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Brief Communications

Congenital cystic adenomatoid malformation in a
middle-aged woman with hemoptysis

Iskander Al-Githmi, MD, FRCSC, Hassan Kanaan, MD, Nadia Batawil, MD,

and Irfan Mamoun, MD, Jeddah, Saudi Arabia

ongenital cystic adenomatoid malformation (CCAM)

is a rare pulmonary malformation that mostly affects

newborn infants. Some of the lesions may be delayed

until school age and adolescence. It usualy is seenin
the form of repeated respiratory tract infection. We report a case of
CCAM type 1 (Stocker classification) with a presentation of he-
moptysis.

Clinical Summary

A 42-year-old woman with no previous history of respiratory
problems sought treatment for recurrent hemoptysis and exertional
shortness of breath. Results of the physical examination were
unremarkable except for aright thyroid nodule. A high-resolution
computed tomographic scan of the chest showed honeycomb bron-
chiectatic changes of moderate degree involving the lower |obe of
theleft lung (Figure 1). Results of transthoracic echocardiography,
pulmonary function tests, and bronchoscopy were unremarkable.
A sample obtained from the right thyroid nodule by fine-needle
aspiration showed follicular adenoma.

The patient underwent |eft thoracotomy and a left lower lobec-
tomy. The gross pathologic examination with serial sectioning
revealed multiple small cysts near the main bronchus, with the
largest measuring 1.5 cm. The rest of the lung parenchyma was
unremarkable. Histologic examination revealed multiple cysts
measuring as large as 1.5 cm and lined with pseudostratified
ciliated epithelium with multiple interspersed mucus cells (Figure
2, B and C) associated with smooth muscle, focal cartilage (Figure
2, A), and multiple neuroendocrine nests (“tumorlets,” Figure 2,
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Figure 1. Bronchiectatic changes of superior segment of left
lower lobe.

D). The postoperative course was uneventful, and the patient was
discharged to her home and is doing well.

Discussion

The term congenital cystic adenomatoid malformation was intro-
duced in 1949.* Stocker and coworkers® described four types of
CCAMs, differentiating by the size of the cysts and structures.
Type 0 was defined as bronchial, type 1 as bronchial/bronchiolar,
type 2 as bronchiolar, type 3 as bronchiolar/alveolar duct, and type
4 as peripheral.

CCAM of the lung is an embryonic anomaly resulting from
excessive overgrowth of the terminal bronchioles. It is usualy
unilateral, but it can be bilateral. It mostly affects newborn infants,
and only rarely is the lesion delayed beyond adolescence. The
main clinical presentation is repeated respiratory tract infection.
Lung abscess in adulthood has been described.* CCAM’ s potential
for malignant transformation (to bronchoalveolar carcinoma and
pulmonary embryonic rhabdomyosarcoma) has been described.>®
To our knowledge, however, the case presented here is an ex-
tremely rare clinical scenario.
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Figure 2. A, Cartilage and smooth muscle bundles (hematoxylin and eosin stain). B, Pseudostratified ciliated
epithelium (hematoxylin and eosin stain). C, Mucus-secreting cells are highlighted by Alcian blue/periodic
acid-Schiff stain. D, Neuroendocrine nests stain strongly positively for chromogranin A antibody.

We believe that because of CCAM’s malignant potential, re-
peated respiratory infection, and risk of bleeding, surgical explo-
ration is imperative even if the patient has no symptoms. s
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