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Risk factors

®

Environmental or other triggers Genetic susceptibility

Activated immune system

Initiation of interstitial lung disease

Persistent trigger

Development of systemic disease

Infection (eg, COVID-19)

Ageing

Inflammation

Inflammatory interstitial
lung disease

Endothelial
activation

!

Resolution

Wound healing
pathways

Mixed interstitial lung
disease

Epithelial damage

!

stiffness
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mediators

Persistence

Extracellular matrix
deposition and
increased lung

Fibrotic interstitial lung
disease

profibrotic and antifibrotic

!

Progression




Siniflama

* 1)idiyopatik -

* 2) Maruziyet ve iyatrojenik _Akut form

 3) Sarkoidoz

 4)Kistik veya hava bosluklarinda dolum -Subakut form
hasarli akciger hastaliklari =

* 5) Otoimmin iliskili hastaliklar -Kronik form

e 6) Diger nadir durumlar




Olgu A.C. 63 Erkek

 On tani: IPF, Kronik HP, kollajen doku hastaliklari
 Kriyobiyopsi: Traksiyon bronsektazi, interstisyel kronik inflamasyon

* Akciger VATS biyopsi



Peribronsioler, interstisyel
fibrozis, peribronsial

metaplazi




Lobuler interstisyel
fibrotik pnomoni




ioler metaplaz

Peribrons



Peribronsioler metaplazi




Peribronsial ve Subplevral Fibrozis (Koprilesme Fibrozis)




Histopatolojik Bulgular

* Peribronsioler fibrozis

e UIP tipi fibrozis

e Koprulesme fibrozisi

* Peribronsioler metaplazi



: : Pulmonologist
I NTE RSTISYE L HASTALI KLARDA « Interprets medical history,
H clinical data and PFTs Respiratory physiologist
KARAR MEKANIZMASI - Diagnosis and « Interpret lung volume and gas
treatment of ILDs exchange analysis on PFTs
« Assesses disease progression

Radiologist

« Interprets extent and patterns
of fibrosis on HRCT

« Contributes to diagnosis
and disease staging

+ Assesses disease
progression on CT

Pathologist

« Interprets histopathological
features on lung biopsy

« Contributes to diagnosis

Clinical nurse specialist

« Supportive care, symptom
management, palliative care &:

W#l

Physiotherapist e Rheumatologist
Occupational therapist Variables evaluated during an MDT « Reviews serological tests
« Supportive care (pulmonary « Diagnosis and treatment
rehabilitation, physiotherapy, . Clin'ical information * PFT of CTD-ILDs
and supplemental oxygen) . Epwronmental ex'posure.s «CT ' '
« Biology and autoimmunity - Serological testing
» Familial history/genetic + Biopsy
information « Bronchoscopy/BAL
Eur Respir Rev 2022; 31 « Longitudinal ILD evolution




Maruziyet Iliskili Interstisyel Hastaliklar

Acute Subacute Chronic

Hypersensitivity pneumonitis

Pneumoconiosis

Respiratory bronchiolitis-interstitial
lung disease

Drug-induced lung injury (eg, chemotherapy, immune checkpoint inhibitors,
biological agents, antirheumatic drugs, antibiotics, antithrombotic agents,
cardiovascular drugs, and herbal medicine)

Radiation-induced lung injury

Postinfectious interstitial lung disease

Lancet 2022; 400: 769-86




Diagnosis of Hypersensitivity Pneumonitis in Adults
An Official ATS/JRS/ALAT Clinical Practice Guideline

Tipik Nonfibrotik Hipersensivite Tipik Fibrotik Hipersensivite
Pnomoni Pnomoni

1)Bronsiolosentirik interstisyel pnémoni, NSIP 1 )Fibrotik interstisyel pnémoni, NSIP
benzeri patern, lenfosit baskin benzeri, bal petegi, fibroblastik fokuslar
2) Hucresel kronik bronsiyolit, lenfosit baskin, 2)Peribronsial fibrozis, peribronsial
organize pnomoni, kopuksi makrofajlar metaplazi, kdprulesme fibrozis
3) Tipik nonnekrotizan granilomatoz 3)Nonnekrotizan granilom, multinikleer
inflamasyon, multinikleer dev hiicreler dev hicreler

4) Diger olasi alternatif histopatolojik 6zellik yok

Madde Timii Ik ictin en az ikisi +4 Ik Giglin biri +4
Nonfibrotik HP Tipik Olasi Belirsiz
Fibrotik HP Tipik Olasi Belirsiz

J Respir Crit Care Med Vol 202, Iss 3, Agu 1, 2020
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* On tani: IPF, Kronik HP, kollajen doku hastaliklari

* Peribronsioler fibrozis

* UIP tipi fibrozis

e Kbprulesme fibrozisi

* Peribronsioler metaplazi

Tani: Fibrotik Olasi Hipersensivite Pnomoni
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Idiyopatik Interstisyel Hastaliklar

Acute

Subacute

Chronic

Idiopathic pulmonary fibrosis

Acute interstitial pneumonia

Idiopathic non-specific interstitial
pneumonia

Cryptogenic organising pneumonia

Desquamative interstitial pneumonia

Pleuroparenchymal fibroelastosis

Unclassifiable interstitial lung disease




Fibrozis Paterni

NSIP BRONKOSENTRIK

UIP

Smith 2016



Idiopathic Pulmonary Fibrosis (an Update) and Progressive
Pulmonary Fibrosis in Adults

