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Abstract

Unusual occurrence of bronchiectasis among two
siblings is reported. Elder sister had features of
Kartagener’s syndrome and her brother had
bronchiectasis, rhinosinusitis, hearing impairment and
azoospermia. Abnormal saccharin test in both of them
was suggestive of ciliary dyskinesia which may be the
cause of their bronchiectasis.

Bronchiectasis and sinusitis since childhood may be due
to primary ciliary dyskinesia (PCD) as a result of recurrent
or chronic respiratory infections1. PCD is a rare condition
with a prevalence of approximately 1 in 15,000 to 30,000
and half them have Kartagener’s syndrome2. We report
two cases of bronchiectasis with other features suggestive
of PCD in a family.

Case report.1

A-20-year old unmarried female was admitted with
recurrent cough and nasal discharge since childhood.
There was history of recurrent cough with purulent
sputum since early childhood. Family history revealed
that parent’s marriage was consanguinous and the only
other sibling (male) has also been suffering from recurrent
cough and hearing impairment since childhood. Parents
of both siblings are well. Grandparents died of old age
and no other close relatives including aunts, uncles and
cousins had significant respiratory illness or infertility.
Physical examination revealed tenderness over maxillary
sinuses. There was no digital clubbing. Bilateral coarse
crackles were heard on chest auscultation and
cardiovascular examination showed apical impulse to be
in the fifth intercostal space on the right side. Blood
investigations showed total leukocyte count of 12,100/
mm3 with 81% neutrophils and erythrocyte sedimentation
rate was 40 mm per hour. Urinalysis was normal. Sputum
smears and cultures were negative for bacteria and acid
fast bacilli. A routine chest radiograph (Figure.1) showed
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cardiac shadow on right side and bilateral parenchymal
lesions over lower lobes suggestive of bronchiectasis.

CT scan of chest (Figure.2) confirmed presence
of bilateral bronchiectasis.

A sinus radiograph (Figure.3) showed pansinusitis.

 Electrocardiogram was suggestive of
dextrocardia. Ultrasound examination of abdomen
(Figure.4) showed situs inversus.

Saccharin test was positive at sixty five minutes.
Serum alpha-1-antitrypsin level was normal.
Ultrastructural study of cilia was not possible due to lack
of electron microscopy in our institute. The diagnosis of
Kartagener’s syndrome (Situs inversus, chronic sinusitis
and bronchiectasis) was made.

 Case report. 2

An 18- year-old male, the brother of case report.1,
presented with recurrent cough and nasal discharge since
early childhood. There was history of associated hearing
impairment with occasional ear discharge. On
examination, there was no digital clubbing or tenderness
over paranasal sinuses. Chest examination revealed
bilateral scattered coarse crackles over lower lobes.
Other systems including external genitalia were normal.
Investigations showed total leukocyte count of 9,000/
mm3 with 66% neutrophils. Erythrocyte sedimentation
rate was 40 mm per hour. A chest radiograph was
reported as normal and CT scan of Chest (Figure.5)
confirmed bilateral bronchiectasis in lower lobes with
peribronchial fibrosis.

A sinus radiograph (Figure.6) was suggestive of
pansinusitis.

Serum Alpha-1-antitrypsin, chloride concentration
in sweat and immunoglobulin profile was normal.
Saccharin test was positive at eighty minutes. Ultrasound

examination of abdomen was normal. Electrocardiogram
revealed sinus bradycardia but transthoracic
echocardiographic findings were not significant. Semen
analysis showed azoospermia.

Both  the cases received treatment with antibiotics
and chest physiotherapy and are currently under follow
up.

Discussion

Clinical manifestations in both of our cases were
suggestive of PCD which is characterized clinically by
nasal discharge or blockade, cough and hearing problems
in 50% of cases since early childhood3. One of the two
cases being reported had Kartagener’s syndrome which
confirms the previous estimation that about 50% cases
of PCD have situsinversus2. Demonstration of abnormal
ciliary function and the ultrastructural defects of the cilia
are required for the diagnosis of PCD4. When PCD is
suspected, cilia should be examined at microscopy and
mucociliary clearance should be measured. In both of
our cases, confirmation of PCD was not possible as the
facility for ultrastructural analysis of cilia was not available.
In our case report.2, cystic fibrosis was excluded as sweat
chloride concentration and pancreatic function were
normal. Young’s syndrome was not considered in view
of very slow nasal mucociliary clearance in both cases
indicating abnormal ciliary function. We could
demonstrate defective ciliary function through
measurement of nasal mucociliary clearance with
saccharin test in both of our cases. We could not
demonstrate ultra structurally normal cilia but saccharin
test in healthy controls is usually positive within 30 minutes
and is a useful screening test for detecting ciliary dyskinesia
in those above 10 years age5.Nasal nitric oxide which
was found to be low in PCD and may serve as a useful
noninvasive screening test to exclude PCD6. In
conclusion, two cases of bronchiectasis with pansinusitis
in a family is reported which is rarely documented in our
country.
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Figure 2: CT scan of chest showing bilateral bronchiectatic
lesions.

Figure1: A chest radiograph showing cardiac shadow on
right side and bilateral parenchymal lesions over lower
lobes suggestive of bronchiectasis.

Figure 3:  X-ray of sinuses showing pansinusitis Figure 4: Ultrasound of abdomen showing situs inversus.
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Figure 5: CT scan of chest showing bilateral bronchiectasis
in lower lobes with peribronchial fibrosis

Figure 6: Sinus radiograph showing pansinusitis
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