The incidence, prevention and therapy of hepating associated with
bload product therapy is part of the research programme. The
immunological respanse to blood product thevapy and the way

in which this is affected by HIV and hepatitis mnfection is also being
stydied. There lsateam of scientists working an plavelets, particularly
the platelet niembraue, and this willeventually improve the reatment
of patients with congenital platelet disorders.

Education

In 1974 the centre was designated as an International Haemophilia
Training Centre to which staff from centres worldwide eould be
sent on training fellowships. In addition we are frequently visited
informally by staff from other centres, and this is reflected inowr
visitors” book 1987-8, with entries from India, China, Plew Zealand,
Poland, Egypt, USA, Auvstralia and Ireland,

As part of a medical school we regularly teach medical students about
all aspects of haemophilia care. Every six months there is a two-
week course for doctors who are ngar the end of their trairung as
hacmatologists and wheo will soen become consultams. This hasa
particular emphasis on the laboratory aspects thaemophilia care.

The tuture

Crer aims for the future are in the improvement of patient care—
especially in the evaluation of sate blood products; in the provision
of efficient and accurare genetic connselling; in the development
and utilisation of effective luboratory tests; and in the continuing
development ofeducanon and research.
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The Katharine Dormandy Haemophilia Centre at the Roval Free
Hospital, Hampstead, opened ten years ago, was unade possible by

a generous financial coneribution from Mr Laurence Kaight. bnone
way, the opening was 2 sad oceasion because the director, Katharine
Dormdndy, who had the inspiration for the new centre, died shortly
atter. However, she did scein concrete terms the culmination ot many
years' waork and the beginning of s new era i hacmophilia care,

The beginnings

The Royal Free Hospital Haemophiia Centre starved in 1964 with
five patienty and the speafic objeotive of providing a good treatmens
service for hacmophiliacs iving locally. The space for the developing
centrg was very eramped. Outpatients were given their infusions at
the end of ene of the wards of Lawn Road, an old fever hospiral whish
wepupied parc el thesite of the modern Roval Free Hospital, There
wasa smaallamouny of Taboratory space tor coagulation work, and the
office for the consuleant and research assistantwas 4 partitioned end
of a staft coffes room,

A significant landmark was the donation of s large earavan by the
Haemophilia Sociery in 1985, This provided sccommodation for
the vwo rescarch assistants who were studying the medical and
schovling problems of young haemophiliacs insouth-cast England,
This caravan was to revoain 2 pronyinent land-rark at Laven Road
wotd] demolitionin 1973,

The World Federation of Haemophilia

As a consequence of the registered patients se rdvice abuoa
treatment facilities when travelbng abroad, rogether with reciprocal
requests from others, the centre bedarne anagency o whom patients
ared staff telephoned or wrote from ol over the world, In 1968

the World Federation of FemophiBa brought about a scheme

for correlating such information, and Dr. Dormandy's research
assystant, Mrs Pepgy Britten, became ity regional secretary.
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Troctors, techmctans and sedical students soon became rogular
visitors at the caravan-office to discuss the haeraophilia problerss i
their home towns and to see the Royal Free Hospieal Haerophiiia
Centre,

Growth ofthe Centre

By 1970, the ceatre Trad 180} patients. With this fast growth an
outpatient reatment unit became a necessity and this time the
Haemaophilia Society provided tora prefabricated extension on

e verandah of ward 7 at Lawn Road. Arthat time treatiment was
predominantly onan outpatient basis, with infusions of fresh frozen
phasmi.

Cryoprecipitate and home treatment

Tt weas i 1970 that the centre rook part in the ial production and
Aimical cvaluation of cryoprecipitate, and its production was soon
raken aver by the North London Blood Transfusion Centre. In 1971
the first patients were begunonhome treatment with cryapreapitate,
soon 10 become a routine in the centre and later, other parts of the
country. This, of course, provided a great freedom for patients, who
no longer needed to attend the centre ach thme they had ableed,

By 1972 there were 220 patients with inherited bleeding disorders
registered at the centre. These included 132 with haemophilia A
{factor VIH deficiency), 28 with haem ophilia B (factor IX deficiency),
55 with von Willebrand’s disease, 1 with facror VI deficiency and 7
with factor XI deficiency.

The new Katharine Dormandy Haemophitia Centre

The present director, Dr P B A Kernoff, together with Dr EG D
Tuddenharm, who has now left the Royal Free, joined the centre in
1978

At that time treatmient with freeze-dried clotting factor concentrate
was gradually replacing treatment with cryeprecipitate, and maost
severcly affected haemophiliacs were becaming established on home
treatment.,

Puring the past ten years there has been an eaormous pxpansion
of the centre, reflected in the nunber of patients — 981 ~registered
for the period 1987-88 (all patient data s entered on torhe contre’s
computer when he ot she is first registered): 424 with haemophilia
A, 95 with haemophilia B, 204 with von W tlebrand’s disease, 68
with factor XI deficiency and 142 with congenital platelet disarders.
“These patients attend from a wide variety af areas : 39% from the

North West Thames region ; 30% from the North Bast Thaines

region ; 21% from other National Health Service regions and 7%
from abroad.

Patients of all ages are registered with the centre and almaost one
hundred are less than ten years old, Weare alsoa haemostasis uaitard
of 550 new patients seen in 1987, abour half had problems of clotting.

This increase in patient numbers has required more staff. The statf of
he Centre now includes: the medical director, Dr PB A Kernoff; a
consultant haematologist, myselfi anassociate specialist, Dr. Eleanor
Goldman, the staff Tor the routine laboratory and a small genetics
laboratory, asenior sclentist, e Ron Huttons a research development
scicutist: a research team,; three PUrSing sisters including Chinieal
Murse Manager Patricia Lilley; a data processing afficer, an office
manager, secretarios anda reception ca~oTainator.

