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ABSTRACT

Tracheal Agenesis with Tracheo-

oesophageal Fistula

SOMASHEKHAR MARUTIRAO NIMBALKAR!', VIJAY K PATEL?, DIPEN VASUDEV PATEL3, ANKUR RAJINDER SETHI*

Tracheal Agenesis (TA) presents with respiratory distress at birth. Diagnosis requires recognition of clinical signs in newborns like failure of
endotracheal intubation, respiratory distress with absent air entry over both side of chest and inaudible cry. We describe a TA Floyd Type |
with a Tracheo-Oesophageal Fistula (TOF) without other congenital malformations.
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INTRODUCTION

Tracheal agenesis (TA) is a rare congenital defect with an unexpected
emergency presentation. In 90% of presenting cases it exists with
other congenital anomalies. Cardiovascular and gastrointestinal
anomalies account for a significant percentage of these congenital
anomalies. The incidence is approximately 1:50 000 with a male:
female ratio of 2:1. TA may be a part of complex malformations
with vertebral, anal, cardiovascular, tracheo-oesophageal, and
renal and limb (VACTERL) anomalies [1-4]. There is association
with prematurity and polyhydramnios [3]. The clinical symptoms are
usually severe, and many cases die soon after birth. Floyd classified
TA in three subtypes [5]. We describe a case of Floyd Type | with
a distal TOF in a female newborn. Our objective to report this case
is to provide information that can help the practitioner in case of
difficulty in doing intubation.

CASE REPORT
Human Research Ethics Committee of Shree Krishna Hospital,
Karamsad, India approved this case for presentation. Informed
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[Table/Fig-1]: X-Ray chest and abdomen shows ground glass
appearance of lung
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consent was sought and the parents gave consent to the postmortem
and subsequent publication. A 1,500 gm preterm (32 weeks maturity)
female born by caesarean section to 30-year-old fourth gravida
mother with no living child who had a pregnancy complicated by
polyhydramnios. At birth there was gasping respiration and poor
muscle tone. Heart rate was 100 after initial steps of resuscitation
so baby required positive pressure ventilation (PPV) by bag and
mask. Apgar score was 3 and 5 at 1 and 5 minutes respectively. On
performing endotracheal intubation, larynx was visualized clearly up
to vocal cord but 3 mm diameter endotracheal tube did not pass
beyond the glottis on repeated attempts. So intubation with 2.5mm
tube was attempted unsuccessfully. This too failed to pass beyond
glottis, so PPV by bag and mask ventilation with 100% oxygen was
continued with minimum chest expansion and poor air entry over
both sides of chest with slight improvement in heart rate and colour.
We passed feeding tube in to the stomach without encountering
any difficulty. We considered possibilities of congenital laryngeal
stenosis, congenital subglottic laryngeal web or TA.

X-ray chest [Table/Fig-1] showed bilateral ground glass appearance

[Table/Fig-2]: In the upper section of the chest at C7-D1 level (lower
third of figure) there is no trachea seen but it is seen lower down at D2
level (middle third of figure) and the tracheal bifurcation is seen at D3 level
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with air-bronchogram. CT SCAN [Table/Fig-2] of neck was done
which showed airway lumen up to C5 vertebral body and it
appeared small in caliber (at C4 level) with slit like laryngeal air way,
this suggested sub-glottic air way stenosis. Lower part of tracheal
lumen was visualized at D2 vertebral level which could be traced up
to tracheal bifurcation and was associated with marked dilatation
of thoracic part of oesophagus. There was also non-visualization
of lower laryngeal air way lumen and trachea between C5 and D1
vertebral body.

During preparation for thoracic surgery baby died at the age of 6
hours. Histopathologic post-mortem showed obstructed laryngeal
end due to anomalous cricoid cartilage. The part of trachea was
absent with short distal trachea communicating to oesophagus via
tracheo-oesophageal fistula. The oesophagus showed an elevated
opening on the anterior wall which was communicating with the
trachea. There were no external anomalies found. No other anomalies
were seen in other organs during post mortem examination. So
this was a case of abnormal cricoids cartilage with absent upper
segment of trachea TA and a distal tracheo-oesophageal fistula.

DISCUSSION

In 1900 Payne described the first case of TA. Floyd et al described
three different anatomic patterns of TA. Type | is characterized
by absence of proximal trachea and by the presence of a distal
tracheo-oesophageal fistula, type Il is complete absence of trachea
and presence of normal bifurcating bronchi. In type I, two main
bronchi arise independently from the oesophagus [5]. The relative
frequency of these types |, I, and Il is 13%, 62%, and 25%
respectively [6]. TA should be suspected in newborn with history of
polyhydramnios, respiratory distress, absence of audible cry at birth
and failure to intubate beyond the vocal cord [7]. The presenting
symptoms and sign in our case were similar to other previously
reported cases but there were no other anomalies in our case which
were reported by many of them. The majority of the cases died
at birth or shortly thereafter. Most cases do not survive long term
because of associated other congenital malformation and failure to
manage airway. The surgical management of neonates with TA is
difficult. A systematic surgical approach does not exist but limited
success of surgical management is reported and despite progress
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of surgical developments, the prognosis is poor [8,9]. Limited
reports are available on long term survival in patient with TA. Few
cases reported with long term survival where oesophagus was used
as substitute for trachea [10,11]. TA without TOF can be diagnosed
prenatally based on congenital high airway obstruction syndrome
(CHAQOS) on Ultrasonography and Prenatal MRI may provide a
definitive diagnosis [12].

CONCLUSION

TA is a rare congenital anomaly which should be considered when
the baby was born without crying, and intubation of a newborn baby
is difficult. CT imaging is useful in diagnosis. Surgical management
should be offered but even in skilled centres the outcomes may not
be favourable.
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