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MAJOR CHANGES AT THE

i

~ SOCIETY'S NATIONAL OFFICE

The Society has undertaken a major
restructuring exercise to shape it for
the challenges of the year 2000 and

beyond.

This has taken place as a
resuit of the Soclety's
work in implementing Its
Strategic Plan, The
planning bagan over two
years ago when priority
areas were identified.
Having identified the
priorities, the Executive

.. Committee considered

the structure of its own
internal working
procedurss and reviewed
its national office staff
and premises.

At the same time an
extensive naeds
assessment exercise
involved the membership
in identifying the -
changing requirements of
peopie with hasmophilia.

The Executive Committes
has now implemented
the restructuring of the
national office
organisation in line with
the needs of the Strategic
Plan,

The national office now
oparates with two
departments which
reflact the new Executive
Committes structure. The
Services Department,
under Graham Barker
handles the core work of
the Socisty, This work
includes such items as
services to individual
members and groups,
campalgning and
government and public
relations. The Resources
Department under Susan

Archer deals with the
day to day running of
the Soclety office, such
as office management,
finance and membership
administratior, Graham
and Susan should now
he your main points of
contact at the national

“The two departmeant

format, with each dealing
with separate aspects of
the Society’s work Is the
outcoms of the review of
aur approach,” sald
Haemophilis Society
Chairman, the Revd Alan
Tanner.

“The new structure will
enable us to continue to
be at the forefront in
matters that affect the
fives of peopie with
haemophilla and yet
have a greater flexibility

It is with the deepest
rogret that we report the
death of Society Vice
Chalrman Ken Milne.

Ken was a long serving
and staunch supporter of
the Soclety and he will be
greatly missed,

A full tribute to Ken will
appear In the next edition

of The Bulletin.

to involve a wider cross
section of the member-
ship in the operation of
the Society.” Having the
two departments,
providing mutually
complamentary
services, means that the
Society has greater
depth of resource
avaiiable to provide
services for people with
hasmophilia,”

The new structure has
meant that the Society

____has had to lose some

existing posts, while ™
creating two new
positions at the national
office. One of the posts
that has been lost is that
of General Secretary of
the Society.

"David Watters, gave the
Society sterling service
over the years and
successfully led the
organisation through a
critical period when the

sampaign for
compensation was high
on our agenda,” said the
Revd Tanner. “We wish
him every success in the
future.”

Two new posts have
already been advertised
and appointments are
expected soon. The
posts are Member
Services Officer and,
Head of Fundraisifig.
Both are seen as ¢yuclal
to the success of tfie new

structure, The Member

support the work of the
Services Department,
allowing a greater depth
of resource to be
available, The Head of
Fundraising will also
have a vital role to play.
The Socisty will need to
at least double its annual
revenues by the year
1985 to finance its
planned expansion in
sarvices.
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la Bolton-Maggs, of Alder Hey Royal Liverpool Children’s NHS Trust

bisading which usually
starts some hours later.

o *Awwwin'severe"haemophma'A T

or B, where there Is
virtually no detectable fac-
tor VIt {in haemophilia A)
or factor IX {in haemophif-
ia B), individuals are Hable
to have bleeds into joints
and muscles. Such
individuals do not bleed
spontaneously from other
placas (such as the nose
or bowael) unless there is

These are both inherited
disorders, but in abouta

ophilia A no other affected
males can be traced in the
family. Haemophllia A and
B are inherited as sex- -
linked recessive disorders,

third of casesof haem=—

frora 50 to about 160 ufdl.

‘“‘”lﬁis“impcm‘ntt’cs"kn‘oW“’” I
that

3
true, in other words, if the
type of haemophilia in
your family Is severe,
then all affected

erhaps In planning
uture children.
Another important fact to
know is that carrlers may
have factor Vi

o significan

surgery. This Is because
although all women have
two X chromosomes (see
below), in all body celis
one of these is randomly
switchad

same other local cause.
People with haemophliia
DO NOT bleed abnormally
from trivial cuts to the
skin,

