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Abstract
Pseudomyxoma peritonei is a clinical entity characterized by gelatinous ascites associated with mucinous deposits disseminated over the peritoneum and 
potentially invading abdominal organs. It is considered a tumoral process linked in the vast majority of cases to a mucinous appendicular tumor or one of ovarian 
origin. Pseudomyxoma can benefit from a therapeutic approach combining complete cytoreduction surgery and chemotherapy.

The aim of this work is to analyze the epidemiological characteristics, clinical, evolutionary and therapeutic outcomes, through a case study of histologically 
confirmed peritoneal pseudomyxoma managed at the Mohammed VI center service of the University Hospital of Casablanca.
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Identity
The patient was 54 years old, postmenopausal for 3 years, with a 

history of a left cystectomy performed in 2019 in a peripheral hospital 
for a calcified cyst with no sign of malignancy on the pathological 
result. Two years after this operation, she consulted for abdominal 
distention associated with chronic pelvic pain in a state of conservation 
of general condition.

Abdomino-pelvic MRI revealed abundant ascites, more marked in 
the pelvis, with several peritoneal nodules, creating a mass measuring 
52 mm × 45 mm, which was responsible for scalloping on the lower 
border of the right liver and on the body of the uterus. The rest of the 
organs were without abnormalities, notably the appendix (Figure 1).

Tumor markers were positive, notably CA 125 at 90.42 U/ml. A 
diagnostic laparoscopy was performed, revealing a gelatinous ascites 
of moderate abundance covering the peritoneum, stomach and 
omentum, which was aspirated, and the presence of a mass adherent 
to the uterus and right adnexa, which was biopsied (Figure 2). The 
pathological result showed a grade 3 pseudomyxoma peritonei. 
Patient was referred to the oncology department for additional 
adjuvant treatment.

Discussion
Pseudomyxoma peritonei is a pathology first described by Karl F. 

Rokitansky in 1842, then reported in 1884 by Werth [1]. It is a clinico-
radiological condition defined by localized or diffuse accumulation of 
mucin in the abdominal and/or pelvic cavity.

It belongs to the group of rare diseases of the peritoneum, with 
an estimated incidence of 1 to 2 cases per million inhabitants per 
year [2]. Its development is generally associated with the rupture of 

appendicular mucinous tumors and other mucinous tumors of the 
gastrointestinal tract or ovaries. Pseudomyxoma peritonei is generally 
divided into three types: low-grade, high-grade and high-grade with 
ring cells. The stage of the disease is determined by the peritoneal 
cancer index [3]. Thanks to immunohistochemistry and molecular 
engineering, it is now accepted that peritoneal pseudomyxoma is 
mainly of appendicular origin, more rarely the ovary, notably the 
teratomatous lesion [2].

There is much debate as to whether ovarian tumours are secondary 
to appendicular tumours or independent primary ovarian tumours 
[4]. Immunohistochemical studies of the CK7, CK20 and HAM-56 
antigens have shown that the origin of pseudomyxoma is most often 
appendicular [5].

In addition, several studies of K-ras gene mutations and loss of 
alleles on chromosomes 18q, 17p, 5q and 6q have demonstrated the 
presence of these abnormalities in peritoneal pseudomyxoma, which 
are absent in ovarian tumour pathology [6].

The only primary ovarian tumours capable of genuine 
pseudomyxoma to us dissemination are mature cystic teratomas, 
probably due to the existence of a gastrointestinal contingent in 
these embryonic tumours [1]. Three percent (3%) to 8% of cases are 
associated with peritoneal pseudomyxoma and mature ovarian cystic 
teratomas [2,7].

The clinical course is variable, non-specific and may be 
asymptomatic or with digestive symptoms, notably the presence of 
chronic pelvic pain, progressive abdominal distension or obstructive 
symptoms [8]. Radiologically, ultrasonography may reveal intra-
peritoneal effusion, small cystic lesions, mucinous implants, or a 
hepatic and splenic imprint forming a scalloping pattern.

CT is the examination of choice, revealing abundant hypodense 
peritoneal effusion, often compartmentalized and dense due to mucin 
deposition. Pathognomonic of pseudomyxoma is the "sca1lopping" 
or indentation of these viscera due to mucinous compression and 
fibrosis of the organs [8].

CT scans can also be used to search for primary tumors: 
appendicular, ovarian, colonic mucocele, pancreatic 
cystadenocarcinoma or urachal cystadenocarcinoma. 

Serum levels of the markers ACE, CA19-9 and CA125 can 
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therefore be used to assess the biological aggressiveness of PMP. Their 
increase correlates with the extent of carcinosis and is a prognostic 
factor. 

Diagnosis is based on the presence of mucin in the peritoneal 
cavity, accompanied by cystic epithelial implants on the peritoneal 
surfaces. These lesions vary in size from a few mm to several 
centimetres. Confirmation is provided by histological analysis of 
peritoneal samples [9]. The morphological appearance (grade) and 
extent (stage) of the disease are prognostic factors.

•	 The basic histological criteria for grading PMP are as follows: 

•	 Cellularity of mucinous deposits: hypo-or hypercellularity 

•	 Architectural abnormalities: low or high grade

•	 Cytological abnormalities: low or high grade, 

•	 Kitten-ring cells: presence or absence, 

•	 Organ invasion: presence or absence. If present, type of 
invasion: expansive (so-called "pushing") or infiltrative.

Various histological classifications have been proposed, the latest 
of which is WHO 2019 (5th edition) (Figure 3).

The treatment of pseudomyxoma peritonei is not yet standardized. 
The gold standard remains cytoreduction surgery followed by 
hyperthermic intraperitoneal chemotherapy [11].

This therapeutic approach results in 5- and 10-year overall 
survival rates of 90% and 85% respectively [11].

Resection is considered complete if no mass greater than 2.5 mm 
remains [12].

When complete cytoreduction surgery is not feasible, due to 
extensive involvement, palliative debulking surgery is performed, the 
aim of which is to remove as much gelatin and tumour formations as 
possible. 

Intraperitoneal chemotherapy (CHIP) or Hyperthermia 
Intraperitoneal Chemotherapy (HIPEC) aims to eradicate residual 
microscopic disease [13].

Adjuvant chemotherapy with 6 cycles of paclitaxel and carboplatin 
has been described in some cases, but no study has demonstrated the 
benefit of this chemotherapy [1,7].

As for recurrence, no intraperitoneal recurrence has been reported 
for pseudomyxoma peritonei of ovarian origin [10].

Symptomatic recurrences may present as intestinal obstruction, 
abdominal pain or abdominal distension, which are treated again 
with debulking surgery [14,15].

The prognosis of peritoneal pseudomyxoma depends on complete 
cytoreduction surgery and the degree of malignancy of the tumour 
cells.

Follow-up should take place 3 months after surgery and every 
6 months, using CT scans and tumour marker assays to monitor 
recurrence [2].

Conclusion
Pseudomyxoma peritonei is a rare entity, most often of 

appendicular origin but which may also be of ovarian origin, with 
vague and non-specific symptoms. Diagnosis is usually made by 
imaging and confirmed by histology. Treatment is based on complete 
cytoreduction surgery combined with hyperthermic chemotherapy. 
Prognosis depends on histological grade, as well as rapid diagnosis 
and management.
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