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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 that Wolcott-Rallison Syndrome (WRS) (OMIM
#226980), is inherited in an autosomal recessive manner which means that
carrier parents have a 1 in 4 chance of having an affected child in each
pregnancy.
4. The Committee noted that Wolcott-Rallison Syndrome (WRS) is a rare
autosomal recessive disease, characterised by neonatal/early-onset nonautoimmune insulin-requiring diabetes associated with skeletal dysplasia and
growth retardation. Typically, diabetes occurs before six months of age, and
skeletal dysplasia is diagnosed within the first year or two of life. Other
manifestations vary between patients in their nature and severity and include
frequent episodes of acute liver failure, renal dysfunction, exocrine pancreas
insufficiency, intellectual deficit, hypothyroidism, neutropenia and recurrent
infections. Bone fractures may be frequent.
5. The Committee noted that early diagnosis is beneficial, in order to ensure
rapid intervention for episodes of hepatic failure, which is the most life
threatening complication. Close therapeutic monitoring of diabetes and
treatment with an insulin pump are recommended because of the risk of acute
episodes of hypoglycaemia and ketoacidosis. Interventions under general
anaesthesia increase the risk of acute aggravation, because of the toxicity of
anaesthetics, and should be avoided. Prognosis is poor and most patients die
at a young age.

6. The Committee had regard to its explanatory note and noted that on the basis
of the information presented, given the condition's worst symptoms, it was
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. The Committee was therefore satisfied
that the condition meets the criteria for testing under paragraph 1ZA(1)(b) of
Schedule 2 to the Act.
7. The Commiitee noted that the application is supported by a Peer Reviewer
and the Genetic Alliance UK.
8. The Committee agreed to authorise the testing of embryos for WolcottRallison Syndrome (WRS) (OMIM #226980). 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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