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American Thoracic Society Documents

An Official ATS/ERS/JRS/ALAT Statement: Idiopathic
Pulmonary Fibrosis: Evidence-based Guidelines for
Diagnosis and Management

Am | Respir Crit Care Med Vol 183. pp 788-824, 2011
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lotoAoyia

LIF Pattem (Al Four Criteria)

» Evidence of marked fibrosis/
architectural distortion, =
honeycombing in a
predominantly subplewral /
paraseplal distribution

e Presence of patchy
involverment of lung
parenchyma by fibrosis

o Presence of fibroblast foci

HRCT

LIP Pattern {All Fouwr Features)

# Subplewral, basal predominance
« Reticular abnonmality

« Honeycombing with or without traction
b cnch iec tasis




American Thoracic Society Documents

An Official American Thoracic Society/European

Respiratory Society Statement: Update of the

International Multidisciplinary Classification of the

Idiopathic Interstitial Pneumonias Am | Respir Crit Care Med Vol 188, Iss. 6, pp 733-748, Sep 15, 2013

TABLE 2. CATEGORIZATION OF MAJOR IDIOPATHIC INTERSTITIAL PNEUMONIAS

Associated Radiologic and/or

Category Clinical-Radiologic—Pathologic Diagnoses Pathologic-Morphologic Patterns
Chronic fibrosing IP Idiopathic pulmonary fibrosis Usual interstitial pneumonia
Idiopathic nonspecific interstitial pneumonia Monspecific interstitial pneumonia

Idiopathic Nonspecific Interstitial Pneumonia
Report of an American Thoracic Society Project

Am ] Respir Crit Care Med Vol 177. pp 1338-1347, 2008

TABLE 6. PROPOSED REVISED HISTOLOGIC FEATURES OF HRCT

NONSPECIFIC INTERSTITIAL PNEUMONIA )
Bilateral ground glass

Key Features Reticullar opacities
Cellular Pattern* Traction bronchiectasis
Mild to moderate interstitial chronic inflammation Subpleural sparing
Type Il pneumocyte hyperplasia in areas of inflammation Honeycombing sparse or absent

Fibrosing Pattern*®
Dense or loose interstitial fibrosis with uniform appearance.
Lung architecture is frequently preserved

Interstitial chronic inflammation—mild or moderate




Mrmopel n KAWIKA €lkOva TG aoBevouc pog va amodoBbel og dlomabr nveupovikn vwon

N/Kal EMUTAOKEC AUTAG
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Rapid progresson "'-,"‘

Time

Mvevpovia : PN avTtamoKpLon O EUTIELPLKI) AVTLULKpOBLaKn aywyn

KaAALEPYELEC (-)

IGRA (-) , 6ev amokAeiel BEPRata TV evepyo vOoO

Acute Exacerbation of IPF :

OL aoBeveic pmopel va mapouvotdlouv MUPETO
Ermbelvwon avamveuoTtikig Asttoupyiog
AwinBrpata diknv BoAnc udiou

Clinical Presentation

IPF should be considered in all adult patients with unexplained
chronic exertional dvspnea, and commonly presents with cough,
bibasilar inspiratory crackles, and finger clubbing (14-16). The
incidence of the disease increases with older age, with pre-
sentation typically occurring in the sixth and seventh decades
(16-19). Patients with IPF aged less than 50 years are rare; such

constitutional features such as fatigue,
low grade fever, or weight loss are less
common




Inzight Imaging {2003) 4:9-27
Do 10U T 328000 202 T-7

PICTORIAL REVIEW

Mimics in chest disease: interstitial opacities

Anastasia Oikonomon - Panos Prassoponlos

Abstract Septal, reticular, nodular, retculonodolar, ground-
glags, crey paving, cystc, ground-glass with rebeular, cyshe
with ground-glass, decresed and mosac atenuation pattern
charactense mtemstinal lung diseases on high-resolubon com-

puted tomography (HRCT) Occasionally different entities

fmdings or because of superimposition of patterns. Idopathe
pulmmary fObrosis (IPF), fibrosis associated with connective
hssue disease, asbestosis, end-stage sarcoidosis or chronic
hypearsemsitivity pneumonitis (HP) may present with lower
aome, subpleural reticular pattern associated with honeyoomb-
me. Lvimphanmomyomatosis may be mdistneuishable from




