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* Cystic fibrosis is a multisystem genetic
disorder that affects children and young
adults.

* Most common monogenetic disease in
Caucasian population.

* Not rare in Asian population, although it
was thought before



CF IN INDIAN SUBCONTINENT -

CF was thought to be extremely rare in Indian sub
continent

e|t is uncommon in non-whites (“Fraser & Pare, Diseases of
the chest”) — Teaching

*CF is probably far more common in people of
Indian origin
than previously thought — Reality

CF is under diagnosed or missed in majority of cases




eLack of adequate teaching in under and post graduate
medical education

e Awareness — Physician- Parents

eSweat Testing — not available

eDelayed Diagnosis

e Advanced Disease

ePoor Resources



Cystic fibrosis transmembrane

conductance regulator (CFTR) gene

Chromosome 7

- — Tp22.3 * The CFTR gene is located on
the long arm of

p chromosome 7.

e There are 1522 mutations in
il CFTR listed on the CFTR

st LS mutation database.
e The most common
mutation is A F508---70% CF
4 — CETR alleles in caucasians.?
7931.2

1. Gibson, RL, Burns, JL, and Ramsey, BW.
Pathophysiology and Management of Pulmonary
Infections in Cystic Fibrosis. AIRCCM 168 (918-951);
5 — Tg36.3 2003.




C F: Organs mainly affected

Thick, sticky mucus
blocks airway

Thick, sticky mucus blocks
pancreatic and bile ducts




: Organs affected




When we suspect ? -

In new born:

* Meconium ileus
‘Prolonged neonatal

jaundice




When we suspect ?

Infant & Young Children
* Child presenting with

Repeated Respiratory
Tract Infection

Recurrent
pneumonia




When we suspect ? -

Infant & Young Children

 Malabsorption: steatorrhoea, oil
droplets in stools




When we suspect ? -

Infant & Young Children
Rectal Prolapse




When we suspect ?

Infant & Young Children

* Child treated as asthma - develops
clubbing




When we suspect ? -

Infant & Young Children

 Pseudomonas in sputum or
respiratory secretions
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When we suspect ? -

Infant & Young Children

- Metabolic alkalosis, hyponatremia,

hypokalemia, hypochloremia



When we suspect ? -

Infant & Young Children @’*4'1" ' 'E
e Salty taste on kissing - .
* Increased salt wasting N .

e Dehydration in hot weather
e Salt craving

ePoor growth

ePoor wt gain despite normal
food intake.




When we suspect ? -

Older Children and Adults

eBronchiectasis

eSinusitis

* Nasal Polyps

e Difficult wheeze
eRecurrent abdominal pain
eSigns of malabsorption

eMale infertility



Diagnostic Criteria of CF -

» One or more clinical features of CF
OR
> A history of CF in a sibling
OR
» A positive newborn screening test
Plus
~ Laboratory evidence for CFTR dysfunction:

Two elevated sweat chloride concentrations
obtained on separated days

OR
Identification of two CF mutations
OR

An abnormal nasal potential difference
measurement



SWEAT CHLORIDE TESTING BY
PILOCARPINE IONTOPHORESIS

FOR THE DIAGNOSIS OF

CYSTIC FIBROSIS :
AN OBSERVATIONAL STUDY IN
BANGLADESH SCENARIO
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OBJECTIVE @

To establish the diagnosis of Cystic Fibrosis
by Pilocarpine lontophoresis sweat chloride
test for the first time in Bangladesh.



METHODS

Observational cross-section study

02 years from January 2017 to December 2018

Swea.t Pilocarpine iontophoresis following Gibson and Cooke Method
Collection

Chloride

Schales and Schales Method

Estimation

100mg collected in 30 minutes
volume
Mean lontophoresis Time 4.5 minutes

Mean lontophoresis Current ERylA




For infants up to and including 6 months of age, Chloride

level of:
e <30mEq/L = Negative
 30-59 mEq /L = Boderline
« >60mEq/L = Positive

For child older than 6 months of age, Chloride level of:
e <40 mEq /L = Negative

 40-59 mEq/L = Boderline

« >60mEq/L = Positive



B Positive (35) N =385
9%

=] Boarder line (09)

2%
W Negative (341)



Results
Age in years (N=35)

1-5 yr 3 22.85
6-10 yr 19 58.28
11-15 yr 5 14.28

> 15 yr 3 8.57



Result

Age in Years (N = 35)

58.28%

22.85%

14.28%

“ 8.57%

1-5yr 6-10 yr 11-15 yr >15 yr




Female (9) 2 6%*

Male (26) 74% w

M:F=2.88:1



Clinical profile of diagnosed cases of Cystic

Fibrosis (N = 35)

Repeated RTls 33 94.29
Failure to thrive 32 91.43
Ch cough with sputum 25 71.43
Wheezing 23 65.71
Digital Clubbing 15 42.86
Recurrent pneumonia 12 34.29
H/O consanguinity 9 25.71
Ch malabsorption 8 22.86
Persistent pneumonia 4 11.43
Steatorrhoea 4 11.43
Rectal prolapse 2 5.71
Hemoptysis 2 5.71
Nasal Polyposis 2 5.71
Azospermia 1 2.86



Radiological Profile - CXR -

Bronchiectasis 54.28
Consolidation 14 40.00
Prominent quncho- 4 1142
vascular markings

Hyperinflation 4 11.42
Lobar Collapse 3 8.57

Destroyed Lungs 2 5.71



Radiological Profile - HRCT -

Bronchiectasis 65.71
Diffuse Bronchiectasis 18 51.43

Lobar Bronchiectasis S 14.28
Consolidation 12 40.00

Air trapping & mucus
Plugging

Cavity 3 11.42

9 11.42



STOOL MICROSCOPY -

>60 droplets/HPF 14 39.99



MICROBIOLOGIC PROFILE - SPUTUM CULTURE

51.43

(%)
No.

22.86

14.29

8.57

2.86

P. aeruginosa S. aureus H.influenzae K. pneumoniae Acinetobacter




Conclusion -

Cystic Fibrosis is more common in
people of Bangladesh origin than
previously recognized.

A stronger and more structured system
for diagnosis and effective management is
required for this disease.
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