
oregut duplication cysts constitute 10% of all mediastinal tumours.1

Three types of foregut cysts have been described: bronchogenic, in-
tramural esophageal and enteric. The diagnosis basically depends on

the histological findings. However, vertebral anomalies associated with pos-
terior mediastinal cyst is a feature of enteric cyst. Enteric cyst is uncom-
mon and none of the 15 cases of foregut cyst in children, which were
reported by Cohen, et al.2 was of enteric variety. The high incidence of as-
sociated thoracic or cervical vertebral anomalies with foregut cysts provi-
de an early clue to the diagnosis. The enteric cyst has been generally
reported to be at the right side of the mediastinum and asymptomatic. If
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A Rare Cause of Respiratory Distress in
a Newborn: Mediastinal Enteric Cyst

Associated with Costovertebral Malformation:
Case Report

AABBSS  TTRRAACCTT  Me di as ti nal en te ric cyst is usu ally as so ci a ted with seg men tal cos to ver teb ral mal for -
ma ti ons inc lu de Jarc ho-Le vin syndro me, spond ylo cos tal dysos to sis, and spond ylot ho ra cic dysos to -
sis. We ai med to re port a ca se of tho ra cal ver teb ral ano maly as so ci a ted with a me di as ti nal en te ric
cyst. A 1  day-old girl pa ti ent was ad mit ted to our cli nic with symptoms of dyspne a, cya no sis, grun t-
ing and po or suc king. Low ha ir li ne, a short web bed neck, and fle xi on con trac tu re in the left fo urth
pha lanx we re de tec ted in her physi cal exa mi na ti on. Pos te ro an te ri or chest X-ray and tho rax com-
pu te ri zed to mog raphy de mons tra ted a lar ge cystic le si on at the right lung. He re in this new born
with res pi ra tu ar dis tress du e to me di as ti nal en te ric cyst as so ci a ted with cos to ver teb ral mal for ma -
ti on was re por ted.

KKeeyy  WWoorrddss::  Dyspne a; in fant, new born; me di as ti nal cyst

ÖÖZZEETT  Me di as ti nal en te rik kist ge nel lik le seg men tal kos to ver teb ral mal for mas yon lar la ka rak te ri ze
Jarc ho-Le vin sen dro mu, spon di lo kos tal ve spon di lo to ra sik di sos to za eş lik eder. Bu ya zı da, to ra kal
ver teb ral ano ma li ye eş lik eden me di as ti nal en te rik kist bu lu nan ye ni do ğan bir has ta yı sun ma yı
amaç la dık. Bir gün lük ye ni do ğan kız has ta kli ni ği mi ze so lu num sı kın tı sı, mo rar ma, hı rıl tı lı so lu num
ve em me güç lü ğü şika yet le ri ile baş vur du. Fi zik in ce le me de has ta da dü şük en se saç çiz gi si, kı sa bo -
yun ve sol 4. el par ma ğın da flek si yon kon trak tü rü sap tan dı. Çe ki len ön ar ka ak ci ğer gra fi si ve bil -
gi sa yar lı gö ğüs to mog ra fi sin de sağ ak ci ğer de ge niş bir kis tik lez yon tes pit edil di. So lu num sı kın tı sı na
ne den olan ve kos to ver teb ral mal for mas yo nun eş lik et ti ği, me di as ti nal en te rik kist sap ta nan ye ni -
do ğan bu ol gu ra por edil di.

AAnnaahh  ttaarr  KKee  llii  mmee  lleerr:: So lu num sı kın tı sı, ye ni do ğan, me di as ti nal kist

TTuurr  kkii  yyee  KKllii  nniikk  llee  rrii  JJ  PPeeddiiaattrr  22001100;;1199((44))::331111--55

M. Nuri ÖZBEK, MD,a

Mustafa TAŞKESEN, MD,a

Selahattin KATAR, MD,a

Sultan ECER, MD,a

Serdar ONAT, MDb

Departments of 
aPediatrics,
bThorax Surgery,
Dicle University Faculty of Medicine,
Diyarbakır