Professor Roger Hardisty, whorecently retired from Great Ormond
StreetHospital, has joined us as Emeritus Professor. Three members
of our current staff, Mr David Bone, Sentor Chief MLSO, Mrs
Riva Miller, the medical social worker, aud Mrs Peggy Britten, our
volunteer data processor, worked at the haemophilia centre at Lawn
Raoad hospatal,

The review system

All patients are regularly reviewed. Those with severe hagmophilia
are scen every six months, and those with mild haemophilia and
other inherited disorders of coagulation are seen annually. The
reviews provide an opportunity for regular assessment of the
haemophilia, general medical health, dental care, the need for
heparitis B vaccination and social aspecrs ofcare,

All patients complete home trestment formsand information from
these ts entered on to the computer, Thisenables a print-out ofanral
ar shi-manthly treatment usage to be provided ateach review. Italso
provides precise information about the number of bleeds nto vach
jointand hence, targetjoints.

A monthly orthopaedic clinic is held jointy with the consultant
orthopaedic surgeon, MrJC A Madgwick. These clinics are also
attended by the physiotherapist, medical social worker and regional
Tiaison sister together with a sister and doctor from within the
Haemophilia Centre. Patients can selferefer to these clinies, butmore
often prablems are found at the regular review, necessitating referral
o other departments.
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Orthopasdic surgery

Patients are adnmitted to an orthopaedic ward for operative
procedures. There 1s close co~operation between the vrthopaedic
ream and the Maemophilia Contre. All factor concemrates are
admnistered by the sistors from the centie and there is careful
monitoring of the levels by the routine laboratary, The surgean
will not operate unless the pre-operative factor level is known. The
orthopacdic gursing s carried our by the ward nurses and there is
close haison with the laborarary when specialised nursing procedures
or physiathérapy arve required.

Genetic counselling

This bas always beens an tntegral part of the clinical work, but more
recently, with the advent of genetic probes cuabling DINA analysis,
this work has expanded and there is now s smal] genetie laboratory
devored entirely to e, Although this is primarily an NHS serviee, the
Haemophilia Sociery provides substantial financial support.

Choronic villus sampling is performed at the Roval Free Hospital to
ascertain whether a ferus has the haemophilia genotype. An unusual
aspect of this wark s the genetic counselling for familics with factor
Xldetiency. The Royal Free Hospinal i situared in Hampstead
district, wnh its large Jewish population, and thus a relatively high
number of patients with factor X1 deficiency are registered at our
cenvre. There s the addinional problem of the wmadvisability of home
crreumsision in such patiens,

Feral blood sampling for factor VI or X levelsis performed at King's
Callege Hospital,

The impact of HIV
The comprehensive care given by vur centre has provided a marural
i'r;m-wwork to }wlp cope with the dm--gsmtmw pchm (‘xf HIV

s;x—momhlv review: 9% % 01 Ei‘:t‘*«& patzum i; ave severs mcmo; hilm
These reviews provide an opportunity not only for s full medica!
assessmient, hut to address HIVerelated issues and to ensure that
parients have full information about their situation.

Now, with the advent of specific anti-viral therapy, particulariy
AFT, patients are seen mare frequently, on g rwa-weekly basis, to
monitor blood counts. A number of patients are recetving nebulised
pentanndine as apriophylaxis against prenmoyst
is administered by one of the sisters to sutpatiens

s pusunzonis, T
s the haerophilia
centre, and we hope to move on to home therapy.

Patients who are il veith HIV infection and need wpatient care are
admitred to one of our beds on a general medical ward. This ward
alsa has beds for patients with chest disease and there may bein-
patients with AIDS from other causes. Thestaff of this ward are thus
duvdupas.ig increasing expertise in the care of AIDE, There is always
close Haison with the staff of the hacmsphihia contre,

Counselling

Our medical sodial worker, Mrs Riva Miller, has always applied

the weehniques of family therapy and is one of two rrained family
therapists {the other being Dr. Eleanor Goldmanj within the
Haemophilia Centre. Patients are seen by her at the time of reviews
and are encouraged to bring relatives or close friends to such
mterviews. Sometimes, i there is a specific problem, a family
interview will be especially set up. This way of working msn’mlrail ;
extended to HIV-related problems and it has beers ised to helpaddress
dreaded issues,

An integral part ot the counselling is the organisation of groups,
These meet once or twice yearly, for about two hours on a week
day evening. We have carefully structured groups for parents of
yvounger children, adolescents, wives, adulrs and, more recently, for
HIV-positive patients. They provoke hard and somerimes painfal
usston and are certainly not a forum for gossip, We alsa have s
aruffsupport group, held monthly, mainly for ‘hands-on’ carers,
particularly the nursing sisters who are very heavily involved in all
aspects of patient care

The routing laboratory

The routine labaratory provides the essenial facility torthe diagnosis
of new patients and the monitoring of registered patients whao are
receiving treatment. Theres also an active development tearn for the
mfm&mt}(m of new laboratory tests, The Nutional Fxternal Qualivy
Assurance Scheme headquarters has been recently sired within the
Haemophilia Centreand this provides for a vations] quality control
ot laboratory tests.

Research

The Haemophilia Centre has always been closely involved m the
development of safe blood pmdmtb, Treatment of padents with
inhibitors using porcine factor VI was ploneered at the Royal Pree
Centre, The purification of factor VI by Dr Tuddenham and his
co~workers led the way to the producnon of genetcally engineered
facror VUL, and evaluation has recontly started in the pativns inour
centre.
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