
c�to�pi�a�cor�dis�(EC)�is�a�very�ra�re�con�ge�ni�tal�mal�for�ma�ti�on�in�which
the�he�art�is�comp�le�tely�or�par�ti�ally�lo�ca�ted�out�si�de�the�tho�rax.1 It
is�mo�re�fre�qu�ent�in�fe�ma�le�fe�tu�ses�and�re�por�ted�pre�va�len�ce�of�EC

is�0.5-1/100.000.1,2 Eti�o�logy�of�the�mal�for�ma�ti�on�is�unk�nown.�EC�may
pre�sent��as��an��iso�la�ted��mal�for�ma�ti�on�or�it�may�be�as�so�ci�a�ted�with�an-
te�ri�or�body�wall�de�fects.�The�con�di�ti�on�may�be�a�com�po�nent�of��Can�-
trell’s�Pen�ta�logy.1-5� Ne�o�na�tal��prog�no�sis��of��the��fe�tu�ses��with��ec�to�pi�a
cor�dis�mal�for�ma�ti�on��are�ge�ne�rally�po�or�sin�ce��in�trin�sic��car�di�ac��de�fects
and��ot�her��system��ab�nor�ma�li�ti�es��ge�ne�rally��ac�com�pany�the�mal�for�ma�-
ti�on.1,2
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ABS�TRACT�Ec�to�pi�a�cor�dis�is�a�very�ra�re�con�ge�ni�tal�mal�for�ma�ti�on�in�which�the�he�art�is�lo�ca�ted
out�si�de��the�tho�rax.�Re�por�ted�pre�va�len�ce�of�ec�to�pi�a�cor�dis�is�0.5-1/100.000�.�Ec�to�pi�a�cor�dis�may
pre�sent�as�an�iso�la�ted�mal�for�ma�ti�on;�ho�we�ver,�it�may�al�so�be�ac�com�pa�ni�ed�by�Can�trell’s�pen�ta�-
logy.�Ter�mi�na�ti�on�of�preg�nancy�has�be�en�of�fe�red�for�the�ca�ses�di�ag�no�sed�at�early�ges�ta�ti�o�nal�age
sin�ce�ne�o�na�tal�sur�gery�out�co�mes�are�ge�ne�rally�po�or.�So�me�ge�ne�tic�ab�nor�ma�li�ti�es�as�so�ci�a�ted�with
ec�to�pi�a�cor�dis,�ha�ve�be�en�des�cri�bed.�Fe�tu�ses�with�ec�to�pi�a�cor�dis�di�ag�no�sed�pre�na�tally�sho�uld�be
eva�lu�a�ted�for�ge�ne�tic�ab�nor�ma�li�ti�es,�which�gu�i�de�pre�na�tal�and�post�na�tal�ma�na�ge�ment�of�ca�ses.
He�re,�a�ca�se�of�iso�la�ted�ec�to�pi�a�cor�dis�di�ag�no�sed�by�pre�na�tal�ul�tra�so�nog�raphy�that�was�per�for�med
in�the�18th�we�ek�of�preg�nancy�has�be�en�pre�sen�ted�along�with�the�dis�cus�si�on�of�the�ca�se�ba�sed�on
the�li�te�ra�tu�re�re�vi�ew.��
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ÖZET�Ek�to�pi�a�kor�dis,�0.5-1/100.000�sık�lık�ta�nadir�gö�rü�len,�kal�bin�to�raks�dı�şın�da�bu�lun�ma�sı�ile
ka�rak�te�ri�ze,�bir�kon�je�ni�tal�ano�ma�li�dir.�Ek�to�pi�a�kor�dis�izo�le�bir�ano�ma�li�ola�bil�di�ği�gi�bi�Can�trell
pen�ta�lo�ji�si�ne�eş�lik�eden�bir�ano�ma�li�ola�rak�da�bu�lu�na�bi�lir.�Pre�na�tal�dö�nem�de�ta�nı�ko�nu�lan�ol�-
gu�la�ra�uy�gu�la�nan�ne�o�na�tal�cer�ra�hi�so�nuç�la�rı�ge�nel�de�kö�tü�dür�ve�er�ken�ge�be�lik�haf�ta�la�rın�da�ta�-
nı�alan�ol�gu�la�ra�ge�be�lik�son�lan�dır�ma�sı�öne�ril�mek�te�dir.�Ek�to�pi�a�kor�di�a�ano�ma�li�si�ne�eş�lik�eden
çe�şit�li�ge�ne�tik�anor�mal�lik�ler�ta�nım�lan�mış�tır.�Pre�na�tal�dö�nem�de�ek�to�pi�a�kor�dis�ta�nı�sı�alan�fe�-
tus�la�ra,�pre�na�tal�ve�post�na�tal�ta�ki�bin�be�lir�len�me�si�için�ge�ne�tik�de�ğer�len�dir�me�ya�pıl�ma�lı�dır.�Bu
ya�zı�da�kli�ni�ği�mi�ze�18.�ge�be�lik�haf�ta�sın�da�baş�vu�ran�bir�ge�be�nin�pre�na�tal�ul�tra�so�nog�ra�fi�sin�de�sap�-
ta�nan�izo�le�ek�to�pi�a�kor�dis�mal�for�mas�yon�lu�fe�tus�su�nul�du�ve�ko�nu�li�te�ra�tür�bil�gi�le�ri�eşliğinde
tar�tı�şıl�dı.�
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CA SE REPORT

