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ar�di�o�vas�cu�lar�ano�ma�li�es�oc�cur� in�abo�ut�10-30%�of�pa�ti�ents�with
(ARM).�The�most�com�mon�car�di�o�vas�cu�lar�ano�ma�li�es�presented�in
the�se�pa�ti�ents�are�ar�te�ri�al�sep�tal�de�fect,�pa�tent�duc�tus�ar�te�ri�o�sus,�tet�-

ra�logy�of�Fal�lot�and�ven�tri�cu�lar�sep�tal�de�fect�1.�Double�Aortic�Arch�(DA�A)
is�a�very�ra�re�con�ge�ni�tal�vas�cu�lar�ano�maly 2,�and�its�as�so�ci�a�ti�on�with�ano�rec-
tal�mal�for�ma�ti�on�has�not�be�en�pre�vi�o�usly�re�por�ted.�

Vas�cu�lar�rings�are con�ge�ni�tal�ano�ma�li�es�of�the�aor�tic�arch�comp�lex.
The�se�ano�ma�li�es�may�be�comp�le�te�(do�ub�le�aor�tic�arch�and�right�aor�tic�arch)
or�in�comp�le�te�(in�no�mi�na�te�ar�tery�com�pres�si�on�and�pul�mo�nary�ar�tery�sling).
DA�A is�the�most�fre�qu�ent�ano�maly�in�the�comp�le�te�gro�up�3,�4.��Pre�sen�ting
symptoms�cor�re�la�te�with�the�type�of�vas�cu�lar�ring.�DA�A�usu�ally�pre�sents
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ABS�TRACT�Congenital�double�aortic�arch�(DAA)�is�a�very�rare�vascular�anomaly�that�causes�tra-
cheal�and�/or�esophageal�compression.�A�case�of�recto�vestibular�fistulae�and�vertical�vaginal�sep-
tum�coexisting�with�double�aortic�arch�was�reported�in�this�paper.�Since�infancy,�the�patient�was
suffering�from�recurrent�airway�infections.�DAA�was�diagnosed�by�computerised�tomography.�After
surgical�disruption�of�the�double�aortic�arch,�the�respiratory�troubles�disappeared.�This�case�shows
that���the�vascular�ring�anomalies�should�be�investigated���in�patients�with�anorectal�malformations
who�have�recurrent�airway�infections.�Early�diagnosis�and�treatment�of�such�anomalies�are�impor-
tant�to�prevent�future�morbidity�and�mortality.�To�our�knowledge,�this�case�is�probably�the�first�one
in�the�English�literature.�The�case�has�been�reported�in�view�of�its�rarity�and�nature�of�presentation.�
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ÖZET�Konjenital�çift�aortik�ark�(DAA;�Double�Aortic�Arch)�trakeal�ve/veya�özofagial�basıya�neden
olabilen�seyrek�bir�vasküler�ring�anomalisidir.�Bu�yazıda�rektovestibular�fistül�vertikal�vaginal
septum�ve�çift�aortik�ark�birlikteliği�olan�bir�olgu�sunuldu.�Hastanın�doğduğundan�beri�tekrarlayan
alt�solunum�yolu�enfeksiyonu�öyküsü�vardı.�DAA�tanısı�bilgisayarlı�tomografi�ile�kondu.�Aortik�ark
divisyonu�sonrası�hastanın�şikayetleri�ve�tüm�semptomlar�kayboldu.�Tekrarlayan�alt�solunum�yolu
enfeksiyonu� olan� anorektal� malformasyonlu� hastalar� vasküler� halka� anomalileri� açısından
araştırılmalıdır.�Bu�tür�anomalilerin�erken�tanı�ve�tedavisi�morbidite�ve�mortalitenin�önlenmesi
açısından�önemlidir.�Bilgilerimize�göre�olgumuz,�İngilizce�literatürde,�DAA’ın�anorektogenital
malformasyona�eşlik�ettiği�ilk�olgu�olma�özelliğini�taşımaktadır.�Olgu�atipik�klinik�özellikleri�ve
seyrek�görülmesi�nedeniyle�sunulmuştur.
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with�res�pi�ra�tory�symptoms�du�e�to�ex�trin�sic�trac�he�-
al�com�pres�si�on.3-5,

Alt�ho�ugh�a�wi�de�va�ri�ety�of�car�di�o�vas�cu�lar�le-
si�ons�ha�ve�be�en�as�so�ci�a�ted�with�ARM,�co�e�xis�ten�ce
of�a�DA�A�has pro�bably not�be�en�re�por�ted�previ-
ously�in�Eng�lish�li�te�ra�tu�re.

