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A b s t r ac t
Pseudomyxoma peritonei (PMP) is a rare disorder, characterized by diffuse intra-abdominal gelatinous contents, the so-called “jelly belly like
content,” with mucinous implants on the peritoneal surface. We report a case of an 84-year-old female, with a history of abdominal diffuse
swelling for 7 years and yellow jelly-like discharge below the umbilicus. Abdominal ultrasonography and CT scan of the abdomen showed the
jelly-like collection in the entire abdomen and pelvis extending through the subcutaneous plane. Laparotomy showed cheese burst defect in
linea alba and yellow jelly-like mucinous fluid. The histological study revealed mucinous cells. The patient had a good postoperative performance
status. Pseudomyxomatous peritonei describes the peritoneal dissemination of mucus-producing tumors, most frequently from the appendix
but also occurs in the small and large bowel, stomach, pancreas, lung, breast, gallbladder, fallopian tubes, and ovaries. Due to its aggressive
behavior, often discovered incidentally at a relatively advanced stage during screening for other medical concerns. PMP demands consideration
as a ‘borderline malignancy’ with a differential prognosis based on the site of origin.
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Introduction
Pseudomyxoma peritonei is a rare kind of disorder, characterized
clinically and radiologically by diffuse intra-abdominal gelatinous
contents, the so-called “jelly belly-like content,” with mucinous
like implants on the peritoneal surface. According to the
literature details provided, the incidence rate of the recurrent
pseudomyxomatous peritonei is around 2–5 million per year.1 Most
of the patients are asymptomatic till the 5th to 6th decade to show
the clinical symptoms to show up.2

Case Report
Here we report a case of abdominal diffuse swelling for
7 years who is 85-year-old female with yellow jelly-like
discharge below the umbilicus (Fig. 1). H/o peritoneal
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lavage + adhesiolysis + bilateral salpingo-oophorectomy + trans
abdominal hysterectomy+omentectomy for right ovarian mucinous
cyst and left mucinous cyst and mucocele of the appendix. H/o
mass closure of abdomen 2 days after surgery for burst abdomen.
Abdominal ultrasonography and CT scan of the abdomen showed
the jelly-like collection in the entire abdomen and pelvis extending
through the subcutaneous plane (Fig. 2). Laparotomy showed Swiss
cheese defect in linea alba and yellow jelly-like mucinous fluid
(Fig. 3). Small bowel loops herniating through the defects densely
adherent to the hernial sac loop of small bowel approximately
20 cm—thickened and coated with mucoid material (Figs 4 and 5).
The histological study revealed mucinous cells. The patient had a
good postoperative performance status (Fig. 6).

Discussion

Fig. 1: Diffuse swelling with yellow mucinous discharge

Pseudomyxoma peritonei is a rarity, in which patients come up
with the clinical symptoms as diffuse intra-abdominal gelatinous
contents, with mucin-like implants over the peritoneal surface
all over the bowel contents.3 The incidence rate of the recurrent
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Fig. 2: Ultrasound imaging

Fig. 5: Excised specimen

Fig. 3: Swiss cheese defect—post laparotomy

Fig. 6: Post-op wound

Fig. 4: Yellow mucinous contents over the bowel wall

pseudomyxomatous peritonei is around 2–5 million per year.4
Most of the patients are asymptomatic till the 5th to 6th decade
to show the clinical symptoms to show up. The incidence rate in

gender goes more towards females. In recent days there has been
considerable debate over the primary and initial site of origin of the
tumor-associated in women. Some researchers have identified and
proposed a primary site in the ovaries.5 Initially, tumor cells initiate
from the mucinous epithelium of the appendicular site continuously
producing mucus into the appendiceal lumen and at last create a
mucocele which eventually ruptures outside. Free-floating mucinous
epithelial tumor cells then getting implanted in different parts of the
peritoneal cavity followed by intraperitoneal fluid current and gravity
as termed as redistribution phenomenon.6 The intraperitoneal fluid
is most likely reabsorbed through the right paracolic gutter and
moves towards the right hemidiaphragm and at last the greater
and lesser omentum. By then it became the major site of tumor
deposits when cells get trapped in small lymphatic systems. Gravity
is a very important redistribution mechanism, which facilitates the
accumulation of tumor cells in the pelvis. Movable organs such as the
small bowel and its mesentery are usually least likely to be involved
compared to more fixed parts such as antrum, duodenojejunal
flexure, ligament of Treitz, ileocecal and rectosigmoid region, early.7
But in the end-stage disease, the entire peritoneal cavity could be
completely covered by mucin. The implanted tumor cells continue
to develop at a rapid rate and they keep secreting a high amount of
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Table 1: Pseudomyxoma peritonei grading classification
PMP grading

