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BACKGROUND AND OBJECTIVES

Toi ilablei i isti their care and. dsting RD registri levelare two of the R Spanish National Health

System objectives.
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We aim to further our in Asturias (a Region in the North of Spain) in order to answerto the needs of patients,
charge of health departments.
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Table 1. The ACR/EUL

item

Methodology (sufficientciteron)

Skin thickening of the fingers (only count the higher score)

Cross-sectlonal surveyofa 17 year perlod (1996-2012) ORIVAILTS

interphalangealjoints)

Fingertip esions fingers (only count the higher score]
« Digital tip ulcers

« Fingertip pitting scars.

‘Description of the epidermiology of SS¢ and estimation ofits prevalence in our community
{total population is roughly 1,000,000 inhabitants). sex, age distribution and evolution.

Data forms with more relevant characteristics of disease and patients' information were
flled for each patient diagnosed with SSc (IDC9-MC710.1) in our Region from 1996 to
2012, were get from discharge Minimun Basic Data Set (MBDS)
registries and patients' medical records. All these cases are registered in the Registry of
‘Rare Diseases of Asturias, partially integrated in the National Spanish Registry (SpainRDR).

Telangiectasia
Abnormal nailfold capillaries

« Pulmonary arterial hypertension
was analysed and a leaflet with summarized results was designed and * Interstitial lung disease

il iortion » —
distributed in clinics and medical centers. Table 4. Systemic Sclerosis. Clinical

manifestations (systemic). Asturias, 1996-
2012

M.n. Fe Total
'VISCERAL INVOLVEMENT

Dysphagia 833 935
Lower esophageal sphincter failure 161

. Table 3. Systemic Sclerosis.

aypetepchomenor Clinical manifestations

anti-Scl-70], (General&Cutaneous) Asturias,
1996-2012

(maximunscoreis 3)

RESULTS
Raynaud phenomenon
‘Skin hardening Reflux Esophagitis 774
Joint Pain z 3 Preumatosis 184
Stiffness. " Primary biliary cirrhosis X 258
is17 cases per Dysnea
Weight Loss
Skin manifestations

Figure 1. SSc by Sex. Asturias,
1996-2012 Atotal of 308 cases were registered from 1996 to 2012.

Cumulative Incidencein the period is 29 cases per 100,

1,000,000 person-year.

SScis (79%) with an estimated inci 1,000,

Less frequentin men with 7 cases per 1,000,000 men-year. (FIGURE1)

Lower esophageal sphincter failure 97
CARDIORESPIRATORY INVOVEMENT
Pulmonar fibrosis. 52

Sex Distribution

Table 2. Systemic Sclerosis. Porportion

Ocdema T Pleuritis : 64
Skin thickening

frequent the di: 21 Asturias, 1996-2012

, about20 cases per year (FIGURE 3)

Pericarditis 32
Pulmonary hypertension (PAH)

Arhythmia 6
Congestive Heart Failure

RENAL INVOLVEMENT
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CREST Male % |Female % | Total %
Calcinosis 189 | 410 | 395
Raynaud 686 | 859 | 8L5
Esophageal 206 | 442 | 448
dysmotility

SSc (TABLE
pain). Main

Raynaud

Microstomy
Circumoral Wrinkles

musculoeskeletalinvolvement, (TABLE 3).

528 | 582 | 569 ST
Anine percentof ; 72 | 517 | soa Sores
Calcinosis

Nephropathy
Malignant Hypertension
Renal Failure

Barrett's esophagus
Sjogren Syndrome
Wheezes
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Figure4. SSc Subtypes
Asturias, 1996-2012

Subset Distribution
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irvival rate is 72% at 5 years. First cause of death was
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Figure 3. SSc by Year of Diagnoses

Asturias, 1996-2012
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Figure 5. Serum Autoantibodies
Asturias, 19962012
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MUSCULOESKELETAL INVOLVEMENT
Knee friction

Tendon friction rub

Flexion Contractures

Digial scars




