(SIE); or as a further, poorly characterised form of AD skin peeling,
termed epidermolysis bullosa simplex superficialis (EBSS), previ-
ously described in two families.

We report 6 affected individuals from 2 generations with gener-
alised AD skin peeling. All presented neonatally with erosions at
trauma-prone sites including the axillae, back and thighs, with ongo-
ing skin fragility caused by friction. All 4 affected children reported
slightly dry skin in the first decade of life with very mild hyperkera-
tosis of the axillae and neck. Some individuals had peeling of finger-
tips and soles, and one adult had mild diffuse plantar hyperkeratosis.
There was no erythema, mucosal, nail or hair involvement. Initially,
EBSS was considered based on AD inheritance, the generalised distri-
bution, and lack of inflammation and ichthyosis at presentation.

A biopsy of rubbed, uninvolved skin from one affected individual
showed a thickened stratum corneum but no signs of blistering or
ultrastructural abnormalities at the dermal-epidermal junction or
within the epidermis. Sequencing of KRT5 and KRT14 (keratins 5
and 14) showed no mutations, but whole exome sequencing dem-
onstrated a heterozygous missense mutation in KRT1 encoding
keratin 1, p.Ser338Pro, in the 4 probands tested. This amino acid
substitution is located within the L12 linker region, close to where
other pathogenic mutations in keratin 1 have been reported in unre-
lated individuals with EI. Therefore, the most likely diagnosis in
this family is EI due to a novel mutation in KRT1.

This clinically mild disorder and new KRT1 gene pathology
extends genotype-phenotype correlation in EI and underscores the
value of next generation sequencing in diagnosing clinically atypical
genodermatoses.

A CASE OF PHYLLOID HYPOMELANOSIS — A RARE BUT
SPECIFIC PRESENTATION OF CHROMOSOMAL MOSAICISM

doi:10.1136/archdischild-2013-304107.042

'L Solman, 'M Glover, "?VA Kinsler. 'Paediatric Dermatology Department, Great Ormond
Street Hospital, London, UK; ?Clinical and Molecular Genetics Unit, UCL Institute of Child
Health, London, UK

This 18 month old boy presented with a history of hypopigmented
macular lesions, mild neurodevelopmental delay and recurrent epi-
sodes of acrocyanosis with tachycardia and increased tone. The
cutaneous lesions developed from the age of 3 months, affecting
the right trunk and right upper and lower limbs. Examination
revealed large well-defined hypopigmented macules in a classical
phylloid pattern, with a midline cut-off anteriorly and posteriorly
on the trunk, compatible with a diagnosis of phylloid hypomelano-
sis. Mild facial dysmorphism was noted. Neurodevelopmental
assessment at the age of 12 months suggested mild global delay;
EEG and MRI of the CNS are pending. Cardiovascular examination
was normal, however 24 hour ECG revealed non-specific ST seg-
ment changes. Ophthalmologic assessment was normal. Array
comparative genomic hybridisation on a peripheral blood sample
was normal. Karyotyping of affected and unaffected skin fibro-
blasts is underway:.

Phylloid hypomelanosis (Greek phyllon = leaf, eidos = form) is
characterised by congenital hypopigmented macules resembling a
floral ornament, with round, oval or oblong patches (1), distinct
from the commoner Blashko-linear distribution. It is a rare but
highly specific sign of chromosomal mosaicism, universally associ-
ated thus far in the literature with mosaicism for duplications of
13q (1.2). Associated extracutaneous anomalies vary, and can
include neurological, ocular, dental and skeletal defects (2). Cardio-
vascular abnormalities have not been reported thus far, and follow-
up in our patient will clarify whether this is an associated or
incidental feature. Affected individuals require multi-disciplinary
assessment and long-term follow-up. As this is a somatic mosaic
condition the possibility of fully affected offspring from the pro-
bands should be addressed at an appropriate age.
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DEVELOPING PAEDIATRICIANS AS FUTURE CLINICAL
LEADERS: ENABLING DOCTORS IN QUALITY
IMPROVEMENT AND PATIENT SAFETY (EQUIP)
PROGRAMME DESIGN AND EVALUATION
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Aims Paediatric postgraduate training needs to prepare paediatri-
cians for the future delivery of high quality care. Doctors in Post-
graduate Training (DrPGT) are often best placed to identify safety/
quality concerns and can innovate across organisational boundaries.
To address this, a programme was developed at a large tertiary cen-
tre providing a supportive educational environment. Its aims are to
allow experiential learning on an improvement project alongside
teaching of quality improvement (QI) and systems theory.
Methods EQuIP (Enabling Doctors in Quality Improvement and
Patient Safety) supports DrPGTs through a QI project within their
department, aligned to Trust’s objectives. A three level approach to
the programme ensures DrPGT engagement. All DiPGTs participate
in a Thr workshop to understand the importance of QI (level 1). Level
2 is a 6-month rotational programme with 2 full day workshops on
improvement methodology, project surgeries facilitated by managers,
and mentoring with senior clinicians. Level 3 is more intensive, over
a 9 month period, to develop expertise and deliver level 1 workshops.
The innovation involves a peer-designed programme while being
work-based, delivering organisational strategies. Pre- and post- pro-
gramme questionnaires allow Kirkpatrick 4-level evaluation.
Results All 40 participants agreed that the project was a valuable
learning experience and that the programme met their expectations
(level 1, reaction). Level 2, learning, was demonstrated by an improve-
ment in QI definitions post programme, awareness of QI resources
and confidence in using methodologies including PDSA and process
mapping (P < 0.001). Post programme, all but one participant said
they are planning another QI project and that they are more aware of
improvement work in their unit (behaviour change, level 3). Benefits
to the organisation (level 4) are evident from successful projects pre-
sented to the executive team showing reduction in DNA rates,
improved theatre efficiency, improved quality of medical notes etc.
Conclusion EQuIP changes the way DrPGTs view healthcare as
they become quality champions for their department. The design
and evaluation of EQuIP may inform similar educational pro-
grammes in other organisations. This capacity building is crucial to
ensure future Paediatric leaders have the skills and motivation to
improve the effectiveness of our healthcare system.

