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Case 7-2010: A 49-Year-Old Man with Peripheral Neuropathy and Ascites
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Table 2. Causes of Demyelinating Polyneuropathy.*

Cause Example
Genetic Charcot-Marie-Tooth disease, type 1
Taxic
Matural Diphtheria toxin, buckthorn toxin
Drugs Amiodarone, taxol
Inflammatory
Idiopathic Chronic inflammatory demyelinating poly-
neuropathy

With connective-tissue and ~ Sjégren’s disease, lupus, sprue
other systemic disease

Immune

Paraproteinemic Monoclonal gammopathy of unknown
significance,{ plasma-cell myeloma,
Waldenstrém's macroglobulinemia,
amyloidosis, the POEMS syndrome

Antineural antibodies Mainly against sulfatides and myelin-asso-
ciated glycoprotein

Paraneoplastic Lymphoma

Parainfectious Human immunodeficiency virus, Lyme

disease, sarcoid

* POEMS denotes polyneuropathy, organomegaly, endocrinopathy, M protein,
and skin changes.

1 This is one of the more common causes of demyelinating polyneuropathy in
general practice.
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Table 3. Diagnostic Criteria for the POEMS Syndrome.*

Maijor criteria
Polyneuropathy

Monoclonal plasma-cell proliferative disorder (almost always lambda
light-chain-restricted)

Sclerotic bone lesions
Castleman’s disease
Minor criteria
Vascular endothelial growth factor elevation
Organomegaly (splenomegaly, hepatomegaly, or lymphadenopathy)
Extravascular volume overload (edema, pleural effusion, or ascites)

Endocrinopathy (adrenal, thyroid,{ pituitary, gonadal, parathyroid, or
pancreatict)

Skin changes (hyperpigmentation, hypertrichosis, glomeruloid heman-
giomata, plethora, acrocyanosis, flushing, or white nails)

Papilledema

Other symptoms and signs
Thrombocytosisi
Polycythemia

Possible associated features

Clubbing, weight loss, hyperhidrosis, pulmonary hypertension or restrictive
lung disease, thrombotic diatheses, diarrhea, and low vitamin B, level

* POEMS denotes polyneuropathy, organomegaly, endocrinopathy, M protein,
and skin changes. Polyneuropathy and monoclonal plasma-cell disorder pres-
ent in all patients; to make a diagnosis, at least one other major criterion and
one minor criterion are required. Data are from Dispenzieri,* with permission
from the publisher.

T Because of the high prevalence of diabetes mellitus and thyroid abnormalities,
this diagnosis alone is not sufficient to meet this minor criterion.

fAnemia and thrombocytopenia are distinctively unusual in this syndrome un-
less Castleman'’s disease is present.
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Figure 3. Biopsy Specimen of the Sacral Mass.

A specimen obtained by CT-guided needle biopsy of the sacral mass revealed sheets of mature-appearing plasma
cells with eccentric nuclei, cond d nuclear ¢ in, and mod; by inophilic cytopl contain-
ing paranuclear hofs (Golgi apparatus) [Panel A, hematoxylin and ecsin). In situ hybridization shows that only rare
plasma cells are positive for immunoglobulin kappa light chain (Panel B, in situ hybridization for kappa light chain)
and that the majority of plasma cells are positive for lambda light chain (Panel C, in situ hybridiztion for lambda
light chain). The plasma cells were strongly positive for the plasma-cell marker CD138, and they were negative for

antibody to the latency-associated nuclear antigen of human herpesvirus 8 (not shown). Staining for an antibody to
vascular endothelial growth factor (VEGF) shows diffuse cytoplasmic reactivity within the plasma cells (Panel D).
(VEGF stain courtesy of Dr. Robert B. Colvin and Ms. Tricia Della Pelle, Department of Pathology, Massachusetts
General Hospital )
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