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ABSTRACT

Case Report

Pseudomyxoma Peritonel Secondary
to Rupture of Intraductal Papillary
Neoplasm of Pancreas (IPMN)

SAURABH KUMAR!, ALOK KUMAR MITTAL?

Pseudomyxoma peritonei is the intraperitoneal accumulation of a gelatinous ascites secondary to mucinous tumour rupture, more
commonly associated with ovarian and appendiceal mucinous tumour. However, pancreatic mucinous tumour, rarely Intraductal
Papillary Mucinous Neoplasm (IPMN) is sometimes the aetiological factor. IPMN is either main pancreatic duct, branch duct or
mixed duct type and is characterised by abundant extracellular mucin production and mucin retention in the pancreatic duct. This
case report highlights the rare occurrence of Pseudomyxoma peritonei secondary to IPMN rupture.
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CASE REPORT

A 55-year-old female presented with increased abdominal girth,
diffuse abdominal pain and generalised weakness for last three
months. Physical examination revealed distended abdomen with
mild epigastric area tenderness, rest of systemic examination was
unremarkable. Patient was anicteric with normal peripheral counts.

Routine ultrasound showed moderate ascites with non movable
echoes within [Table/Fig-1]. CECT abdomen was advised which
revealed features of Pseudomyxoma peritonei as low density fluid
with loculations causing liver scalloping [Table/Fig-2], extending to
pelvis and associated omental thickening/caking [Table/Fig-3,4].
Pancreas revealed normal parenchymal enhancement and bulk
with moderate dilatation (11mm) of main pancreatic duct in body
and tail without side branch dilatation [Table/Fig-5,6]. lll-defined
hypodense multiloculated lesion seen abutting to pancreatic tail
extending to lesser sac with focal discontinuity of pancreatic talil
parenchyma and direct communication between the lesion and
dilated main pancreatic duct [Table/Fig-7,8]. Few foci of calcification
were seen within the lesion. Appendix and bilateral adnexa showed
no abnormality.

Based on imaging findings of pancreatic duct dilatation with
multiloculated lesion abutting pancreatic tail and features of
Pseudomyxoma peritonei the final diagnosis of Mucinous Neoplasm
of Pancreas (IPMN) with rupture causing Pseudomyxoma peritonei
was made.

Preoperatively, similar findings were observed as were described
on CT with mucinous implants accumulating in the pelvis and

subphrenic regions. Histopathological analysis of lesion abutting
pancreatic tail revealed mucin pools with low cellularity bland cytology
Peritoneal lesions contain histologically benign mucinous epithelium
within abundant extracellular mucin with hyalinising fibrotic reaction
separating pools of mucin. Pancreatectomy specimens reveal
dilated main duct filled with mucin with low grade dyplasia with focal
parenchymal breach in pancreatic tail region.

DISCUSSION

Pseudomyxoma peritonei is a rare condition and is characterised
by slow accumulation of large volumes of mucinous ascites with
mucin implantation on the omentum and peritoneal surface [1].
More frequently it originates from a ruptured adenoma or a well-
differentiated mucinous adenocarcinoma of the appendix or
ovary and is rarely associated with mucinous carcinomas of the
pancreas, such as mucinous cystic neoplasms and IPMNs [2].
The pathogenesis of Pseudomyxoma peritonei is divided into two
types [3]. When it occurs secondary to benign/borderline or from
well-differentiated (low-grade) mucinous carcinomas it is referred
as disseminated peritoneal adenomucinosis which is amenable to
surgical debulking. And when it occurs secondary to a mucinous
carcinoma of the gastrointestinal tract, pancreas, or ovary it is
termed as peritoneal mucinous carcinomatosis which has a fatal
course. IPMN of the pancreas is a distinct mucinous tumour of
pancreas which arises either in the main pancreatic duct or one of
its branches and is characterised by extracellular mucin production
and mucin retention in the pancreatic duct [4]. They generally tend
to have a good prognosis and surgically resectable. However when
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[Table/Fig-1]: Transverse ultrasound image of abdomen showing ascites with non movable echoes within. [Table/Fig-2]: Axial CECT abdomen showing right lobe liver
scalloping (arrow). [Table/Fig-3]: Pseudomyxoma peritonei with omental thickening (arrow), pelvic ascites with normal appendix (small arrow). [Table/Fig-4]: Normal bilateral
adnexa (arrows). (left to right)
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[Table/Fig-5]: Axial CECT abdomen image. [Table/Fig-6]: Curved MPR image - showing main pancreatic duct dilatation in body and tail (arrows) without parenchymal atro-
phy or side branch dilatation. [Table/Fig-7]: Axial image showing hypodense lesion adjacent to pancreatic tail with internal fine septa and soft calcification.
[Table/Fig-8]: Curved coronal MPR image showing focal discontinuity of pancreatic parenchyma in tail. (left to right)

they are associated with invasive carcinoma, the prognosis is worse
[4].

In our case, CT images showed findings of diffuse main pancreatic
ductal dilatation without side branch dilatation or parenchymal
calcification, which are consistent with diagnosis of main pancreatic
duct IPMN. In addition, there was multiloculated lesion adjacent to
pancreatic tail with focal discontinuity of pancreatic parenchyma
and communication between the dilated pancreatic duct and the
lesion which further suggested possibility of focal rupture of IPMN.
The collaborative findings of Pseudomyxoma peritonei with normal
appendix and bilateral adnexa further strengthened our diagnosis.
Few isolated cases of Pancreatic IPMN rupture associated with
Pseudomyxoma peritonei have been reported in literature [5,6].

The cause of IPMN rupture is exactly not known but proposed
theory of gradual increase in intraductal pressure by mucin plugging/
duct stenosis with subsequent rupture and extrapancreatic mucin
spillage in few earlier described cases of pancreatic fistula secondary
to IPMN rupture looks appropriate [6]. Other possible explanation in
absence of duct blockage stressing upon pancreatic parenchymal
consistency of either hard or soft pancreas which determines the
risk of pancreatic fistula after pancreaticoduodenectomy, needs
further consideration [7].

Treatment of IPMN is well established and main duct, combined
or symptomatic branch duct types are to be resected [8].
While treatment of Pseudomyxoma peritonei depending upon
aetiology; includes debulking and cytoreductive surgery, with
intraperitoneal chemotherapy and radiotherapy reserved for
peritoneal carcinomatosis cases [9]. Our patient was taken up for
pancreatectomy with debulking for Pseudomyxoma peritonei.

CONCLUSION

This case highlights towards the fact that Pseudomyxoma peritonei
can be the first presentation of pancreatic mucinous tumour like
IPMN and radiologist must be aware of this rare possibility.
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