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two-sequence (coronal and axial T2-weighted,average 7 minutes),without
intravenous contrast agent,images were obtained to be correlated with
respiration.MRI was performed in young children with superficial seda-
tion (chlorohydrate)or without sedation while they were sleeping.CT and
MRI findings were evaluated with Helbich and Eichinger scores.The results
were analyzed by Wilcoxon test.

Results: Five patients had chronic colonization with Paeruginosa and
four had Phe508del homozygote mutation.CT findings were bronchiec-
tasis and peribronchial thickening in 10/14,budding tree appearance in
8/14,mosaic attenuation in 7/14,mucus plug in 4/14 and linear-subseg-
mental atelectasis in 4/14 patients.According to Helbich scoring,the mean
score in CT was 6.6(score range 1-17),while MRI was 4.7(score range
0-15).The mean score in the MRI was 3(score range 0-16)according to the
Eichinger score.There was a statistically significant difference between CT
and MRI findings according to Helbich scoring (p = 0.003).CT was supe-
rior to MRI in demonstrating mosaic attenuation.There was no significant
difference between CT and MRI in detecting other findings.4 patients who
had Phe508del homozygote mutation chronic colonised with p.aerugino-
sa and had higher CT and MRI scores than rest of them (p = 0.002)

Conclusions: Pulmonary involvement with CT can show in detail;
however, other findings were similar with CT, except for mosaic attenua-
tion in MRI.Helbich scoring, in which emphysema,bullae and mosaic at-
tenuation are used as scoring criteria,may be insufficient for MRI.Eichinger
scoring which uses less scoring criteria can be preferred for MRL.MRI may
become the gold standard to demonstrate lung findings
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Picture 1. XR findings in a CF patient

Picture 2. CT findings in a CF patient

Picture 3 MRI findings in a patient
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PSODO BARTTER SENDROMU: ULUSAL KiSTiK
FIBROZIS KAYIT SISTEMINDE SAPTANAN EN SIK
KOMPLIKASYON
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Giris ve Amac: Psodo bartter sendromu (PBS) kistik fibrozis (KF) has-
talarinda 6zellikle bebeklik déneminde ve sicak iklimlerde sik rastlanan bir
komplikasyondur. Ulusal Kistik Fibrozis Kayit Sisteminin kurulmast ile tilke-
mizdeki KF hastalarini ilk verileri ortaya dokilmiis olup ve hastalarimizda
rastlanan en sik komplikasyonun PBS oldugu ortaya ¢ikmistir. Bu calismada
PBS olan hastalarimizin Klinik 6zelliklerini gbzden gecirmeyi amacladik.

Yontem: Ulusak Kistik Fibrozis Kayit Sistemine 2017 yilinda kaydedilmis
PBS olan tim hastalarin demografik 6zellikleri, mutasyon analizleri, kolo-
nizasyon durumlari ve eslik eden diger komplikasyonlar1 gézden gegirildi.

Bulgular: Ulusal Kistik Fibrozis Kayit Sistemine 2017 yilinda toplam
1170 hasta kaydedildi ve bu hastalarin 120’sinde (% 10) PBS mevcuttu.
Psédo bartter sendromuolan hastalarin ortalama tani yast 0,73 = 1,67
yildi ( minimum: 0,08; maksimum:11 yas). Mekonyum ileusu olan 5 hasta
vardi, 110’unda (% 91) pankreatik yetmezlik mevcuttu. Hastalarin besin-
de kronik karaciger hastaligi, birinde eslik eden diabet mevcuttu.

Staphylococcus aureus kolonizasyonu 33 hastada, Pseudomonas aeru-
ginosa 23, Stenotrophomonas maltophilia 4 hastada mevcuttu. Hastala-
rin 65’inin 120 allelinde 45 farkli mutasyon tespit edildi.En sik saptanan
mutasyon 21 allelde DF508’di ve 5 (4 %) hastada homozigottu. Sirasiyla
N1303K, D110H, G542X ve E92K diger sik saptanan mutasyonlardi. En
stk sinif 1 ve 2 mutasyonlar saptandi.

Tartisma ve Sonug: Psddo bartter sendromunun en sik saptanan
komplikasyon olmasinin genel olarak hastalarimizin yaglarinin kiiciik ol-
mast ve llkemizin sicak iklim kusaginda yer almasi nedeni ile olabilecegi
distinilmustiir. Hastalarimizda agir mutasyonlarin daha sik saptanmasi-
nin da bu duruma katkida bulunmus olabilecegi distintldi.

Anahtar Kelimeler: Kistik fibrozis, Psédo bartter sendromu, Ulusal Kistik Fibrozis
Kayit Sistemi
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