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SERVICES FOR ADULTS WITH OSTEOGENESIS IMPERFECTA

My name is Sue Stewart and | am an
endocrine genetic specialist nurse.
I work in the Clinical Genetics Unit
(Birmingham Women’s Hospital NHS
Foundation Trust) and the Department
of Endocrinology (University Hospitals
Birmingham NHS Foundation Trust).

This role came about as part of a
Department of Health funded initiative
to promote Genetics in Mainstream
Medicine. Part of this initiative
involved setting up a joint bone
genetic clinic, within the existing bone
service, particularly aimed at patients
with  inherited bone conditions.
From our genetic database of prior
consultations, we realised that there
were a great number of adult patients
with Osteogenesis Imperfecta who
might benefit from a clinic of this type.

JOINT BONE GENETIC SERVICE
for ADULTS WITH OSTEOGENESIS
IMPERFECTA (Ol) (Brittle Bones)

This clinic currently runs on a
monthly basis with two consultants
with a specialist interest in metabolic
bone diseases, a clinical geneticist,
and myself. We also have a link
with a Birmingham Dental Hospital
consultant with an interest in
dentinogenesis imperfecta. We work
very closely with Ol specialist services
at Birmingham Children’s Hospital
and provide a transition service for
children as they approach adulthood.

The joint clinic offers a screening and
information service to new referrals
and follow-up patients in a relaxed
outpatient environment. Frequently
adults with Ol enjoy many years
without fractures once they have
passed beyond their teenage years.

However, the ageing process can
adversely affect bone density and
bone strength in all adults, including
those with OIl. Our clinic aims to
provide patients with up-to-date
advice about bone screening and
treatment, to aid bone health in future
years and, to minimise risk of fracture
that increases in everyone as they get
older.

A medical history is taken, including
past fracture history, and an initial
bone density scan (DXA) may be
requested. This helpsto assess current
bone strength and the information
is useful to monitor changes which
may occur from this baseline in later
years. Very often, active treatment is
not required in early adult life and a
patient will be followed up at two to
three yearly intervals, or can ask for
an earlier appointment if necessary.
Those patients who do require drugs
to reduce the risk of fracture are
offered the most up to date choice of
treatments available. Such treatments
may be daily medicines taken by
mouth, drugs that are given directly
into the vein just once every year, or
daily injections of potent bone forming
drugs.

The dental and hearing problems that
can be associated with brittle bones
are also discussed and appropriate
referrals made.

Some patients are well informed
regarding the hereditary aspect of
Osteogenesis  Imperfecta, others
less so. Our patients are given the
opportunity to discuss how and why
brittle bone disease occurs, how it is
inherited and if it is relevant to others

in the family. Younger adults may also
be thinking about starting their own
family and can attend with a partner
to discuss questions they may have.
A family tree is drawn as it helps us to
assess if there are other relatives who
may benefit from an appointment.
(All information is strictly confidential
and other family members are not
contacted directly)

This clinic has now been running for
approximately two years and has
proved popular with patients. Many
say they have found it useful to attend,
and feel reassured knowing they now
have a point of contact.

For further information please email
susan.stewart@bwhct.nhs.uk

or call me via my work mobile: 07812
135528.

Please feel free to discuss this article
with your own Doctor as we always
seek your GP’s permission before
offering an appointment at our clinic.

Catch up with friends old and new at
our Conference in Kent October 2009.
See page 4 for more information.
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LEADING THE WAY MBE’S

Lee (John) Chappell from Leeds,
younger brother of Helen who has
Ol, has been awarded an MBE for
services to the RAF. He attributes
many of the skills he uses in his day
to day life, to his family.

“As a boy | quickly had to adapt and
learn not to be so boisterous with
Helen and indeed lead by example
in ensuring our peers were similarly
careful not to break her bones.
This leadership, | strongly believe,
developed quickly through my
interactions with her, and support
that | provided in helping my parents
with the mighty logistics effort of
normal living, trips out , wheelchairs
et al. All of these experiences
helped develop me and if Helen can
do so much even with her disability
then I'm not going to let the side
down and needed to try as hard with
my own life.”

PAULA THACKER, MBE

Paula Thacker from Peterborough,
has received an MBE for her
services to disabled people for 35
years including driving the PHAB
bus and fundraising tirelessly for a
huge variety of charities supporting
people with disabilities. She learnt
about her MBE when she was on a
cruise with her mum and her local
MP phoned to tell her the news. She
was totally surprised by this honour.

The captain of the ship invited Paula
and her mum to a lovely dinner
(champagne included) to celebrate
her achievement. Paula is very
excited and grateful to receive this
honour and has enjoyed all her work
with all the different charities that she
has done over the years.

JOHN CHAPPELL, MBE

The citation he received was
acknowledgement of both the hard
work and positive attitude Lee had
put into his work. “He set about his
work with inspirational tenacity and
determination instilling a culture of
customer focus and value added
across the support chain.

Sqgn Ldr Chappell has shown tireless
devotion, inspirational leadership
and tenacity, and has changed a
Squadron’s culture and returned it
to excellence. His contribution has
been total”

IN OTHER NEWS . ..

