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The Australian Scleroderma
Interest Group and database:
10 years of screening to
save lives
M
JA

2
0
6

(5
)

j
2
0

M
a
rch

2
0
17

229
TO THE EDITOR: As 2017 marks the 10-year
anniversary of the Australian Scleroderma
Interest Group (ASIG), we want to raise
awareness of the significant morbidity and
mortality associatedwith systemic sclerosis
(SSc), a chronic multisystem autoimmune
disorder characterised by vasculopathy
and fibrosis, with a particular focus on
SSc-related pulmonary arterial
hypertension (PAH).1

SSc-PAH is the leading cause of SSc-related
deathwith a survival, once symptomatic, of
only 2e3 years without treatment.2

Survival may be improved by annual
screening with algorithms incorporating
transthoracic echocardiogram and
pulmonary function tests — even after
adjustment for lead-time bias — and with
early implementation of specific PAH
therapies available through the
Pharmaceutical Benefits Scheme (PBS).3

Thus, annual screening is recommended4 to
identify patients who should undergo right
heart catheterisation to confirm the
diagnosis.

Despite the documented benefits of PAH
screening, physician adherence inAustralia
is suboptimal, with over 40% not adhering
to annual screening.5 Therefore, the
Australian Scleroderma Cohort Study
(ASCS) was established in 2007 as a
web-based screening platform for the
cardiorespiratory manifestations of SSc,
particularly PAH.

The ASCS is a nationwide project where
patients with SSc are recruited from 13
participating centres across Australia.
Physicians who are not part of ASIG and
care for patientswith SSc are invited to refer
patients for the screening service. Over the
past 9 years, 1636 patients with SSc have
been recruited and, as a result of annual
screening, 194 patients (11.9%) have been
diagnosed with PAH. All patients have
received a specific PAH therapy.

In Australia, the PBS only subsidises
monotherapy (treatment with one PAH
therapy at any one time) in patients with
PAH who are in the World Health
Organization (WHO) functional classes III
or IV. International data have shown that
patients treated earlier, such as those in the
WHO functional class II, before damage to
the right ventricle has occurred, have an
improved survival rate over those treated
later and those in a worse WHO functional
class. Furthermore, patients treated with
combination therapy (treatment with two
specific PAH agents at the same time) have
a survival benefit compared with those
treated with monotherapy only.6 In the
coming years, ASIG will continue to
campaign to optimise screening and the
treatment of SSc-PAH through efforts
directed at closing the evidenceepractice
and evidenceepolicy gap inAustralia,with
the goal of improving outcomes for patients
who have this incapacitating disease.
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