Xpovia MNMvevpovitda ano Yrnepevalobnoia

(e€wyevnc aAAepykn kuPeAditida)

Kokklwpatwdng, dAeypovwdng vooog Tou veupova Ttou armodidetal
OTNV ELOTIVON OPYOLVLKWYV OLVTLYOVWV

*Oeia, Ynogela, Xpovia Mopodn (5%)
* ATIELKOVLOTIKA N Xpovia popdn ekONAWVETAL WG TIVEUUOVLKNA ivworff
*[TapaywyLkog BrAxag, Suomvola tpoonabeiag, anwAela Bapoug,
aduvapia,

*ITIAVLA TIUPETOC, AAAA SEKATIKNA TTUPETLKA Kivnon Umopel va

UTtApEEL
*95% N KATIVLOTEG
*|loTOPLKO £KBEONC OE avTLyOva

*Avixveuon avtliowpdtwyv kabilnong évavtl avtlyovou

Hypersensitivity pneumonitis
Lawrenca C. Mohr

Curr Opin Puirs basd D000 -4 17 0 S04



Concise Clinical Review

A Concise Review of Pulmonary Sarcoidosis

1 i 2 3
Robert P. Baughman', Daniel A. Culver?, and Marc A. Judson Am | Respir Crit Care Med Vol 183, po 573-581. 2011

* [MOAUCUOTNUATLKN KOKKLWHATWENG VOOOG aAyVWOTOU ALTLOAOYLOG

*[lveupoVLKN evtormion oto 90% Ttwv acBsvwv

eHALKLOL 20-60 €TWV PE KUPLOTEPA CUMTTTWHATA BAXa, SuoTvola, aduvapla, TTUPETOC KAl ATIWAEL
Bapoucg

eALAyvwon amaltel LOTOAOYLKN TEKUNPLWON KOKKIWHATWOoug dAeyuovic (e€alpeon XapoKTNPLOTLKEG
KALVLKEG ELKOVEC) KOl TOV OTTOKAELOMO EVOAAAKTIKWY SLOYVWOEWV

e SACE dtwyn evatocOnoia Kot pn LKOVOTIOLNTLKN €L8LKOTNTA

AKTIvoypa@io Swpakog HRCT (mpooPBoAn mapeyxLLatog):
51610 0 Ywpic AepdbadEved f 51ndruoTa PevdokuPpeAtdikn, pikpoolwdng *, 6oAnc valov,
| Aepdpadevonabela WWTkn, Peyaroodwong
Il Aepdadevonabdela+dinOnpata
[l SinBRpata
IV mv.lvwon

MeptAeupika olidla



Interstitial lung disease in connective tissue disorders

Lancet 2012; 380: 68%-98
Aryeh Fischer, Roland du Bois

*To okAnpodeppa eival n vooog tou

ILD  |Airways Pleural Vascular DAH , , ,
OUVOETIKOU LoTOoU HE TO HEVG}\UTEDO

Systemic sclerosis e - e - AL ElJ.CI)('IVLOT]C 6Lduecnq
Fheumatoid arthritis +4 +4+ ++ + - ,

Primary Sjogren’s syndrome  ++ +4+ + + - TVEUHOVLAG

Mixed CTD 4 + + ++ -

Polymyositis/ R - . _ *H cuvnB<otepn LOTOAOYIKNA ELKOVA

dermatomyositis

glval auth Tng KN €WOLKAG SLapeong
niveupoviag (NSIP)

