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A 58-year-old male presented with polyarthritis in the bilateral wrists and ankles with elevated
serum pancreatic enzymes (amylase, 4292 1U/I; lipase, 6000 1U/l). He had had several episodes of
acute pancreatitis, and undergone cholangiojejunostomy for alcoholic chronic pancreatitis with a
pseudocyst and stricture of the lower bile duct 6 years ago. Although pancreatic enzymes were
temporarily normalized, roentgenograms exhibited osteonecrosis in four extremities one year after
the development of polyarthritis (Figure A), and examination of a biopsy specimen of the left femur
revealed intraosseous fat necrosis. CT just before admission to our department revealed slight
dilatation of the main pancreatic duct and a cystic lesion adjacent to the superior mesenteric vein
(SMV) in the pancreas head (Figure B). On admission, serological examinations indicated liver and
renal dysfunction (elevated serum levels of AST [238 1U/I], ALT [167 1U/I], y-GT [101 1U/I], BUN
[49mg/dl], and creatinine [1.9mg/dl]) and elevated levels of pancreatic enzymes (amylase, 7966
IU/1; lipase, 12904 1U/1). Physical findings were erythema in the abdomen (Figure C) and purupura
in bilateral lower extremities. Renal dysfunction rapidly exacerbated and he died 5 days after
admission to our department. After informed consent from his family, autopsy was done. Gross
findings of specimens of the pancreas head and the peripancreatic tissue showed a fistula between
the cystic lesion in the pancreas head and SMV and exposure of debris from the cystic lesion.
Microscopically, the cystic lesion was a pseudocyst connecting to the SMV, and the debris was
protein plaque. The pancreas tissue surrounding the lower bile duct showed fibrous change and
atrophy of the acini. In the kidneys, glomerular crescent formation was diffusely found, and a part
of basement membrane was necrotic. In the skin, fibrinoid changes and infiltration of inflammatory
cells were found in the walls of small arteries, and there was nodular fat necrosis with calcification
(Figure D), which was also found in other organs including gastric subserosa and bone marrow.
Finally, we made a diagnosis of PPP syndrome caused by pancreatic pseudocyst-portal vein fistula.

A case of pancreatitis with panniculitis and polyarthrits was reported in 1968 for the first time®.
PPP syndrome as terminology was suggested as a new entity in several reports, but it is a not

well-known category of disease. This syndrome is frequently caused by alcoholic pancreatitis with a



pseudocyst and occasionally by pancreatic neoplasia®. Although the mechanism remains to be
determined, two possible mechanisms have been porposed: one is lysis of fat cells by high levels of
pancreatic enzymes and the other is lysis of fat cells by autoimmune phenomena® ®. The main
treatment for PPP syndrome is control of pancreatitis or neoplasm and drainage or preservative
surgical intervention for a pseudocyst if it is present. However, the prognosis is poor, a review of
the literature showing its mortality rates of 75-85%?. Attention should be given to the possibility of
PPP syndrome if polyarthritis or osteonecrosis and panniculitis of unknown origin are detected.

Delay in diagnosis of this syndrome can result in a negative chain reaction leading to death.
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