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ÅĶdiyopatikPulmoner Fibrozis (ĶPF)sebebi bilinmeyen,

daha­okileri yaĸlardagºr¿len, kronik, progresifseyreden,

k¿ratiftedavisi olmayan histopatolojik olarak olaĵan

interstisyel pnºmoni(OIP) paterni gºstereninterstisyel

akciĵerhastalēĵēdēr.

ÅĶPF,mortalitesi ortalama 3-5 yēl?? olup prognozu ve

mortalitesi diĵerinterstisyel akciĵerhastalēklarēndanve

bir­okkanserdendahakºt¿d¿r.



TtC- Klinik 
bulgular  

ÅEn sēkgºr¿lensemptomlarnefesdarlēĵēveºks¿r¿kt¿r.

ÅEn sēk60 yaĸ¿zeri, sigarai­enerkekhastalarda
gºr¿l¿r.

ÅFizik muayenedehastalarēnyarēsēnda­omakparmak
saptanabilir.

ÅHastalarēntamamēnayakēnēndaoskultasyondavelkro
rallerduyulabilir



TtC- Patoloji



TƴǘŜǊǎǘƛǎȅŜƭAC 
IŀǎǘŀƭƤƪƭŀǊƤ

{ƤƴƤŦƭŀƴŘƤǊƳŀ  



TtC- PPF 

ATS 2022



DǸƴŎŜƭ нлнн TtC 
¢ŀƴƤ !ƭƎƻǊƛǘƳŀǎƤ

Raghu, Ganesh, et al. "Idiopathic Pulmonary Fibrosis (an Update) and Progressive Pulmonary Fibrosis in Adults: An Official ATS/ERS/JRS/ALAT Clinical Practice Guideline." American 

Journal of Respiratory and Critical Care Medicine 205.9 (2022): e18-e47.

ĶPF tanēsēndan ĸ¿phe

Potansiyel neden/iliĸkili hastalēk

Hayēr Evet

Hayēr

HRCT paterni
Spesifik tanēnēn 

doĵrulanmasē (HRCT dahil)

BALÀÑTBLCÿ SLBÿ

MDD

IPF

UIP ya da olasē UIP*



¦Tt paterni aǳƘǘŜƳŜƭ ¦Tt paterni .ŜƭƛǊǎƛȊ ¦Tt paterni /¢ ōǳƭƎǳƭŀǊƤ !ƭǘŜǊƴŀǘƛŦ 
ǘŀƴƤȅƤ ŘǸǒǸƴŘǸǊǸȅƻǊ

¦Tt ƘƛǎǘƻƭƻƧƛǎƛ ƛƭŜ ǳȅǳƳ 
seviyesi

%90 %70-89 %51-69 <%50

5ŀƐƤƭƤƳ *Subplevralve bazal 
dominant
ϝ{ƤƪƭƤƪƭŀ ƘŜǘŜǊƻƧŜƴ 
(fibrozisinŀǊŀǎƤƴŘŀ 
ƴƻǊƳŀƭ ŀƪŎƛƐŜǊ ŀƭŀƴƭŀǊƤύ
*Bazen ŘƛŦŦǸȊ
*Belki asimetrik olabilir

*Subplevralve bazal 
dominant
ϝ{ƤƪƭƤƪƭŀ ƘŜǘŜǊƻƧŜƴ 
(ǊŜǘƛƪǸƭŀǎȅƻƴve 
traksiyon ōǊƻƴǒŜǘŀȊƛǎƛ/ 
ōǊƻƴǒƛƻƭŜƪǘŀȊƛǎƛŀǊŀǎƤƴŘŀ 
ƴƻǊƳŀƭ ŀƪŎƛƐŜǊ ŀƭŀƴƭŀǊƤύ

*SubplevralōŀǎƪƤƴƭƤƪ 
olmadan ŘƛŦŦǸȊŘŀƐƤƭƤƳ

*Subplevralkorunma ile 
ǇŜǊƛōǊƻƴƪƻǾŀǎƪǸƭŜǊ
ōŀǎƪƤƴ όb{Tt ŘǸǒǸƴύ
*PerilenfatikōŀǎƪƤƴ 
(sarkoidozŘǸǒǸƴύ
ϝ«ǎǘ ǾŜ hǊǘŀ ŀƪŎƛƐŜǊ 
tutulumu (fibrotik HSP, 
KDH-T!IΣ sarkoidoz)
*Subplevralkorunma 
όb{TtΣ ǎƛƎŀǊŀ ƛƭƛǒƪƛƭƛ T!Iύ

