Figure 1. Computerized tomography scan showing a mass in the tail
of the pancreas

tissue was normal. The tumour cells were polygonal,
monomorphic, and contained prominent eosinophilic
granules. Few mitotic figures and no nuclear pleomorphism
were seen.

The histological appearance suggested a papillary cystic
neoplasm (PCN) of the pancreas.

Discussion

PCN of the pancreas was first described by Frantz!, and
approximately 100 cases have been reported?. PCN usually
occurs in young women® and accounts for 1% of exocrine
pancreatic tumours. At least 50% of reported cases have been
women of African origin.

Elevated levels of type II oestrogen receptors have been
reported®. This is unusual but not unique in visceral
tumours. Immunohistochemical studies have reported
elevated levels of a-1 antitrypsin. Alpha-1 antitrypsin is
synthesized in the liver in response to oestrogen® and
occurs in ovarian mesodermal tumours, with a similar
distribution to that of PCN®.

The histological appearances suggest a benign tumour, but
local invasion of the surrounding tissues occurs in 16% of
cases, and liver metastases in 7% of cases®. There are at
least two reports of tumour related deaths due to widespread
abdominal metastases’, both in older patients®.
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Introduction

Panniculitis has been associated with both polyarthropathy
and a wide range of pancreatic disorders'. Although
resolution of panniculitis can occur with control of the
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PCN is a tumour of low grade malignancy. A more
aggressive form has been described with a different age and
sex distribution’. Classical PCN has a good prognosis, and
resection usually results in a complete cure. The origin of
PCN remains controversial. Both exocrine and endocrine cell
markers have been observed®®. Undifferentiated stem cell
markers® suggest that it may develop from a pluripotent
stem cell. Recent reports favour a pleuripotent embryological
origin for this tumour’. The predominantly young female
distribution of this tumour suggests oestrogen and
progesterone may have a role in its pathogenesis.
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Figure 1. Multiple inflammatory nodules on the legs

pancreatic disease, this is usually not possible with
pancreatic carcinoma. We present a patient in whom such
control was achieved with octreotide, a somatostatin-
analogue.
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Figure 2. Skin biopsy (of a nodule) showing an area of subcutaneous
fat necrosis with the characteristic ghost-like fat cells

Case report

A previously well 79-year-old woman was admitted with a
4-month history of tender nodules affecting the lower legs,
and recent onset of localized joint tenderness and malaise.
Examination showed multiple subcutaneous inflammatory
nodules on the legs in various stages of evolution (Figure 1).
Some of the larger lesions were necrotic and exuded a viscous
fatty material. Early nodules were palpable with no surface
change. Non-tender masses were palpable in the epigastrium
and right upper quadrant. Localized tenderness was present
over the right upper femur and in a number of foot joints
associated with overlying nodules. Subsequently she developed
tenderness in the ankles and elbows.

Skin biopsy showed subcutaneous fat necrosis without
vasculitis but with a mixed inflammatory cell infiltrate that
surrounded ghost-like fat cells with indistinct walls and no
nuclei (Figure 2). Abdominal ultrasound showed a cavitating
8 cm mass in the tail of the pancreas and a 6 cm solid
mass between the right and left lobes of the liver. An
ultrasound-guided biopsy of the pancreatic mass revealed
poorly differentiated adenocarcinoma. Other investigations,
including serum amylase measured on four occasions and
24-h urinary amylase were normal.

During investigation the patient continued to develop
further painful nodules on a daily basis on the legs, trunk
and arms, and especially over bony prominences. They did
not respond to 30 mg prednisolone daily for 6 days. Within
24-h of starting octreotide 50 pug twice-daily by subcutaneous
injection, no new nodules appeared. Although she subsequently
deteriorated and died of metastatic disease 3 weeks later,
no new nodules appeared during this time.

An autopsy confirmed the diagnosis of pancreatic carcinoma
and showed it to be of the acinous type. In addition, a

metastatic deposit in the neck of the right femur, a right
deep venous thrombosis and small pulmonary emboli were
found.

Discussion

Nodular liquefying panniculitis with associated ghost cells
seen on histology can occur as a result of any pancreatic
disease including pancreatitis, pancreatic carcinoma' and
developmental anomalies such as a pancreatic divisum?.
The original association of panniculitis and pancreatic
disease was reported in 1883 by Chiari® and the association
of polyarthropathy, panniculitis and pancreatic carcinoma
described in 1908 by Berner®. The latter syndrome is not
common with fewer than 25 cases reported, and of these only
three were women. In only two patients was control of
panniculitis achieved, and this followed 5-fluorouracil
treatment in one®, and combination chemotherapy with
bleomycin, adriamycin, cyclophosphamide, oncovin and
prednisolone in the other!.

The pathogenesis of the subcutaneous fat necrosis has not
been fully explained, but probably involves release of
amylase, trypsin and lipase from the pancreas®. Whether
these enzymes reach the tissues via the circulation or
lymphatics or a combination of both is not known. The
current hypothesis is that the permeability of subcutaneous
blood and lymph vessels are altered by trypsin, allowing
lipase to enter fat cells where it converts neutral fats into
free fatty acids and glycerol with resultant fat necrosis®’.

Octreotide is a long acting octapeptide of somatostatin with
a number of properties including reduction of pancreatic
enzyme output®. That no new nodules appeared from the day
after treatment was started with octreotide until the
patient’s death 3 weeks later, provides further supportive
evidence for the causative role of pancreatic enzymes in the
fat necrosis associated with pancreatic disease, and suggests
that octreotide may offer a means of controlling this process.
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