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A3) Birt-HoggDubesendromu (BHDS)

A4) Amiloidoz

A5) Pulmonerlangerhank N O hididsitoz(PLCH)
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TORAKS BT INCELEME:
HIKAYESI : Oksiiriik
TEKNIK : Konftrastsiz.
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 lokalizasyondadur.

Patolojik boyutta mediastinal lenf nodu saptanmamagtir.

Akciger parankim alanlarinda farkl sekil ve boyutlarda, bazilar1 hafif kalin duvarh ¢ok sayida kist
izlenmistir. Ayrica buna eslik eden birka¢ adet milimetrik nediiller ve mevcuttur. On planda
Langerhans hiicreli histiyositoz olmak iizere kistik akciger hastabklari acisindan degerlendirme énerilix.




SFIDLCO

s prreres Py
Height: 182 cm
Date of Birth: 1/1/1998 Weight: 70.0 kg
Gender: male BMI: 21
Diffusion SB
109 I~ V CH4 Cco
1 4 \‘ FIV ex L [%] [%]
8l !‘ = 4.070.35 | | 0.35
] N i I
{ 1 |
6] | \\ 030, Iy 1('?*;;;-43 0.30
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i T 201010 U .-0.10
6 +0.05 N 0.05
8- 401—-*~‘ =\ e i ~1'000
0 10 20 30 40 50
104 T [sec]
: Pred Pre %(Pre/Pred)
FVC 5.49 417 76
FEV 1 4.61 324 70
FEV 1% FVC 82.71 77.59 94
MMEF 75/25 5.16 3.07 60
PEF 10.25 4.50 44
MEF 75 8.74 4.29 49
MEF 50 5.77 3.64 63
MEEZS i 276 1.21 44
: Pred - Best %(Best/Pred)
DLCO_SB  mmol/(min*kPa) 12.54 e 62
KCO_SB  mmol/(min*kPa*L) 1.68 1.39 83
VA_SB 7.31 5.54 76
Hb g(Hb)/100mL 14.30
DLCOcSB =~ mmol/{min*kPa) 12.54 7.78 62
KCOc_SB.mmol/(min*kPa*L) 1.68 1.41 84 .



Abdomen USG: normal
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Bronkoskopi
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BALhistopatoloji

IMMUNHISTOKIMYASAL INCELEME
TEKNIK: VENTANA-BENCHMARK ULTRA
KONTROLLER: STANDART POZITIF
PRIMER ANTIKORLAR:

CDIA (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
EPIKRIiZi OKUYUNUZ) b

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" [LE GOZLENEN IMMUNREAKITVITE ORANI KLINIK
OLARAK BELIRTILEN "LANGERHANS HUCRELI HISTIYOSITOZ" TANISI ICIN LITERATURDE* ONERILEN
(>%5) ORANIN ALTINDADIR.

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




Hematolojikonsultasyonu
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HRCT
Irakea ve her iki ana brons dogaldir,

AKciger parankim alanlarinda farkh sckil ve boyutlarda, bazilary hafif kalin (Im-'zn_'_ll ¢ok savida Kist
izlenmigtir. Ayrica buna cslik eden birkag adet milimetrik nodiiller ve meveuttur. On planda

Langerhans hiicreli histivositoz olmak iizere Kistik akeiger hastahklar acisindan degerlendirme onerilir.
Tetkik mediastene vonelik yapilmanis olmak ile birlikte Kalp konwur. biyikligi. mediastinal ana
vaskiiler yapilar normaldir.

19.01.2022 tarilili BT ile Kovaslandiginda anlamly farklihtk saptanmad.