/¢ ōǳƭƎǳƭŀǊƤ*Traksiyon 
ōǊƻƴǒŜƪǘŀȊƛǎƛ/ōǊƻƴǒƛƻƭŜƪǘŀȊ
i ile birlikte veya birlikte 
olmadan ōŀƭǇŜǘŜƐƛ
*TƴǘŜǊƭƻōǳƭŜǊseptalarda
ƛǊǊŜƎǸƭŜǊƪŀƭƤƴƭŀǒƳŀ
ϝ{ƤƪƭƤƪƭŀ ǊŜǘƛƪǸƭŜǊpaternile 
ǎǸǇŜǊǇƻȊŜ, hafif buzlu cam
*Belki pulmoner
osifikasyonolabilir

*Traksiyon 
ōǊƻƴǒŜƪǘŀȊƛǎƛ/ōǊƻƴǒƛƻƭŜƪ
tazi ile birlikte ǊŜǘƛƪǸƭŜǊ
patern
*Belki hafif buzlu cam
*SubpelvralƪƻǊǳƴƳŀƴƤƴ 
ƻƭƳŀƳŀǎƤ

ϝ!ƪŎƛƐŜǊ fibrozisininCT 
ōǳƭƎǳƭŀǊƤ ǎǇŜǎƛŦƛƪ ōƛǊ 
etyolojiyi
ŘǸǒǸƴŘǸǊƳǸȅƻǊ

*!ƪŎƛƐŜǊ ōǳƭƎǳƭŀǊƤ
-Kistler (LAM, PLHHx, LIP, DIP)
-Mozaik atenuasyonǾŜȅŀ Ǹœ-
ȅƻƐǳƴƭǳƪ ōǳƭƎǳǎǳ όI{tύ
-.ǳȊƭǳ ŎŀƳ ōŀǎƪƤƴ όI{tΣ ǎƛƎŀǊŀ ƛƭƛǒƪƛƭƛΣ 
ƛƭŀœΣ fibrozisinakut alevlenmesi)
-Bol sentrilobulerƴƻŘǸƭƭŜǊ όI{t ǾŜȅŀ 
ǎƛƎŀǊŀ ƛƭƛǒƪƛƭƛύ
-bƻŘǸƭƭŜǊ όSarkoidoz)
-Konsolidasyon (Organize ǇƴǀƳƻƴƛ
vs)
*Mediastinalbulgular
-Plevralplaklar (asbestozis)
-DilateǀȊŜŦŀƎǳǎ(KDH)



TtC wŀŘȅƻƭƻƧƛ

UIP



TtC wŀŘȅƻƭƻƧƛ

hƭŀǎƤ ¦Lt



TtC wŀŘȅƻƭƻƧƛ

Belirsiz UIP



TtC wŀŘȅƻƭƻƧƛ

!ƭǘŜǊƴŀǘƛŦ ¢ŀƴƤ



TtC tŀǘƻƭƻƧƛ 



G¿ncel Radyolojik ve Histopatolojik ĶPF Tanē Tablosu

Idiopathic pulmonary fibrosis (IPF) diagnosis on the basis of high-resolution computed tomography (HRCT) and biopsy patterns, developed using consensus by discussion. *ñClinically suspected of having IPFò is defined as unexplained 

patterns of bilateral pulmonary fibrosis on chest radiography or chest computed tomography, bibasilar inspiratory crackles, and age . 60 years. Middle-aged adults (.40 and ,60 yr old) can rarely present with otherwise similar clinical 

features, especially in patients with features suggesting familial pulmonary fibrosis. À Diagnostic confidence may need to bedowngraded if histopathological assessment is based on transbronchial lung cryobiopsy given the smaller 

biopsy size and greater potential for sampling error compared with surgical lung biopsy. ÿIPF is the likely diagnosis when any of the following features are present: 1) moderate to severe traction bronchiectasis and/or bronchiolectasis

