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Introduction

Aortopulm onary w indow  is  an abnorm al com m unica-
tion of th e  pulm onary trunk  w ith  th e  as ce nding aorta
w ith  s e parate  pulm onary and aortic valve s .1 Th e
failure  of fus ion be tw e e n th e  e m bryonic conotruncal
ridge s  le ads  to th e  de fe ct be tw e e n th e  righ t and le ft
circulation. Th e  w indow  be gins  above  th e  s e m ilunar
valve s  w ith  e xte ns ion dis tally to th e  as ce nding aorta
and th e  m ain pulm onary arte ry. It is  a rare  anom aly
re pre s e nting 0.2%  to 0.6%  of all th e  conge nital h e art
dis e as e s .2
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A 3 m onth s  old fe m ale  ch ild re fe rre d for s cans  at th e  de partm e nt of radiology w ith  s us picion of a conge nital h e art
dis e as e . A CT angiograph y w as  pe rform e d, w h ich  re ve ale d an abnorm al com m unication be tw e e n th e  proxim al
aorta and th e  pulm onary trunk  in th e  pre s e nce  of s e parate  aortic and pulm onary valve s  re pre s e nting aortopulm onary
w indow . Th is  cas e  s h ow s  th e  im portance  of CT angiograph y in th e  diagnos is  and clas s ification of aortopulm onary
w indow  as  it give s  a com ple te  ove rvie w  of th e  anatom y w h ich  can s ubs e q ue ntly m ak e  planning for s urge ry e as ie r.
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Cas e  Re port

W e  re port th e  cas e  of a 3 m onth s  old fe m ale  ch ild
re fe rre d for s cans  at th e  de partm e nt of radiology. Th e
patie nt h ad pre s e nte d w ith  incre as ing s h ortne s s  of
bre ath , poor fe e ding and irritability w ith  a s trong
s us picion of a conge nital h e art dis e as e . A CT angio-
graph y w as  pe rform e d w ith  m ultiple  axial s e ctions

from  th e  aortic arch  to th e  iliac cre s ts  afte r adm inis -
tration of IV contras t w ith  e arly arte rial ph as e . In
addition, re form atte d s agittal and coronal s e ctions
w e re  obtaine d.
It re ve ale d a s itus  s olitus  w ith  le vocardia; h ow e ve r,
th e re  w as  an abnorm al com m unication be tw e e n th e
proxim al aorta and th e  pulm onary trunk  in th e  pre -
s e nce  of s e parate  aortic and pulm onary valve s  re pre -
s e nting aortopulm onary w indow  as  s h ow n in (Fig. 1,
2 and 3). Th e re  w e re  no s igns  of oth e r conge nital
h e art de fe cts  and th e  re s t of th e  e xam ination w as
w ith in norm al lim its .

Dis cus s ion

Th e  firs t to de s cribe  aortopulm onary w indow  as  a
com m unication of th e  pulm onary trunk  w ith  th e  as ce n-
ding aorta w ith  s e parate  pulm onary and aortic valve s
w as  Elliots on in 1830 w h ile  th e  firs t s ucce s s ful s urgical
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re pair w as  done  at Bos ton’s  Ch ildre n H os pital in
19 52.1

It is  a rare  anom aly re pre s e nting 0.2%  to 0.6%  of all
th e  conge nital h e art dis e as e s .2 It m ay occur by its e lf
in 50%  of th e  cas e s  or be  as s ociate d w ith  s im ple
re pair anom alie s  (pate nt ductus  arte rios is , atrial s e ptal
de fe ct, pate nt foram e n ovale ) or large r com ple x ano-
m alie s  (te tralogy of Fallot, pulm onary atre s ia, aortic
arch  inte rruption, aortic arc h ypoplas ia, coarctation
of aorta, anom alous  origin of coronary arte rie s ).3

Th e  failure  of fus ion be tw e e n th e  e m bryonic cono-
truncal ridge s  le ads  to an aortopulm onary w indow .
Th e  de fe ct s tarts  jus t above  th e  s inus  of Vals alva and
goe s  dis tally into th e  arch  and can be  of diffe re nt
s iz e s .3 According to th e  Mori clas s ification, it can be
divide d into th re e  groups  de pe nding on th e  s e gm e nt
of th e  aortopulm onary s e ptum  involve d: type s  I, II
and III.4 Type  I involve s  th e  proxim al part of th e
aortopulm onary s e ptum  w h ile  type  II involve s  th e
dis tal. On th e  oth e r h and, type  III involve s  th e  com ple te
le ngth  of th e  pulm onary trunk , s tarting above  th e
s e m ilunar valve s  and going to th e  le ve l of pulm onary
bifurcation. H o e t al. re ce ntly adde d a fourth  group
to th is  clas s ification afte r th e  adve nt of trans cath e te r
de vice s  w h ich  are  us e d to clos e  th e  de fe ct.5 Th is  ne w
group, type  IV, is  re s e rve d for inte rm e diate  de fe cts
w ith  ade q uate  s upe rior and infe rior rim s .
Path ologically, aortopulm onary w indow  re s e m ble s
truncus  arte rios is  but can be  diffe re ntiate d by th e  fact
th at aortopulm onary w indow  h as  e s s e ntially norm al
aortic and pulm onary valve s .1

Clinically it is  a le ft-to-righ t s h unt th at w ors e ns  during
th e  ne w born pe riod as  th e  pulm onary vas cular
re s is tance  falls . Th is  can be  follow e d by a low  cardiac
output and conge s tive  h e art failure  w ith  an e arly
ons e t of Eis e nm e nge r’s  s yndrom e  be caus e  of
com bine d s ys tolic and dias tolic run-off into th e
pulm onary circulation.6 Th e  condition is  th us  fatal in
m os t cas e s  unle s s  tre ate d in infancy or e arly ch ild-
h ood.7

In addition to a clinical s us picion of conge nital h e art
dis e as e  and ECG findings  of bive ntricular h ype rtroph y,
e ch ocardiograph y h e lps  in diagnos is  by s h ow ing a
“T-s ign” w ith  norm al s e m ilunar valve s . Ech ocardio-
graph y als o s h ow s  dias tolic flow  re ve rs al in th e  aortic
arch  and dow nw ard flow  in th e  m ain pulm onary
arte ry.6 Th e  Angio-Com pute d Tom ograph y s can is
utiliz e d to ge t additional anatom ic de tails . It s h ow s

Figure  1: Com pute d Tom ograph y (CT) axial s e ction s h ow ing an
abnorm al com m unication be tw e e n th e  proxim al aorta and th e

pulm onary trunk

Figure  2: Com pute d Tom ograph y (CT) coronal s e ction s h ow ing
an abnorm al com m unication be tw e e n th e  proxim al aorta and th e

pulm onary trunk

Figure  3: Com pute d Tom ograph y (CT) s agittal s e ction s h ow ing
an abnorm al com m unication be tw e e n th e  proxim al aorta and th e

pulm onary trunk
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th e  pre cis e  location of th e  de fe ct along w ith  any
as s ociate d conge nital h e art de fe cts . In our cas e , th is
w as  us e d and a de fe ct w as  found in th e  proxim al part
of th e  aortopulm onary s e ptum  th us  falling into th e
Mori clas s ification of type  I.

Conclus ion

Th is  cas e  s h ow s  h ow  im portant CT angiograph y is
in th e  diagnos is  of rare  conge nital dis e as e  s uch  as
aortopulm onary w indow  as  it give s  a com ple te  ove r-
vie w  of th e  anatom y w h ich  can s ubs e q ue ntly m ak e
planning for s urge ry e as ie r.
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