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• The main feature  is inflamation in the 
connective tissues  

• The results are dermal atrophy or sclerosis, 
artrhritis, abnormalities in organs 

• Autoimune  disorders:  antibody  against 
organ systems  



LUPUS ERYTHEMATOSUS  

• The therm LE  was  first use by  Cazenave et al  to 
make difference from lupus vulgaris ( tbc) 

• Common disease  with significant mortality and 
morbidity  

 

• Discoid LE ( cutaneous type, chronic skin 
disorder)  

• Subacute cutaneous LE 

• Systemic LE    



PATHOGENESIS  

•  Genetic  and  environmental factors  play roll 
in the initiation and perpetuation  of the 
autoimmune response.  

• Genes that affect  immunoreactivity  are those 
whose proteins are involved in apoptosis ; the 
others affect ability to  present specific  
peptides to T cells  

 



• hereditary factors and HLA types ( many 
members in one family) .  

• Exposure to sunlight  may precipitate  the 
disease ( UV lights causes Ro antigen to  bind 
with  anti-Ro antibodies on the cell surface)  

• Drugs : hydralazine, procainamid, oral 
contraceptives, minocycline, anticonvulsants 







CLINICAL FEATURES  of SLE 

Butterfly malar rash ( transient, follow sun 
exposure, resolve without scarring) 

Poikiloderma( hypo-hyperpigmentation, epidermal 
atrophy) 

Acute skin eruptions  ( like EEM, TEN ) 

Periungual teleangiectasia, erythema over the 
digits, hair fall, photosensitivity, annular 
papulosquamous  plaques, mouth ulcers. 









 



• 20 % of patients  have no skin disease  at any 
stage, only organ involvement 

• Fever, arthritis, nephritis ( anti-DNA ds), 
pleurisy, pneumonitis, pericarditis, 
myocarditis, involvement of the CNS. 

• Renal involvement suggests a poorer 
prognosis 



CRITERIA FOR THE  DIAGNOSIS OD SLE 
 
Malar rash 
Discoid plaque 
Photosensitivity 
Mouth ulcers 
Arthritis 
Serositis 
Renal disorders 
Neurological disorders 
Hematological disorders 
Imunological disorders 
Antinuclear antibodies 





INVESTIGATIONS  

Physical investigation  

biopsy of skin lesions 

direct immunofluorescence of involved and uninvolved 
skin ( C1q, IgG, IgM, C3 –” lupus band test” at the 
dermo-epidermal junction ) 

 laboratory tests  

specific antibodies ( ADNA , ANF, anti Ro, antiLa, SM, LCA) 

diagnostic procedures  for  internal disease ( heart, 
kidney, lung) 

 

 

 



• PATHOLOGY often non specific, edema of the 
upper dermis, lymphohistiocytic infiltrate, 
fibrinoid  deposits in connective tissue, 
vacuolar degeneration  of keratinocytes 

  



TREATMENT  

Systemic steroids  

Immunosupressive agents : azathioprine, 
cyclophosphamide 

Antimalarial drugs 

Sunscreens 

Gama globulin iv  



Subacute cutaneous lupus 
erythematosus  

Less severe than acute SLE. Half of patients  have 
systemic disease  

In some cases SCLE is due to  some medications : 
hydrochlorotiazide , non steroid antiinfl. , 
terbinafine 

Association with  anti Ro autoantibodies  
CLINICAL  FEATURES  
Photosensitivity, annular skin lesions, psoriasiform 

plaque, simetrical . Healing without scarring.   
   
 







• Systemic disease is not serious 

• Anti Ro antibody can cross placenta, children  
have neonatal LE (transient skin lesions and 
permanent heart block) 

THERAPY  

Antimalarials ( hydroxychloroquine)  

Systemic steroid 

Local steroid therapy 

 

 



DISCOID LUPUS ERYTHEMATOSUS  

• Most common, the most important cause is 
UVR 

• May rarely progress in SLE 

• Discoid lesions  are most often on sun-
exposed skin area 

•  DLE  disseminatus ( chest, back or  scalp) 

CLINICAL FEATURES  plaque with erythema, 
scaling, follicular plugging, atrophy and scaring  



• INVESTIGATIONS:  1. skin biopsy 

                                     2. DIF  

                                     3. blood tests ( ANA)  

                                      4. screening for SLE and                           
internal diseases 



 



 



 



 







OTHER TYPES OF DLE :  

TUMID  LE (induration and erythema, no scar) 
Similar to  Jessner’s lymphocytic infiltat   

LUPUS PANNICULITIS ( intense inflammation in 
the fat leads to induration plaque) 

LUPUS PERNIO    









• TREATMENT   

• Systemic  antimalarials ; steroids 

• localy with  steroid cream 

• Photoprotective  cream, dressing 

 





DERMATOMYOSITIS  

• Autoimmune  disease with systemic  
inflammatory myopathy and  skin changes . It 
ca be  with SLE, RA, Syogren disease, PSS – 
overlapping syndromes  

• Patients have  increased risk of malignancy  

• Juvenile dermatomyositis  have vasculitis and 
calcinosis  



• Disease of autoimmune pathogenesis with 
symetric inflammatory proximal myopathy 
and cutaneous eruption  

• When started after the age of 40 years may 
signed an internal malignancy 

• Pulmonary disease occurs in 15-30%, cardiac 
disease, renal disease, GI disease 





PATHOGENESIS : immune mediated process  
triggered by outside  factors (infections, 
drugs) or malignancy  in gennetically  
predisposed individuals.  







