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Congenital cystic diseases of the lung(CCDL) is a clinical group of disorders characterized
by a cystic appearance of pulmonary tissue, It can be classified into four distinct categories:
Congenital lobar emphysema(CLE), Congenital cystic adenomatoid malformation(CCAM),
Pulmonary sequestration(PS), and Bronchogenic cyst(BC).

17 patients with congenital cystic diseases of the lung admitted to the Department of
Pediatrics, Keimyung University, Dongsan Hospital from January, 1986 to December, 1995
were investigated for their pathologic classification, clinical characteristics, diagnostic
measures and treatment outcome. The results were as follows:

1) 17 cases of CCDL were classified pathologically into four distinct categories: BC 8

cases, PS 5 cases(intralobar 4 cases, extralobar 1 case), CCAM 4 cases.

2) CCDL were seen more commonly in males.

3) In age distribution, 64.7% of CCDL were diagnosed at over 6 years.

4) In BC and PS, right lower lobe was the most frequent site affected,

5) The most frequent presenting symptoms were respiratory distress and recurrent

respiratory infection.

6) Chest radiographic findings were quite effective in differentiating cystic lesions of the

lung from other conditions.

7) Associated anomalies were obserbed in 4 cases (23.5%).
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8 In the symptomatic patient, prompt surgical treatment was recommended.
9) Surgical treatment was quite effective and safe.

Key Words : Congenltal cystic diseases of the lung, Congenltal lobar emphysema,
Congenital cystic adenomatoid malformation, Pulmonary sequestration,

Bronchogenic cyst.
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(Buntain et al, 1974). AHA HEEFA A
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Buntain et al(1974)el <j3) ¥AjF & A
AR o 3448 EFE AAS HA
o Qa4 e AdAH dgA #H7)
Z(congenital lobar emphysema; CLE), 413
4 ¥EH 4% 71¥(congenital cystic
adenomatoid malformation; CCAM), 7%=
44 gZ(bronchogenic cyst; BC), HAA
(pulmonary sequestration; PS) o8 E&F
gl tHTable 1).

Table 1. Pathologic classification of congenital Cystic diseases of the lung

1. Congenital lobar emphysema :

Overdistension of one or more lobes of a histologically
normal lung secondary to obstruction of the bronchus
2. Congenital cystic adenomatoid malformation :
A multicystic mass of pulmonary tissue in which there is
a proliferation of bronchial structures at the expense of alveoli

3. Pulmonary sequestration :

A mass of nonfunctioning pulmonary tissue which receives most or
all of its arterial blood supply from anomalous blood vessel

4. Bronchogenic cyst :

A discrete mass of nonfunctioning pulmonary tissue, the cysts being
lined by ciliated columnar epithelium and the tissue often including

smooth muscles, glands, and cartilage
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= YW ¥(ntraiobano] 43, 99 ¥ (extra-
lobar)o] 1# o} ti(Table 2).

Table 2. Pathologic classification

Disease Number(%)

Bronchogenic cyst 8 (47.1)

Pumonary sequestration 5 (29.4)

Congenital cystic 4 (23.5)
adenomatoid malformation

Congenital lobar emphysema 0 0

Total 17 (100.0)

2. JEE=R I A Lo

AA Fe dule 1818 dolrt o @
gom, g FAY AL Moo 11
#(64.7%)°] SATHTable 3).

Table 3. Age and sex distribution

Agel(year) Male (%) Female (%) Total (%)

-1 1 0 1.8
2-5 2 3 5(29.9)
6-10 4 1 5(29.4)

11-15 4 2 6 (35.3)
Total 11 647  6(35.3) 17 (100.0)
MECEE L
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108, ZHo Wl e A7 THE $
HollAl LA™ A7 o Beh1.4:D. o]
T F 718AN ¥ES dFH-Ee 2350
74 wol wARAL HAPAAY $FEY H4
TS SHES7F BEH3A Fkti(Table 4).
Table 4. Location of lesion

Lobes\Disease BC PS CCAM T(cg/gl
upper 1 0 1 24Ln

Right middle 0 0 1 15.8)
lower 3 3 1 7 (41.0
Left upper 2 0 1 3176
lower 2 2 0 4235

BC: bronchogenic cyst
PS: pulmonary sequesration
CCAM:congenital cystic adenomatoid malformation
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Table 5. Symptoms

Symptoms\Diseases BC PS CCAM T&E?l
Recurrent infection 5 4 2 11 (64.7
Respiratory distress 2 1 3 6(353
Fever 2 1 3 6353
Asymptomatic 1 0 0 1(5.9)

BC: bronchogenic cyst
PS: pulmonary sequesration
CCAM: congenital cystic adenomatoid malformation
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Table 6. Associated anomalies

Anomalies\Disease BC PS CCAM 1}%?1
Pectus excavatum - - 2 2018
Inguinal hernia - 1 - 169
Club foot 1 - - 169
Cardiac anomaly - - - 0
Total 4 (23.5)

BC: bronchogenic cyst

PS: pulmonary sequesration

CCAM: congenital cystic adenomatoid malfor-
mation
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Slolx FEF(Wolf et al, 1980)3 =EA
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