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Congenital Bronchoesophageal Fistula of Adult in Korea

Ho Kee Yum, M.D., Soo Jeon Choi, M.D., Dong Soon Kim, M.D.*

Department of Internal Medicine, College of Medicine, Inje University, Seoul, Korea
*Department of Internal Medicine, Asan Medical Center, Seoul, Korea

Background : Congenital bronchoesophageal fistula(BEF) presented in adult life is a rare disorder and has
characteristic clinical findings such as paroxysmal cough after water ingestion and recurrent respiratory infec-
tions. It usually manifested recurrent pneumonia and chronic cough with purulent phlegmon which was mis-or
under-diagnosed as chronic bronchitis, bronchiectasis or lung abscess so forth.

Methods : We reviewed retrospectively 13 cases of congenital BEF in adult of Paik Hospital, College of Medi-
cine, Inje University including 22 cases of congenital BEF previously reported in literature of Korea from 1979
through 1995.

Results : The mean age at diagnosis was 40.2 & 14.3. There was no difference in sex ratio(Male : Female 18 :
17). The most common symptom was cough(91.4% ), follwed by chronic sputum(74.3), hemoptysis(25.7), and
paroxysmal nocturnal cough at specific position(20% ). Twenty one of 31 patients who were able to review
have the most specific sign, Ono’s sign presented as paroxysmal cough after liquid ingestion. By classification of
Braimbridge-Keith, Fourteen(45.1%) of 31 patients were group 1 (associated with esophageal diverticulum),
15(48.4%) were group I (simple fistula), and group I and IV was one case in each. The opening of fistula
confined to right lower lobe in 26(76.5%), left lower lobe in 6(17.6%), and left main bronchus in 2(5.9%)
cases.

Conclusion : Congenital bronchoesophageal fistula is uncommon disorder which has characteristic histories and
specific symptoms such as chronic and recurrent lower respiratory infections, and paroxysmal cough after liq-
uid ingestion. Medical attention and careful history should be done in patients who have localized recurrent
lower respiratory infections in right lower lobe.
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Table 1. Demographic data of subjects

Total number of cases 35 cases
Cases in literature 22 cases
Meal age at diagnosis(years) 40.2£14.3
Gender(male : female) 18 :17
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Table 2. Clinical manifestations of subjects

clinical manifestation patients( %)
cough 32(91.4)
crackles 27(78.3)
sputum 26(74.3)
Ono’s sign 21(67.7)
hemopthsis 9(25.7)
paroxysmal nocturnal cough

at specific position 7(20.0)
substernal chest pain 4(11.4)
hematemesis or vomiting 3( 8.6)
fever 3( 8.6)

Table 3. Previous diagnosis of congenital
bronchoesophageal fistula in adult(

34 cases*)
Previous diagnosis patients( % )
Bronchiectasis 16(45.7)
Pneumonia 11(31.5)
Chronic bronchitis 8(22.9)
Lung abscess 4(12.9)
Tuberculosis 2( 6.5)
others(hematemesis) 2( 6.5)

*Previous diagnosis of one case was not de-
scribed in original article.
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Fig. 1. Incidence of bronchoesophgeal fistula ac-
cording to subtype of Braimbridge-Keith
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Fig. 2. Relationship between age at diagnosis of
bronchoesophgeal fistula and duration of
symptoms
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Table 4. Bronchial communication of congenital
BEF in adult.(n=34*)

Bronchial communication patients (%)

Right lower lobe 26(76.5)
Left lower lobe 6(17.6)
Left main 2{ 5.9)

*QOpening site of one case was not described in
original article

Table 5. Surgical treatment of congenital BEF
in adult (n=34%)

Operation patients( % )
Simple fistulectomy 4{11.8)
Segmentectomy 4(11.8)
Lobectomy 17(50.0)
Bilobectomy 5(14.7)
Pneumonectomy 4(11.8)

*One case refused surgical treatment.
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