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Discussion
1. The Committee had regard to its Decision Tree. The Committee noted that
the Centre is licensed to carry out PGD. The Committee was also satisfied
that the Centre has much experience of carrying out PGD and that generic
patient information about its PGD programme and associated consent
forms had previously been received by the HFEA.
2. The Committee noted that the Centre‟s proposed purpose of testing the
embryos was as set out in paragraph 1ZA(1)(b) of schedule 2 of the Act,
ie. „where there is a particular risk that the embryo may have any gene,
chromosome or mitochondrion abnormality, establishing whether it has
that abnormality or any other gene, chromosome or mitochondrion
abnormality‟.
3. The Committee noted Long QT syndromes Types 1, 2, 3, 5 and 6 (OMIM
#613688) is a disorder that is inherited in an autosomal dominant manner.
There is a 1 in 2 chance of an embryo being affected by this condition.
4. The Committee noted that Long QT syndromes have several subtypes
depending on the causative mutation. There is a varying degree of
penetrance depending on the subtype. However the death rate is similar
across all three phenotypes.
5. The Committee noted that condition is caused by an abnormal electrical
signal in the heart that affects the way the heart beats. The part of the
heart beat that is affected is called the QT interval and in this condition it is
prolonged and can cause abnormal heart rhythm. As a result those
affected can experience sudden loss of consciousness and fainting
attacks. In a proportion of cases this can lead to cardiac arrest resulting in
sudden, often unexplained death.
6. The Committee noted that the age of onset can vary greatly, from infancy
to adulthood. Most cardiac events occur in the preteens to the 20s and
become less common after 30-40 years of age.
7. The Committee noted that treatment starts in childhood in all gene carriers
even if they have no symptoms as they may become symptomatic at a

later stage. Treatment includes beta blockers which will regulate the QT
interval. Some of those affected may require pacemakers or implantable
cardioverter defibrillators (ICD‟s). Although treatments are over 90%
effective in preventing sudden death, families at risk of Long QT need long
term screening and monitoring. The psychological impact of a well and
healthy individual attending clinic and going away with a diagnosis of life
long condition that needs monitoring cannot be underestimated.
8. The Committee noted for affected children living everyday life is a
challenge. They are advised that competitive sports are a risk factor. Even
though normal physical activities are suitable, parents remain constantly
concerned for the health of their children which can have a major social or
psychological impact on the child and his/ her family.
9. The Committee considered that the condition is serious because there is
an ongoing risk of sudden death and noted the psychological impact of
living with this risk. Any collapse or syncope may be feared as the first
symptom to cause death. Treatment is life long and reviews of medication
and symptoms are 3-4 monthly. This can be a challenge especially for
teenagers and affected individuals will have a live in a limited fashion
feeling unable to participate in many normal activities due to the fear of
sudden death.
10. The Committee noted that the application is supported by the Peer
Reviewer as well as by Genetic Alliance UK. The Genetic Alliance
statement is supported by Sudden Adult Death Syndrome.
11. The Committee had regard to its explanatory note, in particular paragraphs
5.4 „Where a condition has a range of penetrance (e.g. 40-60%), the
Licence Committee will base its decision on the highest penetrance figure‟
and 5.5 „Where a condition has variable symptoms, the Licence
Committee will base its determination of how serious the disability, illness
or condition is, on the worst possible symptoms’, and noted that on the
basis of the information presented, given the conditions worst symptoms, it
was also satisfied that there is a significant risk that a person with the
abnormality will have or develop a serious physical or mental disability, a
serious illness or any other serious medical condition. Accordingly, it was
appropriate to grant the application under paragraph 1ZA(1)(b) of
Schedule 2 to the Act.
12. The Committee noted that while they may grant approval, the centre
providing PGD for the condition must also ensure that each individual case
treated fulfills the severity criteria of Schedule 2 paragraph 1ZA of the HFE
Act 1990 (as amended).

13. The Committee agreed to authorise the testing of embryos for Long QT
syndrome 1, 2, 3, 5 and 6 (OMIM #613688). The Committee confirmed
that this condition will be added to the published list of conditions for which
PGD may be carried out.
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