Ge liş Ta ri hi/Re ce i ved: 01.02.2009
Ka bul Ta ri hi/Ac cep ted: 12.05.2009

Ya zış ma Ad re si/Cor res pon den ce:
Mustafa TAŞKESEN, MD
Dicle University Faculty of Medicine,
Department of Pediatrics, Diyarbakır,
TÜRKİYE/TURKEY
mtaskesen@dicle.edu.tr

Cop yright © 2009 by Tür ki ye Kli nik le ri

OLGU SUNUMU  



M. Nuri ÖZBEK et al A RARE CAUSE OF RESPIRATORY DISTRESS IN A NEWBORN: MEDIASTINAL ENTERIC CYST ASSOCIATED...

Turkiye Klinikleri J Pediatr 2010;19(4)312

sympto ma tic, it may le ad to res pi ra tory in suf fi ci -
ency and pne u mo ni a du e to the com pres si on of the
pul mo nary pa rench yma. Al so, signs of obs truc ti on
du e to pres su re on the esop ha gus ha ve be en re por -
ted.3

Seg men tal cos to ver teb ral mal for ma ti ons inc -
lu de Jarc ho-Le vin syndro me (JLS), spond ylo cos tal
dysos to sis (SCD), and spond ylot ho ra cic dysos to sis
(STD). Spond ylo cos tal dyspla si a, which is al so
known as SCD, is a con ge ni tal seg men tal cos to ver -
teb ral mal for ma ti on with mul tip le ver teb ra e and
nu me ri cal or struc tu ral rib ab nor ma li ti es re sul ting
in tho ra cic asy mmetry, short sta tu re, and a short
neck. On the ot her hand, STD, which in vol ves the
spi ne, le ads to a fan li ke chest but be ars no in trin sic
rib mal for ma ti on. On the ot her hand,  JLS is a se-
ve re form of the ano maly which in vol ves the who -
le ver teb ral co lumn.4

He re, a new born with res pi ra tu ar dis tress du -
e to me di as ti nal en te ric cyst with cos to ver teb ral
mal for ma ti on has be en re por ted.

CASE REPORT

A 1 day-old girl was born at term, af ter vi a spon ta -
ne o us va gi nal de li very, from a 35 ye ars old wo man,
as her se venth li ve birth. The baby was ad mit ted to
our cli nic with symptoms of cya no sis, grun ting and
po or suc king. Her me di cal his tory and fa mily his-
tory we re un re mar kab le. 

Physi cal exa mi na ti on re ve a led the fol lo wing
fin dings: body we ight 3400 g (50th per cen ti le); he -
ight 48 cm (25-50 per cen ti le); he ad cir cum fe ren ce
34.5 cm (50 per cen ti le); res pi ra tory ra te 44/min;
blo od pres su re 50/30 mmHg; pul se ra te 148/min;
oxy gen sa tu ra ti on 78%; and body tem pe ra tu re
36.1oC. She was grun ting, cya no tic at fin ger tips
and lips. She had short web bed neck, low ha ir li ne
(Figure 1), high arc hed pa la te, and fle xi on con trac -
tu re of the left fo urth pha lanx. On aus cul ta ti on, se-
c re tory cre pi ta ti ons we re de tec ted at both lung
fi elds. The re we re in ter cos tal and sub cos tal ret rac -
ti ons. 

Comp le te blo od co unt re ve a led a he mog lo bin
le vel of 14 g/dL; le u kocy te and pla te let co unts of
13.400/mm3 and 206.000/mm3, res pec ti vely. Blo od

gas analy sis re ve a led the fol lo wing fin dings: pH,
7.47; pCO2, 57 mmHg; and pO2, 45 mmHg. She was
chro mo so mally a nor mal girl (46,XX). 

Pos te ro an te ri or chest X-ray de mons tra ted ex-
ten si ve seg men ta ti on de for mi ti es on the tho ra cal
ver teb ra e. The re was a cystic le si on rep la cing two
thirds of the right lung and fu si on on the tho ra cal
ver teb ra e (Figure 2a and 2b).  Tho rax CT exa mi na -
ti on re ve a led a ro und cystic le si on of 6x6 cm with
smo oth sur fa ces in the right lung (Figure 3). Ec ho -
car di og raphy and ab do mi nal US fin dings we re nor-
mal. 