NOMINATION EFFORTS
Rumour has it there are going to
be postage strikes at varying times
and places throughout the UK. If
you are sending your nomination
form to us and are concerned
about it reaching us in time, please
drop us a phone call or an email to
let us know you have posted it.

HIP OPERATIONS

EMAIL NEWSLETTER

We would like to thank those who
have asked to receive newsletters
by emails, as this keeps our
postage costs down.

Don’t forget, if you change your
email address or move house, to
get in touch so we can keep you
up to date with what’s happening.

If you want to sign-up for the
e-mail newsletter please just
drop an email to Annette with the
subject heading Newsletter Alert
to: annette@brittlebone.org

We have been getting quite a few calls recently from adults who are being
offered hip replacements as they have ongoing pain, and are having
difficulty with mobility. People with Ol find this a difficult decision to make,
both as to whether to have the procedure done and balancing the risks

versus benefits.

We would like to hear from anyone with Ol who has had a hip replacement
operation or even if you considered it but decided not to go ahead.

It is hoped we can get a database of people together, who can support

and inform each other.

Want to contribute to our publication? Drop us a line to: The Brittle Bone Society, Grant-Paterson House, 30 Guth




OVER TO YOU...

ESCAPING FROM YOUR WORK (IN AN EMERGENCY!)

We have been contacted by member
and Trustee, Mark Ross who is
wondering if you have any solutions
to a problem he’s encountered

“We all remember only too well the
Fawlty Tower sketch where Basil
panicked when there was a fire at
the hotel. Yes it was funny but how
do people with Ol manage in the
event of an emergency. Getting
out of a building from the ground
floor is fairly easy provided people
don’t ‘push and shove’. Let's

THOMAS ANDERSON

kkHe is
dearly

missed?)

imagine you're on the fourth floor
of a building, perhaps your place of
work. You can’t use the lift. So how
do you get down?

= get bumped down in your
manual wheelchair: this can cause
someone with Ol to fracture and
it can be extremely difficult for the
person taking you down for obvious
reasons

® be carried in a papoose
attached to someone’s back: a
carrier or papoose is a safer option
as you are protected by the person
taking you down. However you have
to be of very small stature and fairly
light for this to be feasible.

= be taken down in an Evac
chair: an Evac chair could be a
better option as more people can
take you down the stairs with less
effort and less risk of a fracture.

The list is very limited especially

when in a work situation it is you and
your employer who have to arrange
a safe evacuation procedure and
not the Fire Brigade.”

Mark is in the midst of trying to come
up with plans with his work for safe
evacuation and would welcome
comments from anyone who has
been in this situation and would like
to hear of their experiences and
learn what other people have found
helpful.

If you would like to get in touch with
Mark please email:
karen@brittlebone.org

or phone 08000 28 24 59

We would all like to express our
condolences to the family and friends
of Thomas Anderson. Thomas
was from Carrickfergus in Northern
Ireland.

He had been 17 in December 2008
and this had tied in with our Xmas
party in Belfast. So we had all taken
great delight in surprising him with
a birthday cake and a very tuneful
chorus of Happy Birthday to you. As
you would expect of any 17 year old
Thomas was mortified!!!

Unfortunately shortly after this,
Thomas went into hospital due
to various medical complications
related to his Ol and Basilar
Invagination. He passed away in
April earlier this year. He is dearly
missed and he will always hold a
place in our thoughts.
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FRIDAY 2ND OCTOBER 2009

CONFERENCE PROGRAMME 2009

19:30 Shove Ha’penney - come and have a go!

SATURDAY 3RD OCTOBER 2009

09:30 - 09:45 " B RN 01e}i{-1}
09:45 - 10:00
10:00 - 11:00

11:15 - 12:45 el

Mayor of Ashford, Introductions

Dr Allgrove, Royal London Hospital

12:45 - 14:00 WEVley

(R0l R4 Joanna Cannon. Living with Ol

and a New Baby
14:45 - 15:00
15:00 - 16:00

Tea & Coffee

Sue Lea, Claire Hill, Day to Day
Issues for people with Ol

16:00 - 16:10
16:10 - 16:20
16:30 - 17:30
18:00 - 19.00

EPP, Expert Patients Programme
LIMBO, Cast Covers for Swimming!
Tracey Cox relationships

Sophie Pelham, Actress &
Perfomer, Mental Health

(ferefol \EAAS Y Disco and Raffle Draw

Children & Young People:
Morning - Wheelchair tennis from
para-olympic competitors!

Children:
14:30 - Magician

Young People:
14:30 - Tracey Cox, relationships
(no parents allowed!)

