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Calssification: (i

Type A: Native PAs present, pulmonary vascular supply through PDA and no APCs:
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Type B: Native PAs and APCs present :
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Type C: No native PAs, pulmonary blood supply through APCs only :
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Classification based on type of branching of pulmonary 2 b °
arteries. ‘ !
According to the type of branching, there are four types
of PA-VSD:

Type 1: Denotes the presence of both a main trunk
and confluent pulmonary arteries.

Type I1: Main trunk is absent, branches are present
which may be confluent or no confluent.

Type III: Main trunk and onc branch is absent but

hl . R < Fig. 21,1 Anatomy of the central pulmonary artenies in  pulmonary arteries with aorto-pulmonary collaterals, (c) absent
! B ) - . - . o
1iar aneres are pl’L‘M.nl. Tetralogy of Fallot with Pulmonary Atresia(TOF-PA) (a) central pulmonary arteries with multiple aorto-pulmonary
Normal central pulmonary arteries, (b) hypoplastic central  collaterals

Type 1V: Main trunk and both branches are absent.
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Electrocardiogram: il LbL<
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Fig. 29.2: ECG of pulmonary atresia with ventricular septal
defect. There is right axis deviation, right atrial enlargement
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Table 40.1 Spectrum of cardiac morphology m patients with
pumonaly atresia and Intact ventricular septum

Dilated RV Mild RV

Moderate RV Severe RV
hypoplasia  hypoplasia

hypoplasia
RY Huge and Trpartite
morphoiogy  thin-walled
Timengof Any Late
chosure of
PV in utero
Tricuspid Large (2 > 0) Normalsmal
valve «01n+2)
Angie of Obtuse/ Obtuse
artena duct acute
RYCACs Not peesent  Not present/

mild

*Bpartite”

Viery small
{2« -2 10 ~5)
Obtuse/acute

MiaVmagor

“Unipartite”

Early

Tiny (2 < ~5)

Acute

Maor/
RvDCC*

MVCALC, nght ventncle 1o coronasy arlery connection, RVDCC, nght
ventricular-dependent coronary crculation
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s Bl Ry s el L) (635 Y Caledl bas (3 Ll B oY1 el e SV i) (55 9 8V il e
BAISY) el 3 gl ol et VU 0 %09 3 04 5

Differentiating Features of Pulmonary Atresia with Intact
Ventricular Septum and Pulmonary Atresia with Ventricular
Septal Defect

Pulmonary atresia with
intact ventricular septum

Pulmonary atresia with
ventricular septal defect

Pulmonary valve
Four-chamber view
Five-chamber view

Main pulmonary artery

Ductus arteriosus

Typical additional cardiac
findings

Associated chromosomal
anomalies

Atretic
Hypoplastic right ventricle
Normal

Hypoplastic to normal sized

Retrograde flow and narrow

Ventriculo-coronary arterial
communications

Rare, deletion 22q11

Atretic

Normal

Ventricular septal defect with
dilated overriding aorta

Hypoplastic and may be absent

Retrograde flow and tortuous

Major aortopulmonary collateral
arteries

Common, 20% of cases with
deletion 2211
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Cardiac Catheterization and angiography : |l Slegl el o a.dal 5 lazal)

AV el e Bgaial) S
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Fig.22.3 (a} Right ventriculogram in RAO projection demonstrutes
extensive ventriculo-coronary artery connections filling both the
night coronary and left coronary artery trees (black arrows), Note
retrograde filling of the aorta from the left coronary artery (white
arrow) showing no coronary ostia obstruction, (b) using u 3F
coronary catheter selective left coronary angiography (black

arrow) demonstrates no evidence of stenosis or interruptions in
the left coronary antery system with a thin left anterior descending
coronary artery (while arrow) which fills without localized obstruc-
tions from the aorta. Thus, in this case, although extensive right
ventricular Lo coronary artery fistulas are present, there is no evidence
for RVDCC
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Fontan type repair: s>, \_)L_f ol
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Table 40.3 Farameters suggested by investigators 10 determing treatment pathway®

Parameter® Biventricular raute Borderline Univentricular route

TV r-scome [64] >=1.5 1.5 =5 =5

RV morphology [B5] Tripartite Bipartite Uinipartite

FvDi [86) =0.35 <0 35 <1 35 and miscular atress

Presence of RV infundibulum [87] Yes Small and narmow Mo

RVWCACS Nikfminor Minonimajor RVDCC

Treatment at presentation RF perforation or closed RF perforation or surgical valvotomy Paliative procedure = BTS £ BAS
surgecal valyotomy BVOT patch and consider PDA stent/BTS

*RVDH, RV development index [caloulated as [RVEDY (96M) = TVD (56N) x RVOD {mm) x 10-°MESA (), where BSA, body surface areal; %N,
percentage of mormal, RVEDY, RY end diastolic volume, RVOD, RV outflow diameter, TVD, TV diameter, RVCAC, RV to coronary artery connections;
RVDCC, Rvidependent coronary crculation; RVOT, AV outfiow tract; BTS, Blalock-Taussig shunt; BAS, balloon atrial sepiostony

"Note TV z-scome is highly dependent upon z-score algorithm, and some investigators do not report which algorithm has been used
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Poor Prognostic Findings in
Pulmonary Atresia with Intact

Ventricular Septum . )‘-UY‘
Severs tricuspid regurgitation L . . .. oLl - .. )
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