welcome.

It gives me great pleasure to welcome
you to “Scleroderma Connections’
an innovation of the Australian
Scleroderma Interest Group (ASIG).

A diagnosis of scleroderma (a.k.a. sysfemic
sclerosis) can present a difficult challenge
for patients and health-care providers
alike. The multitude of troublesome and
at times, life-threatening symptoms can
be overwhelming. But in recent years,
there have been exciting developments
in scientific research, resulting in better
understanding of the factors underlying
this disease and leading to therapeutic
advances. Pulmonary arterial hypertension
[PAH) and interstitial lung disease (ILD)
are good examples of complications in
which recent studies have demonstrated
improved outcomes with new therapies
or in the case of ILD, appropriate use of
older treatments. A key message arising
from these studies is that even greater
improvements can be achieved by early
defection and freatment.

Regular screening for

PAH and ILD is now
recommended, a point
stressed at the 1st World
Congress, held in Florence
earlier this year.

Since ifs inception in 2006, ASIG has grown
to include 12 centres around Australia,
each coordinated by a group of doctors,
nurses and research assistants dedicated
to the care of patients with scleroderma
and the related disease, mixed connective
fissue disease. Each centre participates
in the Australian Scleroderma Screening
Programme (ASSP): a comprehensive
clinical programme designed to facilitate
annual screening of these patients whilst
confributing fo an ever-growing web-based
database and decision-support tool. Since
November 2007, 914 people have been
enrolled. This valuable resource provides
a wonderful opportunity for a plethora of
research studies. There is no doubt that the
clinical assessments and data entry can be
fime-consuming but it is gratifying fo see
the high quality data analyses emerging.
This is due in no small part fo the efforts of
the centres but also to the IT Department at
St Vincent's Hospital in Melboumne which
hosts the database and especially fo the
patients who attend for tests, fill in forms
and wait in clinics for consultations. ASIG
thanks you all.

Designed in a concise, easy-oread format,
"Scleroderma Connections” will bring you
the latest news about ASSP, ranging from
handy hints for using the on-ine database
to research findings. Feature articles will
provide pithy updates on what's new in
scleroderma and in a special version for
patients, experts will give practical advice
on how to manage common problems
arising in scleroderma. Future editions will
include a profile of one of the screening
cenfres and proposed future studies. |f
you would like to find out more about the
cenire nearesf you or even seffing up your
own centre, contact details are included
on the back page. Finally, | would like to
thank our wonderful project co-ordinator,
Dr Jill Byron, who makes all our ideas
reality, including this newsletter.

Whether you have scleroderma, work in
a screening cenfre or are just interested in
what's happening in scleroderma, | hope
you enjoy the first issue.

gw%/m/\/\a/
Susanna Proudman
ASIG Chair
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1st World

Scleroderma Congress

DR WENDY STEVENS

The first world Scleroderma Congress was
held in Florence, lialy in February this year.
The Congress was attended by over 1000
docfors inferested in scleroderma and it was
opened by Dame Carol Black who gave a
review of the history of scleroderma research
and highlighted the rapid growth in inferest
and research into this difficult illness that has
occurred in the last 30 years.

There were over 500 abstracts af the
meeting and for our relatively young group
fo be selected by the organising committee

Research Highlights:

Dan Furst presented the five year follow-up
from the scleroderma lung study which
was a placebo controlled 12 month frial
of cyclophosphamide in scleroderma lung
disease. At 5 years:

® 30% of patients enrolled in the frial
had died. Unfortunately they have not
been able to track the cause of death
in all patients and these data were not
presented.

* 19% have been lost to follow-up.

Of the 108 who could be traced for

subsequent analysis,
® Five have developed a malignancy
® 11% now require home oxygen therapy

® 2% have had lung transplants.

FLORENCE 2010

fo present 2 oral presentations as well as
our 2 posters was a great honour and an
indication of the quality of our research
project. The two oral presentations were
on the Incidence of PAH in the Australian
database, and RNA polymerase antibodies
and their clinical association in our cohort.
Both presentations were very well received
and our national database received a
lot of interest. WWe were commended on
our dafabase and research project and
several groups expressed an inferest in
collaborating with us.

Poor prognostic facfors were male sex,
being Afro-American, having Scl70 or
RNP anfibodies and extent of disease
being more than 20% on HRCT scan af
enrolment.

