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Management
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Consider immunomodulation treatment or observation
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Glucocorticoids

Glucocorticoids Glucocorticoids
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MMFE, CPM, TCL
(AZA, RTX)

RTX, ABA,
MMEF

MMF
(AZA)

(AZA, IFX, ADA)

l
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Glucocorticoids

Glucocorticoids

l
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MMF, AZA, or other
immunosuppressants

l
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Consider antifibretic agents (nintedanib)

Antifibrotic agents
(pirfenidone or nintedanib)

Nonpharmacologic treatment
Supplemental oxygen, psychosocial support, smoking cessation, rehabilitation, symptom palliation, end-of-life care

N EngldMed 383,10 nejm.org Septembel3, 2020
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Table 4. Definition of Progressive Pulmonary Fibrosis

Definition of PPF

In a patient with ILD of known or unknown etiology other than IPF who has radiological
evidence of pulmonary fibrosis, PPF is defined as at least two of the following three
criteria occurring within the past year with no altérnative explanation*:

1 Warsening reseiratnﬂ sxmetoms

2 Physiological evidence of disease progression (either of the following):
a. Absolute decline in FVC =5% predicted within 1 yr of follow-up

b. Absolute decline in Dico (corrected for Hb) =10% predicted within 1 yr of follow-up

3 Radiological evidence of disease progression (one or more of the following):
. INCr X verity | onchiectasis and bronchiolectasis
b. New ground-glass opacity with traction bronchiectasis
c. New fine reticulation
d. Increased extent or increased coarseness of reticular abnormality
e. New or increased honeycombing
f. Increased lobar volume loss
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Idiopathic Pulmonary Fibrosis (an Update) and Progressive

Pulmonary Fibrosis in Adults
An Official ATS/ERS/JRS/ALAT Clinical Practice Guideline

Background: This American Thoracic Society, European
Respiratory Society, Japanese Respiratory Society, and
Asociacion Latinoamericana de Torax guideline updates
prior idiopathic pulmonary fibrosis (IPF) guidelines

and addresses the progression of pulmonary fibrosis in
patients with interstitial lung diseases (ILDs) other

than IPF.

Methods: A committee was composed of multidisciplinary
experts in ILD, methodologists, and patient representatives.
1) Update of IPF: Radiological and histopathological criteria
for IPF were updated by consensus. Questions about
transbronchial lung cryobiopsy, genomic classifier testifge
antacid medication, and antireflux surgery were informed™s
systematic reviews and answered with evidence-based
recommendations using the Grading of Recommendations,
Assessment, Development and Evaluation (GRADE) approach.
2) Progressive pulmonary fibrosis (PPF): PPF was defined, and
then radiological and physiological criteria for PPF were
determined by consensus. Questions about pirfenidone and
nintedanib were informed by systematic reviews and answered

Results: 1) Update of IPF: A conditional recommendation was
made to regard transbronchial lung cryobiopsy as an acceptable
alternative to surgical lung biopsy in centers with appropriate
expertise. No recommendation was made for or against genomic
classifier testing. Conditional recommendations were made
against antacid medication and antireflux surgery for the
treatment of IPF. 2) PPF: PPF was defined as at least two of
three criteria (worsening symptoms, radiological progression,
and physmloglcal progressmn} occurring w1th1r1 the past year

. aibbiith an ILD other
than IPF. A condltlonal recommendatmn was made oI
nintedanib, and additional research into pirfenidone was
recommended.

Conclusions: The conditional recommendations in this

guideline are intended to provide the basis for rational, informed
decisions by clinicians.

Keywords: idiopathic pulmonary fibrosis; progressive pulmonary
fibrosis; radiology; histopathology
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A 6DYT: 360mt

A Bronkoskopi: norma¢ n d o b rsistenx i a |
ABrmai ARB negatif, k¢lter negat

A BAL :Lenfosit %12
N°trofi | : % 35
Makrofaj: %53
CD4/CD8: 2.37

A Romatolojikonsultasyonu Romat ol oj i k hast a
A RF:12.7 (015), anti CCP: 1.56 (8), ANA negatif



HKSTOPATOLOJK

MAKROSKOPI

Sag alt lob wedge rezeksiyon materyali: 4,5 x 2,5 x 1,5 cm dictistinde akciger wedge rezeksiyonudur. Kesitlerinde parankim
gri-kahverenkte alacali gériinimde izlendi. TT8K (8 blok+16 lam)

MiKROSKOPI :

Akciger parankiminde yama tarzinda, heterojen, orta derecede interstisyel fibrozis, hafif orta derecede interstisyel kronik inflamasyon,
mikroskopik bal petegi alaniari, seyrek fibroblastik fokuslar ve duz kas hiperplazileri, fokal atipik pnémosit proliferasyonlari (reaktif?)

PATOLOJIK TANISI

SAG AKCIGER ALT LOB, WEGE REZEKSIYON: INTERSTISYEL AKCIGER HASTALIGI (BKZ. NOT)
NOT

Mevcut histopatolojik bulguldr usual interstisyel pnémoni paternini defpteklemektedir. Olgunun IPF, konnektif doku hastaliklari, asbestoz,
hipersensitivite pnémonisi, kronik ilag reaksiyonlar gibi usual interstisyel pnémoni paterninin gériilebildigi hastaliklar agisindan mevcut
histopatolojik bulgular-esliginde, klinik ve radyolojik bulgular ile birlikte degerlendirilmesi 6nerilir.
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Table 5. Selected Fibrotic Lung Diseases That Can Manifest Progressive Pulmonary Fibrosis

