Connective tissue diseases (collagen disease)                                              
They are a group of clinico-pathological entity considered together because of common or overlapping clinical & histopathological features. The cardinal feature of these conditions is inflammation in the connective tissue (collagen substances in the skin & other body tissues & organs) which leads to dermal atrophy or sclerosis, to arthritis, and sometimes to abnormalities in other organs. In addition, antibodies form against normal tissues and cellular components; these disorders are therefore classed as autoimmune. The main connective tissue disorders present as a spectrum ranging from the benign cutaneous variants to severe multisystem diseases. These disorders include 

1- Lupus erythematosus both DLE & SLE.

2- Scleroderma (morphea).

3- Systemic sclerosis.

4- Dermatomyositis

5- Mixed CT disease.

Discoid lupus erythematosus

It is a chronic inflammatory disease of skin affect female ˃ male at a ratio of 2:1, peak age of onset between 3ed - 4th decades. The disease is commonly precipitate by (sun burn, cold injury, physical trauma, infection, pregnancy, mental stress).

C/F: The lesion is well defined erythematous plaque with slightly elevated border with scaling, follicular plugging, scaring, atrophy, telangectasia, postinflammatory hypopigmentation & a peripheral zone of hyperpigmentation. The scales are difficult to remove & show spines on the under surface resembling carpet tacks.
If scalp affected there will be scaring alopecia. The most common sites are face, forehead, scalp, pinna of the ear, dorsal aspect of the hand. The lesion last for months or years usually a symptomatic a part from cosmetic compliant, S.T there is slight itching.
Ix: 

1- ↑ ESR in 20% of cases.

2- ↑ serum globulin.

3- ANF +ve in 35%.

4- Moderate anemia.

DDx: PLE, rosecea, psoriasis, LP, lupus vulgaris, T. faciae, leishmaniasis.
Rx: Avoidance of provoking factors, sun screen, potent topical or intralesional steroid, oral antimalarial drugs like chloroquine. 
Systemic lupus erythematosus (SLE)

It is a multisystemic autoimmune disease, more common in female than male 9:1. The clinical manifestations include fever, skin rash, arthritis, CNS, cardiac, pulmonary & renal involvement.
Aetiology

Although specific causes of SLE is unknown, multiple factors are associated with the development of the disease include:
1- Genetic factor

2- Drugs may precipitate SLE such as hydralazine, anti-convulsent drugs.

3- Stress; physical or psychological stress.

4- Infections

5- UV light

6- Pregnancy

7- Impair cell mediated immunity.

C/F: Fatigue, fever, wt loss, malaise, arthralgia or arthritis, abdominal pain, CNS symptoms.

Cutaneous manifestations

1- Butterfly rash: erythematous maculopapular eruption on the face.    
2- Generalize erythematous discrete papular or urticarial lesions on the face, dorsal of the hand, arm, and V shape area of the neck (sun exposed area).

3- Palmar erythema, nail fold telangectasia, palpable (vasculitis) & non palpable  (thrombocytopenia) purpura in the lower extremities.

4- leg ulcer & livedo reticularis (dusky red reticular pigmentation on the lower limbs).

5- Hair; diffuse alopecia or discoid lesion with patchy scaring alopecia.
6- Mucous membrane involvement like oral or genital ulcer.

Investigations

a- Skin biopsy

b- Direct immunoflorescent (IF) of the skin seen positive lupus band test

c- Serology positive ANF in 90%, positive antidouble strand DNA antibody.

d- Hematology: anemia, leucopenia, lymphpenia, thrombocytopenia, ↑ ESR.

e- Urinalysis: proteinuria, casts.

f- Test of other organs: renal & liver function test.
Diagnostic criteria of SLE

Must at least have 4 of these

· Malar rash

· Discoid rash

· Photosensitivity

· Oral ulcers

· Arthritis

· Serositis, pleuritis, pericarditis

· Neurological disease: seizures, psychosis
· Renal disorders: persistent proteinuria, cellular casts

· Hematological: hemolytic anemia, leucopenia, lymphocytopenia,  thrombocytopenia

· Immunological abnormalitiy: anti ds DNA , anti SM, antiphospholipid antibodies  
· ANF

DDx of malar rash: Sun burn, PLE, rosacea

Management

1- Sun protection

2- NSAID for arthralgia

3- Antimalarial drugs

4- Systemic steroid

5- Immunosuppressant drugs like Azathioprine, cyclophosphomide 

6-Topical steroid for skin rash.  
Dermatomyositis (DM)
It is a chronic inflammatory disease involving the skin & skeletal muscles of unknown aetiology.

polymyositis: involovement of skeletal muscles without skin involvement.

Muscle involvement may precede, follow or occur simultaneously with skin disease or may be not detectable (a myopathic DM). Two types of DM;  juvenile onset & adult onset (after 40 yr which may be a manifestation of internal malignancy.

C/F

Skin

1- Photo distribution violaceous erythema of the forehead, neck, shoulders, dorsal arms, forearms & hands

2- Periorbital odema with a lilac colored erythema (heliotrope).

3- Gottron's papules: erythematous to purplish flat papules on the extensor surface of interphalangeal joints pathognomonic)

4- Gottron's sign: symmetrical violaceous erythema on the dorsal knuckles of the hands, elbows & knees (pathognomonic).

5-Periungual telangiectasia & cuticle dystrophy.

Muscle

1- Progressive muscular weakness affecting proximal limb girdle muscles.

2- Difficulty in rising from supine position, climbing stair, raising arms over head & turning in bed.

3- Muscular tenderness & atrophy.

4- If intercostal muscle affected there will be difficulty in breathing.

Other organs: interstitial pneumonitis, cardiomyopathy, arthritis & internal malignancy.

Investigation

a- Skin biopsy

b- Muscle biopsy: inflammation & destruction.

c- Muscle enzyme: increase creatinine phosphokinase CPK, aldolase, and lactic dehydrogenase.

d- EMG

e- Serology: ANA, anti jo-1

f- MRI, X ray, ECG

Treatment: - Systemic steroids, immunosuppression
Prognosis

In children it is self limiting but in adult may progressive & may indicate an internal malignancy.

Scleroderma (systemic sclerosis)

A multisystemic disorder characterized by inflammatory, vascular & sclerotic changes of the skin & internal organs especially the lung, heart & GIT. The disease of unknown aetiology, it may be due to endothelial cell injury in blood vessels & fibrosis due to over production of collagen by fibroblasts.

C/F

Skin manifestations:-

Early: Raynaud phen., non pitting odema of the hand & feet, painful ulceration of fingertips & knuckles heal with pitted scar.

Late: Sclerodactly; tapering of fingers with waxy shiny hardened skin, flexion contractures, periungual telangectasia, bony resorption & ulceration results in loss of distal phalanges.

Face: loss of normal facial lines (mask face), thinning of lips, radial perioral furrowing, beak nose, telangectasia & diffuse hyperpigmentation

Investigations

1- Skin biopsy for H/P examination
2-Serology: ANA, anticentromere AB, anti Scl-70 AB

Treatment

Systemic steroid, pencillamine, colchicine, immunosuppresssion, photophoresis, Ca channel blockers for Raynaud phen.

