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Summary 
A six weeks old infant presented wi lh sca lp ulcer a n d fe-
ver. and on examinat ion was found to have resonant per-
cussion notes bilaterally. T h e initial chest rad iograph re-
vealed multiple lucencics wh ich w e r e init ially thought to 
be due to diaphragmatic hernia , but the d i l e m m a was re-
solved by Computerised t omography wh ich revealed the 
lucencics to be mult iple cysts charac ter i s t ics of Congen i -
tal Cystic Adenomatiod Ma l fo rma t ion ( C C A M ) type II. 

Keywords: Congenital cystic adenomatiod malforma-
tion, radiological diagnoses. 

Resume 
Un bebc dc six scmaincs avail f u l c c r c du c rane cl la ficvrc. 
A rcxaminat ion cl iniquc. il a e tc observe q i f i l avail des 
notes dc resonance dc percussion bi lalcralc. Un cxamcn 
dc la radio rcvclait des mult iples t races qui claicnl init ialc-
ment pense due a r h c r n i c d i aphragmal iquc . Le d c l i m m c 
ctait rcsoln par la tomographic informatisee qui rcvclait que 
ccs traces ctaient des kystes caracterist ique d ' u n e malfor-
mation cystique adendrit ique congcnitalc dc type II. 

Introduction 
Congenital cystic adenomatiod mal format ion ( C C A M ) is a 
developmental hamartomatous abnormali ty of the lung with 
adenomatiod proliferation of cysts resembl ing bronchioles. 
Ch'in and Tang first described this d isease enti ty in 1949. 
CCAM represents approximately 2 5 % of all congenital lung 
lesions |1]. Although the cause is not known, C C A M is 
believed to result f rom focal arrest in fetal lung develop-
ment before the seventh week of ges ta t ion secondary to a 
variety of pu lmona ry insul ts . Most i n f a n t s b o r n w i t h 
CCAM have no symptoms at bir th. M a n y w o m e n in the 
developing world do not have acccss to rout ine p rena ta l 
ultrasound scan; therefore C C A M is rarely d iagnosed dc 
novo except accidentally as in this case report ; a s an ex -
tensive literature search had not revealed any repor ted 
case of CCAM in this env i ronmen t . 

Case report 
A.O wasa female infant admit ted at six weeks o f b i r t h with 
scalp ulcer and fever of twelve and ten days dura t ion re-
spectively The patient was well unti l about two weeks 

b e f o r e p r e s e n t a t i o n w h e n the m o t h e r noticed that the 
baby w a s h a v i n g l o w - g r a d e fever a n d two days later 
no t i ced a n a r e a of s c a l p d i s c o l o u r a t i o n over the occipi-
tal r eg ion , w h i c h w a s d i s c h a r g i n g puru len t mater ia ls 
w i t h a s s o c i a t e d s l o u g h i n g of t he ove r ly ing skin. She 
had r ece ived t r e a t m e n t at h o m e wi th ant ib io t ics and 
o t h e r u n k n o w n d r u g s g i v e n by the mothe r . T h e baby 
w a s b o r n at t e r m a n d the p r e - a n d pos t -na ta l history-
w a s e s s e n t i a l l y n o r m a l w i t h no inges t ion of any u n -
usua l d r u g d u r i n g p r e g n a n c y by the mother . On phys i -
cal e x a m i n a t i o n , p a t i e n t w a s f o u n d to be acutely ill. 
pa le , a n i c t e r i c , a c y a n o s c d a n d d e h y d r a t e d . In addi t ion 
she had b i l a t e r a l p i t t i n g peda l o e d e m a up to the ankle , 
worse on the left a n d a t e n d e r s w e l l i n g on the r ight 
m i d d l e f inger . S h e had a sca lp ulcer, ex t end ing f rom the 
right p a r i e t o t e m p o r a l reg ion ac ross the mid l ine involv-
i n g the w h o l e o c c i p i t a l r e g i o n , w i t h s u r r o u n d i n g ne-
c ro t i c sk in . T h e f l o o r of t he u l c e r w a s ha rd , with an 
i s l and of b o n e at t he c e n t r e m e a s u r i n g a p p r o x i m a t e l y 
6cm x 5cm. 
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Ches t pe rcuss ion w a s resonant bi lateral ly with 
v e s i c u l a r b r ea th sounds ; the pulse was i r regular at 164/ 
minu te . T h e r e w a s no ca rd i ac murmur . T h e a n t e r o p o s -
t e r io r ches t r a d i o g r a p h showed bi la tera l a reas of large 
cyst ic les ions , devoid of l u n g m a r k i n g s wi th su r round-
i n g scp ta tcd wa l l s o n e of w h i c h showed a f luid level on 
the left u p p e r zone . T h e la tera l f i lm showed these large 
cys t i c l e s ions to be mos t ly pos te r io r , sugges t ing a d ia -
phragmat ic hernia (Fig. 1). However a limited barium meal 
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s tudy r e v e a l e d no a b n o r m a l i t y of t h e g a s t r o i n t e s t i n a l 
sys t em. C o m p u t e r i s e d t o m o g r a p h y of t h e ches t s h o w e d 
m u l t i p l e w e l l - d e f i n e d cys t i c l e s i o n s of v a r y i n g s i z e s in 
both lung f ields , w i t h the larges t m e a s u r i n g 4 .2 x 3 .5 c m 
(Fig. 2). Based on the ove ra l l r a d i o g r a p h i c a p p e a r a n c e s 
a d i a g n o s i s of c o n g e n i t a l c y s t i c a d e n o m a t i o d m a l f o r -
m a t i o n type 11 w a s m a d e . 

