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CF Management

ÁBecoming increasingly complicated





CF Management

ÁAdhering to some simple basic 
principles of care maximises returns



Lung 

transplant

Gene therapy

DNase

2nd generation antibiotics

Food supplements

IV  and nebulised antibiotics

Vitamin supplements      Specialist microbiology

Nurse Specialist Support

Basic radiology                Research         

Enzyme therapy    Basic antibiotics      Basic lab tests

Clean air                Follow-up
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Diagnosis
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Modern Management

ÁNewborn screening

ÁMultidisciplinary team care

ÁNutritional care

ÁRespiratory care



Newborn Screening

ÁExpensive?



Sims, E. J. et al. Pediatrics 2007;119:19 -28

Early Versus Late Versus New Born Screening 
CF Diagnoses



Day 5 blood spot samples: IRT assay
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suspected
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suspected

Refer with presumptive 

diagnosis of CF

One CF mutation No mutation detectedTwo CF mutations

DNA analysis ï4 mutations   
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Clinical referral
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Advice, counseling

IRT on 2nd blood spot

Av. < Cut-off 2Av. > Cut-off 2

IRT on 2nd blood spot

óHigh likelihoodô

Clinical referral

Report: CF not 

suspected

IRT>99.9th centile

No

Yes

IRT < 99.5th centile IRT >99.5th centile

Av. > Cut-off 2 Av. < Cut-off 2

DNA analysis ï29 or 31 panel   

One CF mutation

10,000

50

3 6 41

0.5

5.5

50.5

3.5

38 0.1 2.9

Newborn Screening 

for CF Protocol

In addition approx 0.25 

CF infants (recognised 

following meconium ileus) 



New Born Screening in UK

Á2007-08   224 babies diagnosed

Á2008-09   213 babies diagnosed



Neonatal Cystic Fibrosis Screening in 
Latvia: a pilot project

ÁImmune reactive trypsinogen in new 
born dried blood spots

Á> 80ng/ml �±CFTR analysis on blood for 
DF508 and other common mutations 

Baiba Lace et al Riga Stradins University,                    
Dept of Medical Biology and Genetics