(defined as mild traction bronchiectasis and/or bronchiolectasis in four or more lobes, including the lingula as a lobe, or moderate to severe traction bronchiectasis in two or more lobes) in a man .50 years old or in a woman .60 yr old, 2) 

extensive (.30%) reticulation on HRCT and age . 70 yr, 3) increased neutrophils and/or absence of lymphocytosis in BAL fluid, and 4) multidisciplinary discussion produces a confident diagnosis of IPF. ÄIndeterminate for IPF 1) without 

an adequate biopsy remains indeterminate and 2) with an adequate biopsy may be reclassified to a more specific diagnosis after multidisciplinary discussion and/or additional consultation. Adapted from Reference 2. dx = diagnosis; UIP 

= usual interstitial pneumonia. Raghu, Ganesh, et al. "Idiopathic Pulmonary Fibrosis (an Update) and Progressive Pulmonary Fibrosis in Adults: An Official ATS/ERS/JRS/ALAT Clinical Practice Guideline." American Journal of 

Respiratory and Critical Care Medicine 205.9 (2022): e18-e47.

ĶPF ĸ¿phesi*

Histopatolojik paternÀ

UIP OlasēUIP

UIP a­ēsēndan 

belirsiz sonu­ ya 

da biyopsi 

yapēlmamēĸ

Alternatif tanē

HRCT 

paterni

UIP ĶPF ĶPF ĶPF ĶPFdēĸē tanē

OlasēUIP ĶPF ĶPF ĶPF(Muhtemel)ÿ ĶPFdēĸē tanē

Belirsiz
ĶPF ĶPF(Muhtemel)ÿ BelirsizÄ ĶPFdēĸē tanē

Alternatif tanē
ĶPF(Muhtemel)ÿ

BelirsizÄ ĶPFdēĸē tanēĶPFdēĸē tanē

ķekil referanstan uyarlanmēĸtēr



TtC wŜƘōŜǊŘŜƪƛ 
5ŜƐƛǒƛƪƭƛƪƭŜǊ 

Radyolojik olarak olasē UIP paterni bulunan hastalara, biyopsi 

yapēlmadan multidisipliner tartēĸma yoluyla ĶPF tanēsē konulmasē 

ºnerildi

Transbronĸiyal akciĵer kriyobiyopsinin, ĶPFônin histopatolojik 

tanēsēnda cerrahi akciĵer biyopsisine alternatif olarak kullanēlmasē 

koĸullu olarak ºnerildi

Anti-asit ila­larēn ĶPFôde akciĵerin tedavisine yºnelik kullanēmē 

aleyhinde ºneri getirildi

Raghu, Ganesh, et al. "Idiopathic Pulmonary Fibrosis (an Update) and Progressive Pulmonary Fibrosis in Adults: An Official ATS/ERS/JRS/ALAT Clinical Practice Guideline." American 

Journal of Respiratory and Critical Care Medicine 205.9 (2022): e18-e47.



G¿ncel 2022 ĶPF 

Tedavi Algoritmasē

Zaman

TEDAVĶDE DĶKKATE

ALINMASI GEREKENLER

Ķla­

Å Nintedanib

Å Pirfenidon

Ķla­ dēĸē

Å Oksijen desteĵi 

(hasta hipoksemikse)

