Introduction

Previous reports of small series or single cases tend to show that about half of patients with refractory CIDP can be responsive to Rituximab, but this is
mainly seen in patients with associated haematological disease. Immunopathogenetic mechanism in CIDP seem to involve both B- and T-cell-mediated
responses, it can be supposed that B cells play a predominant role in the pathogenesis of a CIDP subtype responder to Rituximab, as this is a monoclonal
antibody against CD20+ B lymphocytes. However, it is also possible than Rituximab may have additional disease-modifying effects, such as reduced
complement-dependent cytotoxicity, that are independent of antibody production

In occasional reports, Rituximab proved to be efficacious in chronic inflammatory demyelinating polyradiculoneuropathy (CIDP) refractory to first-line
conventional immunosuppressive therapies, especially in presence of co-occurring autoimmune and haematological diseases. We report our experience in
the treatment with Rituximab of patients with CIDP not associated with systemic diseases.
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antihistamine drug, methylprednisolone, an 1, F, 43 35
antiemetic, a gastric protector and Rituximab, so
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During the period 2010-2014, four patients with
“pure” CIDP (3 women, 1 man, age 43-74 years)
were treated with Rituximab after unsatisfactory
responses or intolerance to first-line therapies.
Rituximab dosage was 375 mg per sgqm e.v,
weekly for four consecutive weeks. Disease
course was relapsing-remitting in 3 patients and
chronic progressive in 1, with a disease duration
of 5-10 years pre-Rituximab. Patients who
Improved by at least one point in lower limb
score of Overall Neuropathy Limitation Scales Nerve
(ONLS) were considered as responders. Patients
treated with rituximab for neuropathy associated
with anti-MAG antibodies were not included.
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Legend:
Pt. Patient, IVIg : Intravenous Immunoglobulin, Ster: Steroids, PE: Plasma Exchange, AZA: Azathioprine,
MM: Micophenolate Mofetil, CP: chronic-progressive, RR: relapsing-remmitting
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Three of four patients responded to Rituximab,
with discontinuation of previous therapies,
whereas a 74-year-old woman with a 7 year
history of chronic progressive CIDP continued to
worsen, but in the last period the patient
referred a subjective improvement. In the other
patients improvement occurred 4-6 months after
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Conclusions

Our data show an initial and significant clinical improvement in the short term (4-6
months), a progressive improvement over time when treatment is carried out in chronic
and when the cycles of therapy are modulated depending on the clinical response,
electrophysiological and flow cytometry. We have also noticed a drug's effectiveness
even In patients without hematologic diseases associated.
Our patients did not have related side effects of the drug and even later, while drugs
that are wused In patients non-responders, as azathioprine, methotrexate,
cyclophosphamide, cyclosporine A have major side effects (bone marrow aplasia,
myelosuppression, teratogenicity, infertility) and long latency times.
While there is a potential risk of progressive multifocal leukoencephalopathy (PML), in
the literature are reported several cases of PML in patients treated with monoclonal
antibodies almost always, however, In combination with chemotherapy or
Immunosuppressive agents. Despite Rituximab belong to this class of drugs the risk of
PML is still low.

In conclusion, our data, although anecdotal, confirm that Rituximab may represent a
treatment option in a subset of refractory CIDP patients, and controlled trials may be
warranted. Predictors of response to Rituximab have not been identified, and our cases
show that the treatment can be effective also in patients with longstanding disease.
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