Current terminology

Histologic features

Acellular mucin

Mucin with no evidence of epithelial cells

Grade I

Low-grade mucinous carcinoma peritonei/disseminated
peritoneal adenomucinosis (DPAM)

Pseudostratified or flat strips of epithelium with mild nuclear
atypia, pattern of pushing invasion across a broad front and
overall maintenance of cellular polarity

Grade II

High-grade mucinous carcinoma peritonei/peritoneal
mucinous carcinomatosis (PMCA)

Vesicular nuclei with prominent nucleoli, cellular stratification,
cribriform or micropapillary architecture, elevated mitotic
activity, high cellularity (at least 20% epithelial cells within
mucin pools), irregular infiltrative glands or single cell with
desmoplasia

Grade III

High-grade mucinous carcinoma peritonei with
signet-ring cells/peritoneal mucinous carcinomatosis
with signet-ring cells (PMCA-S)

High-grade histologic features, as reported above, with more
than focal areas with signet-ring cell morphology (>10% of
cells)

Figs 7A to D: HIPEC therapy

mucus for a long period of time. The increased tumor size leads to
the increase in the burden of the tumor and the increase in the intraabdominal pressure eventually ends up in intestinal obstruction.8
And the chronicity in the obstruction leads up to the endangering
complications and it may require surgical resection. Invasion away
from the peritoneum is rare.9 Clinical features like vague pain in the
abdomen, diffuse abdomen fullness, and discharge through the
sinus. Classification of pseudomyxoma is described below in Table 1.
Based on clinical findings and radiological imaging techniques,
colonoscopy is always advised—to exclude associated colonic
epithelial lesions.10 The treatment plan for the complete
cytoreductive procedure includes the Sugarbaker technique. In
this procedure, the gall bladder, greater, lesser omentum, right
hemicolon and the spleen are excised throughout. Adding to the
removal of the tumor lesions over the liver is essential along with
the uterine ovarian counterparts also excised. If the causative agent
94

can be identified, the treatment protocol decides on the removal of
the appendix and removal of all mucinous gel with bowel resection
and anastomosis with omentectomy if needed.11 Panhysterectomy
and bilateral oophorectomy has to be done on the cases in which
lesions in the uterus and ovary. Intraoperative pictures Figure 7 of
cytoreductive surgery.
•
•
•
•

Pseudomyxoma patient’s abdominal cavity immediately
visualized after laparotomy
Excising and stripping of the right anterior peritoneum
Shows stripping of the right subphrenic peritoneum
An image of the resected terminal ileum, colon, and spleen
affected by pseudomyxoma peritonei

Hyperthermic intraperitoneal chemotherapy (HIPEC) after
complete cytoreductive surgery.6 Figure 8 shows the HIPEC setup
after cytoreductive surgery has been completed.
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Figs 8A and B: Intraperitoneal chemotherapy infusion

Figs 9A and B: Peritoneal cancer index
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•
•

Hyperthermic intraperitoneal chemotherapy infused using an
open technique
After placement of tubes, drains and temperature probes,
the skin edges are elevated onto the rim of the self-retaining
retractor. A plastic sheet covers the abdomen to prevent
splashing and loss of chemotherapy agents outside and to
prevent further irritation. A slit in the sheet allows the surgeon
to access the abdominal cavity. Continuous mixing of HIPEC by
the surgeon ensures all abdominal surfaces are uniformly coated
with adequate doses of heated chemotherapy.

Recurrence rates after cytoreductive surgery and after
HIPEC—21–31%.12 Surveillance advice and follow-up protocol for
low-grade tumors without symptoms always have to be skeptical.
Surveillance may take the form of a clinical review every 3 months,
an annual low-dose abdominopelvic CT scan every 6 months and
appendix-related tumor markers like CEA, CA 199, CA 125.13
Scoring criteria of the intraoperative peritoneal cancer index
and postoperative completeness of cytoreduction.14,15
•
•

3.

4.
5.
6.
7.
8.

Peritoneal cancer index score
Completeness of cytoreduction score (Fig. 9)

C o n c lu s i o n
Due to its aggressive behavior, often discovered incidentally at
a relatively advanced stage during screening for other medical
concerns. Early diagnosis of pseudomyxoma peritonei and its
recurrence gives the cushion to treat its cause and reduce the
mortality and morbidity of the disease and its drastic complications
followed.
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