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Bronchiectasis among siblings
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Kartagener’s syndrome, Bronchiectasis, A-20-year old unmarried female was admitted with
Primary ciliary dyskinesia recurrent cough and nasal discharge since childhood

There was history of recurrent cough with purulent
sputum since early childhood. Family history regdal
that parent’s marriage was consanguinous and thie on
Unusual occurrence of bronchiectasis among tvagher sibling (male) has also been suffering frecarent
siblings is reported. Elder sister had features ebugh and hearing impairment since childhood. Rgren
Kartagener’s syndrome and her brother haif both siblings are well. Grandparents died ofauje
bronchiectasis, rhinosinusitis, hearing impairneerd  and no other close relatives including aunts, wefel
azoospermia. Abnormal saccharin test in both afithecousins had significant respiratory illness orritilfey.
was suggestive of ciliary dyskinesia which mayhee t Physical examination revealed tenderness over liargxil
cause of their bronchiectasis. sinuses. There was no digital clubbing. Bilateoalrse
crackles were heard on chest auscultation and
Bronchiectasis and sinusitis since childhood majuee  cardiovascular examination showed apical impulseto
to primary ciliary dyskinesia (PCD) as aresuteofirrent  jn the fifth intercostal space on the right sidédgl
or chronic respiratory infectich®CD is a rare condition investigations showed total leukocyte count of @2/1
with a prevalence of approximately 1in 15,0000®80  mns with 81% neutrophils and erythrocyte sedimentation
and half them have Kartagener’s syndroié report - rate was 40 mm per hour. Urinalysis was normatupu
two cases of bronchiectasis with other featuregesitiye  smears and cultures were negative for bacteriacidd
of PCD in a family. fast bacilli. A routine chest radiograph (Figurstigwed
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cardiac shadow on right side and bilateral paremethy examination of abdomen was normal. Electrocardiogra
lesions over lower lobes suggestive of bronchiectas revealed sinus bradycardia but transthoracic
echocardiographic findings were not significantnge

CT scan of chest (Figure.2) confirmed presen%%alysis showed azoospermia

of bilateral bronchiectasis.

Asinus radiograph (Figure.3) showed pansinustis. Both the gases received treatment with antibiotics
and chest physiotherapy and are currently undewfol

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

Saccharin test was positive at sixty five minutes. ~ Clinical manifestations in both of our cases were
Serum alpha-1-antitrypsin level was normapguggestive of PCD which is characterized clinicajly
Ultrastructural study of cilia was not possible thulack  asal discharge or blockade, cough and hearingepnsb
of electron microscopy in our institute. The diagjnof N 50% of cases since early childhéddne of the two
Kartagener’s syndrome (Situs inversus, chronicsitisu cases being reported had Kartagener’s syndroméwhic

and bronchiectasis) was made. confirms the previous estimation that about 50%sgas
of PCD have situsinversu®emonstration of abnormal
IO T ciliary function and the ultrastructural defectthef cilia

are required for the diagnosis of PCYhen PCD is

An 18- year-old male, the brother of case report.dyspected, cilia should be examined at microscogy a
presented with recurrent cough and nasal disch@Ge 1y cociliary clearance should be measured. In Hoth o

early childhood. There was history of associateding o cases, confirmation of PCD was not possibtbes

impairment with occasional ear discharge. Opijiy for ultrastructural analysis of cilia wast available.
examination, there was no digital clubbing or teneiss |, oy case report.2, cystic fibrosis was exchatesiveat
over paranasal sinuses. Chest examination revealgflyrige concentration and pancreatic function were

bilateral scattered coarse crackles over lowerdobe,;rmal. Young's syndrome was not considered in view
Other systems including external genitalia weremadr ¢ ery slow nasal mucociliary clearance in botesa
Investigations showed total leukocyte count of glooindicating abnormal ciliary function. We could

mn with 66% neutrophils. Erythrocyte sedimentatiogemonstrate defective ciliary function through

rate was 40 mm per hour. A chest radiograph Wassasurement of nasal mucociliary clearance with
reported as normal and CT scan of Chest (Figure §).charin test in both of our cases. We could not
confirmed bilateral bronchiectasis in lower lobé$W jemonstrate ultra structurally normal cilia butcserin

peribronchial fibrosis. testin healthy controls is usually positive witBhminutes

81pd is a useful screening test for detectingyitigskinesia
In those above 10 years agyasal nitric oxide which
was found to be low in PCD and may serve as a lsefu

Serum Alpha-1-antitrypsin, chloride concentratioROninvasive screening test to exclude PCD
in sweat and immunoglobulin profile was normali¢onclusion, two cases of bronchiectasis with paisia

Saccharin test was positive at eighty minutesastiund  in & family is reported which is rarely documeriteolir
country.

A sinus radiograph (Figure.6) was suggestive
pansinusitis.
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Figurel: A chest radiograph showing cardiac shadow
right side and bilateral parenchymal lesions owewér
lobes suggestive of bronchiectasis.

Figure 2: CT scan of chest showing bilateral braactatic
lesions.
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Figure 3: X-ray of sinuses showing pansinusitis Ure4: Ultrasound of abdomen showing situs inversus
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Figure 5: CT scan of chest showing bilateral braectasis ~ Figure 6: Sinus radiograph showing pansinusitis
in lower lobes with peribronchial fibrosis
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