Janet Pope presented her experience with
imatinib, a tyrosine kinase inhibitor that
has antifibrotic effects in vitro. Her trial,
which was a placebo-controlled study, has
now been ceased after enrolling only 10
patients. All patients had severe diffuse
skin disease with a mean duration of 3.2
years and mean Rodnan skin score of 23.
The main reason for ceasing the frial was
that the therapy was very poorly tolerated
with oedema being one of the most difficult
side effects.

ROBYN SIMS

Robyn Sims, Vice President Scleroderma
Australia, was asked by Scleroderma
Australia fo represent the association at the
Scleroderma World Congress. She gave the
following report.

On the 11th of February | attended the opening
ceremony held at Auditorium of the Congress
Centre, Florence. On first entering the Audiforium
| was overwhelmed by the number of docfors
and scientists who were atfending this congress.
Apparently there were over 1300 docfors from
the four corners of the world, England, Ireland,
ltaly, Spain, Hungry, Netherlands, USA, Canada,
Germany, China, France, Brazil and many from
Australia. Professor Carol Black addressed the
meeting giving an overall hisfory of scleroderma
and the prospects for the future. Professor Black
mentioned that organisafions such as ours were
vitally important and that she had seen so much
progress made around the world in the number
of these patient associations and their willingness
fo work together, such as FESCA (the Federation
of European Scleroderma Association).

Dr. T. Medsger another very experienced clinician
and scleroderma researcher closed this opening
Lecture with the very heartening words that he felt
confident that in the next ten years there will be
more progress made info the cause and cure of
scleroderma than in the past fifty years.

There followed for these doctors and scientists
three days of presentations. In all there were 322
presentations on subjects such as Musculoskeletal
& Gastrointestinal system. Basic Immunology
pathways, Pulmonary Artery Hypertension,

Cardiovascular, Raynaud's Phenomenon and
Ulcers, as well as scientific studies which as a
layperson | was unable fo grasp. Many different
fopics were covered during question and answer
fime, such as stem cell therapy, oral problems,
incontinence etc.

We here in Australia have many dedicated
specialists who speak at our seminars, and it was
encouraging fo hear that we are well up to date
with all that is happening in other countries and
our patient seminars compare favourably with
those in Florence.

Maureen Worron-Sauve, President of the
Scleroderma Society of Ontario gave an
inferesting presentation from an extensive survey
of over 600 patients and the results of this survey
give us a good indication of where our energies
need fo be put. It appears that fafigue was one
of the main complaints from those surveyed and
yet this aspect of the disease is often ignored. Of
course, this is a very difficult symptom fo treat.
Diagnosis time was also inferesting, as it seems
fo be rapidly improving from time of consulting
a general practitioner to having a correct
diagnosis.

There was an excellent opportunity to exchange
ideas, listen to others, and to make contact with
commitiee members from many other scleroderma
associations. | deemed it a privilege fo attend the
conference and an exciting opportunity for our
organisation to be recognised in the Northern
Hemisphere. | wish to thank Scleroderma
Australia for this wonderful opportunity and the
sponsorship of Actelion for my airfares.

Of the 841 patients who had enrolled in the
ASIG database project at 1st Jan 2010 a
fotal of 108 were found fo have PAH. 34
hod already been diagnosed with PAH prior
fo their enrolment in the project and 74 have
been diagnosed as a result of the screening
project.

PAH was seen in equal frequencies in
patients with diffuse and limited scleroderma,
confirming the evidence that screening should
be encouraged in both sefs of patients. Patients

RISK STRATIFICATION

High Risk PAH

Moderate Risk PAH  sPAP 40-50 mmHg
gLCO < 50% with
FVC > 85%

Lower Risk of PAH sPAP 30-40 mmHG

Lowest Risk of PAH ~ sPAP < 30

with diffuse scleroderma had shorter disease
duration at the time of diagnosis of PAH, with
mean of 11 years when compared to those
with limited scleroderma in whom the mean
disease duration af diagnosis of PAH was 15
years. 33% had some associated inferstifial

lung disease.

Annual screening that includes Echo and lung
function enables patients to be monitored

according to their risk stratification.

sPAP on echo = 50 mmHg  All should have RHC even if no symptoms

6 min walk test and consider RHC if any
symptoms of Dyspnea.
Repeat echo in 6,/12 if echo if no RHC

RHC if symptoms of Dyspnea
If unexplained Dyspnea consider RHC

RESULTS OF THE 127 PATIENTS IN THE DATABASE REFERRED FOR A RHC

PAH at rest
PAH on exercise
Raised mPA with raised wedge

Normal

59 (46%)
15 (12%)
6 (4.7%)
47 (37%)