Haemophilia A, &
deficlency of clotting
factor Viil in the blcod,
occtirs at a frequency of
around 1 in 19,000 of the
population, and the ¢lini-
cally simiter disorder,
Haemophilia B, a
deficiency of ¢lotting
factor IX {Christmas
digease - named after the
first pationt to be des-
cribad with this disorder}
accurs at a lower frequen-
oy of about 1 in 30,000,

abdomen or back, in
patlent D, the concentra-
tion of factor IX increased
10 240 ng/mi from 71
ng/mi, maintalning a level
of 220 ngfmi at present,
expressing continuously
for 6 months. The plasma
activity of factor IX
increasad from 2.9% to
6.3%. The patient’s bleed-
ing tendency improved. In
patient W, the concentra-
tion of factor IX increased
from 130 ng/mi to 280
ng/ml, maintaining a level
of 220 ng/m! with continu-
ous expression for 5
months, but with an unsta-
ble increase. The two
patients are being fol-
{fowed up. To date, no
adverse side effect has
been observed in elther
patient. We demonstrated
that the whole procedure,
including transferring the
gene Into autologous skin
fibroblasts (mediated by
retrovirus), covering cells
with coltagen and grafting
under the skin, Is safe,
simple and feasible.

{Transtated by Dr. Xin
Chen with assistance from
Dr, E.G.D. Tuddenham)

Both haemophilia A and B vary in severity; some individ-
uals are sevaerely affected while others have mild disease.
In general, the clinical pattern of the haemophilia can be
predictad from the blood level of the affected factor, le:
Level of factor clinical picture
Severe hagmophiiia <1 u/di Spontaneous
Aor8 bleeding into
muscles and joints
Moderate 2-5 ufdl Less likely to
haemophiila have. © ..
spontansous
bleading . -
? Haemorrhags.
after Acecldents
and surgery .
Miid haemophilla  5-50 u/dt Bleed after- . -
surgery ‘and accidents -
may nevef be
diagnosed .
That means that women individuals can be expect-
¢an carry the abnormality ad to be severe, On the
and pass it on to both other hand, if the -

male and female chitdren,
but the disorder is usuaily
expressed only in the
malechiftd, . . .
The normal level of
factors Vil and IX can be

haemophiiia in your -
family is mild, then all
affected indlviduals will

_.be.mild, This is important.. .

to consider when faced
with the diagnosls, and

this, on average a carrier
will have a factor Vil levet
around SO u/dl. However,
some will be higher than
averags, because more
defective X chromosomes
are inactivated, but other
waomen wifl have less
than SO u/dl, bringing
them into the range of
bleeding problems,
About one third of
carrfers have levels of
factor VIi betow 60 ufdl,
The practicat conse-
quencs of this is, that if
you ara a carrier, you
should know what your
factor Vil or IX level is, in
case you need spaglal
management to avold

.excessive blesding.after . ... .

surgery and dental
extractions.

VIRAL TRANSMISSION OF HEPATITIS C AND HIV
IN PARTNERS OF PEOPLE WITH HAEMOPHILIA

Heterosexual partners of
haemaphilia patients do

not carry an exaggerated
risk of HCV infectfon.

This, the principal finding
of a study carried out at
the Royal Free Hospital,
largely confirrns what has
been abserved In earlier
investigations

Dr Telfer revealed the
findings of research
designed to determine
the risk of heterosexual
transmission of HCV and
HIV in partners of anti-
HCV-positive haemophiila
patients ‘Quite a lot s
known about the hetero-
sexual spread of HIV
infection,” he said, ‘but
not so much about the
heterossxual spread of
HCV.

Although most studles
suggest a low lavel of
risk, a recent US study on
the Incldence of non-A,
non-B hapatitis showed
that In six per cent of new

S e e

cases the principal risk
factor was exposure to a
sexual partner. |

The Boyal Freé team
tested the partners of 53
HiV-saropositive
haemophilia patients, and
the partners of 60 HCV-
seropositive patients,
Since 1983, couples
attending the Royal Free
have hean advised to uss
harrier methods of con-
traception to raduce the
risk of viral transmission,
But median exposure to
the virus was found to be
10.8 years in the case of
the HIV patients snd 17.3
years in HCV patients,
‘This indicates,’ said Dr
Telfer, "a long period
when partners wouid
have been exposed to the
virus before we began to
counset them about the
use of condoms.’

