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SVStemiC What is SSc?'?
SCIerOSis (SSc) SSc, also known as scleroderma, is a rare, life-threatening autoimmune

disease characterized by progressive thickening and scarring (fibrosis) of
A Rare, Life-Threatening the skin and internal organs. It often affects the skin but can also involve

the lungs, gastrointestinal tract, kidney, and heart.

Autoimmune Disease While SSc is rare, it carries significant disease burden due to frequent

and severe comorbidities, and has the highest mortality rate of any
rheumatic disease.

Who is impacted by SSc?

~300,000 people 00 Disease onset typically
@) inthe U.S,, E.U,, 69 ;xfrenn:;‘?egfmmon m occurs between the
and Japan? ages of 30 and 50°

What symptoms and complications are associated with SSc?

SSc affects multiple systems in the body and can be difficult to diagnose early due to its wide range of symptomes.
Initial symptoms are nonspecific and include fatigue, musculoskeletal discomfort, hand swelling, and Raynaud’s
phenomenon, a condition that causes blood vessels in the fingers and toes to go into spasm and restrict blood flow.®
Organ damage can also occur due to fibrosis or blood vessel abnormalities called vasculopathy.

Severe complications of Additional symptoms and complications related to the different organs
SSc include:’ involved may include:®
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How is SSc diagnosed and assessed for disease progression?®™"

There is no single test for . .
diagnosing SSc. Diagnosis @ POl @ Skin biopsies Gastrointestinal
U

. . function tests endoscopies
requires a thorough review of

a person’s medical history, a
physical examination to determine

the presence and extent of skin
involvement, blood tests, and X-rays % CT scans Ultrasounds
hig

imaging, which may include:




How does SSc impact quality of life?12

As a chronic disease, SSc has

a profoundly negative impact §1]° Fatigue
on the health-related quality !

of life of affected individuals,

specifically associated with:
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What are the subtypes of SSc?"
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SSc is traditionally classified by the extent of skin involvement, accompanying internal organ
disease, and the presence of other autoimmune disease. The two main subtypes are:

- Limited cutaneous SSc (IcSSc)

Involves the face and the extremities, often

- Diffuse cutaneous SSc (dcSSc)

Causes extensive skin changes which can

presenting with vascular and dermatologic symptoms, progress rapidly and early visceral organ
including Raynaud’s phenomenon and skin thickening. involvement. Systemic manifestations include

Internal organ involvement is less common, though
there is risk of pulmonary hypertension.

How is SSc currently managed?

Due to the wide spectrum of disease manifestations and

organ involvement, current recommended treatment

includes a combination of immunosuppressants, particularly
mycophenolate mofetil or cyclophosphamide, alongside organ-
specific therapies, which are used off-label in the U.S." These
agents can cause side effects, including gastrointestinal issues
like diarrhea, nausea, and vomiting.”® In the U.S,, there are two
drugs indicated for slowing the rate of decline in pulmonary
function in patients with SSc-associated ILD; but there are no
approved therapies for treating the totality of the disease.®

Treatment goals and outcomes should focus on slowing
progression of fibrosis in the skin and visceral organs,
slowing the decline in lung disease, and decreasing mortality.

gastrointestinal disruption and life-threatening
pulmonary and renal complications.

What is the prognosis?

Prognosis in SSc varies based on
disease subtype, antibody profile,
and organ involvement.'®

Overall, prognosis is worse in men,
people who develop the disease at an
older age, people with dcSSc, and those
with internal organ involvement, such as
the lungs, heart, or kidneys.” The overall
five-year survival rate is approximately
75% with the primary cause of death
often being pulmonary involvement,
including ILD or pulmonary arterial
hypertension (PAH)."®
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