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Introduction

Broncho-pulmonary Vascular Malformations (BPVM) are rare
congenital abnormalities involving the airways and pulmonary
vascular tree; worldwide incidence varies from 30 to 42 cas-
es per 100,000 population or 0.06% to 2.2% of all patients
admitted to general hospitals.(1,2). They present commonly as
recurrent pneumonias and respiratory distress in infancy. We
present a case of congenital BPVM who presented after infan-
cy with recurrent wheezing as the predominant manifestation.

Case Summary

We report a case of two and half year old female child pre-
sented with repeated episodes of cough, breathlessness and
wheezing treated with salbutamol nebulization and oral anti-
biotics every time. At the age of 18 months, an episode with
severe breathlessness and some hemoptysis required admis-
sion and treatment with oxygen, bronchodilators and steroids.
She had persistently reduced air entry in left mammary and in-
fra clavicular area with recurrent wheezing episodes for which
she was thoroughly investigated.Bronchoscopy, computerized
tomography chest with pulmonary angiography, revealed a
9mm long stenotic segment of the left main bronchus, with
minimum diameter of 0.8 mm; with marked paucity of sub
segmental pulmonary arterial branches in the left lung(Fig-1)

Fig-1 High Resolution Computerized Tomography Chest
with Pulmonary angiography showing narrowing of Left
main bronchus & paucity of segmental Arterial supply

There was no evidence of aberrant vessel pressing on the

bronchial wall externally. This supported the diagnosis of con-
genital BPVM. Her work up for tuberculosis was essentially
negative. The child was treated conservatively with Budeso-
nide MDI to which she responded and there were no further
wheezing episodes on follow up after 3 months.

Discussion

Congenital pulmonary malformations can be grouped into a
continuous spectrum ranging from pure pulmonary parenchy-
mal anomalies to isolated vascular anomalies, with an inter-
mediate group in which both pulmonary and vascular com-
ponents are intertwined.(3,4,5).To the best of our knowledge,
this is a first of its kind case reported in literature, with iso-
lated left main bronchus segmental stenosis (without trache-
al involvement) with associated paucity of pulmonary arterial
branches with preserved pulmonary parenchymal structure.
There is only 1 other case of isolated bronchial stenosis in
literature; Chang et al in 1968 had reported a 5 month old
child with isolated right main stem bronchial stenosis (sympto-
matic since neonatal period) successfully treated with surgical
excision of the stenotic segment. Patients may be diagnosed
antenatally, or may remain clinically silent till adult life. Most
common is the presentation in early life with recurrent chest
infections. Associated anomalies are common.

CT pulmonary angiography is the desired modality for investi-
gating such cases as CECT chest may be entirely normal in the
absence of any structural abnormality. In some cases, Digital
Subtraction Angiography (DSA) may be required for complete
evaluation, and for pre-operative assessment, in cases where
the lesions are amenable to surgical correction (6, 7). Asymp-
tomatic or mildly symptomatic patients can be managed con-
servatively. Those with severe progressive respiratory morbidity
or ventilator dependence should be aggressively considered
for surgical intervention as surgical outcomes are overall good
(8). Focal pulmonary hypertension is a known complication
in adults with such congenital pulmonary vascular anomalies.
Hence regular screening for pulmonary hypertension should
be done in this group of patients.

Conclusion

In children who present with recurrent wheezing, focal chest
findings are most commonly due to mucous plugging of the
hyper-reactive airways. But persistence of focal findings or de-
velopment of an unusual symptom like hemoptysis or unusual
ventilator dependence should prompt a thorough workup as
foreign body and congenital BPVM are important differentials,
once common things like tuberculosis and asthma are ruled
out. A high index of suspicion is essential for prompt diagno-
sis and timely management.
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