right iliac fossa, RIF), not crossing mid-
line, which moved down with inspiration.
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All the laboratory parameters were within normal range.
Thoraco-abdominal contrast-enhanced computed
tomography (CT) scan was performed after an abdominal
sonogram which showed an irregular solid lesion in the
RIF with moderate ascites.

The contrast enhanced CT scan showed a heterogeneously
enhancing mass lesion measuring approx. 8x5x5.5 ¢cm in
the RIF with diffuse omental thickening. A hypodense
lesion of the left adrenal gland was also seen with
moderate ascites, suggestive of neoplastic etiology.
Contrast enhanced CT scan was followed by fine-needle
aspiration cytology, in which ascitic fluid was negative for
malignant cells.

The tumour markers CA 19-9 and CA 125 were within
normal limits; however, CEA was slightly raised (8.06

Hg/l).

image.

Figure 2: (a) and (b) Cytological atypia.

An exploratory laparotomy was performed, which showed
mucinous deposits in the whole abdomen, including
visceral and parietal peritoneum. A ruptured mass
containing mucin was seen near the appendix base. It was
measuring approximately 5x6 cm. Uterus and bilateral
ovaries were absent and there was no liver metastasis. An
appendectomy was done, followed by peritoneal lavage
and peritoneal biopsy. The sample was sent to evaluate the
histopathology, which showed signet ring cells, moderate

chronic inflammatory infiltrates, few calcifications with
bone formation. The mesenteric and peritoneal tissue
sections showed large mucinous pools with intense
hyalinising fibrotic reaction separating pools of mucin.
These findings were consistent with high-grade
pseudomyxoma peritonei; accordingly, chemotherapy was
given.
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Figure 3: (a) and (b) Gland of variable shapes and
sizes amidst mucin pools with some showing
stratification.

DISCUSSION

Pseudomyxoma peritonei is an infrequent clinical
condition occurring annually in less than one in two
million people.®

Werth first described PMP in 1884. It is caused due to the
rupture of a tumour filled with mucin. It is associated with
a thick gelatinous coating over the intra-peritoneal viscera,
however, there is no invasion of the viscera.* PMP
represents a wide spectrum of diseases that ranges from
mucinous ascites to frank mucinous carcinomatosis.>

PMP is most commonly ovarian (60%) or appendiceal
(30%) in origin. Genetic history was expected to play a
crucial role in the appendicular mucocele. The disease
advances due to the presence of microbial agents
expressed in carcinomas associated with gelatinous ascites
and also with MUC5AC and MUC2 expression in
mucinous peritoneal carcinomatosis.Error! Bookmark
not defined. There is a probability of the presence of
various enteric bacteria in pseudo myxoma peritonei.®’

It can affect both genders but is more prevalent in women
in their 50s.2° It typically has an insidious onset with
clinical features such as an increase in girth of the
abdomen, abdominal pain with locoregional dissemination
initially and dissemination to multiple sites later. Fairise et
al described numerous implantation zones, suggesting that
these cells have poor adhesive properties; epithelial cells
proliferate to produce mucinous deposits causing local
destruction followed by fibrosis that leads to obstruction in
viscera and thereafter a pelvic mass, and symptoms of
bowel obstruction.101!
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The main sign is pelvic ascites. Biology does not help
establish the diagnosis, but the tumour markers (CA 19-9,
CEA) detect early recurrences.’? Diagnosis is made by
combining radiological imaging with histopathology.>*3
There is also the likelihood of genetic mutations; hence,
they should be considered for diagnosis and guide
treatment. 4

Ultrasound is done to identify an ovarian mass, effusion,
implants, calcifications, septa, the associated tumours, the
extension of the disease on mesentery, and in finalizing the
surgical approach.

Pathology: WHO and TNM classification

The classification included: group I: mucinous
cystadenomas; group Il:  mucinous lesions (low
recurrence); group I1: mucinous lesions (high recurrence);
and group 1V: mucinous adenocarcinoma.

Treatment

Routinely, classical treatment is a dual approach i.e., by
combining surgical excision and/or hyperthermic
intraperitoneal chemotherapy (HIPEC).® Intraoperative
chemotherapy  and  postoperative  chemotherapy
significantly enhance the prognosis.’®* Due to the
undifferentiated  characteristics of the  tumour,
radiotherapy is not much efficient. Despite different
surgical approaches, rupture of the appendiceal mucocele
must be avoided.'’

If there is a presence of malignancy, removal of all the
peritoneal lesions must be ensured. In the absence of an
aggressive treatment, pseudo myxoma peritonei usually
leads to mortality due to an accumulation of mucin in the
mass. The retrospective non-randomised trial showed a
better prognosis when treated principally by surgical
means along with intraperitoneal chemotherapy than with
cytoreductive surgery.®

Some authors propose the pressurized intraperitoneal
aerosol chemotherapy to avoid hyperthermic form (CHIP)
complications. However, this treatment is yet in
experimental stage and can be performed only in
specialized centres.®

Chua et al concluded that surgery (mass reduction) and
intraperitoneal chemotherapy was favourable to surgery
alone.?® Wheeler et al in a case series showed 64% five-
year survival rate with cytoreductive surgery without
chemotherapy; Youssef et al showed a five-year and 10-
year survival rate of 69% and 57%, respectively.?:?2

Additionally, McBride et al in a meta-analysis concluded
that mass reduction through surgery along with
intraperitoneal chemotherapy is associated with increased
mortality and morbidity compared with resection alone.?

Overall, the inclusive results and the need for an
intraperitoneal chemotherapy in some patients can be
omitted by careful patient selection. Since, the patient in
this case report was diagnosed with evidence of neoplasm,
a satisfactory outcome was possible with intraperitoneal
chemotherapy.

CONCLUSION

The present case showed that PMP is a disease of gradual
progression. There is an importance of careful evaluation
of histology reports, for better management. Our patient
had an adequate result; however, more research is needed
in support of the available evidence to confirm that there
can be an equivalent outcome in pseudo myxoma peritonei
treated with surgery and hyperthermic intraperitoneal
chemotherapy versus surgery alone.
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