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Congenital Cygic Adenomatoid Malformation of Lungin Children: A Case Report.
Jasvir Singh
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Abgtract: Congenital cystic adenomatoid melformation (CCAM) is a rare development abnormality of the lung. e present here a 3 year 3
month old male child who wasin perfect health, until he suffered form lung abscess followed by spontaneous pneumothorax as manifestations
of CCAM of the lung. The characteritics of this case are discussed. Key words: CCAM, pneumothorax

INTRODUCTION

Congenital cystic adenomatoid malformation (CCAM) is a rare
abnormdlity of lung development. CCAM is cydtic areawithin the lung
that semsfrom abnorma embryogenesis! Thefundamenta pathological
featureof thelesionisadenomatoid proliferation of bronchiolesthat from
cydic a the expense of normd adveoli. CCAM isusudly discovered in
neonates because of respiratory distress and may occasionaly be
discovered in older children or adultswho have recurrent infection.2 The
pathophysologic effects of CCAM may be divided into prenatd and
posinatd effects. Large lesons may be associated with the development
of hydropsfetdisin asmany as40% casesand isapoor prognogtic Sgn.
Hydropsisthought to arise from compresson of theinferior venacava®
Polyhydramnios has d so been associated with CCAM. Thisdevelopsas
a result of elevated intrathoracic pressure that leads to esophaged
compresson and the inability to swallow.*

CCAM may remain undiagnosed until it is discovered as an incidentdl
finding later in life; however, it is usualy postnatal and presents as
respiratory distressinthenewborn period. Thismay bedueto pulmonary
hypoplasia, mediagtind shift, spontaneous pneumothorax, and pleura
effusonssecondary tohydrops. Recurrent chestinfectionsmay beafegture
later inlife> A risk of maignant transformation in later year is noted.®

CASE REPORT

A 3 year 3 month mae child presented with fever, cough and nasa
discharge for 10 days His weight was 10 kg, height 84 cm and head
crcumference 45 cm. Hisheart rate was 110/min, respiratory rate 38 per
minute and Blood Pressure was 90/64mm Hg ét the time of admission.
On examination, palor was present. Bresth sounds were decreased and
percussion note was dull in right inframammary region. Hb 7g%, TLC
20400/mm3, DLC P80 L 18M2EO PBF Neutrophilic Leukocytoss. At
the time of admission CXR showed pneumothorax with collapse
consolidation right lung with right lung abscess. CT Chest showed
pneumothorax with collgpse consolidation right lower lobewith multiple
thinwalled cavitiesin right lower lobe suggestive of CCAM. Pleurd tgp
showed growth of stgphylococcus with TLC 22500/mm? P70% L30%.
Injection ceftriaxone and vancomycin were given initidly, changed to
injection ampicillin & amikacin after pleurd tap report. Intercostd chest
tube drainage was done and patient was referred to higher center for
further management/pneumonectomy.

DISCUSSION

CCAM isacongenita condition. Casesaretypicaly indentified prentaly
by routineultrasonography screening ”. Most postnataly indentified cases
present inthe newborn period. CCAM may present intheolder child and
adult as an incidentd finding or secondary to repested infection.>®

Child may present with respiratory distress, recurrent infection,
hemoptys's, dyspnes, chest pain, cough, fever, failure to thrive and on
examingtion tachypnea, pneumothorax, cyanos's, accessory muscle use,
grunting may be present. Complications like fetal deeth, premature
ddivery, pneumonia, hemothorax, malignant changecanoccur. Inimeaging
studies chest radiography, CT scanning, MRI, prenatd ultrasonography
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and rend, cerebrd ultrasonography and echocardiography in newbrons
may be done asindicated.

Three types have been described. Type-1 conssts of a angle cyst or
multiplelargecydts, lined by pseudodtratified ciliated columnar epithdium.
The cyst wdls are thick and contain smooth muscle and dadtic tissue.
Catilageisrardy present. Normd-gppearing dveoli are found between
these cysts. Typell contains numerous smaller cysts, usudly lessthan 1
cm in diameter. Large dveoluslike structures are present between the
cysts. Thetypelll formsasolid and bulky mass, composed of regularly
gpaced bronchiole-like structures separated by masses of dveoluslike
structureslined by cuboidd epithelium.®

Pulmonary resection during infancy is associated with low morbidity
and mortdity rates and may prevent the late complications of infection
and occult malignant transformation.*® Thetrestment of CCAM isaways
aurgicd. Thoracotomy and ddivery of the hyperinflated [obe into the
wound bringsimmediaterdief of theventilatory and circulatory problems.
Lobectomy is usudly necessary, but segmentd resection is occasonaly
feesble™ Thereis agreement between surgeons regarding the trestment
of sygptomatic patients, but controversy exists about the management of
asymptomatic neonates and infants with CCAM with respect to the
decision and timing of an excison.”?
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