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Successful use of rituximab in 
a patient with Churg–Strauss 
syndrome and refractory central 
nervous system involvement

The major clinical manifestations of Churg–Strauss syndrome 
(CSS) include asthma, hypereosinophilia and the extrapulmo-
nary manifestation of systemic vasculitis.1 The involvement 
of the central nervous system (CNS) is less common (<10%), 
with signifi cant morbidity and mortality in affected patients.2 
Glucocorticoids combined with cyclophosphamide represent 
the treatment of choice in patients with severe involvement of 
the heart, nervous system or kidney.3 In the case of intolerance 
to cyclophosphamide, plasma exchange, interferon and myco-
phenolate mofetil (MMF)  have been suggested as alternatives.4 
A few case reports on the use of rituximab in antineutrophil 
cytoplasmic antibody (ANCA)-associated vasculitis and CSS 
are available5–7; however, none reported on patients with CNS 
involvement.

We report on a patient with CSS and refractory CNS involve-
ment who was successfully treated with rituximab.

A 46-year-old white man was admitted with a history 
of  disseminated palpable purpura and blood eosinophilia 
(4.95×109/litre), while more recently paresthesias and palsy 
in both legs had developed. Mononeuritis multiplex was 
 diagnosed. Laboratory tests revealed the presence of antibod-
ies to myeloperoxidase (MPO)-ANCA (96 U/ml). The patient 
reported a history of allergic asthma and sinusitis.

CSS was confi rmed by a muscle–nerve biopsy revealing 
epineural vessel involvement. Despite the prompt initiation 
of cyclophosphamide pulse therapy of 1000 mg monthly and 
oral steroids,8 the patient developed a hemiparesis of the 
right side. Brain magnetic resonance imaging (MRI) showed 
two non-enhancing vasculitic lesions in the thalamus, there-
fore the dosis of cyclophosphamide was increased to 1500 mg 
combined with increased steroids and low-dose acetylsalicylic  
acid. During the following months the patient received cyclo-
phosphamide initially at 3-week intervals leading to an 
improvement of clinical symptoms (BVAS = 3) and allowing 
tapering of steroids to 5 mg/day. As the patient increasingly 
experienced nausea and vomiting that persisted despite dose 
reduction, cyclophosphamide was stopped and the patient 
was started on MMF at 2000 mg/day. Whereas MMF was well 
tolerated, the patient complained about dizziness 2 months 
later. MRI showed new vasculitic lesions in the pons and thal-
amus (fi gure 1A).

The patient received two infusions of rituximab 1000 mg 
(2 weeks apart) that were well tolerated while MMF was main-
tained. Slowly his symptoms started to improve and an MRI 2 
months later revealed regression of the pontine lesion (fi gure 1B) 
and residual scarring of the thalamic lesion.

At 8 and 16 weeks following rituximab, successful depletion 
of peripheral B cells and a decrease in peripheral eosinophilia 
(0.79×109/litre) were noted. MPO-ANCA remained almost 
unchanged during follow-up.

The successful use of rituximab has been reported in a few 
patients with CSS, complicated by cardial, renal, gastrointesti-
nal or pulmonary involvement. Hypereosinophilia is thought 
to occur secondary to T-lymphocyte-derived cytokines (IL-4, 
IL-5 and IL-13)6 9 that are increased in active CSS. T-cell–B-cell 

Figure 1 (A) T2-weighted magnetic resonance imaging sequence showing a sharply defi ned, hyperintense lesion in the left pons, 10 mm size. 
(B) The lesion in the left pons has decreased to 5 mm and appears less sharply defi ned.
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interaction was shown to be critical for T-cell autoreactivity in 
some  experimental models.10 The effi cacy of rituximab was 
recently associated with diminished T-cell and IL-5 production, 
suggesting a link between B cells and eosinophilia through auto-
reactive T cells.6 B-cell depletion may therefore represent an 
alternative treatment for patients with refractory CSS and CNS 
involvement.

Jasemine Saech,1 Kasia Owczarzyk,1 Sylvia Rösgen,2 Hela 
Petereit,3 Michael Hallek,1 Andrea Rubbert-Roth1

1University Hospital of Cologne, Department of Internal Medicine I, Cologne, Germany; 
2University Hospital of Cologne, Department of Radiology, Cologne, Germany;  3Holy-

Ghost Hospital of Cologne, Cologne, Germany

Correspondence to Dr Jasemine Saech, University Hospital of Cologne, 

Department of Internal Medicine I, Kerpenerstrasse 62, 50924 Cologne, Germany; 

jasemine.saech@uk-koeln.de

Competing interests None.

Patient consent Obtained.

Provenance and peer review Not commissioned; externally peer reviewed.

Accepted 1 September 2009

Ann Rheum Dis 2010;69:1254–1255. doi:10.1136/ard.2009.109850

56_annrheumdis107912, 114504, 109850 & 123687.indd   125556_annrheumdis107912, 114504, 109850 & 123687.indd   1255 5/6/2010   7:41:40 PM5/6/2010   7:41:40 PM

 group.bmj.com on May 29, 2010 - Published by ard.bmj.comDownloaded from 

http://ard.bmj.com/
http://group.bmj.com/