Å Pulmoner rehabilitasyon

Komorbiditeler

Å Pulmoner hipertansiyon

Å Gastroºzofageal refl¿

Å Obstr¿ktif uyku apnesi

Å Akciĵer kanseri

Semptom kontrol¿

Å Palyatif bakēm

Hastada mortalite riski y¿ksekse, 

tanē anēnda akciĵer nakli 

a­ēsēndan deĵerlendirilir

PROGRESYON TAKĶBĶ

4-6 ayda bir veya klinik olarak 

endike olduĵunda daha kēsa 

aralēklarla solunum fonksiyon testi 

ve 6 dakika y¿r¿me testi 

d¿ĸ¿n¿l¿r

Klinik kºt¿leĸme ĸ¿phesi veya 

akciĵer kanseri riski varlēĵēnda yēlda 

bir HRCT ­ekilmesi d¿ĸ¿n¿l¿r

Akut alevlenme endiĸesi varlēĵēnda 

HRCT ­ekilmesi d¿ĸ¿n¿l¿r

Pulmoner emboli a­ēsēndan klinik 

endiĸe varsa, pulmoner BT 

anjiyografi d¿ĸ¿n¿l¿r

AKUT ALEVLENMELER

Kortikosteroidler

ĶPF PROGRESYONUNA BAĴLI 

SOLUNUM YETMEZLĶĴĶ

Solunum yetmezliĵi olan hastalarēn 

b¿y¿k bºl¿m¿nde mekanik 

ventilasyon ºnerilmemektedir

Akciĵer nakli 

a­ēsēndan 

deĵerlendirilir ve 

listeye alēnēr

Palyatif bakēm

ĶPF Tanēsē



TtC ¢ŜŘŀǾƛ 
!ƭƎƻǊƛǘƳŀǎƤ



Hangi 
hastalarda 
antifibrotik
tedavi**

ÅC±/ җ ҈рлΣ 5[/h җ ҈ол ƻƭŀƴ ƘŀŦƛŦ ǾŜ ƻǊǘŀ 
ŘǸȊŜȅŘŜƪƛ ƻƭƎǳƭŀǊ

ÅIw/¢ ǾŜκǾŜȅŀ ŀƪŎƛƐŜǊ ōƛȅƻǇǎƛǎƛ ƛƭŜ όhTtύ TtC 
ǘŀƴƤǎƤ ƪƻƴƳǳǒ

Å.ŀƐ Řƻƪǳǎǳ ōŜƭƛǊǘŜœƭŜǊƛ ƴŜƎŀǘƛŦ



TtC ¢ŜŘŀǾƛ 
Hedefleri

ÅTƭŀœ ǎŜœƛƳƛ ƴŜȅŜ ƎǀǊŜ ȅŀǇƤƭƳŀƭƤŘƤǊΚ

Å9ǘƪƛƴƭƛƪƭŜǊƛ ƴŀǎƤƭŘƤǊΚ

Å{ŜƳǇǘƻƳƭŀǊŘŀ ƛȅƛƭŜǒƳŜ ǎŀƐƭŀǊ ƳƤΚ

ÅMortaliteyiŀȊŀƭǘƤǊ ƳƤΚ

ÅKomorbiditelerǸȊŜǊƛƴŜ Ŝǘƪƛǎƛ ǾŀǊ ƳƤŘƤǊΚ

Å̧ ŀƴ ŜǘƪƛƭŜǊƛƴ ȅǀƴŜǘƛƳƛ ƴŀǎƤƭ ƻƭƳŀƭƤŘƤǊ Κ



Nintedanib ÅNintedanib, pulmonerfibrozisinpatogenezinderol oynayantirozin
ƪƛƴŀȊƭŀǊƤƴƎǸœƭǸbirƘǸŎǊŜƛœƛƛƴƘƛōƛǘǀǊǸŘǸǊ.

ÅBu tirozinƪƛƴŀȊƭŀǊƤƴ, pulmonerfibrozisinpatogenezindeyeralan
ƘǸŎǊŜproliferasyonu, ŦŀǊƪƭƤƭŀǒƳŀǎƤveapoptozdahilŦŀǊƪƭƤ ȅƻƭŀƪƭŀǊŘŀ
kilit rolƻȅƴŀŘƤƐƤƴŀƛƴŀƴƤƭƳŀƪǘŀŘƤǊ.

ÅNintedanib ŀȅǊƤŎŀanti-enflamatuvarveantianjiyojenikaktiviteye
sahiptir.

Å¢hahwwh² ±9 Lbt¦[{L{ œŀƭƤǒƳŀƭŀǊƤƴŘŀ nintedanibinTtC 
ƘŀǎǘŀƭŀǊƤƴŘŀ C±/ ŘǸǒǸǒǸƴǸ ȅŀǾŀǒƭŀǘǘƤƐƤΣ ȅŀǒŀƳ ƪŀƭƛǘŜǎƛƴƛ ŘǸȊŜƭǘƛƐƛve 
TtC ŀƭŜǾƭŜƴƳŜƭŜǊƛƴƛ ǀƴƭŜŘƛƐƛ ƎǀǎǘŜǊƛƭƳƛǒǘƛǊΦ



Nintedanib 

INPULSIS



Nintedanib 
INPULSIS

C±/ ƪŀȅōƤƴƤ 
ŀȊŀƭǘƤǊ



Pirfenidon
PirfenidonΣ TtC ǘŜŘŀǾƛǎƛƴŘŜ ƻǊŀƭ ȅƻƭŘŀƴ ǾŜǊƛƭŜƴ ōƛǊ piridinǘǸǊŜǾƛ 
ƛƭŀœǘƤǊΦ

Antiinflamatuar, antioksidan ve antifibrotikŜǘƪƛƭŜǊƛ ǾŀǊŘƤǊΦ 

Kollajensentezini inhibeeder.

