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* Interstisyel akciger hastaliklari akciger parankiminde degisik diizeyde inflamasyon ve
fibrozisin bulundugu cok sayida hastaligi kapsayan heterojen bir gruptur
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TABLE 1 Morphological patterns of interstitial and alveolar filling disorders and associated clinical-radiological-pathological diagnoses. Secondary

aetiologies are listed before primary/idiopathic aetiologies to emphasise the importance of excluding an underlying cause before considering a
diagnosis to be primary/idiopathic

Morphological patterns by Major clinical-radiological-pathological diagnoses
pathology and imaging Secondary Primary/idiopathic
Interstitial patterns

uiP Secondary UIP (e.g. CTD, HP, medications) IPF (idiopathic UIP)

NSIP Secondary NSIP (e.g. CTD === HP, medications) Idiopathic NSIP

BIP" Secondary BIP (e.g. HP === CTD, aspiration, inhalational exposures, Idiopathic BIP (provisional diagnosis")

medications)
DAD Secondary DAD (multiple causes) Idiopathic DAD (acute interstitial
prieumaonia)
FFFE Secondary PPFE (e.q IPF, CTD, HP, medications, radiation, transplant Idiopathic PPFE

(restrictive allograft syndrome, pulmeonary infection (post-tuberculosis),
occupational)

LIFP Secondary LIP (e.g. CTD, immune deficiency) Idiopathic LIP
Alveolar filling patterns
Organising pneumonia Secondary organising pneumonia (e.g. CTD, post-infectious, Cryptogenic organising pneumonia
medications, aspiration) lidiopathic organising pneumaonia)
RE-ILD Secondary RE-ILD (e.g. smoking === CTD, medications, aspiration, Idiopathic RE-ILD
hereditary)
AMP* Secondary AMP (e.g. smoking === CTD, medications, aspiration, Idiopathic AMP
hereditary
Rare alveolar filling e.g. Acute and chronic eosinophilic preumenia, pulmonary alveolar proteinosis, lipoid preumonia
disorders (supplementary table 51)
Other
Combined pattern Multiple combinations (e.g. NSIP + organising pneumaonia, UIP + PPFE)
Unclassifiable pattem Unclassifiable ILD (multiple undefined pattemns)

UIP: usual interstitial pneumonia; NSIP: nonspecific interstitial pneumonia; BIP: bronchiolocentric interstitial pneumonia; DAD: diffuse alveolar
damage; PPFE: pleuroparenchymal fibroelastosis; LIP: lymphoid interstitial pneumonia; RB-ILD: respiratory bronchiolitis-interstitial lung disease;
AMP: alveolar macrophage pneumonia; CTD: connective tissue disease; HP: hypersensitivity pneumonitis; IPF: idiopathic pulmonary fibrosis. ": the
committee voted 29 to four (88% to 12%) in favour of including BIP as a pattern and 27 to six (82% to 18%) in favour of introducing idiopathic BIP
as a provisional multidisdplinary diagnosis; % formerly referred to as desgquamative interstitial pneumonia.




* 2002 siniflamasi sadece IPF agirlikliydi. 2013 siniflamasinda 11P’ler
siniflandi, major, nadir ve siniflanamayan IIP alt basliklari vardi;
siniflama paternler Gzerinden yapilmisti.

* 2025 siniflamasi:
e Paternler Gzerinden yapildi
* |IP disinda bu paternlere yol acan nedenler de yer aldi
* Major, nadir ayrimi kaldirild
* interstisyel ve alveoler dolum paterni seklinde 2 grup olusturuldu
» Akut interstisyel pndmoni paterni «diftiz alveoler hasar (DAD)» olarak yazildi

* Interstisyel patern grubuna «bronkiolosentrik interstisyel pnémoni»paterni
eklendi

e DIP paterninin adi «alveoler makrofaj pnéomonisi» (AMP) olarak degistirildi
* Alveoler dolum paterni yapan nadir hastaliklar siniflamaya katildi
 Kombine paternler yer aldi



e 2025 siniflamasi idyopatik interstisyel pnomonilerin yani sira sekonder
interstisyel pnémonileri kapsamakla birlikte bazi tanilar siniflamaya
girmedi. Interstisyumu etkileyen ancak siniflamada yer almayan
hastaliklar:

* Sarkoidoz
* Pndmokonyozlar

Alveoler kanama yapan durumlar

Kicuk hava yolu hastaliklari

Histiositik hastaliklar (LGHH, Erdheim-Chester)

LAM



Interstitial pneumonia/ILD suspected on chest CT
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Major imaging considerations and common patterns®

Craniocaudal distribution

- Lower predominance: UIP, NSIF, LIP

- Diffuse: BIP (can also be lower or up per), DAD

- Upper predominance: PPFE
Axial distribution

- Peripheral: UIP, NSIP, PPFE

- Subpleural sparing: NSIP

- Diffuse with peribronchovascular component: BIF, LIP
Features

- Honeyeoambing: UIP

- Air trapping le.qg. air trapping, three-density sign): BIP

- Cysts: LIP
- Ground-glass: DAD
- Septal thickening: DAD

- Consolidation: PPFE

N,

Alveolar filling disorders

op | RBUD | aAmP

| Rare AFPs*

« Distribution
- Multifocal: OF, EP
- Focal: LP
- Diffuse: AMP, PAP

v ) i
Combined patterns « Density of abnormality
| | - Consolidation: OF, EP
Unclassifiable patterns -Fat:LP

h

- Ground-glass: AMF, PAP
« Associated features
- Emphysema: AMP
- Septal thickening: PAP
- Aspiration, bronchial obstruction: LP

Major imaging considerations and commaon patterns®

Multidisciplinary discussion to integrate imaging findi

ngs with clinical, molecular and pathological® findings
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Clinical diagnosis as per table 1 and supplementary table 51




* Olagan interstisyel pndmoni-OIP (Usual interstitial pneumonia-UIP )

» Radyolojik olarak sublevral, alt zon baskin fibrozis, bal petegi degisiklikleri
bulunur; alternatif tani dusiindiiren bulgular (kistler, baskin buzlu cam, belirgin
mozaik patern, nodiiller, konsolidasyon) bulunmaz. Olasi oip bal petegi
olmaksizin ayni 6zellikleri tasir.

* Histopatolojik olarak zamansal ve uzaysal heterojenite gosteren subplevral ve
paraseptal baskin fibrozis, subepitelyal fibroblastik odak, bal petegi bulunur.

* Radyolojik olarak oip veya olasi oip histopatolojik oip ile gli¢lu bir korelasyon
gosterir, uygun klinik kosullarda IPF tanisi konur.

* IPF disinda bag doku hastalig, fibrotik HP, asbestozis gibi sekonder nedenler
de vardir.




* Nonspesifik interstisyel pnémoni - NSIP
* Hiicresel ve fibrotik NSIP spektrumunu kapsar.

* Sikhikla bag doku hastaliklari, ilac toksisitesi ile olusur; fibrotik HP, AMP’de
veya OP sonrasi gorllebilir; nadiren idyopatiktir.

» Radyolojik 6zellikler hticresellik ve fibrozisin oranina gore degisir, alt zon
baskin, buzlu cam, retikulasyon, traksiyon bronsektazileri bulunur.
Fibrotik NSIP olgularin yarisinda goreceli subplevral korunma izlenir.

* Histolojik olarak alveoler duvarlarda homojen, tiniform kalinlasma,
degisik diizeylerde inflamasyon ve/veya fibrozis bulunur.




* Bronkiolosentrik interstisyel pndomoni-BIP

* Nonfibrotik ve fibrotik formlari var. Daha 6nce HP ile uyumlu patern
olarak bildigimiz tablo

* Nonfibrotik BIP radyolojisi: peribronsiyoler inflamasyonu yansitan
sentrilobuler noduller, mozaik patern ve buzlu cam alanlari (lic dansite
paterni). Histopatolojisi: bronsiyolleri cevreleyen kronik lenfosit baskin
inflamasyon; nekrozsuz granilomat6z inflamasyon da bulunabilir

* Fibrotik BIP radyolojisi: buzlu cam alanlari, retikiilasyon, traksiyon
bronsektazileri, mozaik patern, G¢ dansite paterni. Histopatolojisi:
bronkiyolosentrik fibrozist+kronik inflamasyon

e)




e Patern adi olarak HP kullanilmamal..

* HP multidisipliner tartisma sonrasi hastalik tanisi olarak gindeme
gelmeli.