Table 2. Characteristics of cystic lung diseases

) CT findings (cyst) . o
Disorder  Age,yr —— Biopsy Clinical Treatment for cyst
Shape Distribution Other
LAM 35 Round, Diffuse Effusion LAM cells, TSC, AML, mTOR inhibitor
smooth HMB-45 (+) meningioma,
F>>M
PLCH 2—40 Bizarre, Upper/ Nodules, Langerhans Smoker, F=M, Immunosuppression,
irregular ~ middle lobe  cavitation cell, CD1a (+) BRAF mutation ~BRAF inhibitor
BHD 3-40 Round, Basilar, - Nonspecific, Skin, renal -
lentiform medial, alveoli within tumor, FLCN
subpleural an alveolus mutation, AD
LIP/FB 4-70 Internal Random, GGO, Lymphocytic Autoimmune Immunosuppression
structure (+) perivascular  centrilobular  infiltration disorder, F> M
nodules, septal
thickening
Amyloido- -  Round Random Nodules, Apple-green MM, lymphoma, Immunosuppression
sis calcified birefringence Sjogren’s disease
cavitation appearance on

Congo Red stain
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Pulmoner Langerhans N O NiBtifo&itoz

Extrapulmonemanifestasyonlar

t[ /1 KE Al o | - A
9 Kistikkemik Diabetes [ At U f S| ,
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Pulmoner Langerhars N O NiBtifo&itoz

Radyolojl

Duvarlar olan, diuzensiz, tuhaf sekilli kistler

Ust loblan daha ¢ok tutar

Kostofrenik acilar korunur

Akciger parankimi normal

Kucluk noduller eslik eder.

Noduller sonra kavitelesebilir, sonra kistik forma donusebilir

Noduller ve kistler ayni anda gorulebilir




Pulmoner Langerhars N O NiBtifo&itoz
Tedavi
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Steroidve sitotoksiktedaviler

2-chlorodeoxyadenosine (Cladribine)

Vinblastin ve steroid tedavisi

Radyoterapi

AC transplantasyonu
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Olgu 2 SFIDLCO

Diffusion SB

Vo CH4

L] [%]
40,035

1 ¢ | .-
illll 5 ;H:l.sﬂ . [0.30
| Mo i
alf _r'E__‘_\ 209, I |
!
SRy e

M = A x a ]~ Pre |

L 2 a a4 5 8 Ll

vy

[- e PR B SZat B7
: . P e E] 252 87
FEV1%FVC 7551 TB21 104
MMEFT5/25 318 228 71
EE e R ] 3.96 51
MEETS === = 6.87 387 53
MEFSD === a04 278 68
MEF25 1.38 1.15 83

DLCO_SB  mmoli{min"kPa) 8.48 4.47 53
_SB  mmol/{min"kPa'L) 1.32 1.1 84

NACSR S e 6.27 4.03 54

Hb  g{HLY10OmL 14.20

DLCOcSB - mmoli{min*kPa) B.46 4.52 53

KCOc_SB mmolf{min*kPa'l) 132 112 85

Leveldate = oi1H14/20
Leveltime = = 03:30PM




Olgu 2 Romatoloji

A Reynofenomeni pozitif

A Anti scl 70 pozitif

= Romatol oj I o~ ¢l tasyonu:
Istemik skleroz
A Tedavi baxklanévyor

Mikofenolatmofetil 500



Romatoloji takip

AMikofenolatfenolatt edavi si ne rajmen prog

ASteroid vesiklofosfamidt edavi si ne ge-i K
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Diffusion SB

61 0.30
4 :f‘ TR 207025
f
23 ) o
u: 3t .:’;'e 0.0
| 1 2 3 4 5 6 - .45
a 20{° 10
6 0.05
8 T e T—
10 T
Brag ot
FVC 3.65 228 82 |
FEV 1 2.83 2.18 77
FEV 1% FVC 75.15 9508 128
MMES 75/25 310 347 112
PEF 765 4.43 58
MEF 75 6.81 4.41 65
MEF 50 3.98 38 896
MEF 25 1:33 227 i71
= T R T —
DLCO_SB  mmol(minkis) 832 4.38 52
— S T T Tou 116 80
VA_SB : L 8.27 3.73 58
Hh g(Hb}100mL 1350
DLCOeSB | mmot{mintkPa) 8.32 4,48 54
KCOc SB mmol(min"kPaiL) 1.30 1.20 93
Leveidate 07104/22
Level time 11 514K
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AMERICAN U H

