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ULUSAL KiSTIiK FIBROZIS KAYIT SISTEMINDE KAYITLI
KRONIK KARACIGER HASTALIGI OLAN KIiSTiK
FIBROZISLI HASTALARIN KLINiK OZELLIKLERI
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Giris ve Amacg: Kistik fibrozis iligkili kronik karaciger hastalig kistik fib-
roziste énemli morbidite ve mortalite nedenlerinden biridir. {lerleyen yas-
larda sikhg: giderek artmaktadir. Bu calismada Ulusal Kistik Fibrozis Kayit
Sisteminde kayitli, kronik karaciger hastaligt olan kistik fibrozis hastalarinin
klinik ¢zelliklerini gézden gegirmeyi amagcladik.

Yontem: Ulusal Kistik Fibrozis Kayit Sistemine 2017 yilinda kayit edil-
mis olan kistik fibrozis iligkili kronik karaciger hastaligi olan kistik fibro-
zis hastalarinin veritabanindaki tim verileri gbzden gegirildi. Demografik
ozellikleri, kronik karaciger hastaliginin tipi, mutasyon analizleri, solunum
fonksiyon testleri, kolonizasyon durumlari ve eslik eden diger komplikas-
yonlart not edildi.

Bulgular: Ulusal Kistik Fibrozis Kayit Sistemine 2017 yilinda 1170 has-
ta kayit edildi. Tim hastalarin ortalama tani yaslar 1.69 yil ve simdiki
vaglari 7,3 yildi. Hastalarin % 46’s1 kiz, % 54’ erkekiti. Kistik fibrozis iligkili
kronik karaciger hastaligi hastalarin 93’tinde (% 8) mevcuttu. Kistik fibro-
zis iligkili kronik karaciger hastaligi olan hastalarin ortalama tani yast 1,68
yildi ve % 59’u erkekti. Bu hastalarin hepsinde pankreatik yetmezlik vardi
ve 10 tanesinin mekonyum ileusu 6ykiisti mevcuttu.

Hastalarin 81’inde (% 87) siroz yoktu. Alti hastada siroza eslik eden
portal hipertansiyon mevcut iken 6 hastada portal hipertansiyon olmadan
siroz mevcuttu.

Hastalarin 30’unda Pseudomonas aeruginosa, 42’sinde Staphylococ-
cus aureus, 2’sinde Burkholderia cepacia, 3’linde Stenotrophomonas
maltophilia ve bir hastada non-tuberkiiloz mikobakteri kolonizasyonu var-
di. Dért hastada eglik eden ABPA ve 12 hastada diabet mevcuttu.

Hastalarin 49’u solunum fonksiyon testi yapabilmisti ve ortalama FEV1
% 80 iken FVC % 79,5'tu.

S0ZL0 BILDIRILER — MiNi SEMPOZYUMLAR

Hastalarin 67’sinin 120 allelinde 33 farkli mutasyon saptandi. En sik
saptanan mutasyon 41 allelde DF508’di ve hastalarin 14’iinde homozi-
gottu. Daha sonra sirasi ile G85E, G542X, 2183AA->G, 2789+5G>A ve
1677delTA mutasyonlari saptandi. En sik saptanan mutasyonlar sinif 1 ve
2 mutasyonlardi. Hastalarin altisi izlemde kaybedildi.

Tartisma ve Sonuc: Kronik karaciger hastalig: kistik fibroziste 6nemli
komplikasyonlardan biridir. Hastalarimizin cogunda agir mutasyonlar ve
eslik eden komplikasyonlar mevcuttu. Bu hastalarin erken tanisi ve teda-
visi hastalarin prognozu agisindan gok 6nemlidir. Kayit sistemi verilerinin
artmasi ile kistik fibrozis iligkili karaciger hastaligi hakkindaki bilgilerimiz
giderek artmaktadir.

Anahtar Kelimeler: Kronik karaciger hastaligi, Kistik fibrozis, Ulusal Kistik Fibrozis
Kayit Sistemi
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EVALUATION OF PULMONARY FUNCTIONS IN
CHILDREN WITH POST-OP CONGENITAL LUNG
MALFORMATIONS IN LONG TERM FOLLOW UP
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Background and Aim: Congenital lung malformations (CLM) are
rare, heterogeneous group of disorders that consist of abnormal lung de-
velopment. Surgical resection is the definitive treatment for these lesions.
After resection of abnormal congenital lesion, it is expected that lung vol-
umes and functions will improve due to compensatory lung growth and
regeneration.

Our aim is to evaluate the lung functions of patients who underwent lo-
bectomy for CLM in long term follow-up by comparison to normal healthy
children, by using spirometry and Lung Clearance Index (LCI)

Methods: 16 children, between the ages of 7 - 21, with CLM who
had undergone surgical resection and 12 healthy children, between the
ages of 7 — 18, as a control group were included in our study. All patients
evaluated by their demographic data, physical examination findings and
pulmonary function tests. Spirometric and LCI measurements performed
in all participants and compared with each other.

Results: Of these 16 patients, 9 (56.2%) were boys and 7 (43.8%)
were girls, median age was 8.75 years (min:6.5, max 21.25). The median
age at the time of operation was 14 months (min:1, max 168) and mean
post-op follow-up duration was 80.06+31 months. 68.75% of patients
had congenital pulmonary airway malformations, 12.5% had broncho-
genic cyst, 6.25% had bronchopulmonary sequestration, 6.25% had
congenital lobar emphysema and 6.25% had combine pulmonary airway
malformations and sequestration. In the healthy control group, 4 (33.3%)
of the children were boys and 8 (66.6%) children were girls, median age
was 12 years (min:8.5, max 17.5).

The pulmonary function measurements of the participants exhibited
mean predicted FEV1 was 86,25+16,88% in post operative CLM patients
and 101.754+11.5% in the control group. Both groups results were spi-
rometrically normal. By means of FEV1%, post-operative CLM patients
group had significantly lower values than healthy control grup (p:0.014).

Comparing the two groups by assessing LCI, median LCI values in post
—op CTM patients’ group were at 8.27 (min:6.39 max:11.50) and 7.55
(min:7.1 max:10.4) in healthy control group. Patients’ LCI values were
not statistically significant when compared with healthy control group.
(p:0.548).

Also, there was a strong inverse correlation between LCI and FEV1 (p:
0.014) in patients who underwent surgery for CLM.

Conclusions: Our study showed that, in long term follow —up’s, pa-
tients who underwent surgery for CLM will not occur airway disease and
show no differences in pulmonary function tests by comparing healthy
children and LCI was more accurate detecting airway diseases than
spirometry.
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