* HP BIP, NSIP veya OIP paterni ile ortaya cikabilir

* BIP en cok HP de gorilen bir paterndir. Ancak bag doku hastaliklari,
inhalasyon hasari veya ilac etkisi de BIP paterni ile ortaya cikabilir

* BIP’in ayri bir patern olarak tanimlanmasi komitenin %80’inin karari
ile olmus. Uygun bulmayan 4 Uye yazarlar listesinden cikarilmayi
Istemis.



e Difliz alveoler hasar- DAD

* Siklikla hastaneye yatis gerektiren, yiksek mortalitesi olan, akut veya
subakut solunum sikintisi ile ortaya cikan bir tablodur. Reversible
olabilir veya fibrozise ilerleyebilir.

* Enfeksiyonlar, ilaclar, inhalasyon hasari ve bazi bag doku hastaliklarinda

gdrilebilir. Interstisyel pnémonilerin akut alevlenmesi bu paterni
gosterir.

* BT de buzlu cam alanlari, konsolidasyon, traksiyon bronsektazisi ve
bronsiyolektazisi izlenir. Histopatolojik olarak interstisyel 6dem,

pndmosit hiperplazisi, hyalen membranlar, alveoler septal kalinlasma
goraldr.




* Idyopatik DAD paterni dnceki siniflamada ‘akut interstisyel pnédmoni’
olarak adlandirilmisti. Ancak diger interstisyel pndmoni paternleri de
akut tablo ile basvurabilecegi icin bu terimin kullanilmamasi 6nerilmis.




* Pléroparankimal fibroelastoz — PPFE

* 2013 siniflamasinda nadir 1IP grubunda yer almisti. Idyopatik veya
sekonder olabilir. Diger paternlerle (OIP, NSIP, BIP) birlikte olabilir.

* BT de Iki tarafli apikal subplevral fibrozis ve plevral kalinlasma bulunur,
subplevral dagilim gésteren yogun konsolidasyon, traksiyon bronsektazisi,
yapisal bozulma, retiktlasyon gorulebilir. Histolojik olarak subplevral
intraalveoler fibroelastoz, plevral fibrozis, subplevral kalinlasma saptanir.
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* Lenfoid interstisyel pnémoni — LIP
* Reaktif lenfoid hiperplazi spektrumunun bir parcasidir. Idyopatik formu
cok cok nadirdir; siklikla bag doku hastaliklarina (6zellikle Sjogren, SLE,

RA); immiun yetmezlik; kronik enfeksiyon (HIV, EBV, HTLV) ve diger
sistemik immiun bozukluklara ikincil gelisir.

* BT de genellikle diffiiz, bazen yamali buzlu cam alanlari, kiicik
sentrilobuler ve subplevral noduller, bronkovaskuler kalinlasma izlenir;
olgularin %70’inde rastgele dagilmis ince duvarli kistler bulunur.
Histolojik olarak yogun lenfosit ve plazma htcresi infiltrasyonu,
bronkovaskuler veya lenfatik dagilim gosteren reaktif lenfoid follikiller
bulunur.




* Olgularin cogu bir nedene ikincildir. LIP varliginda altta yatan bir
nedenin arastirilmasi onemlidir.

e Radyolojik bulgular + BAL'da lenfositoz ve siklikla altta yatan bir
sorunun varligi nedeniyle biyopsi nadiren gerekir



* Alveoler dolum paternleri: alveoller veya distal hava yollarinin cesitli
hlicre veya sivi tlrleriyle anormal olarak dolmasi sonucunda olusan
paternlerdir

* Organize pnomoni - OP
* Respiratuar bronsiyolit — IAH — RB-IAH
e Alveoler makrofaj pnédmonisi —~AMP
* Nadir alveoler dolum paternli hastaliklar
e Akut eozinofilik pndmoni - AEP
* Kronik eozinofilik pnémoni— KEP
* Lipoid pnodmoni
* Pulmoner alveoler proteinozis - PAP



* Organize pnomoni — OP

* |dyopatik (kriptojenik — COP) veya bir nedene ikincil (postenfeksiydz, bag doku
hastaliklar, ilaglar) olabilir. Steroide hizli, cogu zaman tam yanit verir.