USE OF TRANSLATED VERSIONS OF ROYAL COLLEGE OF
PAEDIATRICS AND CHILD HEALTH (RCPCH) APPROVED
PREM TOOL FOR PATIENT FEEDBACK IN AN ACCIDENT
AND EMERGENCY DEPARTMENT DEALING WITH A
MULTIETHNIC POPULATION
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Aims The aim of our study was to collect feedback by using the
RCPCH PREM tool for paediatric urgent and emergency care (AKE),
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and to try translated versions of the tool to maximise the participa-
tion of respondents with limited knowledge of English in a diverse
ethnic population

Background Patient/parent satisfaction surveys are important
monitoring tools used in the national health service (NHS). Before
the Urgent-and-Emergency-Care PREM tool was published by the
RCPCH in October 2012 there was no standard feedback form for
paediatric A&E. This new tool is a well researched and standardised
tool for obtaining children/parent feedback.

Methods Demographic data from the census was collected which
showed that our NHS trust caters for a population with a large per-
centage of Turkish/Greek Cypriot, African and Somalian ethnicity.
There is an annual attendance of about 38000 to children’s A&E.
While doing the survey, we eliminated the bias due to language-
barrier by translating the RCPCH tool in Turkish and Somalian, the
two commonly spoken languages in our ethnic population-group.
The PREM tool was translated by doctors with knowledge of the
languages and was colour coded for adult or children versions. Ques-
tionnaires were given to consecutive willing parents and/or children
while waiting in the department. The feedback forms were anal-
ysed on Microsoft-Excel using common statistical methods.
Results Total of 50 feedback forms were collected. Feedback was
given by 12(24%) children, 29(64%) parents and 4(9%) by both. The
study group had 19(41%) European, 9(20%) Asian, 12(26%) African
and 2(4%) mixed. The main languages spoken were English 25(57%),
other European 10(22%), and all other 10(22%). The main high-
lights of the survey was that 43 of 46 (94%) respondents were satis-
fied by the services, 24(49%) waited longer than expected, 15(32%)
wanted better information while waiting and 4(8%) were not given
adequate privacy.

Conclusions The introduction of feedback-forms in multiple lan-
guages has perhaps given a more unbiased feedback with more involve-
ment of the ethnic subgroups. The results were overall satisfying but
a few specific areas that need improvement were identified. The
responses to individual questions will also serve as a baseline for serial
monitoring after implementing changes and training in problem areas.

DEVELOPING PRINCIPLES FOR DELIVERING AND
COMMISSIONING BETTER HEALTH OUTCOMES AND
EXPERIENCES FOR CHILDREN AND YOUNG PEOPLE SO
THEY ARE COMPARABLE WITH THE BEST IN THE WORLD
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Aim The development of a single set of principles to be used by
providers and commissioners, across the whole healthcare system
wherever a child or young person is seen. The aim is to improve the
health outcomes and experiences for children and young people
(CYD).

Methods A multi-professional team of GPs, Health Visitors, School
Nurses, Paediatricians, Public health, Children’s Nurses, patient and
family representatives came together over a period of 6 months in a
number of facilitated work- shops.

CYP and family engagement was central to this work with visits
to Children’s Centres, primary and secondary schools to listen to
families experiences of health services. A graphic illustrator cap-
tured the key messages from each engagement event.

The principles were referenced against the Children and Young
People’s Outcome Forum Report and the NHS Mandate.

Results A set of 6 principles;

1. Child and Family focused
. Health Promotion
. Transformation
. Settings
. Information and Communication

6. Evidence Based and Sustainable

Each principle has an aspirational statement and then indicators
to be used to evidence achievement towards a principle. They can be
used to assess an existing service or to develop a new service and can
be used for a condition across a pathway e.g asthma or for a service
e.g. GP practise.

The principles have been developed as a single A5 poster for ease
of use and are colourful and visual. A postcard has also been devel-
oped which summarises the feedback from young people and fami-
lies but also translates the principles for families so that they know
what they can expect from services. Figures 1, 2, 3.

Local organisations are encouraged to add their own and health-
watch websites to the postcards to allow continuing feedback from
families.
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