A�17-ye�ar-old��pri�mig�ra�vid�pa�ti�ent�re�fer�red�to�our
out-pa�ti�ent�cli�nic�in�the 18th we�ek�of�preg�nancy�on
Ap�ril�28,�2008 du�e�to�high�alp�ha�fe�top�ro�te�in�de�ter�-
mi�ned�du�ring�scre�e�ning� in�the�se�cond�tri�mes�ter.
Ul�tra�so�nog�raphy�was�per�for�med, and�an�18-we�ek
old�fe�ma�le�fe�tus��with�a�de�fect�in�the�an�te�ri�or�tho-
rax�and�tho�ra�cal�ec�to�pi�a�cor�dis�mal�for�ma�ti�on�was
ob�ser�ved�(Fi�gu�re�1).�All�the�ot�her�struc�tu�res�we�re
nor�mal.�The�his�tory�of�the�pa�ti�ent�was�non-spe�ci�-
fic�ex�cept��ele�va�ted�alp�ha�fe�to-pro�te�in�le�vel�(2.639
mom)�in�the�se�cond�tri�mes�ter�of�her�preg�nancy�de-
ter�mi�ned�on�Ap�ril�24,�2008.��The�pa�ti�ent�was�in�for�-
med� and� re�fer�red� to� a� lar�ger�me�di�cal� cen�ter� for
furt�her�eva�lu�a�ti�on.�On�May�3, 2008,� the�pa�ti�ent
was�re�ad�mit�ted�to�our�cli�nic�with�the�comp�la�int�of
va�gi�nal�ble�e�ding.�She�ne�ver�app�li�ed�to�the�cen�ter
she�had�be�en�re�fer�red�to.�Ul�tra�so�nog�raphy�was�per-
for�med�and�an�in�ute�ro-ex�fe�tus�was�de�tec�ted.�The
writ�ten�in�for�med�con�sent�of�the�pa�ti�ent�was�ob�ta�-
i�ned, and�the�preg�nancy�was�ter�mi�na�ted�on�May 5,
2008.�The�mac�ros�co�pic�eva�lu�a�ti�on�of�the�fe�tus�re�ve�-
a�led�an�an�te�ri�or�tho�ra�cal�de�fect�and�ex�trat�ho�ra�cally
lo�ca�ted�he�art�(Fi�gu�re�2).�The�fe�tus�was�sent�in�for
pat�ho�lo�gic�exa�mi�na�ti�on for�in�ves�ti�ga�ti�on�of any in-
trin�sic�car�di�ac�de�fects�and�ot�her�pos�sib�le�ab�nor�ma�-
li�ti�es.�A�samp�le�of�pla�cen�ta�was�sent�to�the�ge�ne�tic
la�bo�ra�tory.�Pat�ho�lo�gic�in�ves�ti�ga�ti�on�sho�wed�a�fe-
ma�le� fe�tus,�we�ig�hing�320�gram,�ha�ving�par�ti�ally
dis�tal�ster�nal�de�fect, and�tho�ra�cal�ec�to�pi�a�cor�dis.

The�re�we�re�no�in�trin�sic�car�di�ac�de�fects�or�any�ot�-
her�ab�nor�ma�li�ti�es.�Ge�ne�tic�in�ves�ti�ga�ti�on�pre�sen�ted
a�nor�mal�46�,�XX�kar�yoty�pe.�

