To whom it may concern
This is an information sheet about the management of Hereditary Angioedema, also known as C1 esterase Inhibitor Deficiency.

Lack of C1 esterase inhibitor causes sporadic swelling of the body’s soft tissues, which can be painful. Swellings can arise for many reasons but commonly occur following minor knocks or bumps or as a result of infection.

Affected patients have swellings in different parts of the body at different times. Swellings in the limbs can be uncomfortable and limit movement (eg in one hand). Swellings affecting the lining of the gut results in abdominal pain, which can be severe (eg can mimic appendicitis). Swellings can also affect the head and neck area occasionally and these can be life-threatening because the swelling can obstruct normal breathing.

Minor limb swellings can often be managed at home with analgaesia and rest, and will settle within a couple of days.

Episodes causing severe pain require evaluation in hospital and may well need treatment with C1esterase inhibitor (which settles the pain almost instantly).

All swellings affecting the head and neck are treated as potentially life-threatening. The patient must come to A+E urgently by ambulance and be given C1esterase inhibitor intravenously as soon as they arrive.

Swellings can look rather like a severe allergic reaction – but the treatment required is to give C1esterase inhibitor (iv), and not other medicines.

Each patient has a vial of C1 esterase inhibitor concentrate. If they have a severe attack or if their swelling affects their head and neck area they need to be given the C1 esterase inhibitor concentrate intravenously. The dose is age dependant – see below.
Patients under 10 years of age require 500 units of C1 esterase inhibitor concentrate given iv.

Patients over 10years require 1,000 units of C1 esterase inhibitor concentrate given iv.

Each patient has been advised to bring their own vial of C1 esterase inhibitor concentrate to A+E when they attend, but if they don’t bring it with them emergency supplies are available from pharmacy.

Individual patients will know what dose has worked for them in the past. The dose may be repeated if necessary.

In an emergency situation if a patient brings in a vial with another family member’s name on it, it would be appropriate to use this medicine as it is the same for each member of the family.

For further information please contact the paediatric medical registrar on call at the Royal Alexandra Children’s Hospital in Brighton or the paediatric immunology registrar at Great Ormond Street Hospital in London.

Children with C1 esterase inhibitor deficiency are under the care of Dr Philippa Hildick-Smith, Consultant Paediatrician in Brighton, and Dr Catherine Cale, Paediatric Immunologist at Great Ormond Street Hospital in London.
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