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Thrombotic thrombocytopenic purpura
Thrombotic thrombocytopenic purpura (TTP) is a very rare disorder which affects around three people in one million. The name
describes the effects caused in a person (see below). TTP is life-threatening without treatment but it can be controlled and, in
the majority of cases, can be curable.

What is TTP
The name describes the effects.
Thrombotic – Small clumps (thrombi) of platelets that block or partially block the small blood vessels (capillaries).
Thrombocytopenic – The clinical term for a low platelet count of less than 100 billion cells per litre of blood.
A normal platelet count is between 150 and 400 billion cells per litre.
Purpura – Little pinprick spots due to bruising caused by a low platelet counts. artery, where it will block blood flow to the lungs.

What causes these effects?

What triggers the TTP process?

The formation of platelet clumps is linked to a shortage of a
protein called von Willebrand factor cleaving protease, also
known as ADAMTS13.

There are two main types of TTP – inherited and acquired.

Von Willebrand factor (vWF) is necessary for blood clotting
and is made up of lots of small units that are linked together
to form a long string. vWF cleaving protease breaks up this
long string into smaller pieces. In someone with TTP, vWF
cleaving protease is missing, and so the long strings of vWF
are not broken up. These will bind to platelets and can cause
platelet clumping which will partially or fully block blood flow.
This affects the blood vessels of the brain, kidneys and heart
in particular.
The blockage then causes two things to happen.
First, the blockage prevents blood from getting to the
affected areas – so blockages in the brain lead to
symptoms such as headaches, blurred vision,
confusion, weakness, seizures and, in extreme cases,
can cause unconsciousness.
Second, as the red blood cells try to pass the blockage
some are broken up (known as haemolysis) and so the
number of red cells falls and this leads to anaemia.
Because red cells carry oxygen in your body, a lack of
them leads to feeling tired, light-headed or short of
breath.
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In inherited TTP, people are born with a shortage of
ADAMTS13 and tend to have TTP episodes from childhood.
Episodes can be sparked off by infection, alcohol and, in
women, pregnancy.
Acquired TTP is triggered by an unwanted antibody in the
body. Your immune system normally protects your body
from bacteria and viruses, which it identifies as harmful.
Certain white blood cells (called lymphocytes) release
proteins called antibodies, which attach to the bacteria and
viruses and direct other cells to destroy them. In people with
TTP, this process doesn’t work properly and the antibodies
target ADAMTS13. Some people describe having flu-like
symptoms before the symptoms of TTP, suggesting that an
infection may have triggered the episode of TTP.
Other causes:
Occasionally TTP is linked to a known condition such as
cancer, or taking certain drugs, or a serious viral infection
such as HIV.
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