Rheumatic Fever and Heart Disease
Definition: rheumatic fever is an acute, immunologically mediated, multi-system inflammatory disease that follows, after a few weeks, an episode of group A streptococcal pharyngitis (3% of patients).

The incidence and mortality of rheumatic fever has declined over the past 30 years (due to improved socioeconomic condition and rapid diagnosis and treatment of strep. pharyngitis.

Affect the heart during its acute phase (  acute rheumatic carditis.

Cause chronic valvular deformities (many years after the acute disease. 
Pathogenesis and Key Morphologic Changes of Acute Rheumatic Heart Disease

Morphology: Acute Rheumatic Fever

· Inflammatory infiltrates occur in a wide range of tissues: synovium, joints, skin, heart.

· Focal fibrinoid necrosis ( mixed inflammatory reaction (diffuse or localized) ( Fibrosis (chronic rheumatic heart disease) .
Morphology: Acute Rheumatic Carditis

· Pancarditis (endocarditis, myocarditis, and pericarditis). 

· Myocardium: Multiple foci of inflammation within the connective tissue of the heart. (Aschoff bodies: central fibrinoid necrosis, surrounded by chronic mononuclear inflammatory infiltrate and occasional large histiocytes).Diffuse interstitial inflammatory infiltrates (may lead to generalized dilation of the cardiac chambers).

· Pericardial involvement: fibrinous pericarditis, sometime associated with serous or serosanguinous effusion. Aschoff bodies may be present.
· Endocardium: Mostly mitral and aortic valve. Aschoff bodies may be present.
· Valves are edematous and thickened with foci of fibrinoid necrosis. (Aschoff nodules uncommon).

· Verrucous endocarditis (small vegetations along lines of valve closure).

· Acute changes may resolve completely or progress to scarring and chronic valvular deformities. 
Rheumatic Fever: Involvement of Other Organs

· Arthritis: large joints, self limited, no chronic deformities.

· Lung: uncommon, chronic interstitial inflammation and fibrinous pleuritis.

· Skin: skin nodules, erythema marginatum.

Chronic Rheumatic Heart Disease

· Irreversible deformity of one or more cardiac valves (previous acute valvulitis).

· Left side of heart > right.

· Reduction of diameter (stenosis), or improper closure (regurgitation), or both.

· May lead to cardiac failure (overload)

· May predispose to infective endocarditis.
Chronic Rheumatic mitral valvulitis

· Stenosis > regurgitation.

· Females > males.

· In stenosis:

· Leaflets are thick, rigid, and interadherent.

· Dilatation and hypertrophy of left atrium.

· Mural thrombi may be present (systemic emboli.

· Lungs are firm and heavy (chronic passive congestion).

· Right heart may be affected later.

· In regurgitation:

· Retracted leaflets.

· Left ventricular hypertrophy and dilatation.

Chronic Aortic Valvulitis

· Males > females.

· Associated with mitral valvulitis.

· Aortic stenosis:

· Valve cusps are thickened, firm and interadherent ( rigid triangular channel.

· Left ventricular hypertrophy.

· Subsequent left ventricular failure and dilation.

· Aortic regurgitation: retraction of leaflets.

Acute Rheumatic Fever: Clinical

· Occurs 10 days to 6 weeks after pharyngitis.

· ? Of genetic susceptibility.

· Peak incidence: 5-15 years.

· Pharyngeal culture may be negative, but anti streptolysin O (ASO) titer will be high.

· Arthritis: large joints, migratory.

· Acute carditis: pericardial friction rubs, weak heart sounds, tachycardia and arrhythmias.

· myocarditis ( cardiac dilation ( functional mitral valve insufficiency or even congestive heart failure. 
Major criteria for diagnosis of rheumatic fever
· Migratory 

 HYPERLINK "http://en.wikipedia.org/wiki/Arthritis" polyarthritis: a temporary migrating inflammation of the large joints, usually starting in the legs and migrating upwards. 

· Carditis: inflammation of the heart muscle which can manifest as congestive heart failure with shortness of breath, pericarditis with a rub, or a new heart murmur. 

· Subcutaneous nodules: painless, firm collections of collagen fibers over bones or tendons. They commonly appear on the back of the wrist, the outside elbow, and the front of the knees. 

· Erythema

 HYPERLINK "http://en.wikipedia.org/wiki/Erythema_marginatum"  

 HYPERLINK "http://en.wikipedia.org/wiki/Erythema_marginatum" marginatum: a long lasting rash that begins on the trunk or arms. This rash never starts on the face and it is made worse with heat.  

· Sydenham's chorea (St. Vitus' dance): a characteristic series of rapid movements without purpose of the face and arms. This can occur very late in the disease. 

Minor criteria for diagnosis of rheumatic fever 

· Fever 

· Arthralgia: Joint pain without swelling 

· Raised Erythrocyte sedimentation rate or C reactive protein 

· Leukocytosis 

· ECG showing features of heart block 

· evidence of Streptococcal infection: elevated or rising Antistreptolysin

 HYPERLINK "http://en.wikipedia.org/wiki/Antistreptolysin_O_titre"  O 

 HYPERLINK "http://en.wikipedia.org/wiki/Antistreptolysin_O_titre" titre or DNAase.[1]. 

· Previous episode of rheumatic fever or inactive heart disease 
Chronic Rheumatic Carditis: Clinical

Manifestation after years or decades after the initial episode of rheumatic fever.

Signs and symptoms depend on which involved valve(s): cardiac murmurs, hypertrophy, dilation, congestive heart failure, arrhythmia, thromboembolic complications and infective endocarditis.