• SKIN SIGNS: lilac discoloration around eyes 
(heliotrope erythema) of the neck and 
presternal area; atrophic lilac papule over the 
knuckles (Gottron s papules), periungual 
telangiectasiae 



• Weakness of proximal muscles and immobility, 
patients are often unable to combing the hair, 
climbing stairs, getting up from chairs 

 

 DIFFERENTIAL DIAGNOSIS:  

     - MCTD, SLE, toxoplasmosis 

   

 



INVESTIGATIONS: 

     - muscle enzymes are elevated (aldolase, CPK) 

     - electromyography (EMG) 

    - Serum autoantibodies (antinuclear     
antibodies, JO1, Mi2, nRNP) 

-   Biopsy of an affected muscle show 
inflammation and distruction 

 

 













TREATMENT:  

- Systemic steroids (60mg) 

- Immunosupressive agents (azathioprine, 
methotrexat) help to reduce high steroide 
dose 





SCLERODERMA 

• Scleroderma is excessive fibrosis in the skin  

Systemic: 

- Systemic sclerosis 

- Limited scleroderma 

- GvHD 

- Diabetic sclerodactily 

- Chronic vibration exposure 

- Chemicals (polivinylchloride monomers) 

 



Localized: 

- Lichen sclerosus 

- Morphoea 

- Morphoea profunda 

- Fascitis with eosinophilia 

- Linear morphoea 

- En coup de sabre 

 



• SS is an autoimmune connective tissue 
disease , affects predominantly women 

• Symetric induration of the skin of distal areas 
(hands, face) 

• Started with Raynaud phenomenon 



PATHOGENESIS: 

- unknown 

- A vascular phase often precedes the sclerosis. 
Hypoxix leads to fibroblast activation and 
excessive synthesis of stimulatory cytokines 
(PDGF, TGF- beta1) 

- Excessive accumulation of colagen is the result 
of increase synthesis (TGF- beta1, CTGF) 

 







• An immunological abnormalities are  involved in 
the pathogenesis (autoantibodies) 

CLINICAL FEATURES: 

- Raynaud s phenomenon 

- Hands oedema  

- Sclerodactily 

- Facial induration 

- Esophageal symptoms 

- Truncal skin induration- diffuse disease (worse 
prognosis) 

 

 



- Teleangiectasiae on face, hands 

- Capillary abnormalities in the proximal nail fold 

- Calcinosis cutis (CREST syndrome) 

- Microstomia (radial furrowing aroun the mouth) 

- Cutaneous ulcers  

- Edematous phase precedes the development of 
sclerosis 







INTERNAL ORGAN INVOLVEMENT: 

- Esophagus: dysphagia, oesophagitis 

- Lungs: fibrosis leads to dyspnoea 

- Heart: fibrosis to pulmonary hypertension 

- kidney 

AUTOANTIBODY TESTING: 

- ANA is elevated 

- Scl70 (antibodies to topoisomerase 1) 

- Anti-centromere antibodies 

 







 



 



LIMITED SCLERODERMA 

CREST Sy (pulmonary fibrosis, anticentromere 
antibodies) 

 





INVESTIGATIONS: 

- Skin biopsy: excessive collagen deposition in 
the dermis and subcutaneous tissue, adnexal 
structures and eccrine glands are diminished, 
dense lymphocytic infiltrates in the early 
phase 

 





TREATMENT: 
- Unsatisfactory 
- Calcium channel blocker 
- Salicylates 
- Antimalarials 
- Long term penicillin 
- D penicillamin  
- Photopheresis 
- Phototherapy 
- Methotrexate 
- Cyclosporine 
- Interferon alpha and gamma 
- Bosentan (antagonists to endothelin receptors) 



MORPHOEA  



MORPHOEA 

Morphoea is characterised by indurated plaques 
surrounded with a violaceous halo. Fibrosis 
slowly clears leaving slight depression or 
hyperpigmentation 

In pansclerotic morphoea contractures can 
occure  

En coup de sabre type on the forehead can lead 
to facial hemiatrophy 

 

 

















Treatment:  

- Topical steroids 

- Topical calcipotriene 

- NSAID 

- PUVA 

- Hydroxycloroquine 



EOSINOPHILIC FASCIITIS 

Fascia overlying the muscle is thickened  

 

- Localised areas of the skin are indurated 

- The long-term prognosis is good  

- Responds to systemic steroids 





LICHEN SCLEROSUS 

 
Patches with sclerotic skin and shiny macules 

with plugging in the follicular openings  

- Localised on the trunk, genital area (vulva, 
anus, urethral meatus) 











MIXED CONNECTIVE TISSUE DISEASE 

 

An overlap between SLE and scleroderma or DM 

- Women are affected often than men 

- Clinical signs: swollen hands and sclerodactily, 
skin lesions similar to DLE, vasculitis, alopecia, leg 
ulcers, arthritis, serositis, myositis and Raynaud 
phenomenon 

- The disorder is chronic and turns into SLE or SS 




