Congenital heart disease

Bacterial Endocarditis

Rheumatic Fever

Kawasaki Disease

Shock

-Compensated shock: vitals maintained, blood flow normal or increased, blood flow is uneven or maldistributed in microcirculation

-Decompensated shock: cardiovascular system declines leading to decreased blood flow (circulatory failure), tissue hypoxia, metabolic acidosis, eventually there is dysfunction in all organ systems

- Irreversible or terminal shock: damage to vital organs(esp. heart and brain), death occurs regardless of treatment

Anemia

-decrease in the number of RBCs
-results in decreased O2 carrying capacity of the blood

CM: growth retardation r/t decreased metabolism and anorexia, lack of energy, pallor, fatigue, and sexual maturation delayed r/t chronic severe anemia 

Management: Treat underlying cause, Blood/blood products, nutrient replacement, O2, bed rest, IV therapy for fluid replacement

Nurse: decrease O2 needs, prevent complications such as tissue hypoxia and infection, promote adequate nutrition

Complications(if left untreated): heart failure, tissue hypoxia, infection
Sickle Cell Crisis

B-Thalassemia

-aka Cooley’s anemia
-inherited blood disorder that results in severe anemia that can lead to cardiac failure and death in early childhood

CM: pallor, unexplained fever, enlarged spleen, H/A, decreased exercise tolerance, precordial and bone pain, listlessness, anorexia

Dx: low hgb/hct, changes in RBCs(microcytosis, hychromia, anisocytosis, pokilocytosis, target cells, basophilic stippling 

Management: blood transfusion(maintain Hgb >9.5) every 3-5 wks, education, coping skills, watch for complications, promote compliance with therapies

Complications: iron overload(hemosiderosis) requiring chelation of iron, splenomegaly, death

Hemophilia 

-group of hereditary bleeding disorders that result from deficiencies of specific clotting factors
-X-linked recessive

Types: Hemophilia A(classic, deficient in factor 8), Hemophilia B(christmas disease, deficiency in factor 9)

Dx: amniocentesis, genetic testing


-Labs: low levels of factor 8 or 9, prolonged PTT, but normal plt count, PT, and fibrinogen

CM: bleeding tendency, may not occur until 6 months, 

Management: Transfusions, replace missing clotting factors, 

-DDAVP: IV/nasal spray, causes 2-4 times increase in factor 8 activity, used for mild hemophilia

Wiskott-Aldrich
-characterized by thrombocytopenia, eczema, immune deficiency and bloody diarrhea 

-X-linked recessive

Management: Blood transfusion

Transfusion Reactions: 
-Hemolytic: most severe but rare

-Febrile reaction: fever,chills

-Allergic reaction: urticaria, pruritus, laryngeal edema

-Air emboli: may occur when blood is transfused under pressure

-hypothermia

-Electrolyte disturbances: hyperkalemia from massive transfusions or patient with renal problems

***stop transfusion immediately!!! Notify HCP!
