Scleroderma, an overview
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History

} Cases of skin disease similar to scleroderma may be
writings of Hippocrates as far be&k0a8.860
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} He treated a patient from Athens whose skin was so
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1 Sir William Osler (18499) noted:

1 In its more aggravated forms diffuse scleroderma is «
most terrible of all human ifghbikes [ r Y [ ¢ [
wrn 4¢IN @01 [ r mN YmMN W]
IS literally a mummy, encassenshamkistpwly
contracting skin of steel, is a fate not pictured in any
ancient or modern




So what is scleroderma?
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v Cause IS unknown
1 NO cure




Epidemiology

1 324 per 100,000 population

+ About 75,000 to 100,000 people in the U.S. have thi:
} Females> Males(most are women between 30 and £

v AfricaAmericans have earlier onset and more severe

1+ Appears to be higher in North America and Australia
to Europe and Japan




Genetic ?
1 A genetic basis for the disease has been suggested

} Thegenetic basis, although intensely studied, remain:
there are no definitive gaderassociation shudbkeshed

1 Inrare cases systemic sclerodefamailigns in

1 Choctaw Native American Brmelskyfactor(prevalence
reported as high as 659 cas RN ==

1 HLA haplotype identified




Environmental

1 Infectioespesciallyuses

1 Studigsom Europe suggest that localized sommgEama
may be associatedawtgliaurgdorfanfection

1 Noninfectious environmental factors
-silica dust
-silicone exposure?




Environmental

+ Vinyl chloride

1 Epoxy resins

1 Petroleum based products
1 Contaminated rapeseed oll
1 L-Tryptophan

1 Drugs
-Bleomycin




Negative prognostic factors

} Oldeage afnset

} Male sex

1 Slerodermenadrisis

1 Rulmonary fibrosis

1 Rulmonagyteriddypertension
1+ Cancer

1 Antitopoisomeems@odies




Antibodies
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Prognosis and systemic sclerosis-associated autoantibodies.
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Skin involvement and autoantibody subset of systemic sclerosis.

Arthritis Res Ther 2003, 5:80-93 (DOI 10.1186/ar628)
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SCLERODERMA

Localized Systemic Sclerosis (S5c¢)
May be combined / \
o = Limited Diffuse
* Slow progression 1 * More rapid onset & progression 1
Morphea « Little or no skin thickening * Rapid skin thickening
b hia * Muscleftenden inflammation uncommon * Muscle & tendon inflammation common
longco-estenn%tconsezuenvcees * Pulmonary hypertension & calonosis usually late  # Intemnal organ involvement usually early §
. * Kidney disease uncommon * Kidney disease common
Linear * Positive anti-centromere antibody * * Positive anti-Sd70 antibody *
» Occurs mostly in children I T |
» Usually haslong-term Shared Symptoms & Findings
consequences

Esophageal Dysmotility
Raynaud’s Syndrome
Telangiectasiae

Sclerodactyly

Head Limbs
“En coup de sabre”

S

- I ] H
lncreatsed chance of Calcinosis Increased chance of
osteoporosis

KEY p cancer
1 of trunk, hand, upper arm or thigh
§ of lung, heart, etc.
* most common diagnostic entity, lncr ased chance of Overlapping diseases
may include others eliac sensitivity s

Adaptation of The Scleroderma Map from Scleroderma Coping Strategies by B. Bianca Podesta © 2011




Table 1. Organ involvement in diffuse versus limited scleroderma.

Organ involvement Diffuse Limited
Interstitial lung disease 35-60% 35% (severe
(severe in 15%) in 15%)
Pulmonary arterial 5-10% 10-15%
hypertension
Renal crisis 12-15% 1-2%
Tendon friction rubs 65% 5%
Myopathy* 20% 10%
Esophageal dysmotility 75% 75%

*Includes benign myopathy and inflammatory myositis.

Image courtesy of Remedica Journals
http:/hwnsnev remedicajournal s.comdinternational - Journal -of- Adwvances-in-Rheumato
logy/Browselssues/Volume-8-Issue-2/Article- Scleroder ma-and-Fibrosing-Disorders
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Clements PJ, Furst DE (eds): Systemic Sclerosis, 2nd ed. Philadelphia: Lippincott Williams & Wilkins, 2004, pp 17-28



Pathology

} Disease process In scleroderma involves three primz

1 1.an overproduction of collagen
} 2.an autoimmune process
1 3.blood vessel damage
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Clinical manifestations and treat
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Clinical manifestations o
scleroderma

A, Generaliredrphea

B, Diffuse edenteaatls

C Firm, thickesled

D, Flexion contractures
E, Raynaughenomenon



Clinical manifestations of sclerode
F, Ischemic digiteér
G Telangectasiashe face (a),
dorsuiof the hand (b),
mucogg
H, Calcinosigtis




Symptoms

1+ Jointsarswell and become pairsiiff @agescidtignds

1 Musclesarbecome weak, and tendons can become abr
thick, causing pain and limneakimmt

1 Fatigue




Treatment

1 Arthralgigaint pains
-Nsaids
-Tylenol
-Low dose glucocorticoids for a few weeks
-Plaguenil
-Methotrexate
-Physical therapy




General measures

Fatigue

Easmall, frequent meals to provide epatgyuous
Increa$wiidintake

Participate 3660 minutes of moderate daily exercise such as w
riding, pool exerpikdes/oga, ordali

1 Sleefor 78 hours eaadht

1 Ifiron levels are low, which is typical of someone with chronic
discuss additional iron supplementation




Raynauds phenomenon

; Bloodessels the fingers or toes, and sometimes in the
nose and ears, suclolestiyct

1 Therea turns white or blue and becomes cold and nur
followed by a flush of redness as the area warms up a

together with paingimg
' h wt [ pgnoméson can be triggered by exposure to
vibration or by emotione |

Fingers with normal blood flow Fingers affected by Raynaud’s




1 Thigechnigadlowsailfoldapillaries (the small blood vess
thenallfoldto beisualiseader th@croscope

1 Usefulool for the early selection of those patients who ¢
candidates for devefapgctrutdnsorders




