
Connective Tissue
Disease 2

Presenting Features

Tiredness / malaise, weight loss

Inflammatory multisystem disease

Joint inflammation, rash, anaemia

Splinter haemorrhages

Acute phase response

Psoriatic Arthritis

Occurs in upto 40% cases of psoriasis; can present before skin changes

Features

Patterns

Polyarthritis (RA like)

DIP Joints

Asymmetrical oligoarthritis

Spinal (AS like)

X-Ray: erosive changes

Assoicated with nail changes in 80% cases

Treatment: NSAIDs, sulfasalazine, methotrexate, anti TNF agents

Sjogren's Syndrome

Chronic inflammatory
autoimmune disorder

Primary: more common in females, 40s

Secondary: RA, SLE, systemic sclerosis

Associated with other autoimmune conditions

Lymphocytic infiltration and fibrosis of exocrine glands (esp. salivary glands)

Features

Decreased tear production

Decreased saliva production

Other glands are affected: vaginal dryness, dyspareunia, dry cough, dysphagia

Tests

Conjunctival dryness

Schirmer's test

Filter paper under lower lid and measure distance

<5mm in 5 minutes is +ive

Rh factor usually positive

Gland biopsy shows focal lymphocytic aggregation

Treatment

Treat symptoms: artificial tears, frequent
drinks, sugar free pastilles / gum

NSAIDs and hydroxychloroquine for arthralgia

Increased risk of non Hodgkin's lymphoma

Polymyalgia Rheumatica

Common > 70 years (rare < 69 years)

Gradual onset symmetrical aching,
tenderness and morning stiffness in
shoulders and proximal limb muscles

Systemic features: fatigue, fever, weight
loss, anorexia and depression

Overlap with GCA

Differentials

Resent onset RA, polymyositis, hypothyroidism

Primary muscle disease, occult malignancy or infection

Osteoarthritis, neck lesions

Treatment

Prednisolone 15mg / 24hr PO

Gives dramatic response

Decrease dose slowly 1mg / month (according to symptoms and ESR)

Polymyositis &
Dermatomyositis

Progressive symmetrical proximal muscle weakness from striated muscle inflammation

Muscle weakness mat cause dysphagia, dysphonia, or respiratory weakness

Increased risk of malignancy

Dermatomyositis

Also features skin signs

Macular rash, nail fold erythema, roughed red papules over
the knuckles, subcutaneous calcifications, Mechanic's hands

Extra muscular signs
Fever, arthralgia, Raynaud's, interstitial fibrosis, myocarditis, arrhythmias

Diagnosis

Increased muscle enzymes in plasma

Muscle biopsy confirms the diagnosis

Autoantibody associations

Management

Screen for malignancy

Prednisolone

Immunosuppresants in resistant cases

More aggressive treatment is need in children

Vasculitidies

Vasculitis

Medium Vessel
Polyarteritis Nodosa (PAN)

Necrotising vasculitis causing
aneurysms and thrombosis

Lead to infarction in affected organs
with severe systemic symptoms

Can be associated with Hep B

Kawasaki disease
More common in Japan

Childhood PAN variant

Small Vessel
ANCA +ive

Associated with glomerulonephritis

Wegener's

ANCA -iveGoodpasture's disease

May be secondary to other diseases e.g. SLE, RA, hepatitis

Consider vasculitis as a diagnosis in any unidentified multi system disorder

Giant Cell Arteritis
(Large vessel vasculitis)

AKA Cranial / Temporal Arteritis

ESR raised

First and worst headache in elderly

Visual consequences

Common features

Systemic: fever, malaise, weight loss, arthralgia

Skin: purpura, ulcers, nail bed infarcts

Eyes: episcleritis, visual loss

Pulmonary: haemoptysis, dyspnoea

Cardiac: heart failure, angina / MI

GI: pain, malabsorption (due to chronic ischaemia)

Renal: raised BP, proteinuria, chronic renal failure

Neurological: sensorimotor neuropathy, stroke,
fits, chorea, psychoses, confusion
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