CA SE RE PORT

A�20�month-old�girl�was�ad�mit�ted�to�our�hos�pi�tal
be�ca�u�se�of�ARM�presentation.�On�the�physi�cal�ex-
a�mi�na�ti�on,�she�had�rec�to�ves�ti�bu�lar�fis�tu�la�e, ver�ti�-
cal� va�gi�nal� sep�tum,� and� a� right� trans�ver�se� lo�op
co�los�tomy (Figure�1).�She�had�be�en un�der�went�a
right�trans�ver�se�lo�op�co�los�tomy at�anot�her�hos�pi�tal
in the�ne�o�na�tal�pe�ri�od.�The�child�had�a�his�tory�of
per�sis�tent�bar�king�co�ugh�and par�ti�al�res�pon�si�ve�to
me�di�cal�tre�at�ment�sin�ce�in�fancy.��She�had�be�en�tre�-
a�ted�un�suc�cess�fully�for�sus�pec�ted�bronc�hi�tis�for�se�-

ve�ral�ti�mes�be�fo�re�co�ming�us.�In�ad�di�ti�on�to�air�way
symptoms,�she�al�so�had�a�his�tory�of�cho�king�and
dyspha�gi�a�with�so�lid�fo�od.

At�ad�mis�si�on�to�our�cli�nics,�she�was�well�and
had�no�res�pi�ra�tory�symptoms�ex�cept�mild�bar�king
co�ugh.�The�re�was�no�po�si�ti�ve�fin�ding�on�the�res�pi�-
ra�tory�exa�mi�na�ti�on.�Cli�ni�cal�and�ec�ho�car�di�og�rap�-
hic�as�sess�ments of�the�car�di�o�vas�cu�lar�system�we�re
nor�mal.

Le�u�kocy�te�co�unt�was�13,800/mm3,�ot�her�la�bo�-
ra�tory�fin�dings,�uro�ge�ni�tal�ul�tra�so�und�and�PA�chest
X-ray�were�nor�mal.�Pos�te�ri�or�sa�git�tal�ano�rec�top�-
lasty�was�per�for�med�as�a�de�fi�ni�ti�ve�sur�gery. Both
di�ag�nos�tic�va�gi�nos�copy�and�va�gi�nal ope�ra�ti�on�we�-
re�re�fu�sed�by�pa�rents�un�til�mar�ri�a�ge du�e�to�the�cul-
tu�ral and� re�li�gi�o�us� ca�u�ses. Al�so,� the� de�fi�ni�ti�ve
ope�ra�ti�on�of�pa�ti�ent�had�be�en�post�po�ned�by�pa�rents
un�til�the�age�of�4�be�ca�u�se�of�low�so�ci�o-eco�no�mic
con�di�ti�on�and�lack�of�in�te�rest�of�them.��The�pos�to�-
pe�ra�ti�ve�co�ur�se�was�une�vent�ful.�Thre�e�months�la�-
ter,�her�co�los�tomy�was�clo�sed�and�the�pa�ti�ent was
disc�har�ged�on�the 5th pos�to�pe�ra�ti�ve�day. Be�ca�u�se
res�pi�ra�tory�symptoms con�ti�nu�ed�pos�to�pe�ra�ti�vely,�a
con�ge�ni�tal�ano�maly�of�the�lung�was�sus�pec�ted.��A
con�trast-en�han�ced� com�pu�ted� to�mog�rap�hic� (CT)
scan�of� the� tho�rax�was�ob�ta�i�ned,�which� sho�wed
DA�A�en�circ�ling and�mo�de�ra�tely�nar�ro�wing�the�tra-
c�he�a�and esop�ha�gus (Figure�2).��Di�vi�si�on�of�the�DA�-
A� was� do�ne� by� tho�ra�co�tomy.� Af�ter� sur�gi�cal
dis�rup�ti�on�of�the�DA�A,�the�res�pi�ra�tory�tro�ub�les�di�s-
ap�pe�a�red.

