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Neumonias Intersticiales
idiopaticas / FPI

Grupo de enfermedades del parenquima pulmonar, sin etiologia
conocida, que comparten muchas caracteristicas pero que son lo
suficientemente diferentes para que las separemos como distintas
enfermedades:

- NIU, la mas comun (50-60%).

- No NIU (NINE, Bronquiolitis-intersticial respiratoria, Neumonia
intersticial descamativa, Neumonia organizada criptogenética,
Neumonia intersticial aguda, Neumonia intersticial linfoide,

Fibroelastosis pleuroparenquimatosa idiopatica)

Excluir: enfermades del colageno, neumonitis por hipersensibilidad,
toxicidad farmacologica, enfermedades profesionales.
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Neumonias Intersticiales
idiopaticas / FPI

Diffuse Parenchymal Lung Disease

—

DPLD of known [diopathic Granulomatous Other forms of DPLD
cause e.g. drugs interstitial DPLD eg. .2 LAM HX elc.
or association e.g. poeumonias sarcoddosis
collagen vascular discase

1P other than
idiopathic
pulmonary fibrosis

Desquamative interstitial | | | Respiratory bronchiolitis
pacumonia interstitial lung discase
Acule interstitiad Cryptogenic
pocumonis | organizing pacumonia
Lymphocytic
interstitial pneumaonia

Nomspecific interstitial
pneumonia (provisional)

ATS, 2002
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Neumonias Intersticiales
idiopaticas / FPI

TABLE 1. REVISED AMERICAN THORACIC SOCIETY/EUROPEAN

RESPIRATORY SOCIETY CLASSIFICATION OF IDIOPATHIC
INTERSTITIAL PNEUMONIAS: MULTIDISCIPLINARY DIAGNOSES

Major idiopathic interstiial pneumonias
Idiopathic pulmonary fibrosis o o
Idiopathic nonspecific interstitial pneumonia} Fibroticas cronicas
Respiratory bronchiolitis-interstitial lung disease
Desquamative interstitial pneumonia
Cryptogenic organizing pneumonia
Acute interstitial pneumonia

Rare idiopathic interstitial pneumonias
Idiopathic lymphoid interstitial pneumonia
Idiopathic pleuroparenchymal fibroelastosis

Unclassifiable idiopathic interstitial pneumonias*

]~ Relacionadas con tabaquismo

]~ Agudas / subagudas

ATS, 2013




Fibrosis Pulmonar
|diopatica (FPI):

«Sindrome clinico asociado a NIU. Todas las FPI tienen histologia NIU
pero no todas las NIU son FPI.

«60 / 1.000.000 casos/hab. Hombres >50 anos, fumadores, >6meses
de disnea y tos no productiva, crepitantes en auscultacion, patron
restrictivo en espirometria.

«Esperanza de vida 2,5-3,5 anos.

«20% de los casos son familiares (gen Muc5B, acortamiento de
telomerasas).

«Factores de riesgo - reflujo gastroesofagico, infecciones viricas
cronicas (EBV, VHC).
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Criterios
Radiologicos

UIF Pattemn (A Four Features) - Inconaitent wath LIP Pattern (Arw of the Seven Fealurm)

o Subpieural, basal predormenance e Subpieural, basal predomenance o Upper or muddung predomnance
e Reticulr abrmormanty o Reticular abmormaity o Peritronchovasculyr predominance
o Honeycomibeng with or withostt traction o Abnence of features Inted 23 InComaisiert with o Daleraive ground ghass abnormmaiity (extent
bronchectavs UWP pattern (sor thard colurmn) reticular abnormaity)
o Absence of features ated as Inconsitent wath o Profune micronodules (Deateral, predomenantly
UIP pattermn (ser third codumn) uppey lobes)
o Dhscrete sty (multiple, béateral, avway fromm aress
of honeycombeng)
o Difuse mosac attermabon) ar-trapewng (Belateral,
20 1 1 n three or more lobes)

o Consobdabion in bronchopulmonary segmenitds ) Sobe(s)

o Pr——

Subpieural and basal Subpleural and basal Subpliaeural and basal predormenant Findings suggestive of another
predominant; dsinbuthon s pPrecOomenant; hagnNnosis,. INncCiludhing:
often heterogeneous” dstnbution is often Subtie reticulation, may have meid e CT foatures:
pattenn™) Cysts
HoneycombbnNg with or wathoot Retcular patternm with penpherad S Markeed mosac
penpheral traction traction bronchiectasis or CT features and/or distnibution of attenuation
bronchsectasis or bronchioleclasis ang "D'Q?_‘s ga‘ ao '(‘f:‘ 5';'9903' ¢ Predomnant GGO
bronchiolectiasss any speciic etology e e FProfuse mucronodules
May have mild GGO mdetermmnate™) e Ceontrnilcbular nodules
o Nodules
e Consobhdatbon

® Froedominamnt destinbauatonm:
¢ Fenbronchovascular
° Panilymphatic
S Upper or rmed-lung

e Other:

S Plowura plagues (consicar
asbesios:s)

e Deated esophagus
{fconsaar CTD)

S Distal claviculayr erosaors
(Consyoar RA)

o Extensve iyvmph node
enlargement (CoMmsoer

2018 > Pleural effusions. pleural

thickening ([Conser
CTDArugs)
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Criterios
Radiologicos:

PROBABLE NIU
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Criterios

Radiologicos:

INDETERMINADA
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Criterios
Radiologicos:

ALTERNATIVO
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Criterios
Radiologicos:

ALTERNATIVO
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Criterios
histologicos:

2011 Posubie UP Pattern Not UIP Pattem
AP Pattern (AR Four Cnitera) Probatde LIP Pattem (A Three Cntena) (Any of the Sx Crilerws)
o Lvidence of murked Sbeouy o Iwvderce of marked f&vou / o Palchy or dffne o Myaine membraney®
architectural distortion, * archstechral slonon, * rwoivement of ung o Organuong poeurnona®’
honeycombing in a POy Comibrg parenchyma by o Crandoman’
predominantly subpieural) o Alnence of ether patchy fbeosls, with or without o Matied miervinul
parmeptd dstnbution rwvoivemnent or fEroblasix nbenbial nflamemation nflamemutory cell
o Presence of patchy focs, Bt not both o Absence of other (ntena wiiltrate away from
invotvemnent of lung o Alvence of leatures against & bt NP (see UWP honeycomibeng
parencinmma by 1Rwoss dagnos of UF sugoestng PaTiamy CoOdmn) o Predominant arway
¢ Presence of hbroblant foc) an stermale dugnoss . Abmedmn cendered changes
o Abnentre of Tealures (sow Tourth <odumn) o Other feature
20NNt & dlagnoss OR Wggestive of an
of UIP sugaesting Mernate Aagnous
an altemate dagnows
(s0e fourth coharmn) o Honeycomd change only’
uP 2018 Probable UIP Indeterminate for UIP Alternative Diagnosis
¢ Dense fibrosis with architectural * Some histologic features from  © Fibrosts with or without ¢ Foatures of other histologic

distortion (Le,, destructive scamng column 1 are present but 10

architectural destortion, with pattems of IIPs (e.g.,

and'or honeycombing) an extent that prechudes a leatures favonng edher a absence of fibroblast 1oci or
¢ Prodominant subpleural andVor definte dcaonos:s of UIPAPF  pattem other than UIP or 0050 fibrosis) in all xopsies

paraseptal dstnbution of fibrosis features favonng UIP ¢ Histologe findings indicative
¢ Palchy nvolvement of lung * Absence of teatums 10 secondary 10 another cause®  of other dsaases (e.g.,

parenchyma by fibrosss suggest an altemative ¢ Some histologic features from  hypersensitivity pneumonitis,
¢ Fibroblast foci dagnosis column 1, but with other Langerhans coll hisbocyloss,
* Absence of features 10 suggest an Or features suggesting an sarooidosss, LAM)

altemate diagnosis altemative dagnosis

* Honeycombing ondy
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Criterios
histologicos:

uip Probable UIP

* Dense fibrosis with architectural
Aistortion (Le., ded.nctivu sCarmng

e Some histologic features from © Firosts with or without ¢ Foatures of other histologic
column 1 are present but to architectural destortion, with pattems of IPs (e.g.,

and/or honeycombing) an extent that prechudes a features favornng edther a absence of fibroblast foci or
¢ Prodominant subpleural and/or definte dagnosis of UIPAPF pattem other than UIP or loose Tibrosis) in all opskes

paraseptal distnbution of fibrosis And features favonng UIP ¢ Histologe findings indicative
® Paichy nvolvement of lung * Absence of features 10 secondary 1o another cause® of other Gsaases (e.9.,

parenchyma by fibrosis suggest an altemative e Some histologic features from  hypersensitivity poeumonitis,
¢ Fibroblast foci dagnosis Langerhans cell hsbocyloss,
e Absence of features 10 suggest an Or sarcoidosss, LAM)

altemate dagnosis

¢ Honeycomixng ondy
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Criterios
diagnosticos:

HRCT Pattern® 20 1 1 Surgical Lung Biogny Pattern® (Wheny Performed) Ragnons of 1P
uw ) YES

Probabde UWP

Possibde UW

Nonclassifiable fibeoaly'

Not L NO
Possile LIP uP } YES

Probable UW

Posubie UIP } Probabie

NoewCkasasihabike Rbeonsns

Not L No
Incormntent wath P Le Ponubie

Probabde UIP NoO

Possibée UWP

NoCasstabie Rbronis

Not L

IPF suspeciedg®

Histopathology pattern

_ -

i
Indeterminate I IPF (Likody)** Indetermmnate™** Non-IPF dx

IPF (Likedy)" '



Resultados del
estudio:

*63 pacientes diagnhosticados de FPI tratados con farmacos anti-
fibroticos desde noviembre del 2014 hasta la actualidad.

