Pediatric Onset Chronic Inflammatory Demyelinating Polyneuropathy: A Multicenter Study from Turkiye
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INTRODUCTION and OBJECTIVE

Chronic inflammatory demyelinating polyneuropathy
(CIDP) is a rare immune-mediated neuropathy in children
(1). Children typically present with proximal and distal
upper and lower extremity weakness, sensory loss and/or
paresthesias, and depressed tendon reflexes (2). We aimed
to evaluate the clinical, demographic, electrophysiological
and treatment response of pediatric onset chronic
inflammatory demyelinating polyneuropathy (CIDP) in
Tarkiye.

METHODS

The clinical data and electrophysiological results of patients
with CIDP between January 2010-December 2021 from 14
centers were reviewed retrospectively. The patients were
classified according to Joint Task Force of the European
Federation Neurological of Societies and the Peripheral

Nerve Society Guideline on management of CIDP (2021).
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RESULTS

A total of 43 patients, 22 (%51.2) male and 21 (%48.8) female,
were included in the study. The median age was 14.5 years (4.3-
23) and the median age of onset of symptoms was 11 years (3
month-17 y). Thirty-eight patients were diagnosed with typical
CIDP (88.4%) and 5 patients (11.6%) with possible CIDP. The most
common electrophysiological finding of demyelination was >30
percent reduction of motor conduction velocity below the lower
limit in two nerves (78.1%n= 25). All patients except one received
immunotherapy either alone or in combination. There was a
significant difference between pre and post-treatment Modified
Rankin Scales (MRS) (p<0.05) of all patients. First-line treatments
were IVIg (n=19,44.2%), IVIg+steroid (n=20,46.5%),
steroid(n=1,2.3%), IVig+steroid+plasmapheresis(n=1,2.3%) and
IVIg+plasmapheresis (n=1,%2.3). Second-line treatment was given
to 7 (16.6%) patients (n=3,azathioprine; n=2,rituximab;
n=1,azathioprine+rituximab; n=1, azathioprine+micofenolate
mofetil+methotrexate). The patients were separated into two
different groups according to first-line treatment modalities
(group-1:only IVIg, group-2:1Vig+steroid). There was no difference
between pre and post treatment MRS of both groups.
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CONCLUSIONS

This multicenter study showed that first-line immunotherapy
modalities (IVIg versus |Vig+steroid) had equal efficacy for
treatment CIDP patients in childhood.
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