Systemic lupus . 3 P + s
erythematosus

The signs show prevalence of each manifestation (-=no prevalence; +=low o| KCXVé T[OO'OO"Cé € “-d) av 'ZE'- 10 T[péTUT[O
prevalence; ++=medivm prevalence; +++=high prevalence). ILD=interstitial lung

disease. DAH=diffuse alveclar haemorrhage. CTD=connective tissue disease. ¢ UIP mou CXKTLVO)\OVLK('I eucbavi(erou
OTWE N Wlomabn¢ mMveUpOVIKE (vwon

Table 1: CTDs and commeon pulmonary manifestations

* 10 15% twv aoBevwv pe dtayvwon wWlomaboug dlapeong veupoviag tTeAka epdavi{ouv
voonua Tou cuvOETLIKOU LoTOU

eKaAUTtepn tPOYyvVwaon o€ oxeon He tnv Wdlomabn didpeon nvevpovia



Peupoatoeldnc apBpitida

Table 2. Pleuropulmonary manifestations of rheumatoid arthritis o ZUVF]GéGTEpI‘] T[VEU|J.OVLKr'] EK6r']7\w0n ™mne
Airways disease pevpatoeldboug apbpitidog
Upper airways disease: cricoarytenoid arthritis
Airway obstruction
Constrictive bronchiolitis (bronchiolitis oblite
Bronchiectasis

e>uvnOéotepn LotoAoyikn elkova n NSIP,
aAAd ouyvi ko n UIP

Interstitial lung disease

Urganizing pneumonia
Rheumatoid nodules *AKTLVOAOYLKN €LKOVA avTioTOLXN TNG

Caplan’ syndrome /
Pleural disease LGTOAOVLK”C

Pleuritis
Pleural effusion
Preumothorax
Bronchopleural fistula H KAwLIKN €wova tng acBevoulg
Empyema
Vascular disease

dev umootnpilet Tnv Sltayvwon

Pulmonary hypertension pEUlJ.OLTOELﬁOl'JC Olpep'LTLGOLC

Pulmonary vasculitis
Bullous lung disease
Amyloidosis Review article
Obstructive apnea syndrome

The respiratory system in connective tissue disorders

Allergy 2005 &) TI5-734



>KAnpodepua

Table 4 Pleuropulmonary manifestations of systemic sclerosis

e H dtdpeon nmvevpovia Pe MPooSEUTLKN
Interstitial lung disease vwaon aT[OTE)\EL nv cuxvotepn
Mon specific imterstitial preumonif

TIVEUOVLKN €kdRAwon tou

| : . ) : ’
Lymphocytic interstitial pneumania O'K}\f]p068p|la'f0§ (75% aoBevwyv o€
(ryanizing pneumonia { o) A
Preumoconiosis (silicosis) BlOl.lJla, 25% K}\"V"Ka)

Alveolar hemomrhage

Pleural imwohlement ' ' n ’
Bronchogenic carcinoma * [TVEUMOVIKEG €TUITAOKEG N1" attia
Flesplratiey Mijscle Wegkness Bavatou os aobeveic pe okAnpdSepua
Aspiration preumonia

Small airways disease

* Mveupovikn tvwon epdaviletal o aoBeveic pe dtdxuto okAnpodeppual Kot O'T[OLVLOL
nponyeital tng epdavionc okANPodEPUATOC ' e
e JuvnBeotepn LotoAoyikn elkova tng NSIP
*HRCT : cUVOUOOUOC LVWTLKWY OTOLXELWV KoL
glkova “0oAng vaiouv”

H kAwikn ewkova tng acBevoug Review article

Sev unootnpileL tnv dtdyvwon
OKANPOSEPUATOC

The respiratory system in connective tissue disorders

Allergy 2005 &) TI5-734



[MoAvpuooitda - Aepuatopvoaotitida

*[TVEUHOVIK CUUMETOXN UITOPEL va

nponyeitat, va akoAouBei i va ekdnAwOel

Interstitial lung disease _ TOUTOXPOVA LE TIG EKONAWOELC ATTO TOUC
Mon specific interstitial pneumoniz s

sual interstitial pneumonia MUECQ

Lymphocytic interstitial pneumaonia

(mganizing pneumania

Table 5. Pleuropulmonary manifestations of polymyositis and dermatomyositis

Diffuse alveolar damage 'ALdHEGr] T[VEUIJ.OV[Q ue 2 HOpCbE’C
Alveolar hemorhage with pulmonary capillaritis ' ' '
Plearal involvement - OEEl.a OlVOTTVEVUOTLKN OVETIAPKELA UE
Branchogenic carcinoma LoToAoyLKn elkova dtaxutng KuPeALdLKNC
Respiratory muscle weakness ,
Aspiration preumonia B}\OLBF]C

