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Fibrosi Cistica:

una malattia complessa
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Figure 1: Known and potential effect of CFTR modulation on cystic fibrosis and CFTR-related disease manifestations

Lancet 2023; 402: 1171-84




Number of Children and Adults With CF, 1994-2024
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The decrease in the number of individuals reported in 2003 is due to a delay in obtaining informed consent forms before the close of the
calendar year at some CF Care Centers.
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This study aimed to assess the main clinical and anamnestic
characteristics of adult CF patients and to evaluate the association of
frailty with the CF genotyping classification.

Methods
An observational cross-sectional study was conducted at the Adult CF Center in Naples. We
enrolled 139 CF adult patients (mean age 32.89 years, 46% F). All patients were assessed by

spirometry for respiratory function, by ADL and IADL for functional status, and by the Study
of Osteoporotic Fractures (SOF) Index for frailty.



Variables Robust Pre-Frail/Frail "
(n=84) (n=55)
Age, years, mean £ SD 3238 +11.48 33,67 £ 10.12 0.498
Gender, M/W, 1 (%) 52/32(61.90/38.10) 23/32(41.82/58.18) 0.020
BMI, kg/ m2, mean £ SD 2482 +3.76 2257 £4.03 0.001
Smokers, 1 (%) 6(7.14) 1(1.82) 0.160
FEV, L, mean £ SD 3.28 +£0.98 155 +0.75 <0.001
FEV}, %, mean £ SD 84,93 +23.95 46.98 £ 22.65 <0.001
FVC, L, mean £SD 426 £1.07 243 +0.86 <0.001
FVC, %, mean £+ SD 94.95 £ 16.09 61.71 £2045 <0.001
MMEE %, mean £+ SD 7437 £3243 2933 +27.65 <0.001
Main Genotypes 0.116
DELTAF508/DELTAF508, 1 (%) 10(12.05) 17 (30.91)
DELTAF508/5T-12TG, 1 (%) 10 (12.05) 1(1.82)
DELTAF508/N1303K, 1 (%) 1(0.72) 4(2.90)
N° pulmonary exacerbations per year, mean + SD 0.58 +1.06 256 £251 <0.001
Cycles of IV antibiotic therapy, mean + SD 0.08 +£0.28 058 +£1.32 <0.001
Cycles of oral antibiotic therapy, mean + SD 050 £ 091 193 +£1.87 <0.001
N° of hospitalizations per year, mean + SD 011£035 047 £0.88 <0.001
BADL lost, mean + SD 0.00 £ 0.00 024 +077 0.006
IADL lost, mean £ SD 0.00 £0.00 0.65+1.82 0.001
N° of drugs, mean + SD 4494380 8.60+3.10 <0.001
N° of CF-related diseases, mean + SD 2654257 567 +2.64 <0.001
N° of non-CF-related diseases, mean + SD 0.35 £ 0.67 042+074 0.547
N¢ of total diseases, mean + SD 3.00 £2.57 6.09 +2.80 <0.001

00,4% of the enrolled patients were found to
be robust.

The pre-frail/frail group was more frequently
females (p = 0.020), had a lower BMI
(p=0.001), worse respiratory function, a higher
number of pulmonary exacerbations/years,
cycles of antibiotic therapy, and hospitalization
with respect to robust patients.

The patients included in the pre-frail/frail
group take a polypharmacotherapy and were
affected by more CF-related diseases (all
p<0.001).



95% Conf. Interval

Robust vs. Pre-Frail/Frail B Low High P
Gender * The pre-frail/frail subjects more frequently
Women -0.092 —0.236 0.051 0.205 . .
BMI, kg/m? ~0.010 0,027 0.007 0.261 showed a CF-CauSIIlg/ CF-CauSIIlg pfOﬁle
FEVy, L -0.221 —0.297 —0.145 <0.001 :
Number of pulmonary exacerbations per year 0.075 0.0240.125 0.004 comp ared to the robust p atients.
Cycles of IV antipiotic t.herapy —0.003 —0.1490.142 0.966 ° The beSt pfediCtOf Of the pre-frail / fl'ail
Number of hospitalizations per year -0.122 —0.326 0.082 0239
BADL lost ~0.088 ~02930.117 0.399 status was a low FEV1 level.
IADL lost 0.073 —0.0040.150 0.063
Number of drugs -0.010 —0.0400.019 0483
Number of CF-related diseases 0.021 —0.018 0.060 0.287
Number of non-CF-related diseases 0.030 —0.0620.121 0.525
Conclusions

Since CF patients show similarities to pre-frail/frail subjects, CF could be considered an early
manifestation of a geriatric syndrome. These results could better define the progression
of CF but above all, they suggest the usefulness of employing some tools used 1n the
management and therapy of frail subjects to identify subjects with more severe CFE.
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