e BT de peribronsiyal ve/veya subplevral buzlu cam, konsolidasyon alanlari izlenir;
bazen kitle, nodul gorintmu olabilir. Spesifik anatomik bdlgelerin korunmasi ile
ters halo, perilobuler kalinlasma gibi goriinimler olusabilir. Lezyonlar gezici olabilir.
Histolojik olarak alveol ve alveol kanallari icinde gevsek fibroblastik doku ve
polipoid tikaglar izlenir. Yamal dagilim vardir, akciger mimarisi korunur, ama bazen
fibrozise ilerler. ' " @




Alt Tip

Organize
Pnomoni

AFOP

CioP

Histolojik
Bulgular

Alveoller ve
alveoler
duktuslarda
gevsek bag
dokusundan
polipoid tikaclar;
respiratuvar
bronsioller
tutulabilir.
Kronik
interstisyel
inflamasyon
COP’ta hafif,
sekonder OP’de
daha belirgin.
Fibrinoz
intra-alveoler
toplar;
intra-alveoler
gevsek fibrotik
tikaglar; hyalin
membran
yoklugu.

Yogun fibroz
bantlar;
intraliminal
polipoid tikaclar
olusturan kiictik
fibroz nodiller;
dendriform
ossifikasyon.

BT Bulgulan

Yaygin /
Multifokal

Konsolidasyon,
ground-glass
opasiteler,
perilobiiler
patern, halo ve
ters halo
bulgulari.

Kitle benzeri
opasiteler,
ground-glass
opasiteler.

Ground-glass
opasiteler,
konsolidasyon.

Fokal

Nodiller, kitle
benzeri
lezyonlar, halo
bulgulu noddller,
parankimal
bantlar.

Nodiiller
gorilebilir.

Retikiilasyon;
yaygin pulmoner
ossifikasyon.

Zaman / Mekan Degisimi

Yaygin /
Multifokal

Migratuvar
dagilim, niiks
egilimi, alt lob
baskinhgi;
lobiler veya
subplevral
korunma
paternleri.

Lezyonlarin

birlesme egilimi.

Peribronsiyal,
subplevral
dagihm.

Fokal

Peribronkovaskii
ler veya
bronkosentrik
dagilim.

Perilobiiler
dagilim.

Ayirici Tanilar

COP; sekonder:
bag dokusu
hastaliklari,
enfeksiyonlar,
aspirasyon,
neoplazi, immiin
dizensizlik, ilac
maruziyeti,
radyoterapi,
vaskiilit,
hipersensitivite
pnémoniti.

idiyopatik AFOP;
sekonder:
enfeksiyonlar,
ilac toksisitesi,
bag dokusu
hastaliklari.

idiyopatik CiOP;
sekonder:
aspirasyon,
Ehlers—Danlos,
Ulseratif kolit.




* Respiratuar bronsiyolit-lIAH

* Histolojik olarak alveollerde yogun alveoler makrofaj birikimi ile karakterize
hastaliklar spektrumu vardir. Bronsiyolitin baskin oldugu hastalar RB-IAH olarak
tanimlanir. Olgularin buylik cogunlugu sigara icen bireylerdir, cok kii¢clk bir grupta
idyopatik olabilir. Klinik ve fizyolojik bulgulari olmayan bireyler RB olarak
adlandirilir.

* BT de siklikla sentrilobuler dagilim gosteren, yamali, iyi belirlenemeyen buzlu cam
alanlariizlenir. Uyumlu radyoloji varliginda BALda pigmente alveoler makrofajlarin
saptanmasi taniyi destekler, nonfibrotik HP den ayrimini saglar.




* RB-IAH ve eslik eden amfizem ile birlikte interstisyel fibrozis |
oldugunda fibrozis ve hava yolu genislemesi (AEF), fibrozis ile RB-IAH,
sigara iliskili interstisyel fibrozis (SRIF) terimleri kullanilmaktadir.

* Komite semptomlarin nedeni makrofaj birikimi ile iligkili oldugunda
RB-IAH teriminin kullaniimasini 6nermistir.

e Sigara iliskili IAH terimi, tablo sigara icmek ile iliskili oldugunda RB-IAH
ve AMP icin semsiye terim olarak kullaniimalidir.