To tal cystec tomy was per for med. Du ring the
pos to pe ra ti ve pe ri od, oxy gen sa tu ra ti on was ma in -
ta i ned bet we en 92% and 96%. Bi oc he mi cal analy-
sis of the cystic ma te ri al was as fol lows: glu co se 15
mg/dL, LDH 162 U/L, and chlo ri de 115 mg/dL. In
the pat ho lo gi cal exa mi na ti on, a cystic for ma ti on
with a fib ro mus cu lar wall li ned with in tes ti nal ep-
it he li um ha ving vil lo us prot ru dings to wards the
sur fa ce was ob ser ved (Figure 4).

The pa ti ent was disc har ged on se venth pos to -
pe ra ti ve day. Only mi ni mal li mi ta ti on in the neck
mo ve ments was no ted pos to pe ra ti vely, but did well
ot her wi se. Her bre ath so unds was nor mal on aus-
cul ta ti on, and her oxy gen sa tu ra ti on was 96% in
last cli ni cal con trol.

DISCUSSION

Me di as ti nal en te ric cysts are ra re cli ni cal en ti ti es,
which ha ve be en ge ne rally re por ted to be asym p-

FIGURE 1: Low hairline and short neck.



to ma tic. Ver teb ral ano ma li es as so ci a ted with pos te-
ri or me di as ti nal cyst is a known fe a tu re of en te ric
cysts.1 The pa ti ent was ad mit ted to our cli nic for
res pi ra tory dis tress and with a le si on rep la cing two
thirds of the right lung and fu si on on the tho ra cal
ver teb ra e, which was ob ser ved on pos te ro an te ri or
chest X-ray.

Klip pel-Fe il ano maly is known as a tri ad of
symptoms com pri sing li mi ta ti on in the neck mo -
ve ments, low ha ir li ne, and short neck. This tri ad is
pre sent in at le ast 50% of the pa ti ents.5 Alt ho ugh
un com mon, se ve ral pul mo nary ab nor ma li ti es ha -
ve be en re por ted in as so ci a ti on with Klip pel-Fe il
ano maly. Cha u ra si a and Singh re por ted ec to pic

lung in a ma tu re fe tus with Klip pel-Fe il ano maly.6

Bha gat et al. re por ted a Klip pel-Fe il ano maly ca se
with age ne sis of the right up per and the midd le
pul mo nary lo bes and hypop la si a of the right lo wer
pul mo nary lo be.7 Low ha ir li ne and short web bed
neck we re de tec ted in her physi cal exa mi na ti on,
but Klip pel-Fe il ano maly was exc lu ded with no de-
tec ted fu si on ano ma li es in cer vi cal ver teb ra es. 

Spi nal ano ma li es as so ci a ted with me di as ti nal
cyst are well known ano ma li es.8 In 1952, Ve enk -
la as the o ri sed that it se pa ra ti on of the no toc hord
from the en to derm was not comp le te, a di ver ti cu -
lum of en to derm co uld be with drawn from the pri -
mi ti ve fo re gut which wo uld form a cyst and the
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FIGURE 3: Thorasic CT: a round cystic lesion of 6x6 cm with smooth surfaces
is seen at the right lung.

FIGURE 4: Pathological examination of the cystic material. A cystic formation
with fibromuscular wall lined with intestinal epithelium having villous protrud-
ings towards the surface (20x20, x100 times, HE staining).

