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Abstract

POEMS syndrome is a multisystem disorder associated with polyneuropathy, organomegaly, endocrinopathy, a
monoclonal protein (M-protein), and skin changes. Polyneuropathy is the most common initial symptom and it can
hide other features of this disorder. We describe a patient with chronic inflammatory demyelinating polyneuropathy
(CIDP) associated with extra-neurologic signs fulfilling the diagnosis criteria of POEMS syndrome to emphasize the
importance of meticulous physical examination leading to challenging diagnosis.
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Case Report
A 67-year-old man, with a previous history of lumbar

plasmocytoma diagnosed in 2004 and successfully treated with high
radiation dose, presented in July 2016 with distal lower limbs
paresthesia and weakness progressing proximally and to the upper
limbs. Within 9 months he was unable to walk or stand. He also
reported erectile dysfunction without any sphincter problems.

Clinical examination revealed symmetric limbs weakness more
pronounced distally and in the lower limbs with generalized
hyporeflexia, impairment of touch, pain, and temperature sensation in
both hands, a severe affection of position and vibration senses in the
higher limbs and an ataxic gait with a positive Romberg’s sign.
Examination of the cranial nerves was normal. At the general physical
examination, we noticed a bilateral pretibial edema, hypertrichosis and
multiples skin angioma (Figure 1) [1].

Neurophysiological testing showed a severe demyelinating
polyneuropathy with significant secondary axonal loss fulfilling the
EFNS/ PNS diagnostic criteria for CIDP. The cerebrospinal fluid
protein level was of 0.91 g/l with 9 leucocytes.

Full blood count, renal and hepatic function tests, glycaemia, auto-
antibody screen, cryoglobulin screen, vitamin B12 and folate levels and
thyroid function tests were within normal ranges. We excluded
infections of lyme, hepatitis and human immunodeficiency virus via
serologic tests.

Magnetic resonance imaging (MRI) of spine showed discrete lesions
of low signal intensity in both T1 and T2-weighted images of a lumbar
vertebra. Biopsy of this lesion demonstrated a plasmacytoma.

Serum electrophoresis revealed an IgG-lambda monoclonal serum
protein. There was no Bence-Jones proteinuria. Bone marrow biopsy
showed normal cellularity and did not detect any bone marrow plasma
cell involvement, which excluded multiple myeloma.

Abdominal ultrasound showed a mildly enlarged spleen but no
hepatomegaly. Heart ultrasound showed pulmonary hypertension.

Serum testosterone was reduced to 6.8 nmol/l 9reference interval 9-33
nmol/l) with a high prolactin level of 340 mU/l (reference interval
31.5-399 mU/l). Vascular endothelial growth factor (VEGF) levels
couldn’t be evaluated because of its non-availability in our country. A
diagnosis of POEMS syndrome was made referring to POEMS
syndrome criteria. Treatment with radiotherapy was limited by his
high-risk of toxicity. Initial improvement in strength was noted within
2 weeks following high-dose of oral steroids. Four months after the
diagnosis, he was able to walk unaided.

Figure 1: Bilateral pretibial edema, hypertrichosis and multiples
skin angioma.

Discussion
Chronic inflammatory demyelinating polyneuropathy (CIDP)

typically presents as a progressive or relapsing, symmetric
sensorimotor neuropathy with proximal and distal muscle weaknesses
developing over two or more months. The condition is often associated
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with an elevated cerebrospinal fluid protein level and demyelinating
nerve-conduction studies [2]. Our patient presented a typical form of
CIDP. Before making the diagnosis of an idiopathic CIDP, a report of
associated pathology should be made. This includes infections (Lyme,
B hepatitis and human immunodeficiency virus), diabetes, dysthyroid,
autoimmune diseases, Vitamin B12 deficiency and drug abuse or
paraneoplasic neuropathy. Detecting extra neurologic signs in a patient
presenting with CIDP can be the key for the diagnosis. Some features
should draw the clinician’s attention and lead to the diagnosis of
POEMS syndrome. The most common abnormalities are skin changes
especially hyperpigmentation and hypertrichosis that can be either
generalized or limited to a body part, organomegaly such as
hepatomegaly, splenomegaly and lymphadenopathy and some
biological abnormalities especially endocrine abnormalities such as
hypogonadism, hypothyroidism and diabetes, and an evidence of a
monoclonal plasmaproliferative disorder [3].

Pulmonary hypertension found in our patient is unusual feature in
POEMS syndrome but it was reported. Pleural effusion, ascites, and/or
cardiac effusion still the first symptoms to appear in more than half of
patients with POEMS syndrome and it revealed the disease in one
series in 12% of patients and coincides with neuropathy in 14% [4].

POEMS syndrome is revealed by neuropathy in 5O% of cases and
almost 60% of those patients were initially diagnosed as having
idiopathic CIDP. Before development of typical systemic
manifestations, POEMS neuropathy should be distinguished from
others CIDP by her clinical profile. Her onset can be either insidious,
as our patient, or rapidly progressing. It is symmetrical and ascending.
Clinically, it involves both motor and sensory nerves, begins distally,
and has a progressive proximal spread. Patients often describe
dysesthesia followed by a progressive weakness that overshadows the
sensory impairment. Associated cranial or autonomic system
involvement is rare [5,6].

To retain the diagnosis, most authors agree that patients with
POEMS syndrome should have 3 or more of the 5 features:
polyneuropathy, organomegaly, endocrinopathy, a monoclonal protein
(M-protein), and skin changes. Some others have proposed that the
presence of 2 major criteria, including a monoclonal plasma-
proliferative disorder and polyneuropathy, in addition to the existence
of 1 minor criterion, is sufficient for diagnosis. The suggested minor
criteria include sclerotic bone lesions, organomegaly, edema,
endocrinopathy, papilledema, and skin changes. Our patient filled the
diagnosis criteria of POEMS. In fact, he had polyneurothy, a
monoclonal plasma proliferative protein, skin changes,
endocrinopathy and sclerotic bone lesion.

POEMS syndrome is often undiagnosed or misdiagnosed especially
when its symptoms mimic other disorders as cancers or metastases. It
has a rapidly progressive course; therefore, early diagnosis is
important.

His pathogenesis is poorly understood. The production of various
inflammatory cytokines, such as interleukins (IL-1 and IL-6) and
VEGF, by abnormal plasma cells has probably a direct causal role in
various symptoms of the condition [7].

Treatment is not standardized but most authors agree that for an
isolated plasmacytoma, which was the case of our patient, radiation is
preferred. When this treatment is not allowed, many strategies have
been used including plasmapheresis, intravenous immunoglobulin,
azathioprine and corticosteroids. For those patients with diffuse
disease, systemic therapy is indicated [8]. Clinical responses to
prednisone occurred in approximately 22% to 56% of patients.
Usulally, systemic and skin symptoms respond sooner than do
symptoms of neuropathy. The target of this case is to emphasize that
the general examination of patients with CIDP is extremely important
before retaining an idiopathic CIDP.

Conclusion
POEMS syndrome is not rare. The neuropathy stills a common and

an initial feature of the disease. Its clinical and electrical profile should
be well known by the clinicians but sometimes its diagnosis requires a
combination of biological and especially examination findings in
patient with CIDP. Recognition of this disorder leads to early diagnosis
and proper treatment.
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