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Congenital Cystic Adenomatoid Malformation of the Lung
— Clinicopathologic analysis of 22 cases—

Young Lyun Oh M.D.. Yeon-Lim Suh, M.D. and Je G. Chi, M.D.
Department of Pethology, Seoul National University College of Medicine

Congenital cystic adenomatoid malformation of the lung(CCAML) is a rare developmental
anomaly characterized by an “adenomatoid” hyperplasia of terminal respiratory structures with
formation of the cysts of varying sizes. CCAML is separated into three major types based on the
gross and microscopic findings.

We have analyzed 22 cases of CCAML, those consisted of 6 autopsy cases and 16 surgical speci-
mens. Out of 22 cases, 5 cases were composed of large cysts(type 1) and 9 cases had multiple
small cysts(type II). Remaining one case revealed features of solid typeltype IlI), and 7 cases
were mixed form. There were 16 boys and 6 girls. All cases were below the age of 14 yvears. There
was no clear-cut age difference between different types of CCAML. However, inflammation, fi-
brosis and pseudostratification of epithelium were often found in older age. All fetal autopsy
cases of CCAML had hydrops fetalis and were associated with maternal hydramnios.

One case of type [l showed definite mucinogenic cells in the cysts unexpectedly, and one case
of the mixed form(type [+II+I1I) was found in a fetus of 22 weeks of gestational age. Above
findings contradicted the classical description of the CCAML, and suggested that arbitrary clas-
sification into three types may not be the best way in understanding this condition. (Korean J
Pathol 1994; 28: 219~227)
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Table 2. Preoperative radiclogic diagnosis of con-
genital cystic adenomatoid malformation

of the lung
Congenital cystic adenomatoid malformation 9
Inflammatory cyst 4
Congenital lobar emphyzema 3

Table 1. Clinical features of 22 cases of congenital cystic adenomatoid malformation of the lung

— ———— ——=

. Type | Type II Type 111 Type [+I1I Type [I+III  Type [+11+11I
Clinical feature (N =5) (N =9} N=1) (N =5) N =1) (N=1)
Sex

Male 3 8 1 3 1 1

Female 2 1 0 2 0 0
Age

Fetus 2 1 1 0 0 1

<1 week 1 0 0 0 0 ]

1 week-1 vear 0 1 0 0 1 0

1-6 years ] 5 0 4 0 0

> b years 1 2 0 1 0 0
Associated

anomaly 1 2 0 0 0 0
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Fig. 1. Chest CT shows well delineated large cvstic
mass composed of variable-sized multilo-

culated cysts in the right middle lobe,
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Fig. 2. Chest CT shows multiseptated cystic mass
with relatively delineated margin{arrows)
in the right lower lobe,
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Fig. 3. High resolution CT shows an entire lobe
showing homogeneous pattern without rec-
ognizable cysts.

Fig. 4. Large intercommunicating cysts compress
the adjacent normal lunglarrows).
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Fig. 5. Numerous small cysts(0.2~1.0cm) blend
into surrounding normal parenchyma.
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Fig. 6. Large, bulky, parenchymal mass involes an
entire lobe, Cysts are not recognizable on
gross examintion. Instead, homogeneous
gray white solid apperance is characteristic,

Fig. 7. Right middle lobe is replaced by a solid
tumor-like mass accompanied with cysts of
various sizes(0.l ~3 cm)

' '-:-'3 . Fig. 8. Ciliated pseudostrati-
= fid columnar epithelium lines
. ' the surface of a large cyst
and overlies a well defined
: bundle of smooth muscle. Mu-
cinous cells are seen in polyp-
«q 0id projection{arrow heads).
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Fig. 9. Cystic structures
resembling terminal bronchi-
t oles are lined by cuboidal to

columnar epithelial cells res-
ting on a thin fibromuscular
@ layer,

_ g _ Fig. 10, The lesion is com-

JMhS posed of randomly distributed

8= irregular bronchiole-like st-

£] ructures lined by cuboidal to

low columnar epithelium and

' alveolar saccules that are also
lined by cubeidal cells.

Fig. 7).
7IgA| she] dAde] &kAbA] AR ol 262
Al 183 A 18 o 28e] Edfelold absigle

3. Bojy A

Al 18l Yol Wgo ule Y=g Sy
ARAE, bl F4042 v ey es b
HEglr dils dodze F54 EF7E el
HE 3gich SellF 2ol Hel 2 A4 Z(foveolar
epithelium)& &2 F44 404z~ Fisgn
ol FHHlEe] HxaE periodic acid Schiff <
A3 alcian blue Z2]i mucicarmine 4o =k

Aelalet. ol el J#4Fe F4 Yz

— 224 —



—2odF 8 20 9e A4 G4 AT 1H-

ARz F7H5 5 Udd 9 dzAay A
He wlma Z Aeizn yat ghajolels ghuby 3
4 dHEzE Fo| EAFn glglct Iy gAY}
Hulglelen o Ho| sz Edo] TAsglc
(Fig. 8).

A 28s] P cheiFdE 2 glegubd e
HEse] glon Yol & ®gTo| Pl
o sbapelel] Al s EA} He glowia 4 2g
WA EE IE 2gcHFig 9). d§+ dFdk80
Alglda ZHE g HEdle ALl geolx HeolF]
witew Gl dFHE 2gle] chedt Sk g
7] HE o= i)

4 38E A F471 dlelr] =g AHHEE B8
s dpdubd 252 8o ¢l HE sl 4

+ Fig. 11. There are patches of
mucinogenic epithelium lin-
ing in the cystic structure.
£ These areas resemble gastric
i surface

: epithelium rather
*% than  bronchiclar mucous
% glands.

Fig. 12. Various cystic types
of congenital cystic adenoma-
toid malformation. Large cys-
tic space(top) and cysts of
varying sizes resembling
bronchiole and alveolar spa-
ces.
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