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ESCLERODERMIA. Tratamiento 

Factor XIII
Colquicina
Fotoféresis
Áferesis
Radiación
Clorambucil
5-fluoruracilo
Dimetil sulfóxido
N-acetilcisteína
Ciclofenil
Potaba
IECAs
ARA 2
Aspirina
Globulina anti-T

Metotrexato
Dexametasona
D-penicilamina
Ketanserina
Ketotifeno
D-tiroxina
Ciclosporina
Interferon γ
Interferon α
Vitamina D
Nifedipino
Omeprazol
Octreotido
Cisapride
Prednisona

Ciclofosfamida
Azatioprina
Iloprost
Simpatectomía
Biofeedback
Diltiazem
Warfarina
Trasplante MO
Relaxina
Colágeno tipo I
Halofuginona
Minociclina
Bosentan
Probucol
Fluoxetina

“ No drug has been proven totally 
ineffective until it’s been tried in 
scleroderma”    Eric Bywathers
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Jacob M. van Laar et al.



Jacob M. van Laar et al.



Mortalidad relacionada con el tratamiento: 10,1% 

Recaídas postrasplante: 22,4% (12 – 24 meses)

Efectos adversos graves: 62,9 %

Selección de los pacientes



Patients who are candidates for HSCT should be 
enrolled in protocols that aim to: 

1. find disease biomarkers that identify patients likely 
respond  to HSCT and that predict relapse,

2. improve the treatment regimen,

3. provide careful follow-up to evaluate long-term    
outcome.

Currently, consideration should be limited to patie nts with:

1. diffuse cutaneous systemic sclerosis within the first 4 to 5 years 
of onset with mild-to-moderate internal organ involvement (severe 
internal organ involvement will make patients ineligible because
of risks associated with HSCT) 

2. limited cutaneous systemic sclerosis with progressive internal 
organ involvement.



???



Targeting pathogenic processes in SSc. 



RITUXIMAB





Jordan S, et al. Ann Rheum Dis 2014;



Change of modified Rodnan Skin Score (mRSS)



Jordan S, et al. Ann Rheum Dis 2014;





We could show beneficial effects of RTX 
on skin and lung fibrosis in patients with 
SSc compared with matched-control SSc
patients without RTX treatment. These 
promising results need to be confirmed in 
phase III randomised-controlled trials.





Steen, 2008



63  Pacientes ESC – EPID :   14 anti-PM/Scl >< 49 an ti-Scl 70





Conclusions:
Several features and prognosis of ILD 
inSSc may be modified depending on the
identified immunological profile. 
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Fenómeno de Raynaud
Acs. Antinucleares positivos
Afección visceral típica de ESC
Sin afección cutánea

Esclerodermia sine esclerodermia

1954: primer caso
1962: Rodnan y Fennel: “progressive systemic sclerosis sine scleroderma
1968: Giordano : Subtipo de esclerodermia sine esclerodermia
1988: LeRoy y Medsger: se incluye en esclerodermia cutánea limitada
2000: Poormoghim: 48 casos
2013: Marangoni: 79 casos
2014: Diab: 27 casos



N: 444
M/V: 398 / 46 (89,6 % / 10,4 %)

Esclerodermia definida: 415  (93,4 %)
Pre-esclerodermia:          29  (6,5%)
Limitada:                        267  (60,1 %)
Difusa:                             87  (19,5 %)
Sine esclerodermia         61   (13,7 %)
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Conclusion. 
Our data demonstrated faster progression 
of SSc in autoantibody-positive patients, 
particularly in those with preclinical 
internal organ involvement at baseline, 
than in autoantibody-negative patients.



Pre-SSc SSc inicial SSc sine 

Fenómeno de Raynaud Si Si Si

Alteraciones capilares Si Si  Si

AANs Si Si    Si

GI/ILD/HTAP/CRE/COR No                      No Si

EEI hipotenso No Si ----

DLCO <70% No Si  ----

Disfunción Diastólica No Si ----

Pre-esclerodermia >< Esclerodermia inicial
(Very early)                              (Early)



These promising results need to be confirmed in phase III randomised-controlled trials.

Several features and prognosis of ILD inSSc may be modified depending on the identified 
immunological profile. 

we believe that ssSSc patients should be considered as a different subset 

Our data demonstrated faster progression of SSc in autoantibody-positive patients, particularly in 
those with preclinical internal organ involvement at baseline, than in autoantibody-negative 
patients.
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