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Position Statement

Prescribing of multivitamins and phenylalanine-free amino acid
substitutes for adults and children with phenylketonuria (PKU)

Prescribing recommendation:
Multivitamins

The prescribing of multivitamins for adults and children with phenylketonuria is recommended in
Lancashire and South Cumbria following initiation by a specialist - LMMG RAG status “Amber0”

Multivitamins are appropriate for PKU patients who use phenylalanine-free amino acid substitutes
which are not formulated with multivitamins. There is no requirement to use specific multivitamins for
people with PKU (e.g. Phlexy-Vit). Therefore, the choice of multivitamin should be in line with local
commissioning arrangements.

Phenylalanine-free protein substitutes

The prescribing of phenylalanine-free amino acid substitutes on FP10 prescription for adults with
phenylketonuria is recommended in Lancashire and South Cumbria following initiation by a specialist
— LMMG RAG status “Amber0”

Examples products include: Phlexy 10 drink mix, tablets or capsules, PKU Maxamum, PKU Cooler,
PKU Air, PKU Sphere, PKU Express, PKU Lophlex LQ20, PKU Lophlex powder).

Background

Phenylketonuria (PKU) is a rare autosomal recessive inborn error of phenylalanine metabolism
caused by variants in the gene encoding phenylalanine hydroxylase (PAH). PAH normally converts
phenylalanine into tyrosine. PAH deficiency leads to accumulation of phenylalanine in the blood and
brain. Untreated, PKU is characterized by irreversible intellectual disability, microcephaly, motor
deficits, eczematous rash, autism, seizures, developmental problems, aberrant behaviour and
psychiatric symptoms. [1]

According to the European guidelines on phenylketonuria, the cornerstone of PKU treatment is a low
phenylalanine diet in combination with phenylalanine-free amino acid supplements. [1] The “Manual
for Prescribed Specialised Services 2017/18” outlines arrangements for commissioning of services for
“Highly specialist metabolic disorder services”. [2]

The manual states:

“NHS England commissions a number of specialist dietary products for the treatment of IMD
(inherited metabolic disorders) patients with certain disorders only when initiated by the Centre and
only for a 1-2-week period.”

The manual also states:

“CCGs, via GPs, are responsible for ongoing prescription of all specialist dietary products for patients
with IMD, once initiated by the Centre. CCGs, via GPs, are responsible for ongoing prescription of all
medications except those that are already accepted as commissioned directly by NHS England...”
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Local specialist services have indicated that they are unable to prescribe or supply any of the
phenylalanine-free amino acid substitutes and these products are to be prescribed by a patient’'s GP.
The products can be supplied by any pharmacy however many pharmacists report that they have
problems trying to source the items. In the event that pharmacies are unable to obtain supply of the
items, specialist services are able to set up a home delivery service in collaboration with

the manufacturing companies. If this happens the companies will contact the GP directly to request
the prescription on the patient’s behalf after doing a stock check with the patient.

Cost and prescribing data

Prior to the request to develop this position statement, MLCSU was requested to report total
prescribing for the “Phlexy” brand products prescribed for the management of PKU. In the year to
February 2018 the total cost of these products was approximately £175,000.

During the development of the position statement the scope of the prescribing report was widened to
include children’s protein supplements and all other known brands used in the management of PKU.
Across the Lancashire and South Cumbria STP area approximately 1,000 items were prescribed in
the year to April 2018 at a total cost of approximately £400,000.

Please access this guidance viathe LMMG website to ensure that the correct version is in use.
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