DIS CuS SI ON

EC�re�fers�to�an�an�te�ri�or�tho�ra�cal�de�fect�and�ex�trat�-
ho�ra�cic�lo�ca�ti�on�of�the�he�art.1 It�is�a�very�ra�re�con-
ge�ni�tal�mal�for�ma�ti�on�with�an�es�ti�ma�ted�pre�va�len�ce
of�0.5-1/100.000�births�and�it�is�mo�re�fre�qu�ent�in
fe�ma�les.1,2 The�for�ma�ti�on�of�the�tho�ra�cic�and�ab�do�-
mi�nal�walls�is�comp�le�te�in�the�ninth�we�ek�of�preg-
nancy� and� of� the� he�art� in� the� eighth� we�ek.
Comp�le�te�or�in�comp�le�te�fa�i�lu�re�of�mid�li�ne�fu�si�on
at�this�emb�ryo�nic�sta�ge�can�re�sult�in�a�va�ri�ety�of�di�-
sor�ders� ran�ging� from� iso�la�ted� ec�to�pi�a� cor�dis� to
comp�le�te�ven�tral�evis�ce�ra�ti�on.3 EC�can�ea�sily�be�di-
ag�no�sed�by�pre�na�tal�ul�tra�so�nog�raphy�af�ter�tenth
we�eks�of�preg�nancy.3 EC�is�clas�si�fi�ed�in�fi�ve�ca�te�-
go�ri�es�ac�cor�ding�to�the�lo�ca�ti�on�of�the�de�fect:�Cer-
vi�cal,�cer�vi�cot�ho�ra�cal,�tho�ra�cal,�tho�ra�co�ab�do�mi�nal,
and� ab�do�mi�nal.� Tho�ra�cal� and� tho�ra�co�ab�do�mi�nal
types�are�85%�of�all�EC�ca�ses.4 Tho�ra�co�ab�do�mi�nal
EC�is�usu�ally�ac�com�pa�ni�ed�by�Can�trell’s�pen�ta�logy,
which�con�sists�of�ster�nal�de�fect,�ec�to�pi�a�cor�dis,�di-
ap�hrag�ma�tic�de�fect,�di�ap�hrag�ma�tic�pe�ri�cor�di�al�de-
fect, and�an�te�ri�or�ab�do�mi�nal�wall�de�fect.5,6 Hen�ce,
all�ca�ses�with�EC�di�ag�no�sed�by�pre�na�tal�ul�tra�so�-
nog�raphy sho�uld�be�in�ves�ti�ga�ted�for�omp�ha�lo�ce�le
and�ot�her�con�co�mi�tant�mal�for�ma�ti�ons.�In�our�ca�se,
we�did�not�de�tect�any�mal�for�ma�ti�ons�ex�cept�iso�la�-

FIGURE 1: Longitudinal ultrasound section of the fetus; the arrow shows ex-
trathoracic location of  the heart.

FIGURE 2: The appearance of the female fetus with thoracal ectopia cordis,
after termination of pregnancy.



ted�ster�nal�de�fect�and�tho�ra�cal�EC.�Eighty�per�cent
of�fe�tu�ses�with�EC�al�so�ha�ve�in�trin�sic�car�di�ac�mal-
for�ma�ti�ons,�which�are re�la�ted�with�po�or�ne�o�na�tal
prog�no�sis.4 The�most�com�mon�car�di�ac�mal�for�ma�ti�-
ons�ac�com�pan�ying�EC�are�at�ri�al�sep�tal�de�fect,�ven-
tri�cu�lar�sep�tal�de�fect�and�tet�ra�logy�of�Fal�lot.4-7 EC�is
con�si�de�red�an�iso�la�ted�and�spo�ra�dic�mal�for�ma�ti�on.
Ne�vert�he�less,�va�ri�o�us�chro�mo�so�mal�ab�nor�ma�li�ti�es
re�la�ted�with�EC�ha�ve�be�en�re�por�ted.�Tri�somy�18�is
the�most�com�mon�chro�mo�so�mal�ab�nor�ma�lity�ac-
com�pan�ying�EC.8 In�the�light�of�the�se�re�ports,�a�di-
ag�no�sis�of�EC�by�pre�na�tal�ul�tra�so�nog�raphy�sho�uld
al�so�be�con�si�de�red�ge�ne�tic�in�ves�ti�ga�ti�on.�Prog�no�sis
of�EC�va�ri�es de�pen�ding�on�the�pre�sen�ce�of�ac�com�-
pan�ying�struc�tu�ral�ab�nor�ma�li�ti�es�and�in�trin�sic�car-
di�ac�de�fects.�An�te�na�tal�or�ne�o�na�tal�de�ath�from�EC

is�com�mon.�An�at�ra�u�ma�tic�ca�e�sa�re�an�birth�fol�lo�-
wed�by�cor�rec�ti�ve�ne�o�na�tal�sur�gery�has�be�en�sug-
ges�ted� for� fe�tu�ses� with� nor�mal� kar�yoty�pe� and
di�ag�no�sis�of�iso�la�ted�EC.9 Few�suc�cess�ful�out�co�mes
ha�ve�be�en�re�por�ted�in�ne�o�na�tes�with�iso�la�ted�EC
af�ter�cor�rec�ti�ve�sur�gery;10 ho�we�ver,�the�pro�ce�du�re
of�ten�fa�ils�se�con�dary�to�kin�king�of�the�gre�at�ves�sels
or�mec�ha�ni�cal�com�pres�si�on�of�the�he�art, re�sul�ting
in�dec�re�a�sed�car�di�ac�out�put.11,12

In�conc�lu�si�on,�pre�na�tal�di�ag�no�sis�of�iso�la�ted
EC�is�a�very�ra�re�oc�ca�si�on.�Iso�la�ted�EC�re�qu�i�res
ap�prop�ri�a�te�pre�na�tal�and�post�na�tal�ma�na�ge�ment.
Ge�ne�tic�co�un�se�ling�and�mul�ti�dis�cip�li�nary�cli�nic
eva�lu�a�ti�on�by�obs�tet�ri�ci�ans,�pe�di�at�ri�ci�ans, and�pe-
di�at�ric�car�di�o�vas�cu�lar�sur�ge�ons�sho�uld�be�plan�-
ned.
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