* BT de kistler izlenir; 6zellikle Gist ve orta zonlarda yerlesir. AEF veya
SRIF tablosunu OIP paterninden ayirmaya yarayan ip uclari:
* kistik alanlara komsu amfizem
* komsu akcigerin korundugu sublevral kistler
* kistlerin boyut ve seklinin heterojen olmasi
* traksiyon bronsektazilerinin olmamasi veya cok az olmasi
e Kistlerin cevresinde buzlu cam ve/veya retikilasyon olmamasi



* Alveoler makrofaj pnémonisi — AMP
* DIP yerine 6nerilmis terimdir. Olgularin cogu sigara iliskilidir, nadiren
idyopatik veya baska nedenlere ikincil (cocuklarda stirfaktan protein
bozukluklari, bag doku hastaliklari, mesleksel toz inhalasyonu) olabilir.

 Sigara icen veya icmeyen AMP olgularinda makrofajlarda hemosiderin
pigmentasyonu acisindan fark yoktur.

* OIP gibi diger paternlerle birlikte bulunabilir, zaman icinde NSIP 6zellikleri
gelisebilir. LGHH bulgularina eslik edebilir.

* BT de buzlu cam alanlari daha ¢ok orta ve alt zonda ve periferik yerlesir,
RB-IAH dan farkli olarak daha birlesiktir. Ince retikilasyon siktir, fibrozis
bulgulari, kistler, amfizem bulunabilir, bal petegi nadirdir.




Supplemental Table 1. Morphologic patterns of rare alveolar filling disorders and associated clinical -radiologic-
pathologic-molecular diagnoses. Secondary aetiologies should be excluded prior to considering a diagnosis to be
primary.

Morphologic patterns by Major clinical-radiologic-pathologic-molecular_diagnoses
Imaging and pathology Secondary Primary
Acute eosinophilic pneumonia |Secondary AEP (e.g.. dust exposures, _ _
(AEP) cigarette smoking, medications) Idiopathic AEP
Chronic eosinophilic Secondary CEP (e.g., connective tissue
pneumonia (CEP) disease, post-infectious, medications, Idiopathic CEP
aspiration)
Pulmonary alveolar proteinosis |Secondary PAP (e.g.. autoimmune, . . _
e oredibay) Idiopathic / Unclassified PAP

Exogenous lipoid pneumeonia
(aspiration of foreign material)
Lipoid pneumonia (LP) Endogenous lipoid pneumonia (eg., |ldiopathic LP (unclear if exists)
bronchial obstruction, infection, genetic
disorders)




* Nadir alveoler dolum paternleri

* Akut ve kronik eozinofilik pnomoni
* BALda eozinofili (>%25). Steroide dramatik yanit




* Pulmoner alveoler proteinozis

e Otoimmiun (antiGMCSF ab) veya inhalasyon (silika, aliminyum,
titanyum), hematolojik hastaliklar (hematolojik malignite, MDS, GATA2
eksikligi), allogeneik HKHN veya bazi enfeksiyonlarla iliskili olabilir.




* Lipoid pndmoni
* Ekzojen (aspirasyon, inhalasyon) veya endojen olabilir.




* Kombine paternler

Dominant and coexisting patterns”

Common differential diagnoses

UIP
NSIP
BIP
PPFE
DAD
AMP
NSIP
ulp
Organising pneumonia
BIP
LIP
PPFE
BIP
Organising pneumonia
ulp
NSIP
LIP
PPFE
Organising pneumonia
NSIP
uIpP
BIP

IPF, CTD-ILD, HP
HP, CTD-ILD, coexistent airway injury of other cause
Combined IPF and PPFE, CTD-ILD
Acute exacerbation of IPF or other secondary UIP (e.g. CTD-ILD)
IPF + smoking-related ILD

IPF, CTD-ILD, HP
CTD-ILD, post-DAD, inhalation injury, HP, drug reaction
HP, CTD-ILD
CTD-ILD, drug-induced, post-viral (HIV, EBV)
Idiopathic PPFE, CTD-ILD

CTD-ILD, HP
HP
HP, CTD-ILD
CTD-ILD
Idiopathic PPFE

Post-infection, CTD-ILD, inhalation injury, HP, drug reaction
CTD-ILD, acute exacerbation of IPF
HP, CTD-ILD

