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Immune thrombotic thrombocytopenic purpura (iTTP) is a rare
disease characterized by microangiopathic haemolytic anaemia
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Mechanism underlying iTTP

Acquired by the deficiency of a disintegrin and metalloproteinase with a thrombospondin type 1 motif,

member 13 (ADAMTS13)
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Early diagnosis of iTTP and appropriate
treatment are crucial in reducing mortality risk

Caplacizumab is
approved for adults with
an acute episode of iTTP
in conjunction with
plasma exchange (PEX)

and immunosuppression
Death from iTTP occurs predominantly during initial the days \ J

iTTP is associated with high If untreated, the mortality =~ Appropriately treated, the
morbidity and mortality rate rises to 90% mortality rate falls to 5%-20%

Standard first-line therapy for iTTP

PEX ] [ Immunosuppressive therapy (corticosteroids with or without rituximab) ] [ Caplacizumab (emerging treatment) ]

Caplacizumab is a novel humanized nanobody targeting vVWF

It blocks platelet-vWF
aggregation and
thrombi formation

It is fast-acting, showing
therapeutic benefits within
hours of administration

Caplacizumab was the first
drug approved in the European
Union for iTTP therapy (2018)
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Assessing the real-world effectiveness of caplacizumab

77 patients received

155 patients ‘ caplacizumab

Retrospective
with iTTP from
78 patients did not receive

analysis of Spanish }
TTP Registry data 35 centres
I caplacizumab (control group)
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Time to clinical response

Shorter in patients treated with caplacizumab as initial treatment: Longer in patients not treated with
caplacizumab: 14 (IQR, 7-21) days

8.5 (interquartile range (IQR), 6-12.5) days

14.5 days
i

) Started within the first 3 days ]

Treatment with caplacizumab within the first 3 days
from the first PEX was associated with a lower need

for PEX

Patients treated with caplacizumab within 3 days
from the first PEX had shorter hospitalizations
(11.2 days fewer, on average)

Adverse events related to caplacizumab use

Bleeding events were reported in 16 (20%) of
77 patients after receiving caplacizumab,
although only two were classified as grade = 2

Metrorrhagia: 10%

Gingivorrhagia: 19%
(most common)
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@ No severe adverse event was reported in the

'“1 In the rest of the cases, suspending
caplacizumab for <48 hours sufficed, with no

5 ,@ need for haemostatic treatment
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Key messages
¥ Caplacizumab reduced exacerbations and refractoriness when compared with standard of care regimens

¥ When administered within the first 3 days after PEX, caplacizumab provided a faster clinical response,
reducing hospitalization time and the need for PEX
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