FIGURE 2a: Posterior-anterior chest X-ray. Preoperative appearance. FIGURE 2b: Posterior-anterior chest X-ray. Postoperative appearence and
cervical fusion.
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at tach ment of the cyst to the no toc hord co uld pre-
vent fu si on of the ver teb ral bo di es, re sul ting in a
spi nal ano maly.1 Mor ti er et al analy zed 26 new pa-
ti ents with mul tip le ver teb ral seg men ta ti on de fects
and re vi e wed 115 pre vi o usly re por ted ca ses. They
re cog ni zed 3 dis tinct en ti ti es ba sed on ra di og rap -
hic and cli ni cal fin dings: JLS, a let hal au to so mal re-
ces si ve form, cha rac te ri zed by a symmet ric
crab-chest; SCD, a be nign au to so mal do mi nant
con di ti on; and STD, which shows con si de rab le cli -
ni cal and ra di og rap hic over lap with spond ylo cos tal
dysos to sis and has an au to so mal re ces si ve mo de of
in he ri tan ce.9

JLS is cha rac te ri zed with spond ylo cos tal ano -
ma li es, short web bed neck, low ha ir li ne, re nal and
car di ac ano ma li es.10 Res pi ra tory prob lems ca u sed
by in trat ho ra sic me nin gom ye lo sel, her ni a of di ap -
hrag ma and tho ra cic res tric ti on we re de ter mi ned
in JLS.10,11 To our know led ge, me di as ti nal en te ric
cyst as so ci a ted with JLS has be en ra rerly re por ted
in the li te ra tu re. In our pa ti ent the di ag no sis of JLS
was exc lu ded with ab sen ce re nal-car di ac ano ma li -
es and, pre sen ces of an en te ric cyst with no se ve re
symptoms.

In di vi du als with STD ha ve ver teb ral ano ma li -
es and se ve rely de for med and fu sed ribs, re sul ting
in the “crab li ke ” ap pe a ran ce of the chest on pla in
X-ray films. The in he ri tan ce pat tern is au to so mal
do mi nant. Pa ti ents aff lic ted with STD ha ve a hig -
her mor ta lity ra te as a re sult of pos te ri or tet he ring
of the ribs, le a ding to prog res si ve tho ra cic res tric -
ti on as the pa ti ent grows.4  Tho ra cic res tric ti on was
not de tec ted in our pa ti ent, but it was tho ught that

it sho uld be ob ser ved for de ve lo pe ment in the fol-
low-up pe ri od.

In di vi du als with SCD ha ve ver teb ral ano ma -
li es such as he mi ver teb ra e; fu sed, hypop las tic, and
“but terf ly” ver teb ra e; and in trin sic rib de fects or
mal for ma ti ons (hypop la si a) of va ri ed pat terns such
as rib fu si ons and de le ti ons with a non-prog res si -
ve kyphos co li o sis. Pa ti ents with SCD sur vi ve mo -
re of ten than tho se with STD des pi te gross
tho ra cic ab nor ma li ti es (pos sibly be ca u se the lungs
are not res tric ted), and it has a re por ted pre va len -
ce of 0.25 in 105 pa ti ents.12  In our pa ti ent cli ni cal
fin dings ha ve di rec ted us  to a di ag no sis of STD
in the case.

Me di as ti nal cysts ha ve be en re por ted be bron-
c ho ge nic, esop ha ge al, en te ric or nons pe ci fic cysts,
which ori gi na te from the fo re gut, in ori gin.3 Symp-
toms may chan ge from no ne to li fe thre a te ning
dyspne a. Stan dart tre at ment is sur gi cal re sec ti on.
Be ca u se of the risk of in fec ti on and po ten ti al for
oc cult ma lig nancy, early re sec ti on is ad vi sed even
in asym pto ma tic new borns.13 Our pa ti ent had dys-
pne a and cya no sis. As she had a par ti al oxy gen
pres su re of 60-80% du ring mo ni to ring, con ti nu o us
oxy gen was supp li ed at a ra te of 2 L/min. A to tal
cystec tomy was per for med, and no con nec ti on was
fo und bet we en the cyst and the right lung, ne igh -
bo ring or gans, or tis su es. The lung ex pan ded fol lo -
wing sur gi cal tre at ment and the pa ti ent did not
re qu i re oxy gen pos to pe ra ti vely. 

This ca se was re por ted du e to the ra rity of the
me di as ti nal en te ric cysts, which was as so ci a ted
with cos to ver teb ral mal for ma ti on in the new born.
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