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In th�s report, we present a summary of the character�st�cs of our cyst�c f�bros�s (CF) pat�ents 
followed up �n Turkey �n 2023. 

The "Cyst�c F�bros�s Reg�stry of Turkey" (CFRT) was establ�shed by the "Ped�atr�c Resp�ratory 
D�seases and Cyst�c F�bros�s Assoc�at�on" wh�ch annually records d�sease-related �nformat�on of 
CF pat�ents followed up �n var�ous centers �n our country. Th�s �nformat�on helps us to better 
understand CF d�sease, to have more �nformat�on about our pat�ents' d�sease-related 
character�st�cs, qual�ty of l�fe and natural course of the d�sease, to compare �t w�th our prev�ous 
knowledge, to see the chang�ng numbers over t�me and to �dent�fy pat�ents who w�ll benef�t from 
spec�al or prevent�ve treatment methods �n our country.

You can f�nd more deta�led �nformat�on about the CFRT on our webs�te  
https://www.k�st�kf�broz�sturk�ye.org/hasta-kay�t-s�stem�/
 
Our deta�led report for 2023 �s ava�lable at 
https://www.k�st�kf�broz�sturk�ye.org/wp-content/uploads/2024/11/2023-UKKS-2.pdf.



In our country, there were 2258 CF pat�ents from 34 centers reg�stered �n the CFRT �n 2023.
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Gender D�str�but�on of pat�ents

There were 53.1% male and 46.9% 
female pat�ents. 

85% were ch�ldren and 15% were adults. 
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Med�an d�agnost�c age for CF pat�ents �s 

Number of pat�ents reg�stered by centers 
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Ç: Ped�atr�c pulmonology
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Age d�str�but�on of pat�ents
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•                       CF �s a genet�c d�sease. Ind�v�duals w�th CF have two CF-caus�ng mutat�ons, one �nher�ted 
from the mother and the other from the father.

•             Genet�c test �s necessary for def�n�t�ve d�agnos�s.

•            F508 delet�on (F508del) �s the most common CF-caus�ng mutat�on �n Europe. 

•             In Europe, 80% of pat�ents has at least one F508del mutat�on

•            In our country, only 15.45% of pat�ents have at least one F508del mutat�on

15.45%

84.55%
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Genotyp�ng results of pat�ents 

Pat�ents w�th two mutat�ons
�dent�f�ed (84.85%)

Pat�ents w�th one mutat�on
�dent�f�ed (6.86%)

Pat�ents w�th no mutat�ons
�dent�f�ed (5.54%)

Pat�ents undergo�ng genotyp�ng 
(Mutat�on test�ng) (97.25%)

Mutat�ons

Not F508 delet�on

At least one F508 delet�on
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Most common mutat�ons �n genotyp�ng 
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•     Pulmonary �nvolvement �n CF �s the most �mportant factor determ�n�ng the cl�n�cal sever�ty 
of the d�sease and the durat�on and qual�ty of l�fe, therefore, close mon�tor�ng of pulmonary 
funct�ons �s �mportant.

•               Pulmonary funct�on tests can be performed �n pat�ents over 6 years of age and are evaluated 
by measur�ng FEV1.

The sever�ty of lung d�sease �s determ�ned accord�ng to FEV1 percentage values:

•     Normal: 80% and above 

•     M�ld d�sease: 60-79%

•     Moderate d�sease: 40-59%

•     Severe d�sease: 39% and below
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•    D�gest�ve problems occur �n 85% of CF pat�ents as a result of the �nab�l�ty of pancreat�c 
secret�ons (enzymes) to be released due to the d�sease or to flow �nto the �ntest�nes due to 
obstruct�ons �n the ducts.
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•    S�nce CF pat�ents cannot d�gest carbohydrates, prote�ns and fats, they have abundant, 
loose-fatty, l�ght-colored, foul-smell�ng and numerous stools, abdom�nal d�stens�on and 
gas, and �f left untreated, �nd�v�duals cannot ga�n enough we�ght and there �s retardat�on �n 
growth and development.