An Official ATS/ERS/JRS/ALAT Clinical Practice Guideline
* Histopatolojik tani
1-Yamasal catisal harabiyet olusturan fibrozis (bal petegi)
2-Subplevral paraseptal tutulum
3-Fibroblastik odak
4-Alternatif tani yok

Madde Tumii Ik Giglin en az ikisi +4 veya ik Giglin biri +4
Saf bal petegi

UIP Tipik Olasi (probable) Belirsiz

Am J Respir Crit Care Med Vol 205, Iss 9, 2022




Otoimmun lliskili Interstisyel Hastaliklar

Acute Subacute Chronic
Rapidly progressive interstitial lung disease Connective tissue disease-associated interstitial lung disease
(eg, anti-MDAS5-antibody-associated amyopathic (eg, rheumatoid arthritis, systemic sclerosis, idiopathic
dermatomyositis and diffuse alveolar haemorrhage in inflammatory myopathies, anti-synthetase syndrome,
ANCA-associated vasculitis or in systemic lupus erythematosus) Sjogren’s syndrome, and others)

ANCA-associated vasculitis-related interstitial lung disease

Lancet 2022; 400: 769-86




KONNEKTIF DOKU HASTALIKLARINA ESLIK EDEN
INTERSTISYEL PATERNLER

Discase |UIP | NSIP |OP LIP |DAD | Airway* |Serositis® |Vascular |DAH
RA ++ |+ ++ + + +++ +++ + -
SSc + +++ + — + — — +++ +
PM/DM + +++ +H+ |- ++ - - + -
S1S + ++ - ++ + + + ++ -
SLE + ++ ++ ++ + +++ ++ +++
MCTD + ++ — - + + + -

Adv Exp Med Biol 2021:1304:73-94.



Uyarici Bulgular

Plazmasit baskinlig

Lenfoid agregatlar (plazmasit orani 1’in
Uzerinde)

Germinal merkezli lenfoid foliktller

Plorit

Bronsiolit

Interstisyel fibrozis zemininde gelisen akut
akciger hasari

Multipl interstisyel patern

Koprulesen fibrozis




llac ve Tedavi Iliskili Akciger Hasar

* |lacin etki mekanizmasi https://www.pneumotox.com/drug/index/

* Interstisyel parankimal hastaliklar etken maddeye gore degisir

Antiromatizmal ilaclar
Antiinflamatuar ilaclar
Antiaritmik ilaclar
Antihipertansif ilaclar
Kemoterapotik ilaclar
Immiinoterapétik ajanlar
llisit maddeler

Diffliz alveolar hasar

Kronik Interstisyel pnédmoni (NSIP, UIP)
siniflanamayan)

Organize pnomoni

Eozinofilik pndmoni

Pulmoner 6dem, hemoraji
Granulomatoz inflamasyon

Plevral patoloji



https://www.pneumotox.com/drug/index/

llac ve Tedavi lliskili
Akciger Hasar

e Akut hasar?
e Kronik hasar ?
 Multifaktor etkisi?

Uyarici Lezyon
Organize pnomoni
Eozinofilik interstisyel
inflamasyon

Kopuksl makrofajlar
Alveolar 6dem



e Olagan interstisyel pndmoni

e Fibrotik Nonspesifik Interstisyel Pnomoni
e Ploroparankimal Fibroelastozis

e Sikatrisyel organize pnédmoni

e Konne
e Fibroti
e Fibroti

ctif doku hastaliklari iliskili pulmoner tutulum
< langerhans htcreli histiositozis

K pndmokonyozlar

Konservatif tedavilere
ragmen azalan solunum
fonksiyon kapasitesi,
agirlasan CT ve
semptomlar




Progresif Interstisyel Pulmoner Fibrozis

( Interstitial Lung Diseases (ILDs) other than Idiopathic Pulmonary Fibrosis (IPF) J
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Olgu 61 M. G. Erkek
Bal Pategi Akciger, traksiyon
bronsektazisi, fibroblastik fokus,
alternatif tani yoklugu

anl: Progresif interstisyel fibrozis
gidisli
las1 Olagan interstisyel Pndmoni
UIP




Ozetle

* Fibrotik interstisyel akciger hastaliklari ayirici tani gacligu

* Histopatolojik patern tanimi interstisyel akciger hastaliklarinin ayirici
tanisinda yer almakta

* Klinik radyoloji patoloji ve diger disiplinlerle interstisyel konsey karari



Kaynaklar HERYONOYLE [ |

AKCIGER patoLodisi

Her yoniiyle akciger patolojisi. Patoloji Dernekleri Federasyonu Pulmoner Patoloji Calisma . : L/
. PATOLOJI DERNEKLERI FEDERASYONU

Grubu Editor Biige Oz. O’Tip Kitapevi 2022 ISBN 978-605-9259-32-3 PULMONER PATOLOJi CALISMA GRUBU
Lancet 2022; 400: 769-86 | : Ty
Eur Respir Rev 2022; 31

Am J Respir Crit Care Med Vol 205, Iss 9, pp e18-e47, May 1, 2022
Am J Respir Crit Care Med Vol 198, Iss 5, pp e44-e68, Sep 1, 2018
J Respir Crit Care Med Vol 202, Iss 3, pp e36—¢69, Agu 1, 2020
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Churg A. Hypersensitivity pneumonitis: new concepts and classifications. Mod Pathol. 2022
Jan;35(Suppl 1):15-27.

Chrug A. Arch Pathol Lab Med. 2018;142:109-119
Nat. Rev. Rheumatol. 2014; 10, 728-739

Respir Med 2011;105(8):1238-1247

Adv Exp Med Biol 2021:1304:73-94
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