
Autoimmune systemic disease 

ÅSystemic lupus erythematosus  

ÅAPS 

ÅSystemic scleroderma 

Dermatomyositis/Polymyositis  

ÅMCTD  

ÅSjºgrenËs sy.  

ÅRA 

 



 

 

 

 

 

SLE  





SLE  

ÅAutoimmune inflammatory disease 

ÅImunne dysregulation, overproduction of 

organ non-specific autoAb, deposition of 

immune complexes 

ÅF:M = 9:1 

ÅPrevalence cca 40/100.000 (Hochberg 1997) 







Etiopathogenesis SLE 
(Herrman, Immunologist 8, 2000,66-71 

ÅIncrease apoptosis, decrease clearance of apoptotic 
material 

ÅDC  cells 

ÅModification of autoantigens,  presentation to T cells 

ÅHelp tp autoreactive B cells 

ÅOverproduction of antibodies (antinucleozomal, anti 
dsDNA, anti histon) 

ÅTissue deposition of immne complexes 

ÅComplement, macrophage, granulocytes  activation 

ÅOrgan damage  

 



Symptoms of SLE  

                                                                                                                       





ÅClassical SLE 

ÅDefinitive SLE ð 4 or more  

ÅProbable  SLE ð 3  

ÅPossible  SLE ð 2 criteria  

 



















Musculoskeletal SLE 

ÅArtralgia and arthritis  

ÅSynovitis (Rupus) 

ÅRheumatic nodules (7%) 

ÅOsteonecrosis  

ÅOsteoporosis  

ÅMyalgia 

ÅSecondary fibromyalgia 





Pulmonary SLE 

Å Pleuritic pain  

Å Pleuritis/pleurisy  

Å Infection   

Å Chronic pneumonitis 

Å Acute pneumonitis  

Å Pulmonary  hypertension  

Å syndrome of Ăvanishing lungñ 

Å Pulmonary hemorhage  

Å ARDS 

Å EAP  

Å Diaphragma involvement  

 

 



Cardio-vascular 

manifestations  
Å Cardiac abnormalities  (50 %)  

Å Valves damage  

Å Libmann Sack endokarditis 

Å Pericarditis 55 % 

Å Myocardial dysfunktion ( 78%)  

Å Myokarditis 

Å IHD  

Å Arhythmias   

Å Congenital heart blocks  

Å Thrombo-embolic disease  

 







SLE and kidney disease  
(Cervera et al, Medicine,1993) 

n % nefritidy 

na poļ§tku 

% nefritidy 

v prŢbŊhu 

children 76 28 46 

Adults  834 16 39 

Late age 

of onset 

90 3 22 





SLE and kidney disease 

 

ÅMorphology: 

ïGlomerular  

ïVascular 

ïTubulointerstitial  

 



lupus glomerulonephritis  

Minimal changes  (type I.) 

Mesangial  (type II.)  

Focal (type III.)  

Difuse (type IV.)  

Membranous  (typ V.)  

Sclerotic (typ VI.) 

 

 

 
1. Weening J.J. Kidney International, 65, 2004, 521-530 



Type III. 

    mesangial pozitivity,ï

IgG, IgA, IgM, C3, C1q 

    Focal segmental necrotising  
glomerulonephritis 



Type IV.  

    mesangial and kapilar 

pozitivity of IgG,IgA,IgM,C3, 

C4,C1q 

Diffuse proliferative glomerulonephritis  

ĂWire loopsñ  



Type V.  

granular pozitivity Ăsubepitelialñ, kapilar loops IgG, 

IgA, IgM, C3, C1q 













Hematological 

manifestation of SLE 
ÅAnemia (hemolytic anemia, chronic 
inflammation, blood lost, Ăred cells 
aplasiañ) 

ÅLeukopenia 

ÅLymfocytopenia 

ÅLymfadenopathy, splenomegaly 

ÅTrombocytopenia 

ÅAb againts coagl. factors (VIII, IX, XI, XII, 

XIII) and phospholipids  







Anti dsDNA Ab (Critidia test) 









Antiphospholipid sydrome  

Ab responsible for false seropositivity for lues 
Lupus antikoagulans  

Anticardiolipin Ab   

Ab against ß2 glycoprotein-I 

 



Clinical features of APS 

syndrome 
Å Main   

ïDeep vein thrombosisi, Budd Chiari, EAP 

ïArterial thrombosis CMP, TIA, multiinfarction demencia  

ï recurent aborts 

ï thrombocytopenia 

Å Related symtpoms 

ïulceration, livedo retikularis, tromboflebitis SneddonËs  
syndrome 

ïMI, endocarditis  

ïTransversal myelitis 

ïPulmonary hypertension  

 



Å Others: 

ïMigrains 

ïHypertension  

ïBone necrosis  

ïAddisonËs disease  

ïGuillain-Barr® sy,  pseudo MS 

ïAmaurosis fugax 

ïHomolytic-uremic syndrom 

ïetc.. 

 

 



SLE and pregnancy 

ÅFlare of disease  

ÅLupus neonatorum  

ÅFetal lost 

Recommendation: Low disease 

activity for 6 months before 

conception 
 



Therapy   

ÅAccording to severity  

ÅAcc. organ damage  

Åacc. assoc. disease    

 -NSA  

-Antimalarials 

-Glucocorticoids 

-Cytotoxic drugs 

-Experimental 

therapy  

-Antihypertensives  

-Antibiotics 

-Antikoagulation  

-Antipsychotics 

-Antidepresives  

-Antiosteoporotic 

treatment  

-PPI  

-Statins  

 

 

 

  

 



          Dg SLE 

Life threatening condition  ? 

no  

Conservative aproach  

Å   NSA 

Å  antimalarials  

        Quality of life ?  
- 

+  

Without 
changes  

  corticoids  
(0.5mg/kg)  



     Immunosupresion ?  

High dose of 
corticoids  

anticoagulation, 
splenectom, etc.  

Clinical response  

Dose 
decrease  

Cytotoxic Rx. 
(AZA, CFA, MTX, 
CyA)  

Clinical response  

Dose decrease  Experimental therapy  

yes  

yes  no  

+  

+  - 

- 



 

 

 

 

 

SharpËs syndrome 

(MCTD)  



MCTD- 

ÅĂOverlapñ sy with featurers of SLE, 
scleroderma and myositis   

Å1972 Sharp et al. 

ÅArthritis (95%), RaynaudËs  (85), damage 
of  oesofagus  (67), lung capacity (67), 
sweling of the hands (66), myositis (65), 
lymfadenopathy (39), skin Ărashñ (38), 
sclerodermatic changes (33), fever (33), 
serositis (27), splenomegaly (19), 
hepatomegaly (15), renal disease (10) 
(Sharp et al. 1976) 



SharpËs syndrome 

ÅSerology  

ïpositivity of anti Ul RNP antibodies  

ÅClinical criteria   

ïEdema of the hand  

ïSynovitis 

ïMyositis 

ïRaynadËs syndrome 

ïAcrosclerosis  

ÅDg based on positivity of serology + 2 clinical 
criteria  



Therapy  

ÅCortikoids 

ÅMTX 

ÅCFA 

ÅAzathioprine 

 



Scleroderma 









Three main domain of 

systemic scleroderma 

ÅAutoimmunity T+B buŔky, Ab anti SCl-

70, anti-centromeric    

ÅFibrotisation -collagenï fibroblasts, 

fibrocytes 

ÅVasospasticity, vasculopathy 

(RaynaudËs syndrome, renal crisis  ï 

endothelial cells)  