DIS CUS SI ON

Do�ub�le�aor�tic�arch�is�the�most�com�mon�forms�of
comp�le�te�vas�cu�lar�rings.�Alt�ho�ugh�va�ri�o�us�forms�of
do�ub�le�aor�tic�arch�exist,�the�com�mon�de�fi�ning�fe�a�-
tu�re�is�that�both�the�left�and�right�aor�tic�arc�hes�are
pre�sent.�By�the�end�of�the�fo�urth�we�ek�of�emb�ryo�-
nic�de�ve�lop�ment,�the�branc�hi�al�arc�hes�ha�ve�for�med
bet�we�en�the�dor�sal�aor�tas�and�ven�tral�ro�ots.�Sub�se�-
qu�ent�in�vo�lu�ti�on�and�mig�ra�ti�on�of�the�arc�hes�re�sult
in�the�ana�to�mi�cally�nor�mal�or�ab�nor�mal�de�ve�lop�-
ment�of�the�aor�ta�and�its�branc�hes.�Vas�cu�lar�rings
are�for�med�when�this�pro�cess�of�reg�res�si�on�and�per-
sis�ten�ce�do�es�not�oc�cur�nor�mally,�and�the�re�sul�tingFIGURE 1: Rectovestibular fistulae and vaginal septum.
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vas�cu�lar�ana�tomy�comp�le�tely�en�circ�les�the�trac�he�a
and�esop�ha�gus.��DA�A�ca�u�sed�by�per�sis�ten�ce�of�right
and�left�fo�urth�branc�hi�al�arc�hes. A�Do�ub�le�Aor�tic
Arch� oc�curs�when�both� fo�urth� arc�hes� and�both
dor�sal�aor�tas�re�ma�in�pre�sent.2,4

Pa�ti�ents�with�vas�cu�lar�rings�pre�sent�with�res-
pi�ra�tory�and/or�esop�ha�ge�al�symptoms.��The�symp-
toms� cor�re�la�te� with� the� type� of� vas�cu�lar� ring.
Pre�sen�ta�ti�on�is�usu�ally�wit�hin�the�first�6�months,

es�pe�ci�ally�the�first�month�of�li�fe.2,3 In the�yo�un�ger
age�gro�up,�res�pi�ra�tory��symptoms�and�signs�such�as
ap�ne�a�epi�so�des,�cya�no�sis,�stri�dor,�per�sis�tent�bar�king
co�ugh�are�pre�do�mi�nant,�whe�re�as�the�esop�ha�ge�al
symptoms�such�as�dyspha�gi�a,�ref�lux,�cho�king�and
fa�i�lu�re�to�thri�ve be�co�me�mo�re�ap�pa�rent when�the
chil�dren�be�gin�to�eat�so�lid�fo�od.2-4 Aor�tic�arch�ab-
nor�ma�li�ti�es�al�so�sho�uld�be�sus�pec�ted�in�ol�der�chil-
dren�with�re�cur�rent�bronc�hi�tis�or�pne�u�mo�ni�a.3-5

Our�pa�ti�ent�had�res�pi�ra�tory�symptoms�du�e�to�com-
pres�si�on�of DA�A,�pre�do�mi�nantly.

Va�ri�o�us�met�hods�such�as�pla�in�chest�X�rays,
ba�ri�um�esop�ha�gog�ram,�bron�cos�copy,�CT,�mag�ne�tic
re�so�nan�ce� ima�ging�are�ava�i�lab�le for di�ag�no�sis�of
vas�cu�lar�rings.��Ec�ho�car�di�og�raphy�is�not�al�ways�re-
li�ab�le�in�the�di�ag�no�sis�of�vas�cu�lar�ring�be�ca�u�se�it�so�-
me�ti�mes�can�not�vi�su�a�li�ze�the�aor�tic�arch�cle�arly .2-5

Ec�ho�car�di�og�raphy�has�do�ne�in�in�fancy��in�anot�her
hos�pi�tal�but�it�did�not�help�ful in�de�fi�ni�ti�ve�di�ag�no�-
sis�of�DA�A�in�our�ca�se.�We�diagnosed�DAA�in�our
case�by CT.�

This�ca�se�shows�that the�vas�cu�lar�ring�ano�m-
a�li�es�may�be�se�en�to�get�her�with�ARM�and�ca�u�ses
re�cur�rent�air�way� in�fec�ti�ons. Early�di�ag�no�sis�and
tre�at�ment�of�such�ano�ma�li�es�are�cri�ti�cal�to�pre�vent
fu�tu�re�mor�bi�dity�and�mor�ta�lity.

FIGURE 2: CT scan showing the double aortic arch.
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