TransforminggrowthŦŀƪǘǀǊ ό¢DCύ-ʲ ǾŜ ǘǸƳǀǊ ƴŜƪǊƻȊ ŦŀƪǘǀǊǸƴǸƴ 
(TNF)- ehspresyonunuŀȊŀƭǘƤǊΦ

CƛōǊƻōƭŀǎǘ ǇǊƻƭƛŦŜǊŀǎȅƻƴǳƴǳ ŀȊŀƭǘƤǊΦ 

/!t!/T¢¸ ǾŜ !{/9b5 œŀƭƤǒƳŀƭŀǊƤƴŘŀ нпло ƳƎκƎǸƴ pirfenidon, 
ƘŀǎǘŀƭƤƐƤƴ ƛƭŜǊƭŜƳŜǎƛƴƛ ȅŀǾŀǒƭŀǘƳƤǒǘƤǊΦ

TtC ƘŀǎǘŀƭŀǊƤƴŘŀ ŀƪŎƛƐŜǊ ŦƻƴƪǎƛȅƻƴǳΣ ŜƎȊŜǊǎƛȊ ǘƻƭŜǊŀƴǎƤ ǾŜ 
ǇǊƻƎǊŜǎȅƻƴǎǳȊ ǎŀƐƪŀƭƤƳƤ ǇƭŀǎŜōƻȅŀ ƎǀǊŜ ƛȅƛƭŜǒǘƛǊƳƛǒǘƛǊΦ



Pirfenidon
ASCEND



PirfenidonTtC 
ƘŀǎǘŀƭƤƪ 
progresyonunu
ȅŀǾŀǒƭŀǘƤǊ 



Pirfenidonmu ?

Nintedanib mi?



Pirfenidon? 

Nintedanib?

Tƭŀœ {ŜœƛƳƛ



TtC ǾŜ  ǀƪǎǸǊǸƪ 



TtC ǾŜ ǀƪǎǸǊǸƪ



Nintedanib ile 
ǀƪǎǸǊǸƪ ҈рнΩŘŜƴ 
҈нмΩŜ ƎŜǊƛƭŜƳƛǒǘƛǊ



Pirfenidon
ǀƪǎǸǊǸƐǸ ҈34 
ŀȊŀƭǘƳƤǒǘƤǊ



TtC ǾŜ dispne



TtC ƛƭƛǒƪƛƭƛ 
mortaliteƻǊŀƴƭŀǊƤ 
ŘǸǒǸȅƻǊ ό¦{!ύ



Antifibrotiktedavi 
ǘǸƳ ǎŜōŜǇƭƛ 
mortaliteve akut 
alevlenmeleri 
ŀȊŀƭǘƤǊ ΗΗΗ όb9Waύ



TtCΩŘŜpirfenidon
mortalite riskini 
мнл ƘŀŦǘŀƭƤƪ 
takipte 
ŀȊŀƭǘƳƤǒǘƤǊΦ 



Pirfenidonila 
ǎŀƐƪŀƭƤƳ
ortalama 8.7 
ȅƤƭŘƤǊ ǾŜ Ŝƴ ƛȅƛ 
destek tedaviden 
нΦр ȅƤƭ ŦŀȊƭŀŘƤǊ 



bƛƴǘŜŘŀƴƛō р ȅƤƭƭƤƪ 
mortalite riskini, 
antifibrotik
almayan gruba 
ƎǀǊŜ ҈рр 
ŀȊŀƭǘƳƤǒǘƤǊΦ



Ortalama  survi
nintedanib
ƎǊǳōǳƴŘŀ уΦр ȅƤƭ 
iken, plasebo 
grubunda 3.3 
ȅƤƭŘƤǊ 



Nintedanib ile 
TtC ŘŜ ŀƪǳǘ 
alevlenme riski 
҈от ŀȊŀƭƳƤǒǘƤǊ



Perioperatif
Pirfenidon
tedavisi postop
AE-TtC ƛœƛƴ 
proflaktiketki 
ƎǀǎǘŜǊƛǊΦ



TtC

Komorbiditeler



TtC

Komorbiditeler



TtC ŘŜ pulmoner
hipertaniyon
ƎŜƭƛǒƳŜǎƛ 
mortalite ile 
kuvvetle ƛƭƛǒƪƭƛ!!