T h e p a t i e n t h o w e v e r d i e d b e f o r e a n y s u r g i c a l 
r e sec t i on c o u l d be p e r f o r m e d . 

a n o m a l i e s , a n d the p r o g n o s i s is poor | 2 | . T h e type III 
l e s ion is a l a r g e , b u l k ) n o n - c y s t i c l e s ion p r o d u c i n g 
m e d i a s t i n a l s h i f t . B r o n c h i o l e - l i k e s t r u c t u r e s a rc l ined 
by c i l i a t ed c u b o i d a l e p i t h e l i u m a n d s e p a r a t e d by masses 
of a l v c o l u s - s i z c d s t r u c t u r e s l i n e d by non-c i l i a t ed cuboi-
dal e p i t h e l i u m | 3 . 4 | . 

M a j o r i t y of p a t i e n t s p r e s e n t a s r e s p i r a t o r y 
e m e r g e n c i e s in t h e n e w b o r n a l t h o u g h the d i sease may 
r e m a i n u n d e t e c t e d f o r s o m e y e a r s . D i a g n o s i s is usu-

ally m a d e p r c n a t a l l y u s i n g u l t r a s o u n d , a n d pos tna t a l l y 
u s i n g ches t r a d i o g r a p h a n d c o m p u t e r i s e d t o m o g r a p h } 
(CT) . O n ches t r a d i o g r a p h , the m a l f o r m a t i o n is usually 
c o m p o s e d of a i r f i l l ed cys t s o f \ a n i n g s i ze s w h i c h may 
con ta in fluid lc\ e ls . w hi le on C'T. a i r f i l led cys ts of v a n -
ing s i ze s w h i c h may c o n t a i n f lu id a r c s e e n | 5 - 8 | . a n d 
Ihcsc w e r e d e m o n s t r a t e d in o u r p a t i e n t F i g s 1 a n d 2. In 
the s t u d y d o n e by H a b b a r d el al. | 9 | M R I is u se fu l a s 
a d j u n c t to p r e n a t a l d i a g n o s i s o f C C A M t h u s a l l o w i n g 
for cho i ce of t r e a t m e n t a n d p a r e n t a l c o u n s e l l i n g . Khosa 
J .K. et al in t h e i r s t u d y a l s o c o n c l u d e d tha t C T scan -
n i n g is m a n d a t o r y f o r p o s t n a t a l e v a l u a t i o n b e c a u s e 
chest r a d i o g r a p h c o u l d be n o r m a l [ 10| . T h e m a j o r d i ag -
nos t ic d i f f e r e n t i a l is d i a p h r a g m a t i c h e r n i a , w h i c h can 
p r o d u c c a s i m i l a r m u l l i c y s t i c a p p e a r a n c e on pla in chest 
x-ray. h o w e v e r in C C A M t h e r e is n o r m a l bowel g a s pa t -
tern | 5 | . 

D u e to a n i n c r e a s i n g t r e n d in t h e de tec t ion of 
a s y m p t o m a t i c a n l c n a t a l l y d i a g n o s e d C C A M . cons id -
e r a t i o n is g i v e n to e a r l y s u r g i c a l e x c i s i o n to p r e s e n t 
c o m p l i c a t i o n s a n d r e c u r r e n c e | 9 | . P r o g n o s i s is based 
on f i n d i n g s of p r e n a t a l u l t r a s o u n d a n d it has been found 
that m i c r o c y t i c lesion, b i la tera l lung involvement and 
hydrops w e r e each highly co r re l a t ed w ith poor prognosis . 

D i s c u s s i o n 
Congen i t a l cyst ic a d e n o m a t i o d m a l f o r m a t i o n ( C C A M ) 
is a d e v e l o p m e n t a l h a i n a r t o m a t o u s abnorma l i ty of the 
l u n g wi th a d e n o m a t i o d p ro l i f e r a t i on of cysts resem-
b l ing bronchio les , and accoun t s for approximate ly 2 5 % 
of all congen i t a l l ungs 111; S tockcr c lass i f ied congeni -
tal cystic adenomat iod ma l fo rmat ion ( C C A M ) into three 
types based on c l in ica l , g ros s and microscopic cri teria 
Type I lesion is c o m p o s e d of s ing le or mul t ip le large 
cysts (more than 2 cm. in d iameter ) , frequently produc-
ing medias t ina l he rn ia t ion . T h e cysts a rc l ined by cili-
ated psucdos t ra t i f i ed c o l u m n a r ep i the l ium. T h e walls 
of the cysts conta in p rominen t smooth muscle and clas-
tic t issue. M u c u s p r o d u c i n g cel ls a r c present in ap -
prox imate ly one- th i rd of the cases, and car t i lage in the 
wall is rarely seen. Relat ively no rma l alveoli may be 
seen between the cysts. T h e type II lesion is composed 
of mul t ip le smal l cysts ( less than I cm. in d iamete r ) 
lined by ciliated cuboidal to co lumnar epi thel ium. Struc-
tures resembl ing respiratory bronchio les and dis tended 
alveoli a rc present be tween the ep i the l ium- l ined cysts. 
M u c o u s cel ls a n d ca r t i l age a r c not present . Str iated 
musc le f ibres may be seen rarely. T h e type II lesion is 
associa ted with a h igh f requency of oilier congeni ta l 



Bilateral congenital cystic adenomatoid malformation 185 

while neither polyhydramnios nor med ias t ina l sh i f t w a s 
significantly associated with bad o u t c o m e [4 | . 
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