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● First described by Ch’in and Tang in 1949, CPAM is a rare developmental anomaly 
that replaces lung tissue with nonfunctioning cystic tissue.1

● CPAMs account for 95% of a group of pathologies referred to as congenital cystic 
lung lesions (CCLLs), the most common developmental congenital anomaly of the 
lung2 

● Estimated incidence of CPAMs range anywhere from 1 in 3,000 to 1 in 35,000 
pregnancies3,4,5 

● The majority of CCLLs diagnosed via prenatal ultrasound, with an estimated 
sensitivity and specificity of 90% and 77%, respectively6,7 

● Postnatal diagnosis is more difficult because only 30-40% of patients with CPAM 
are symptomatic in the neonatal period8,9

● Clinical presentation may include shortness of breath, recurrent respiratory 
infections, and/or severe respiratory distress.10 

● Chest x-ray has a 61% sensitivity and postnatal diagnosis is best made by CT.11 
● CPAM has been misdiagnosed as pneumonia, congenital diaphragmatic hernia, 

pneumatocele, tuberculosis, and pneumothorax—and has led to inappropriate 
chest tube placement.12,13,14 

● More commonly encountered, pediatric foreign body aspiration is a potentially 
life-threatening emergency.15

● Most common presenting signs and symptoms in patient with pediatric airway 
foreign body aspiration: new-onset cough (88%), choking/gagging (67%), wheezing 
(57%), stridor/noisy breathing (41%), dyspnea (20%), and, for children with a 
delayed presentation ≥ 7 days after foreign body aspiration, fever (53%)16

● Most common radiographic findings in patients with pediatric airway foreign body 
aspiration: air trapping/hyperinflation (33%), atelectasis (16%)16

● No physical exam findings or radiologic findings are reliable indicators of a foreign 
body aspiration

● Endoscopic evaluation remains gold standard for definitive diagnosis of airway 
foreign body, but one should consider additional imaging such as CT scan prior to 
OR if diagnosis is unclear17,18,19

A 13-month-old boy was referred to the ED by his pediatrician for 
increased work of breathing and shortness of breath. In the ED, a 
two-view chest X-ray was ordered revealing a right hemithorax 
hyperlucency, minimal lung markings, and a leftward mediastinal shift 
(Figure 1). ENT was consulted for possible airway foreign body 
aspiration. On exam, the patient was a well-appearing child without 
stridor or noisy breathing, but he did have a right chest wall 
prominence. Lung auscultation revealed decreased breath sounds on 
the right. Upon further investigation, the mother reported a history of 
progressively worsening dyspnea over the previous four weeks, and 
denied any witnessed foreign body aspiration, stridor, cough, wheezing, 
or fevers. Since the patient’s clinical history did not fully support an 
airway foreign body, a CT Thorax with contrast was ordered, revealing 
an 11.5 x 11.8 x 8.1 cm multilocular cystic lesion in the right 
upper/middle pulmonary lobe causing leftward mediastinal shift (Figure 
2). The radiographic findings were consistent with CPAM. The following 
day, the patient was taken to the OR for a thoracotomy with right middle 
lobe resection and chest tube placement. Final pathology was 
consistent with CPAM Type IV. On POD #4 the patient was noted to 
have improved lung function and was deemed stable for discharge.

Pediatric otolaryngologists are consulted for a wide variety of airway 
concerns in the emergency room, including airway foreign bodies. Often 
presenting with nonspecific symptoms that can vary in type and 
severity. There is no reliable radiographic finding, sign, or symptom that 
is pathognomonic for foreign body aspiration, and final diagnosis is 
primarily achieved through bronchoscopy. These nonspecific signs and 
symptoms challenge the physician when operative intervention is 
necessary. Importantly, it is essential to study the entire clinical picture, 
as well as consider other differential diagnosis, even in the most 
obvious of cases.

We present a case of a 13-month-old-boy with shortness of breath. ENT 
was consulted to rule out a foreign body aspiration. However, upon 
further discussion and workup, the child was diagnosed with a right 
congenital pulmonary airway malformation (CPAM).  This case 
highlights the importance of obtaining a good history and maintaining a 
broad differential in a patient with a nonspecific presentation in order to 
avoid undue harm.
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● One must take into consideration the full clinical picture of the 

patient, and not just one sign or symptom when deciding if the 
patient should proceed to the OR for brochoscopy     

● When the clinical picture does not quite fit, one should consider
● additional imaging such as a CT scan, as well as other differential 

diagnoses, before proceeding to the OR to minimize patient risk and 
morbidity

● CPAM is just one of many pathologies that could resemble an 
airway foreign body clinically

● Weighing one’s differential diagnosis is essential and can serve to 
minimize morbidity from unnecessary invasive procedures as well 
as help our patients receive the best, most well-informed care.
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Figure 1.  CXR 
demonstrating right 
hemithorax hyperlucency, 
minimal lung markings, 
and leftward mediastinal 
shift.

Figure 2. CT Thorax with Contrast in axial (A) and coronal (B) windows 
revealing a large multilocular cystic pulmonary lesion in the right 
upper/middle pulmonary lobe with multiple thin septations (arrows), marked 
left mediastinal shift, and substantial volume loss. 
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