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Goals of Presentation

Review anatomy. of PAIVS

Glve examples of diagnestic Imaging —
echo and angiegraphy: - te lllustrate
anatomy.

Review: aspects of physiolegy Impertant te
clinical care and anesthesia management
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PAIVS Overview

About 3% of CHD
s 4-8 / 100,000 live births
= One of the more common cyanotic lesions

Prebably: occurs later 1 morphogenesis
than PA VSD

s \/entricular septum formead
m PA'S often near noermal size

cause IS unknown
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Why iIs Anatomy and Physiology Especially
Important in PAIVS ?

Pulmonary Atresia with 1VS Outcomes

i \ $

Single Intervention or Surgery Multiple Procedures Transplant

A

Biventricular Outcome Single Ventricle Outcome
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Major Anatomic Considerations
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Atretic Pulmonary Valve

May: e well
formed with fused
leatlets

Degree of
development tends
1o correlate with
development of
RVOT

e

Nykanen D; Moss and Adams
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RV Size and Features

Opened Ri

Many: feel RV is AnteirVew
tripartite -

a All'parts tend to be
Aypoplastic, Ut variakly.

Tricuspid valve
correlates best with
overall R\ size

Outlet correlates best
with PA anatomy: and
piventricular repair
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Tricuspid Valve 1s Usually Abnormal

Stenotic and Hypoplastic Tricuspid
Valve Enlarged RV
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RVOT and Pul Viv Echo Pre

ression - not intended for diagnosis Lossy compression - not intended for diagnosis
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Echo RV Long Axis

;sion - not intended for diagnosis Lossy compression - not intended for diagnosis
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Interatrial Communication In
BYA AVASS

Usually: PFOrer small
ASD

Essential for survival it
noe flow through RV,

For Single V- pathway,
Want It Wide open _
For Bi' V. pathway, want
it small / clesed
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PDA In PAIVS

Essential pathway.: for
pulmenanry bleod fiew
early >> PGE

For Single V: pathway
want PDA or shunt till
Glenn

For BV pathway, may. L
want open for while, but

eventually closed
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PDA Stents In
PAINS

PDA often helptul
temporarily even I Bl -
Vpathway.

Anatemy. usually:
amenable to stent If
good RV,

Stented PDA can be
closed later by cath
procedure If necessary.
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Pulmonary Arteries in PAIVS

Different firom' Pas in PA VV.SD

x Usually near noermal size
x MARCAS rare
= Only rarely a-major determinant of eutcome

Coarctation of LPA at ductal Insertion IS
Sometimes seen
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Coronary Arteries in PAIVS

RV Bleod needs te. go semewnere

If ne TR, then corenary: artery Connections

OpPen up

x Highest pressure RYs tend te e small to very
smalll withilittle or ne eutiow, tract

s Really tiny: RV-may have little infiow and not
large corenary. connections

Severe TR associated with large RV, low.
RV pressure and no coronary Connections
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RV Dependent Coronary.
Circulation — Ostia May Be Atretic

-
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Coronaries In PAIVS

Sudden marked RV decompression can

cause “steal” phenomenon (like coronary
artery fistula)

RV-Corenary. connections tend to regress: if
RV pressure moederately reduced



Pulmonary Atresia IVS

RV Growth Post Valvetomy.

Restrictive RV physiology common: early.
after opening RVOIT:

Diastelic filling Improves over time and R-1-
atrial level shunting Improyves

ASD! flow: often R-L early, but becomes L-R
In Wweeks tor months It good relieff of RVO'T
ehstruction
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Summanry. PAINVS

\Wide spectrum off asseciated ISSUEs

a RViS|ze, tricuspidivalve; corenares
Echoecardiograpny and angiography. are
primanry imaging moedalities

PRySIelogy: Righly: variakle

Primary. anesthesia ISSUes

= Pulmoenary. flow

s Coronary: flow.
= Blooed pressure
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