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(Goals for conference

» Better understanding of transposition of
great vessels

— D/L, ‘congenitally corrected’
* Review of ASD types and board pearls
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Case 1

» 40 yo WM with hx Congenitally corrected
Transposition of the Great Vessels presenting
with increased DOE

e 1994 L Subclavian to L PA shunt

 Pulmonary Stenosis
— Porcine valve replacement

« VSD

— Patch repair

 Hx Left AV Regurgitation
— Repaired 2000
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Transposition of the Great
Vessels

A — Normal Cardiac development

B — Complete transposition of the Great Vessels
Note VSD and PDA
C — Congenitally corrected transposition

Hornung et al.
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Vocabulary

e Atrioventricular concordance vs.
discordance

 Ventriculoarterial concordance vs.
discordance
— Tansposition features Ventriculoarterial
discordance
* D-loop — Complete transposition; Aorta
arises right of pulmonary artery

 L-loop — Congenitally corrected; Aorta
arises left of pulmonary artery
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The “Broderick” classification

 Atria are in their usual position

* The tricuspid valve attaches to the
morphologic RV

 The mitral valve attaches to the
morphologic LV

 The aortic valve Is connected to the aorta

* The pulmonary valve connects to the
pulmonary artery
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Complete Transposition

* Most common
— cyanotic congenital heart disease
— presenting In infancy

* 5-7% of all congenital heart disease
« 20-30/100,000 live births
» 2:1 male:female

Horung et al.
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Complete Transposition
D-Loop

 Aorta arises from RV

— Coarses right and anterior to Pulmonary
Artery

* Pulmonary artery arises from LV

» Coronaries typically from aorta but various
origins

Hornung et al.
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Assoclated lesions

* 50% have another heart defect
e 40-45% with VSD

» 25% with pulmonary outflow tract
obstruction

* 5% with aortic coarctation

Hornung et al.
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Natural History
No Intervention

* 90% die In infancy
* Those WITHOUT other defects do worse
— Only 30% survive beyond 1 month

* Those with LVOT (Pulm Artery)
obstruction and VSD tend to do better

Hornung et al.
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Surgical Therapy

« Mustard and Senning procedures started
In 1960’s

* Result in normal Pulmonary->systemic
blood flow

RV and TV still function systemically

* Operative mortality 5% in 1970's
— Worse for patients WITH other defects

Hornung et al.
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ustard operation

» Atrial baffle
diverts blood
from SVC and
IVC toward the

MV and LV
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Hornung et al.
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Following surgery

* 85-90% 10 year survival
* 80% 20 year survival

« Late causes of death
— Presumed arrythmia

— RV fallure

» Good functional capacity (60-80%
NYHA class |)

* Many patients have chronotropic
Incompentence

Hornung et al.
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Right Ventricle

 Morphologic RV destined to provide systemic
circulation

 RVEF of 50% considered ‘normal’

« Concern for degeneration of function in 3rd-4t
decade

 Geometry yields echo insufficient to evaluate
function

 MRI considered gold standard*
» RV typically hypertrophies

Hornung et al.
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Tricuspid Valve

 Mild TR (1-2+/4) common
 Significant TR may be due to RV dilitation

* In patients with VSD

— Tricuspid may be damaged during repair of
VSD; may necessitate further repair
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Coronary anatomy

 Various origins
 Left cor supplies ANATOMIC LV
* Right cor supplies ANATOMIC RV
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Arrythmia

* Loss of sinus rhythm
 Atrial tachycardia
* May require permanent pacemaker

o Atrial flutter is marker of increased risk of
sudden death
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Late surgical therapies

« Baffle leaks
— May close with percutaneous occluder

* Pulmonary or systemic venous stenosis
— Amenable to balloon dilitation

 Late arterial switch procedure
— Attempted for RV dysfunction, refractory TR
— Not very successful, requires ‘retraining’ LV
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Medical therapies

« ACE inhibitor

— No data, ongoing clinical trial

 Beta blockers

— Presumed effect from ‘normal’ CHF patients
— No data
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Arterial Switch Procedure

* |nitially high mortality, but theoretically
better

» Should be performed age 3-4 weeks

* Operative mortality 5%

— Increased risk with other defects, prior
surgery

» 5 year survival good
« Patients in 20’s now






