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LETTER TO THE EDITOR

Commensalism or symbiosis: The potential use of rituximab in
steroid-refractory Evans syndrome in a patient with ulcerative colitis
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Evans syndrome (ES) is defined as
simultaneous or sequential association of direct
Coombs-positive autoimmune hemolytic anemia
(AIHA) with superimposed immune-mediated
thrombocytopenia (ITP) and, in some cases,
neutropenia.! In this report, we present a case of
ES with ulcerative colitis (UC) that was refractory
to steroids, but responded to rituximab, which
also surprisingly maintain the remission of UC.

A 68-year-old male with a past medical history
of recently diagnosed ES on prednisone 60 mg
daily, UC on mesalamine, and prostate cancer
(in remission for 16 years) was found to have
low levels of hemoglobin (8.0 g/dL, normal
range: 13.5 to 17.5 g/dL) and platelet count
(6,100/uL, normal range: 150,000-400,000/uL)
during an office visit. He was diagnosed with
ES with co-existence of ITP and AIHA at one
of the hospital visits. During hospitalization, he
received intravenous immunoglobulin (IVIG) and
solumedrol which improved his reticulocyte count,
hemoglobin level, and platelet count. He was
initially responded to the steroids, but developed
refractoriness after six months with counts slowly
decreasing every outpatient visit, which at a

point required a high dose of oral prednisone
(1 mg/kg). The decision was made to administer
rituximab in the setting of steroid-refractory ES.
The steroid was discontinued, as the patient failed
the steroid therapy. He responded to rituximab
with remission of his ES at one month with
hemoglobin of 10.5 g/dL and platelet count of
252,000/uL. At the current visit, the hemoglobin
level was 14.3 g/dL and platelet count was
173,000/puL. Although there was a concerned
of the flare in his UC, he remained in remission
despite the addition of rituximab. A written
informed consent was obtained from the patient.

Evans syndrome has a naturally relapsing and
progressive course and is almost always fatal,
if left untreated. For a long time, the primary
treatment option for ES has been steroids and
even IVIG; however, the duration response may
vary and more than half of cases relapse.!
An alternative option currently emerging as a
treatment for ES is rituximab, which exerts its
effect as a chimeric monoclonal antibody acting
against CD20 expressed on the surface of B cells.
Rituximab may be considered in patients who
are refractory to steroids and may be used in
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Rituximab in steroid refractory Evans syndrome

conjugation with corticosteroids showing as high
as 76% remission rates.>* The average dose
used to achieve a response and remission was
375 mg/dose for three to four doses.?

Recently, the discussion of both rituximab
and UC has circulated and drawn wide opinions.
The pathogenesis of UC, although not well
understood, is believed to be related to anti-goblet
cell antibodies and perinuclear anti-cytoplasmic
neutrophil antibodies (pANCA), which may point
toward B cells as contributors to the disease.®
Several studies have also pointed to the risk of
rituximab-induced colitis, even if the patient at
times has no past history of inflammatory bowel
disease.®” Nonetheless, Leiper et al.® reported
the potential safety of rituximab in patients
with UC, although it has no roles in inducing
or maintaining remission. For our patient, we
interestingly found that the use of rituximab was
beneficial for both treatment of ES and remission
of UC. It is possible that the mechanism of UC is
more complex than originally thought, and that,
through another unknown pathway, there exists
a potential mechanism which allows for remission
of UC along with treatment of ES.

In conclusion, the present case successfully
demonstrated the potential use of rituximab in
a UC patient presented with steroid-refractory
ES. Although there are case reports documented
of its potential risk of fulminant UC flare-up, in
our patient, the use of rituximab was not only
beneficial for the treatment of ES, but also able to
maintain the remission of UC.
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