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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 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 Muscular dystrophy, limb-girdle (LGMD) type 1B
(OMIM# 159001) 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 where one parent is affected.
4. The Committee noted that the disorder presents before 20 years of age.
LGMD1B is quite a variable condition in terms of the severity of muscle
weakness, but usually the progression is slow to moderate and people
remain ambulant. Life expectancy depends upon the identification and
treatment of the associated involvement of the heart and the breathing
muscles. There are no specific treatments for LGMD1B.
5. The Committee noted that joint contractures (tightening) or foot drop can
occur in LGMD1B and therefore regular physiotherapy is recommended.
Splints are sometimes worn to enhance good positioning of the ankle joints
or help with foot drop if there is weakness in the feet. Because of the risk
of problems with the heart in LGMD1B (rhythm and conduction
disturbance), regular heart checks are required and these should include
echocardiograms. Some affected people are likely to need the insertion of
a defibrillator. Regular monitoring of respiratory function is recommended.
Sometimes overnight studies are indicated. Managing the symptoms of the
condition improves a person's quality of life. Exercise should be
undertaken, but with medical advice. ,

6. The Committee noted that the condition is serious because sudden cardiac
death is very common in LGMD1B occurring in up to 50% of patients.
Implantable cardioverter defibrilators (ICDs) can terminate many malignant
ventricular arrhythmias, but have no impact on cardiomyopathy and
progression to heart failure and death. Cardiac transplant prolongs survival
in some. Currently there is no curative treatment so management is largely
supportive, aiming to reduce the impact of weakness and contractures on
disability through physiotherapy and exercise. Cardiac monitoring is
essential in order to pick up and treat cardiac complications early. The use
of medication may delay progression of cardiac complications but cannot
prevent it. Similarly respiratory monitoring is essential as nocturnal
ventilation may be necessary in a significant proportion of patients which
can improve quality of life and prolong survival.
7. The Committee noted that the application is supported by the Peer
Reviewer.
8. The Committee had regard to its explanatory note, in particular paragraph
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.
9. The Committee agreed to authorise the testing of embryos for Muscular
dystrophy, limb-girdle (LGMD) type 1B (OMIM# 159001). 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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