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FIG. 459.1 Double aortic arch. A, Small anterior segment of the double aortic arch (most common
type). B, Operative procedure for release of the vascular ring. L., Left; a. and art., artery; ant., anterior;
innom., innominate; duct. arterios., ductus arteriosus; pulm., pulmonary
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Extracardiac Complications of Cyanotic Congenital Heart
Disease and Eisenmenger Physiology

PROBLEM

ETIOLOGY

THERAFPY

Polycythemia

Persistent hypoxia

Phlebotomy if symptomatic

Relative anemia

Nutritional deficiency

Iron replacement

CNS abscess

Right-to-left shunting

Antibiotics, drainage

CNS5 thromboembolic stroke

Right-to-left shunting or
polycythemia

Anticoagulation, phlebotomy

Low-grade DIC, thrombocytopenia

Polycythemia

None for DIC unless
bleeding, then phlebotomy

Hemoptysis

Pulmenary infarct, thrombosis, or
rupture of pulmonary artery
plexiform lesion

Embolization

Plastic bronchitis

Fontan procedure

Bronchoscopy, vascular
coiling, lymphatic ablation

Gum disease Polycythemia, gingivitis, bleeding | Dental hygiene
Gout Polycythemia, diuretic agent Allopurinol
Arthritis, clubbing Hypoxic osteoarthropathy None

Pregnancy complications: miscarriage, fetal
growth retardation, prematurity increase,
maternal illness

Poor placental perfusion, poor
ability to increase cardiac output

Pregnancy prevention
counseling, high-risk
obstetric management

Infections

Associated asplenia, DiGeorge
syndrome, endocarditis

Antibiotics

Fatal RSV pneumonia with
pulmonary hypertension

Ribavirin; RSV
immunoglobulin (prevention)

Failure to thrive

Increased oxygen consumption,
decreased nutrient intake

Treat heart failure; comrect
defect early; increase caloric
intake

Protein-losing enteropathy

s/p Fontan; high right-sided
pressures

Oral budesonide or sildenafil

Chylothorax

Injury to thoracic duct

Medium-chain
triglyceride diet
Octreotide
Surgical ligation of
thoracic duct

Neurodevelopmental disabilities

Chronic hypoxia, cardiac surgery,
genetic

Early school-based
evaluation and intervention

Psychosocial adjustment

Limited activity, cyanotic
appearance, chronic disease,
multiple hospitalizations

Counseling

CNS, Central nervous system; DIC, disseminated intravascular coagulation; RSV, respiratory

syncytial virus; s/p, status post (after).

e sles S GalS 5 el 4 o559, 5l (6 S5l
HCT > 720) a0l ceipm b 4w jlaiedle ol )les jo €XChange + g8 (A



5D Juad

Section 465

) 50 S I 51Ol Az ;0 08,8 o S50 piny Iy azu 50 ez j3 Jlewsleg) (65550
el Hob csly LB (e o ks 1,8 pg0
Table 465.1
Echocardiographic Findings in Rheumatic Valvulitis

PATHOLOGIC MITRAL REGURGITATION™ PATHOLOGIC AORTIC REGURGITATION*
1. Seen in at least 2 views 1. Seen in at least 2 views

2. Jet length =2 cm in at least 1 view 2. Jet length =1 cm in at least 1 view

3. Peak velocity =3 meters/sec 3. Peak velocity >3 meters/sec

4. Pan-systolic jet in at least 1 envelope 4. Pan-diastolic jet in at least 1 envelope

" All 4 criteria need to be met.
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Table 467.1

Etiology of Pericardial Disease

Congenital

Absence (partial, complete)
Cysts
Mulibrey nanism (TRIM 37 gene mutation)

Camptodactyly-arthropathy—coxa vara—pericarditis syndrome (PRG4 gene
mutation)

Myhre syndrome (SMAD4 gene mutation)

Infectious

Viral: coxsackievirus B, Epstein-Barr virus, influenza, adenovirus,
parvovirus, HIV, mumps

Bacterial: Haemophilus influenzae , streptococcus, pneumococcus,
staphylococcus, meningococcus, myeoplasma, tularemia, Listeria,
leptospirosis, tuberculosis, Q fever, salmonella
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Immune complex mediated: meningococcus, H. influenzae
Fungal: actinomycosis, histoplasmosis
Parasitic: toxoplasmosis, echinococcosis

Noninfectious

Idiopathic

Systemic inflammatory diseases: acute rheumatic fever, juvenile
idiopathic arthritis, systemic lupus erythematosus, mixed connective
tissue disorders, systemic sclerosis, Kawasaki disease, Churg-Strauss
syndrome, Behcet syndrome, sarcoidosis, familial Mediterranean fever
and other recurent fever syndromes, pancreatitis, granulomatosis with
polyangiitis

Metabolic: uremia, hypothyroidism, Gaucher disease, very-long-chain
acyl-CoA dehydrogenase deficiency

Traumatic: surgical, catheter, blunt

Lymphomas, leukemia, radiation therapy

Primary pericardial tumors
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Frank-Starling Curve
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FIG. 469.1 The Frank-Starling relationship. As left ventricular end-diastolic (LVED) pressure
increases, the cardiac index increases, even in the presence of congestive heart failure, until a critical
level of LVED pressure is reached. Adding an inotropic agent (digoxin) shifts the curve from I to Il.
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FIG. 471.2 Pathologic specimen showing giant aneurysm of left main coronary artery (arrow). Ao,
Ascending aorta.
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