•        Good nutr�t�on �n CF �s �mportant to ma�nta�n pulmonary funct�ons.
 
•       Body mass �ndex, he�ght and body we�ght z scores are used to mon�tor nutr�t�on. Low values 
of these values �nd�cate that the nutr�t�onal status of the �nd�v�dual �s �nadequate. 

•      Z score �s a score that �nd�cates how much a value d�ffers from healthy people of s�m�lar age 
and gender. S�nce standard values vary for ch�ldren �n d�fferent age groups, z scores are used 
to assess the growth. When th�s score �s below zero, �t means that �t �s low compared to people 
of s�m�lar age and gender.   

Body Mass Index (BMI):

•     BMI �s calculated by d�v�d�ng body we�ght by the square of he�ght.

BMI = Body we�ght (kg) / Square of he�ght (m2) 

•     BMI assessment: 

        2-18 years of age: z-scores are more commonly used. 
 
        Over 18 years of age: The formula-calculated value of BMI �s used:

               Low: 18.5 and below

               Normal: 18.5-24.9 
 .
               H�gh: 25 and above
 
•      The low BMI z score of our pat�ents between the ages 
of 2 and 18 years and the low BMI values of our pat�ents
aged 18 years and older are �mportant �nd�cators 
that the growth and nutr�t�onal status of our 
pat�ents are not adequate.
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•     Muco�d secret�ons �n the lungs of CF pat�ents cause a�rway obstruct�on result�ng �mpa�red 
lung vent�lat�on. Some m�croorgan�sms eas�ly settle �n th�s env�ronment and frequent lung 
�nfect�ons occur from an early age.
 
•    The most common m�croorgan�sms that settle �n the lungs of �nd�v�duals w�th CF are 
Staphylococcus aureus and Haemoph�lus �nfluenzae at younger ages and Pseudomonas 
aerug�nosa at older ages. Pseudomonas �n part�cular causes chron�c (long-term) �nfect�on of 
the lungs and �s the most �mportant cause of ongo�ng lung damage.

•      Infect�on control �s an �mportant �ssue as �nfect�on transm�ss�on �s known among �nd�v�duals 
w�th CF.

D�str�but�on of BMI and BMI z scores �n ch�ldren and adults
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•     The lungs, pancreas, �ntest�nes, l�ver, s�nuses and reproduct�ve organs are affected to 
vary�ng degrees �n CF.

•     Compl�cat�ons of CF can �nclude l�ver d�sease, d�abetes, bone m�neral�zat�on d�sorders 
(osteoporos�s) and Pseudo-Bartter syndrome (salt loss).

Pat�ents hosp�tal�zed (due to CF) to rece�ve �ntravenous 
ant�b�ot�cs for at least 1 day:
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•     Therap�es �n CF a�m to decrease or �mprove symptoms and prevent compl�cat�ons related 
w�th d�sease.

D�str�but�on of therap�es

Number of pat�ents us�ng modulator therapy

Modulator treatment

Ivacaftor

Lumacaftor/ Ivacaftor

Tezacaftor/ Ivacaftor

Elexacaftor/ Tezacaftor/ Ivacaftor

Number of pat�ents

55

17

7

279



Elexacaftor/Tezacaftor/Ivacaftor

Ivacaftor

Lumacaftor/Ivacaftor

2021 2022 2023

300

250

150

100

50

0

Tezacaftor/Ivacaftor

•   Lung transplantat�on �s recommended �n �nd�v�duals w�th CF who have progress�ve 
resp�ratory fa�lure and end-stage lung d�sease. 

•       L�ver transplantat�on �s performed �n pat�ents who develop chron�c l�ver fa�lure �n CF.  

The number of pat�ents us�ng CFTR modulators has been �ncreas�ng over the years.

Pat�ents us�ng CFTR modulators accord�ng to years

Transplantat�on

The number of pat�ents w�th CF l�v�ng w�th an organ 
transplant �n 2023
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