Teenagers:
Chill-out Zone

SUNDAY 4TH OCTOBER 2009

(fo s oefe)  Tea & Coffee

(ol W2 Dr Ann Dalton Geneticist

12:00 - 13:00 [Tl

(Fei00) o 2He[08  Alison Wisbeach

(250J0) S lSH0l0)  Sports - rackets at the ready!
(005 Simon McKeown, Motion Display
(R CERGHI N Tea & Coffee

16:00 Finish

For Everyone:
Beauticians, get a make-over! Find out
how to use make-up to hide surgery scars

Children:
Story time and Acting, Wind in the Willows

ALSO...
FREE MASSAGES

Paul Skidmore, Licensed massage
therapist and parent of Ol child offering
free massages to anyone who's interested,
sign-up sheet at reception.




2009 CONFERENCE & AGM
Saturday 3rd & Sunday 4th October

Ashford International Hotel
Simone Weil Avenue, Ashford, Kent, TN2 8UX

REGISTRATION FORM

Please use BLOCK CAPITALS

Contact Name — ....ooiiiiiiiiiieiieeneans Daytime Telephone ...
Address L Evening Telephone ...

.................................. Fax
Postcode E-mail

Please give details of everyone who will be attending and indicate
whether they will be attending for one or two days.
For details on how to pay your registration fees please see overleaf.

Name Age | Saturday? | Sunday? | Wheelchair? |Special Dietary
Y/N Y/N Y/N Requirements

Will you require creche/childcare facilities? YES/NO



Payment Details

Conference & AGM 2009

ATTENDEES RATES TOTALS

...... ADULTS (15 & OVER), 1 DAY @ £25

...... CHILDREN ( AGE TO 14 ), 1 DAY FREE

...... ADULTS (15 & OVER), 2 DAYS @ £50

CHILDREN ( AGE TO 14), 2 DAYS | FREE

oooooo

Payment by cheque

Please send a copy of this page and a cheque for the total to -
Brittle Bone Society, Grant-Paterson House, 30 Guthrie Street, Dundee, DD1 5BS

Payment by Credit/Debit Card

As you know there has been a growing general concern about identity theft and the secu-
rity of credit/debit card transactions. Therefore we no longer suggest that you make a
credit or debit card payment by post.

You can, however make a credit/debit card payment by phone, just call us at 01382
204446 between 9.00am and 4.30pm, Monday to Friday.

Please have your completed registration form and card details ready when you call, then
forward this page to the office by post.

For office use only
Date processed ...... [...... l...... Processed by .......ccoiiiiiiiii



As the start of the new term
approaches we get many calls
from parents, schools, clubs and
associations all looking at how to
do the best for a child with Ol.

A common problem is the issue of
Disclaimers. Parents often contact
us saying that they’ve been asked
to sign a disclaimer by a school
club etc to say that if the child has a
fracture they won'’t sue.

The Britle Bone Society would
normally urge parents against
this course of action as it could
be viewed as discrimination. We
would encourage schools not to put
parents in this position.

Schools are cautious of being
held responsible for a fracture.
Teachers, prime concern is the
safety of the children but remember
professionally the school has a
responsibility to protect both staff
and pupils.

For further information contact
karen@brittlebone.org

JAMES SMITH

We were all very sad to learn of the
death of James Smith from Elgin.
James was only 22 years old but
was already a very accomplished
international bowler and was an
inspiration to everyone who knew
him.

James was introduced to bowling at
Stoke Mandeville when he was 13
years old. He was soon playing in
the junior section of Elgin Bowling
Club on Wednesdays, after school
and got a specialised wheelchair for
the bowling greens.

By the age of 16 he was competing
in the South Pacific Invitational
in Sydney and the WIBC-U 25
Singles in Belfast. A year later he
partnered lvan Prior to the British
Isles Wheelchair Pairs title and went

OH NO! BACK TO SCHOOL?

HOW CAN EVERYONE BEST WORK TOGETHER?

The school/club can cover their responsibilities by:
a. Risk assessments/co-ordinated support plans/statements

b. Planning in advance
c. Talk with parents
d.

Discuss problematic activities with parents and pupils

i.e trampolining

e. Listen to the child, even young children will understand

their condition

\

Parents can help by:

a. Not being too anxious, new experiences are good for
all children’s development!

b. Give schools essential information, while not bombarding
them (side effects of medication - helpful, ensuring teachers
know every fracture your child’s ever had, not so helpful!)

c. Perhaps an A4 (typed) sheet of information,
d. Acknowledge the school’s concerns

J
| |
\

What can children and young people do:
a. Try to speak-up for yourself, your opinion is essential
b. Don’t be scared to ask for more help or to ask for more

independence

c. Sometimes you will feel really angry, go somewhere to
calm down and then it's really important that you tell
someone why you're angry. )

J
|
\

on to help Scotland win the Home
Counties International series in
2004, 2006 and 2007.

James really enjoyed playing in
Australia partly because he really
enjoyed bowling in hot conditions on
fast greens and he returned there
in 2007 when he finished fourth in
the World Wheelchair Singles and in
the same year he won the Scottish
Wheelchair Outdoor Singles.

He said that he would never forget
the people he had met and the
experiences he had had because
of bowls and he remained a very
positive person despite all his health
problems. He enjoyed life to the full
and was at a rock festival with his
friends when he took ill.

He will be missed by bowlers and
non bowlers across the world.







