
Abstract 397 Table 2 Recommendations based on area of
consensus

Conclusion This new UK consensus for the management and
surveillance of IIH provides a realistic and pragmatic
approach, based on expert opinion for best clinical care for
children and young people with IIH. We hope these recom-
mendations will minimise under and over diagnosis, improve
the care offered, and outcomes obtained.
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Aims Alpha 1 antitrypsin deficiency (AATD) is a rare co-domi-
nantly inherited disease mainly affecting the liver and respira-
tory system. The presentation with peripheral neuropathy in
children has not been reported yet according to our knowl-
edge. We herein report a case of AATD that presented as
demyelinating peripheral neuropathy at the age of 3 years.
Methods
Mast D, born without any significant concerns during preg-
nancy to a non-consanguineous healthy parent. No family his-
tory of a similar disease or any other neurological diseases
was identified. He presented with delayed walking, unsteady
gait with frequent falling and flat feet at 3 years of age.
Other developmental milestones were age appropriate includ-
ing fine motor and social milestones. His only admission to
hospital was at 1 year of age for simple febrile convulsion.

His growth parameters were within the normal range.
There was no muscle wasting or contracture to denote any
long-standing illness. He was mildly hypotonic symmetrically
in both limbs while maintaining a good muscle power, meas-
uring of 4/5 on the MRC scale. His tendon reflex was

globally diminished. He did not have any elicitable sensory
abnormalities.
Results His nerve conduction study revealed as demyelinating
sensory-motor peripheral neuropathy.

While extensively evaluating of peripheral neuropathy,
found to have very low serum Alpha 1 protein in serum pro-
tein electrophoresis. The subsequent genetic mutation analysis
for Alpha 1 Anti Trypsin Deficiency (AATD) became positive
and he was deficient in PI*Z allele.

Ultimately, he was diagnosed as Alpha 1 Antitrypsin Defi-
ciency with demyelinating peripheral polyneuropathy. He was
treated with high dose steroids and immunomodulator therapy.
He showed a marked improvement. He improved tremen-
dously to have a normal walking pattern without fall and
unsteady gait within 2 months of treatment despite diminished
reflexes. At six and half years, he had a clinical event of diffi-
culty in walking following a febrile illness. The concurrent
NCS revealed severe sensory-motor demyelinating polyneurop-
athy which responded dramatically to steroid pulse therapy
again. He is now on a low dose of steroids with a steroid
sparing agent and is leading a normal life while being fol-
lowed up at a medical clinic for proper precautionary manage-
ment for his AATD with regular lung function test and
prophylactic vaccinations.
Conclusion AATD can very rarely present as peripheral neuro-
pathy. The importance of diagnosis is heightened by the neces-
sity for timely management and prevention of systemic
complication. The rarity of the condition may lead to over-
looking investigation for AATD as an aetiology for peripheral
neuropathy.

Immunomodulatory treatment was found to be effective in
treatment of our patient with AATD similar to the previously
reported adult patient. The treatment duration needs to be
established, may be longer than in patients with idiopathic
chronic demyelinating neuropathy as the underlying AATD
which is postulated to be involved in the pathological process
essentially remains throughout life. Here we draw attention to
the relapse of disease in our patient after two years of treat-
ment. The actual pathophysiology and the role of immuno-
therapy as well as the efficacy of AATD targeted therapy on
neuropathy need to be studied further.
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Aims To investigate geographic variation in epilepsy admissions
and new epilepsy diagnoses among children and young people
(CYP) aged under 18, in England. Outliers in hospital admis-
sions and new diagnosis rates will be studied to explore com-
mon factors and inform quality improvement efforts.
Methods This study involved a retrospective secondary analysis
of quantitative data. Trust catchment populations were calcu-
lated based on the proportion of CYP from surrounding local
areas that attend each hospital, using Hospital Episode Statis-
tics Admitted patient care (HES-APC) data and Office for
National Statistics data on Lower Super Output Areas, which
are small geographic areas. HES-APC data for emergency
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