Pulmanary hypertension

- XpOvla LVWTLKA Ttveupovitda pe

kuplapxn nopdn tnv NSIP kal ev cuvexeia
tnv UIP

e HRCT : Ivwtika otolxeia, ground glass pe i xwpic mikvwon

e Kakn mpoyvwon
Review article

The respiratory system in connective tissue disorders

Allergy 2003 60 7I5-734



Mnv Eexvape otL....

-MoAvpvoocitda / Seppatopvooitda (63—100%)

- Aldpeon NvevpovornaBeta (40—-100%)

- Raynaud’s pawvopevo (25-100%)

- aktula “pnxavikol”

-ATtOpOVWON AVTIOWHATWY avVIi-ouvOeTAONC

Table 6. Artisynthetase antibodies with their cellular tanget

2YNAPOMO ANTI-2YNOETA2QN

v

*YPnAn enimtwon dtdpeong

TIVEULOVLOLC

Antibody Cellular tanget
<Fatrdol Anti-histidy-tRNA synthetase__—>

Anti-PL7 Am-treomy-tANA synthetase

Anti-PL1Z Anti-aland-tANA synthetase

Anti-0J Anti-isoleucyl-tANA synthetase

Anti-EJ Anti-gheyl-tANA synthetase

Anti-K3 Anti-asparaginy-tANA synthetase

Anti-Wa 48 kDa protein bound to acetylated tRNA

*[Tapoucia Evtovwv
OUCTNMOTIKWY CUUMTTWHATWY
[mupetoc (80%), anmwAela
Bapoug, aduvapia]
eKakr tpoyvwon
5-8% mepuntwoewv ocuvOpOUOU avILouVBETAONG

ekbnAwvetal wg aAANAeTiLkAAU YN HE AAAEC
VOOOUC OUVOETIKOU LoTOU

Review article

The respiratory system in connective tissue disorders

Allergy 2005 60; 715-734



Concise Clinical Review

The Pulmonary Vasculitides

Stephen K. Frankel'? and Marvin I. Schwarz'

Am | Respir Crit Care Med Vol 186, Iss. 3, pp 216-224, Aug 1, 2012

c-ANCA

!

MpooBoAn tou mvelova mapatnpeital

KUpiwc ot ANCA-oXeTL{OMEVEC
QYYELTIOEC LLKPWV ayYELWV

p-ANCA

TABLE 1. CLINICAL MANIFESTATIONS OF PULMOMNARY 1|.|'JI._"|--IZL.ILI‘I'{!i-

\

b anestabons

o

C wen D>

C e D

Upper aireray

Asthma and sireays

Mioduless, cvertiess
and nfilrakes

Abveolsr hemomhage

Extrapuimonary
i

iS5, May inchude spastancs,
destructive and ulosrating lesions,
ofitis, sinusrts, and mestodites

Approcimately S0%. b4anife sotion
indude mbglottic or trachesl
stenosis, Airaay NAM0Wang,
ulkcee extiores, sndiabaronchisl
l=siore, seenoses, or oockeion

= B0% wall have fiocal coms olidation,
infitbetes, atebsctasss, nodules,
cawibes, or obher abnonmaliitess,
A0 70 wall haee noduies
andy or oreities. Exsily oonfused
wath infection or malgnancy

5-10%:

Constriutional s ympbomes 509509
C I TR

Cutansous dis=sss 4 5-60%

b umouboskedetal divese 50-70%,
Doulsr inwobvemeEnt 25-50%,
Camfisc mwokement 5-15%

