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Raised VEGF: High sensitivity and specificity in the diagnosis of POEMS
syndrome

Objective To investigate the sensitivity and the specificity of serum vascular endothelial growth factor
(sVEGF) for the diagnosis of polyneuropathy, organomegaly, endocrinopathy, M-protein, and skin changes
(POEMS) syndrome in patients with neuropathy and to identify confounding causes of raised vascular
endothelial growth factor (VEGF) in this context to improve accuracy.

Methods We studied the specificity and sensitivity of sVEGF for the diagnosis of POEMS syndrome in
a cohort of 195 consecutive patients with neuropathy in serum samples from June 2009 to November 2013,
including 27 untreated patients with POEMS syndrome. We then studied VEGF in other neuropathies and
analyzed causes of elevated VEGF in a multiple logistic regression analysis in a larger cohort of 236 patients
including 168 with non-POEMS neuropathy and 68 without neuropathy.

Results The sensitivity of elevated sVEGF for the diagnosis of POEMS was 100%. Its specificity was 91% in
patients with neuropathy and 92% in patients with neuropathy and paraproteinemia. sVEGF was much higher in
POEMS before treatment. sVEGFwas not significantly elevated in any non-POEMS neuropathy or hematologic
disease group. Multiple logistic regression showed that anemia with low iron was a significant predictor for
elevated sVEGF and that chronic obstructive pulmonary disease (COPD) and obstructive sleep apnea-
hypopnea syndrome were significant predictors for very elevated sVEGF.

Interpretation We confirmed the high sensitivity and specificity of elevated VEGF for the diagnosis of
POEMS. However, VEGF testing should be repeated, particularly after acute illnesses. Raised sVEGF should be
interpreted with caution unless anemias with low iron, sleep apnea, COPD, cancers, vasculitis, and chronic
inflammatory diseases are excluded.

Classification of evidence This study provides Class IV evidence that elevated sVEGF levels accurately
identify patients with POEMS syndrome.
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Characteristics of optic neuropathy in Behçet disease

Objective We present the clinical profile, features, and neuroimaging findings of 25 patients with Behçet
disease (BD) and optic neuropathy (ON), which has been rarely reported in BD.

Methods Data from 5 university hospitals were retrospectively reviewed, and patients with BD and ON were
evaluated. There were 2 groups: (1) those already diagnosed with BD when ON developed (BD→ON group)
and (2) those diagnosed with BD during the evaluation of ON (ON→BD group).

Results There were 25 patients with BD with ON (13 male). Among these, 13 had ON→BD and 12 had
BD→ON. Seventeen patients had unilateral ON and 7 patients had recurrent ON. BD→ON patients were
older. Disc edema was seen more in ON→BD than in BD→ON patients (10 vs 3). Fourteen patients also had
uveitis, 7 with BD→ON and 7 with ON→BD. There was other neurologic involvement in 8 patients; in the
BD→ON group, 4/4 had multiple sclerosis (MS)–like disease; in the ON→BD group, 3 had typical
parenchymal BD, and 1 had MS-like disease. Twenty of 21 patients received immunosuppressive medications,
corticosteroids, or both. Prognosis was favorable in most: vision improved in 20 patients, more often in those
receiving combined therapies.

Conclusion BD may be diagnosed earlier if it is considered and investigated during the assessment of ON,
particularly in high-risk regions. Prognosis of ON related to BD seems to be favorable. Immunosuppressants
should be given along with corticosteroids. MS-like presentations should also be kept in mind in patients with
BD and ON.
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