* Siniflanamamis 1AH



NSiP - OP

PPFE - OIP

HP — amfizem

Sigara icmemis,
organik toz maruziyeti
olan olgu




TABLE 5 Molecular biomarkers in interstitial pneumonia

Pathophysiology Clinical Clinical value
accessibility Diagnostic Prognostic Therapeutic
Genetic
MUCS5B rs35705950 Risk allele linked to increased pulmonary fibrosis Variably Unclear Unclear Unclear
susceptibility, but slower progression rate accessible
Telomere-related genes (TERT, TERC, RTEL1, PARN, Telomere-related gene variants linked to increased Variably Potential value Potential value Unclear
DKCI1, NAF1, ZCCHCS) pulmonary fibrosis risk and rapid disease accessible
progression
Surfactant-related genes (SFTPC, SFTPA1, SFTPA2) SRG variants linked to increased pulmonary Variably Potential value Unclear Unclear
fibrosis risk and to lung cancer accessible
Other gene loci (including DSP, KIF15, HLA-DRB1) Polymorphisms in these genes linked to increased Variably Unclear Unclear Unclear
pulmonary fibrosis risk accessible
Short telomeres/telomeropathies
Leukocyte telomere length Leukocyte telomere length attrition associated Variably Potential value Potential value Emerging value in guiding
with increased ILD susceptibility and rapid accessible post-lung transplant and
progression rate ILD pharmacotherapy
Short telomere syndromes (including dyskeratosis  Clinical manifestation often at younger age, show Accessible Potential value Unclear Unclear
congenita, Hoyeraal-Hreidarsson syndrome) Mendelian inheritance, have multiorgan
involvement
Transcriptomic RNA signatures
Lung biopsy-based Integrates gene expression profiling with machine Accessible in Strengthens UIP Unclear Unclear
Envisia Genomic Classifier learning algorithms to recognise the genomic North America diagnosis, but clinical
signature of a UIP pattern and Europe utility unproven
Peripheral blood-based Specific set of 52 genes whose combined Unclear Unclear Unclear Unclear
52-gene RNA signature expression pattern is indicative of IPF
Serum/plasma-based antibody panels
Autoimmune serology (including ANA, dsDNA, Identify the presence of discrete autoantibodies Accessible Strengthens diagnosis Potential value May guide choice of therapy
anti-Sm, ACA, anti-Scl-70, anti-RNA that target protein, nuclear or other cellular of specific subtypes of
polymerase lll, anti-Jo-1, anti-MDAS5, RF, components which aid the diagnosis of specific CTD-ILD
anti-CCP, SS-A, SS-B, anti-RNP, ANCA, anti-Ul autoimmune diseases
RNP, anti-PL-12 and anti-PL-7, anti-GM-CSF)
HP Serum IgG testing against HP-associated antigens. Accessible Positive test may Unclear Unclear
Suboptimal sensitivity and specificity support HP exposure
Other serum-/plasma-based protein markers
Proteomics/specific proteins (including MMP-7, Tissue-derived glycoproteins, enzymes, and Variably Unclear Unclear Unclear
CCL18, SP-D, CA-125, CA19-9, KL-6, MMP-1, protein signatures linked to various pulmonary accessible
MMP-8, TGF-B, PDGF) processes including innate immunity, tissue
remodelling, extracellular matrix turnover and
fibrosis
Inflammatory/immunological markers (CRP, ESR) Acute-phase protein and proinflammatory markers Globally Positive markers may  Extent of positivity May guide therapeutic
that play pivotal roles in immune, autoimmune accessible support specific may predict response
and inflammatory disorders interstitial pneumonia outcomes
diagnoses (e.g. CRP)

ANA: antinuclear antibodies; MDA: melanoma differentiation-associated gene; RF: rheumatoid factor; CCP: cyclic citrullinated peptide; ANCA: antinuclear cytoplasmic antibodies; GM-CSF:
granulocyte—macrophage colony-stimulating factor; MMP: matrix metalloproteinase; SP: surfactant-protein; CA: cancer antigen; KL: Krebs von den Lungen; TGF: transforming growth factor; PDGF:
platelet-derived growth factor; CRP: C-reactive protein; ESR: erythrocyte sedimentation rate; SRG: surfactant-related gene; ILD: interstitial lung disease; UIP: usual interstitial pneumonia; IPF:
idiopathic pulmonary fibrosis; CTD: connective tissue disease; Ig: immunoglobulin.




Supplemental Table 3. Typical examples of imaging reports for typical UIP, fibrotic BIP, and fibrotic NSIP.

Section of report

Description of content for each section

Lung findings

Description of individual features and pertinent negatives.