=1 5%

Mot charsctesstc

Up 1o 30% wall hawe infilrates,
aiten eeflecting the pressnos
of alveolar hemorrhage

110 30%:

Comnstitvtsonal spmptomes = 9%
O 100

bbuso bosie] etal dimeass > 509
PRI 10-50%

0 dimees 554 5%,

Cardimc invodvement 10-20%

M=20%. Commonly manfests
& rhinitis and sinusitic

=0 5% present with asthma.
Virishle ©eventy, bat
mimimenly steroim-neguining

0% by plain film and up
o 90% by HRCT. Commanky
appears a2 patchy, bilsberal,
heterogensous dissxes with
aray of geroundagles
appe=aranae and comsolidaton
Rare

Comnstrvtionsl spmiptoms 50-90%
busouloskedetsl] dimeme = 500
Cutsneows disesss $0=70%

PRE = 50%

Gl e 5050

Cardisc invofvement 50=-50%



Pulmonary Vasculitis ZTavLa VOO UaoTaL LUE ETTIMTWOT)
20-100 rtepMTWOoELC ava

EKATOUUUPLO
TOV XpOVO

KEVI“ K' Brﬂwn Proc Am Thorac Soc Vol %_-nn ;8—5?_ 2006

Clinical Scenarios Suggestive of Vasculitis

Diffuse alveolar hemorrhage.

Acute glomerulonephritis.
Destructive upper airway lesions.

Chest imaging findings of cavitary or nodular disease.

Pulmonarv-renal syndrome.

Pa f;;abfe purpura.
Mononeuritis multiplex.

Multisystem disease.

Mrtopouv ot ANCA oxeTi{OUEVEC ayyEeLiTIOEC va
EUPAVIOTOUV UE OKTIVOAOYIKN ElkKOVa ouuBatn Ue
JTVEUUOVIKN (vwaon;



ANCA-Associated Lung Fibrosis

Semin Respir Crit Care Med 2011,32:322-327.

Hidehiro Yamada, M.D."

ABSTRACT
The possible Imk between r.lulrnc:umujr fibrosis, anti-neutrophil cytoplasmic
autoantibody (ANCA pand uliti ly understood. During the past
6 yeags, five rftrﬂa;fctwf case-control studies have been published. These studies suggest
that pulmonary fibrosis (PF) 1s an underestimated mamfestation of ANCA-associated
vasculitis, Common clinical characteristics include older age (around 70 years), constant
positivity of myeloperaxidase (MPO)-ANCA and the poor prognosis of the pulmonary
disease. The diagnosis of PF often predates the development of vasculitis. There are no
First Chronology
Author No. Age ANCA Concurrent Vasculitis PF to
Year Subject M:F) [Range] Smoker Specificity CT Pattermn Vasculitis after PF ANCA-V
Homma MPO-AMCA-postive 31 (17:14) 69 1621 Al MPO Honeycomb MPA: B (Z3%) nd nd
2004*  PF 45-B7)  (52%) 2631 B4%]  CTD:14 nonef
Foulon  ANCA-positive PF 17 (14:3} 66 1Nz 14 p-AMNCA Honeycomb MPA: T (6%) MFA: 53 months
2008 45~-84)  B5%) GMPO1PR3  100% Bi35%)  (15-137)
10 others
Hervier PF in ANCAY 1223 70.7 8Nz All MPO UIP: 8 NSIF: | MPA B (673) | MPa: Sevenl
20098 Ba-78)  BT%) 1ND: 5 WG 2 (17%) 3(25%)  years
Mozu  ANCA-positive PE 19(7:12) 69 a/19 17 MPO Honeycomb | MPA: 4 (21%) | nd nd
2009° (52-80)  47%) 2 PR3 1115 (73%
Tzelepis  PF in MPA 13 9:4) &7 nd Al p-ANCA UIP: 7 NSIF: | MPA: 12 383%1 | MPa: 13 marths
zoo® 4 ND: 2 7(B4%)  (B-1201
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