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POEMS syndrome and idiopathic portal 
hypertension: a possible association
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Dear Editor, 

A 48-year-old female patient was admitted to the Emergen-
cy Department with upper gastrointestinal bleeding. Endoscopy 
showed large esophageal varices that were treated with band liga-
tion. She had been treated with cyclophosphamide, melphalan, 
lenalidomide and corticosteroids for POEMS syndrome (polyneu-
ropathy, organomegaly, endocrinopathy or edema, M protein, skin 
changes). She had no other risk factors for chronic liver disease. 
Laboratory and radiological examinations could not confirm the 
etiology of portal hypertension. The liver biopsy suggested hepa-
toportal sclerosis, compatible with idiopathic portal hypertension 
(IPH). Under a band ligation program, with beta-blocker, diuretics 
and prophylactic anticoagulation, the patient remains stable. 

Discussion

In POEMS syndrome, a rare multi-systemic disease, the most 
frequent liver manifestation is hepatomegaly (1). To the best of 
the authors’ knowledge, IPH has been reported only three times 
in POEMS syndrome (2-4), and this is the second case reporting 
the occurrence of histological findings compatible with IPH. As 
the precise etiopathogenesis of IPH is not fully elucidated, and 
as it is an extremely uncommon manifestation in POEMS, it is 

not yet certain whether IPH is part of the syndrome or it develops 
independently. While some investigators believe that there is a 
congenital vascular anomaly involving the changes in the portal 
tract, the majority support an acquired vascular defect hypothe-
sis (5). The acquired IPH hypothesis emphasizes a possible role 
of various pathogenic determinants: infections, prothrombotic 
states, prolonged exposure to several medications and toxins, 
immunological basis and progressive fibrosis of the portal veins 
(5). In this hypothesis, a hepatic circulation defect secondary to 
POEMS syndrome, which includes pro-inflammatory (VEGF, 
interleukin [IL]-6, IL-1ß, tumor necrosis factor-α, tumor growth 
factor-ß) and pro-thrombotic factors (aberrations in the throm-
bin-antithrombin complex) (1) which have been documented in 
the IPH and POEMS syndrome, may contribute to a possible 
association between these entities. 

Although the association between these two entities is yet to 
be confirmed, the authors present this case in order to contribute 
to its elucidation. 
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