Potentially Fibrotic
Interstitial Lung Diseases

FOP

DIP
Fibrotic CTD-related ILD
Fibrotic HP

Fibrotic occupational ILD

Fibrotic LCH
Fibrotic sarcoidosis
Unclassified fibrotic ILD

Other

Histologic Patterns

« IAFE (179)

e Cicatricial organizing pneumonia (181)
« Organizing pneumonia with concomitant interstitial fibrosis (sometimes secondary to diffuse alveolar
damage/acute interstitial pneumonia) (179, 182)

« DIP*
» F-NSIP, FOP, UIP (use histopathological criteria for idiopathic diseases [179])

+ HP and probable HP (138)
» Fibrotic element may be that of UIP, F-NSIP, or bronchiolocentric fibrosis

« Dependent on occupational lung disease (asbestosis, fibrotic HP, silicosis, pneumoconiosis, or other)
(183)

o F-LCH (184)
« Discrete nonnecrotizing granulomas with a lymphatic distribution with coexistent fibrosis (185)

» Cases should ideally be termed “unclassifiable” only after multidisciplinary discussion. Most cases
represent combined or overlapping patterns of classifiable interstitial pneumonias, and these should
be reported as such (179)

» Fibrosis in association with inborn errors of metabolism, surfactant protein disorders, pulmonary
involvement by systemic disorders, or others
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TORAKS BT INCELEME:
HIKAYESI : Oksiiriik
TEKNIK : Kontrastsiz.
BULGULAR :

IV kontrast madde verilmediginden intraliiminal vaskiiler patolojiler degerlendirilememistir. Mediastenin
degerlendirilmesi suboptimaldir.

Trakea ve ana bronslar aciktir.
Mediastinal vaskiiler yapilar ve kalp dogal form ve lokalizasyondadir.
Patolojik boyutta mediastinal lenf nodu saptanmamigtir.

Akciger parankim alanlarinda farkh sekil ve boyutlarda, bazilar: hafif kalin duvarh ¢ok sayida kist

1r. Ayrica bun ik eden birka¢ adet milimetrik nodiiller ve mevecuttur. On planda
Langerhans hiicreli histiyositoz plmak iizere kistik akciger hastabklari acisindan degerlendirme énerilir.




.I-re,;éht: T1.82 cm
Date of Birth: 1/1/1998 Weight: 70.0 kg
Gender: male BMI: 24
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RF: 12,5 (N)

Antl CCP<1

ANA negatif

Anti dsDNA negatif

Anti Jo 1 negqatif

Anti SCL 70 negatif

Anti SSA 2 negatif

Anti SSB 1 negatif



Abdomen USG: normal

bl N2f 22A17 RSESNI SYRANJ
normal

Kranial MR: Her iki maksiller
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Bronkoskopi
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IMMUNHISTOKIMYASAL INCELEME
TEKNIK: VENTANA-BENCHMARK ULTRA
KONTROLLER: STANDART POZITIF

PR R—ANFHEOREAR
CDI1A (GENEMED 010 1/100) : AZ SAYIDA HUCREDE POZITIF
CD68 (DAKO - PGM1) : POZITIF
LANGERIN (BIOSB-12D6) : AZ SAYIDA HUCREDE POZITIF
S100 (NOVOCASTRA S100P) : AZ SAYIDA HUCREDE POZITIF
PATOLOJIK TANI :

SAG AKCIGER, BRONKOALVEOLAR LAVAJ, HUCRE BLOGU, KONSULTASYON:

- BiR KISMI PIGMENT ICEREN MAKROFAJLAR, SEYREK BENIGN BRONS EPITEL HUCRESI (LUTFEN
EPIKRIZI OKUYUNUZ)

o

EPIKRIZ :

- SITOLOJIK ORNEK BiR KISMI PIGMENTLI MAKROFAJLAR ICERMEKTEDIR.

- MORFOLOJIK DETAY NET DEGERLENDIRILEMEMEKLE BIRLIKTE AZ SAYIDA MAKROFAJDA
(MAKROFAJLARIN %1 KADARINDA) "CD1A" VE "LANGERIN" IMMUNOHISTOKIMYASAL
BELIRLEYICILERI iLE REAKTIVITE DIKKATI CEKMISTIR.

- SITOLOJIK ORNEKTE "CDIA" VE "LANGERIN" ILE GOZLENEN IMMUNREAKITVITE ORANI KLINIK

OLARAK BELIRTILEN "LANGERHANS HUCRELI HISTIYOSITOZ" TANISI ICIN LITE
(>%5) ORANIN ALTINDADIR.

*[LGILI LITERATUR:
Misbah Bagir, Robert Vassallo, Fabien Maldonado, Eunhee S Yi, Jay H Ryu. Utility of bronchoscopy in pulmonary
Langerhans cell histiocytosis. ] Bronchology Interv Pulmonol. 2013 Oct;20(4):309-12.




Hematolojkonsultasyonu

A WI | amdvdatbulgularlaPulmonerLangerhan&k N ONB f A
histiyositoz G | y RoaadRamaz, doku G F Y PH# BNRA f A
Progresi2 { R @€ dkNhbstay | § Py NI cnl@ldjiR |
tedaviA caiyglinolabilirQ) Q

A HastayaVATSWedgebiyopsil y S N3 If SRisv&hisine
51yt SYRANRE RA

A Transplantasyomerkezine@ | yf SY RANA{ RA



PULMONER LANGERHANS H'!' CREL k
Hk STKYOSKTOZ

DSy YI RPYf |
eSUAO] A erkeklerde
20nn &l 31 NNt

I Af S |

2f |yt NF beklenmez




PCLH Radyoloji
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EKSTRAPULMONER MANKFESTASYONLAR
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PLCH Tedavisi {AJl N YPY 0PN 1PLY
Steroid ve sitotoksik tedaviler
2-chlorodeoxyadenosine
(Cladribing
Vinblastin ve steroid tedavisi
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