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Abstract

Background: Thrombotic thrombocytopenic
purpura (TTP) is a rare life threatening blood
disorder ~ famously  characterized by
thrombocytopenia, micro angiopathic
hemolytic anemia, fever, renal impairment
and neurological abnormality.
Plasmapheresis and steroids is the standard
of care, however there are refractory cases of
TTP which require further managements.
Rituximab is used as salvage treatment for
refractory TTP. We report here two difficult
cases of refractory TTP responded to
Rituximab twice weekly.

Clinical cases: The first case is a 32 years
old male patient, known case of ulcerative
colitis on Mesalamine, presented because of
watery diarrhea, initial investigation were
suggestive of TTP (high bilirubin, low
platelet, low HGB and high creatinine). He
was started on plasmapheresis and
prednisolone. During his stay he devolved
status epileptics for which he was intubated,
started on levetiracetam and transferred to
the Intensive care unit (ICU) He started to
show improvement in terms of increase in
platelets count after plasmapheresis and
steroids, then he deteriorated and so he was
started on Rituximab twice per week in
addition to the steroids and plasmapheresis.
He was extubated later after improvement
and sent to the medical word for further
rehabilitation and medication adjustment.
The second case is a 26 years old male
patient, presented complaining of anorexia,
nausea and yellowish discoloration of the
sclera and a few episodes of vomiting for 3
days before admission. Patient was initially
doing well then he started to develop
neurologic symptoms in the form of
dysphasia, confusion and eventually he
became obtunded and non-responsive
requiring intubation and MICU admission,

those neurological finding in addition to his
lab picture of microangiopathic hemolysis

and very low platelets, warranted the
diagnosis of TTP. Patient received
plasmapheresis  daily, rituximab twice

weekly and steroids, started to improve
gradually after that eventually patient’s
neurological status improved and completely
recovered.

Discussion: Thrombotic thrombocytopenic
purpura (TTP) is a rare life-threatening blood
disorder. The pathophysiology is lack of
protease which cleavage von Willebrand
large multimeric. The protease called
ADAMTS13 and it could be absent
congenitally or acquired Idiopathic TTP. The
established management is plasma exchange
(PE) along with steroids 80% of patients to
survive, however, the result is still there are
refractory and relapse cases. Refractory cases
have higher morbidity and mortality. There
is increase in usage of Rituximab as salvage
therapy in cases of TTP. The two cases were
of young males. The patients were not
responding and developing neurological
symptoms, while on steroids and PEX that
means refractory. According to our
knowledge rituximab twice weekly along
with other chemotherapy agents was never
used before. Our two patients were refectory
to PE although, it was going on daily for
more than 2-3 weeks along with steroids.

Conclusion: Rituximab addition to PE and
steroids is good strategy. Rituximab could be
savage and lifesaving. We suggest it can be
used twice weekly safely, although further
studies needed to proof efficacy
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