*3 Pacientes derivados de otros centros y sin pruebas radiologicas
previas fueron excluidos, qguedando una poblacidon de 60 pacientes.

*40 Hombres (67%), 20 mujeres (33%)

*Reclasificamos todas las TC diagnosticas de estos pacientes aplicando
los nuevos critérios ATS para FPI buscando:

*Cambios en su diagnostico radioldgico

*Potencial impacto en su manejo clinico-terapéutico
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Resultados del
estudio:

POSIBLE INCONSISTENTE
7(12%) 3(5%)

NIU
50(83%)
INDETERMINADO
7(12%) ALTERNATIVO
PROBABLE 0(0%)

3(5%)

2018

NIU
50(83%)
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Conclusiones:

°La aplicacion de los nuevos criterios ATS/ERS no supondria un cambio
relevante en el manejo clinico de los pacientes hasta su diagnostico,
pero si tendria implicaciones en su tratamiento:

1.Mayor impacto si se prescindiese de la biopsia en pacientes con
"Probable NIU“ como propuso la sociedad Fleischner.

2 .Pacientes "no NIU“ que pasarian a "indeterminado para NIU”
tienen mas posibilidades de ser tratados con anti-fibroticos.

3.La histologia “manda” pero la radiologia gana protagonismo.



t Qcton Virtual

Nacional;‘

e ‘)

1.Mayor impacto si se prescindiese de la biopsia en pacientes
con "Probable NIU“ como propuso la sociedad Fleischner.

LI Patiem (AN Four Features) Ponsdde LI Pattern (ANl Three Feature) Inconsitent wath LIF Pattern (Arw of the Seven Fealurm)

o Sutpieural, basal predomenance o Subpieural, basal predomenance o Upper or maddung predomnmance

o Betcular abrormanity o Heticular abmormaity o Feribronchovasculyr predominance

o Honeycomibeng with or withoutt traction o Abnence of features Inled a3 InComaisiert with o Laleraive ground ghass abnormmaiity (extent >
bronchiectays WP pattern (sor thard colurmn) reticular abmormaity)

o Absence of features ated as Inconsistent wath o Profunse mecronoduies (belateral, predomenantly
UIP pattermn (ser third codumn) uppey lobes)

o Dhscrete cysty (multiple, béateral, avway from aress
of honeycombing)

o Difuse mosac attermabony ar-trapewsg (Belateral,

2011 BIOPSIA n three or more lobes)

o Comnsobdabion in bronchopuimonary segmeni(s)Sobe(s)

(81} 5 Probabde UMW ! for UNW Alternative Diagnosas
Subpieural anmnd basal Subpieural and basal Subpiaeural anmd basal predommant Findings suggestive of another
predominant; dsinbuthon s PrexcSOminant; hagnosis,. IncCiluding:
often heterogeneous” dstnbution is often Subtie reticulation. may have meid o CT foaturos:
heterogeneous GGO o distorbon (Mearty LUIP -
pattern™) Cysts
Honeycomb»nNg with or wsthoot Retcular patterm with penpherad | e Marteed mosasc
poenpheral traction traction bronchiectasis or CT features and/or distnibuton oOf attenuation
ronchiectasis or bronchioleciasis ung iibrosis that o NOt suggest Predominant GGO
bronchiolectas:s’ any speciic aticlogy {("truly Profuse micronodules

May have mild GGO ndetermmnate™) Ceontnilobular nocdules

NOGuUes
Consobhdaton

P00 00

® FProedominamnt destinbautonm:
e Fenbronchovascular
e Penlymphatic
C Upper or rmed-lung

e Other:

S Plowura plagues (consicar
asbhestioses)

e Diated esophagus
fconsaer CTD)

S Dhistal cliaviculayr erosaorns
(Consicar HA)

o Extensve hyvmph node
enlargement ([CoMmscor
other @bOoIOgpes)

° Pleural effusions, plewural
thicCkening ([Conser
CTDArugs)

2018
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2. Pacientes “no NIU” que pasarian a “indeterminados para NIU”
tendrian mas posibilidades de ser tratados con anti-fibroticos.

INDETERMINADO
7(12%)

POSIBLE INCO:;\ISSIofTENTE PROBABLE
7(12%) (5%) 3(5%)

NIU
50(83%)

NIU
50(83%)

3.La histologia “manda” pero la radiologia gana protagonismo.

-

Probable UIP IPF

IPF suspecied* Histopathology pattern

Probable UIP Indeterminate for
UIP

IPF (Likely)**

NOoNn-I1FF ox

Iindeterminate I IPF e nate** Non-IPF dx

Alternative
diagnosis



Tendencias:

*Prescindir de la biopsia

*Cuantificar vidrio esmerilado/fibrosis con fines de diagndstico
diferencial y pronostico

*Patrones histologicos comparados por |IA (BAL, SLB, criobiopsia, TBB)

*Marcadores genéticos/serologicos.
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