Four of the 63 partners
{75 per cant) of HIV-
seropositive hasmophilia
patients tested

seropositive for HIV
themselves. Only one
partner of the 60 HCV-
seropositive hasmophilia
patients (1.7 per cent}
was found to he HCV
saropositive.

Dr Telfer concludad that:

i} Thereisalow
prevalence of HCV
Infection in partners of
haemophilla patients.

i1} HIV is more prevalent
than HCV in partners of
patients with both
infections - a finding
that is in keeping with
the fact that their
partners have had
prolonged exposure to
hepatitis C and are
mostly HIV
saropositive.

He teported that the

Royal Free Is continuing
to advise both thelr HCV- -
and HiV-seroposltive
patients to use barrler
methods of

contraception,
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from the British Society for Haematology annual scientific meeting

While the treatment of
hasmophlifa patients has
been revolutionised by
the judicious use of
clotting factor
coneentrates, inability in
the early years to effect
viral inactivation has had
fatal consequences.

Thus, while spontaneous
bleeding can now be

_treatad effectively, and
while surgery has
become a safer
pracedure, as many as 60
per cent of patients who
contract hepatitis as a
result of blood
transfusion go on to
develop chronic hepatitls,
Some 20 per cent of
these patients develop
cirrhosis over the course
of a decade, often with
resulting liver failure and
hepatoceliular
carclnoma.

It was against this bleak
hackground of chronic
viral infection - notably
HIV and non-A, non-B
hef)atitis - that Dy Paul
Telfer, from the Royal
Free Hospital, London,
detalled a study locking
at hasmophilia patients
treated with biood
products.

“Potentlally, this Is a very
large problem - but we
reaily don‘t know very
much about the natural
history of non-A, non-8
hepatitis; in particular,
whather svery patlant
with chronic hepatitis Is
fikely to develop
comptications, and over
what time period this
may develop”. In 1989,
the virus responsible for

most cases of post-
transfusion hepatitis was
identified as hepatitis C,

The Royal Free study
tooked at 1,220 patlents
with congenjtal coagule-
tion factor deficiencies, of
whom 269 were antl-HCV
serapositive, The median
age of the patlents
investigated was 32

{range seven to 82} Some

74 per cent had
haemophilia A, 17 per
cent haemophitia 8 six
per cent von Willebrand's
disease. Of the remaining
three per cent, six
patlents were carriers,
and one patient had
Factor X! deficiency,
Bleeding was classified
as severe in 87 per cent
and mild or moderate in
33 per cent.

HIV status was sero
positive in 42 per cent
and negative in 58 per
cent. Eight patients {three
per cent were hepatitis B
surface antigen (HBsAg)
positive Median duration
of exposure to
coneentrates was 16.2
years {maximum 28
yedrs, minimum three
years).

Somse 224 patients {83
per cent) had evidence of
chronic hapatitis, eight
{three Rer cent) had
portal hypertension, nine
{three par cent) had liver
failure, whils one {0.4 per
cent) had hepatocsllutar
carcinoma and 47
patients died.

The study revealed that
patients older than the
median, those who had

besn exposed to HCV for
more than 16 years, and
HIV saropositivity were
all independent risk
factors for chronie
hepatitis, The severity of
hasmaophilia, however,
was not independently
assoclated with an
increased risk.

Dr Telfer concluded that

i} There are a large
number of
haemophilia patients
who are antl-HCV
seropositive as a
result of blood
product therapy

Chronic hepatitis is
present in 83 per cent
of these patients - a

il

=

highsr parcentage
than has been
reported In post-
transfusion hepatitis C

il}) 88 per cent have been
expaosed to hepatitis C
for at least a decade,
and 12 per.gent for
more than two decades

A
“This is a disease that is
still early in its svolution,”

two orthres decades we
may be sesing many
more patients presenting
with liver failure.”

He urged that treatment
should be directed
towards such patients,
and towards those who
are also HIV seropositive.

JOINT CARE AND
EXERCISES

Don'‘t forgst that the
Saclety has a range of
booklets on aspects of
haemophilia care that
are avallable to
members and their
families,

Cne of the most recent
Is Joint Care and
Exerciges. Prepared by
the Haemophilia
Charterad
Physiotherapists
Association, the book-
let outlines simple
ways of keeping your
joints supple.

Joint Care and
Exerclses is available
from the Haemophilia
Sogisty national
office.
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