Impression Integration of features into an overall/predominant paftern, including either qualitative or quantitative expression of confidence in that pattem.
Ranked listing of potential differential diagnoses and estimated quantitative and/or qualitative likelihood of the leading diagnosis. Can include
common differential diagnoses that are excluded by the presence or absence of ancillary features.

List of recommended actions, which may be influenced by available information on requisition or within the patient chart.

Reference Relevant citation(s) to paftern identification, differential diagnosis, and recommended actions.

Example Example CT report

Typical UIP Findings: Subpleural predominant, and middle/lower lung predominant reticulation, architectural distortion, traction bronchiectasis, and

honeycombing, with minimal ground glass opacities. Low lung volumes consistent with restrictive lung disease.

Impression: Typical UIP pattern consistent with IPF or CTD-ILD but is less commonly also be seen with other diagnoses. Recommend referral
to pulmonary medicine for further evaluation.

Reference: 2018 Diagnosis of IPF: An Official ATS/ERS/JRS/ALAT Clinical Practice Guideline.

Typical fibrotic BIP

Findings: Upper/mid lung predominant abnomality, diffuse in axial plane, characterized by reticulation with lung distortion, traction
bronchiectasis, peribronchovascular ground glass, and the three-density sign on inspiration, and with air trapping on expiration.

Impression:. Fibrotic BIP pattern that most frequently represents HP, with differential diagnosis of CTD-ILD, drug-induced ILD. Some cases
remain idiopathic. Recommend evaluation for environmental exposures, CTD and drug toxicity .

Reference: 2020 Diagnosis of HP in Adults: An Official ATS/ARS/ALAT Clinical Practice Guideline.

Typical fibrotic
NSIP

Findings: Middle and lower lung predominant peripheral abnomality with subpleural sparing, characterized predominantly by ground glass
opacity, with mild reticulation and traction bronchiectasis.

Impression: Fibrotic NSIP pattern that is most frequently seen in CTD-ILD or drug-induced ILD and less commonly is idiopathic. This pattern
Is less specific in patients without an identified aetiology, and lung biopsy should be considered to confirm the histologic diagnosis.

Reference: 2008 Idiopathic Nonspecific Interstitial Pneumonia: Report of an American Thoracic Society Project.




Interstitial pneumonia/ILD suspected on chest CT

LIP

NSIP BIP DAD FPFE

UIP

-

-

-

Major imaging considerations and common patterns®

Craniocaudal distribution

- Lower predominance: UIP, NSIF, LIP

- Diffuse: BIP (can also be lower or up per), DAD

- Upper predominance: PPFE
Axial distribution

- Peripheral: UIP, NSIP, PPFE

- Subpleural sparing: NSIP

- Diffuse with peribronchovascular component: BIF, LIP
Features

- Honeyeoambing: UIP

- Air trapping le.qg. air trapping, three-density sign): BIP

- Cysts: LIP
- Ground-glass: DAD
- Septal thickening: DAD

- Consolidation: PPFE

N,

Alveolar filling disorders

op | RBUD | aAmP

| Rare AFPs*

« Distribution
- Multifocal: OF, EP
- Focal: LP
- Diffuse: AMP, PAP

v ) i
Combined patterns « Density of abnormality
| | - Consolidation: OF, EP
Unclassifiable patterns -Fat:LP

h

- Ground-glass: AMF, PAP
« Associated features
- Emphysema: AMP
- Septal thickening: PAP
- Aspiration, bronchial obstruction: LP

Major imaging considerations and commaon patterns®

Multidisciplinary discussion to integrate imaging findi

ngs with clinical, molecular and pathological® findings

k

r

Clinical diagnosis as per table 1 and supplementary table 51




Supplemental Figure 1. Proposed approach to the classification of fibrotic interstitial lung disease (ILD).
Adapted from Ryerson et al. Am J Respir Crit Care Med. 2017;196(10):1249-1254.

Patient presenting with fibrotic interstitial lung disease

Is there a leading diagnosis
that meets guideline criteria or has =90% confidence?

Yes

Confident diagnosis

“Provisional” diagnosis

High confidence diagnosis
(70-89% confidence)

Is there a leading diagnosis
that has =50% confidence?

Low confidence diagnosis
No (51-69% confidence)

» “Unclassifiable ILD"

!

Document differential diagnosis
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