Idiopathic Pulmonary Fibrosis (an Update) and Progressive

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

a Ganesh Raghu, Martine Remy-Jardin, Luca Richeldi, Carey C. Thomson, Yoshikazu Inoue, Takeshi Johkoh,
Michael Kreuter, David A. Lynch, Toby M. Maher, Fernando J. Martinez, Maria Molina-Molina, Jeffrey L. Myers,
Andrew G. Nicholson, Christopher J. Ryerson, Mary E. Strek, Lauren K. Troy, Marlies Wijsenbeek, Manoj J.
Mammen, Tanzib Hossain, Brittany D. Bissell, Derrick D. Herman, Stephanie M. Hon, Fayez Kheir, Yet H. Khor,
Madalina Macrea, Katerina M. Antoniou, Demosthenes Bouros, Ivette Buendia-Roldan, Fabian Caro, Bruno
Crestani, Lawrence Ho, Julie Morisset, Amy L. Olson, Anna Podolanczuk, Venerino Poletti, Moisés Selman,
Thomas Ewing, Stephen Jones, Shandra L. Knight, Marya Ghazipura, and Kevin C. Wilson; on behalf of the
American Thoracic Society, European Respiratory Society, Japanese Respiratory Society, and Asociacion
Latinoamericana de Torax

IDELINE WAS APPROVED BY THE AMERICAN THORACIC SOCIETY, EUROPEAN RESPIRATORY SOCIETY, JAPANESE RESPIRATORY SOCIETY, AND
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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 alternative explanation™:

1 Worsening respiratory symptoms

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 DLeo (corrected for Hb) =10% predicted within 1 yr of follow-up

3 Radiological evidence of disease progression (one or more of the following):
e Tsete T e seveTty- U tractiorrronchiectasis 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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Progressive pulmonary fibrosis (PPF)

Department of Chest Diseases, Stireyyapasa Chest Diseases and Thoracic
Surgery Training and Research Hospital, University of Health Sciences,
Istanbul, Turkiye

Dildar DUMAN ‘

REVIEW

ABSTRACT
Progressive pulmonary fibrosis (PPF)

Progressive pulmonary fibrosis (PPF) is defined as the presence of at least two
of the three criteria, which are worsening respiratory symptoms, functional
decline, and radiological progression in patients with interstitial lung disease
with radiological pulmonary fibrosis for known or unknown reasons other
than IPF, within the previous year (1). A conditional recommendation has
been made for nintedanib in the treatment of PPF, and further studies are
needed for pirfenidone (1). In this review, the diagnostic and therapeutic
approach to progressive pulmonary fibrosis with its new name, previously
known as progressive fibrotic interstitial lung diseases, will be discussed,
accompanied by updates.

Key words: Progressive pulmonary fibrosis; interstitial lung disease; antifibro-
tic

0z

esif pulmoner fibroz (PPF)

IPF disinda bilinen ya da bilinmeyen nedenlerle, interstisyel akciger hastali
olan ve radyolojik olarak pulmoner fibroz gosteren olgularda, son bir yil i¢in-
de, solunum semptomlarinda kotulesme, fonksiyonel bozulma ve radyolojik
progresyon olarak tanimlanan u¢ kriterden en az ikisinin varligi progresif pul-
moner fibroz (PPF) olarak tanimlanmistr (1). Tedavide nintedanib icin kosullu
oneri yapilmis olup, pirfenidon icin ileri ¢calismalara ihtiya¢ vardir (1). Bu
derlemede, onceden progresif fibrotik interstisyel akciger hastaliklar

o yeni adlandirmasiyla progresif pulmoner fibrozda yenildes®BUncelle-
meler esligi 7RV >

Cite this article as: Duman D. Progressive pulmonary
fibrosis (PPF). Tuberk Toraks 2022;70(4):375-381.
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PF-ILD
CTD-ILD
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Management

S5c—ILD

RA—ILD

Sarcoidosis

Chronic hypersensitivity
prneumonitis

Idiopathic
MNSIP

Unclassifiable
ILD

IPF

v

!

Antigen
eviction

Consider immunomodulation treatment or observation

v

l

l

Glucocorticoids.

Glucocorticoids

l

'

I

Glucocorticoids

MMF, CPM, TCL
(AZA, RTX)

RTX, ABA,
MMF

MTX
(AZA, IFX, ADA)

!

!

'

}

I W F
(AZA)

!

|

l

Glucocorticoids

Glucocorticoids

'

!

MPMF, AZA, or other
immunosuppressants

|

|

Consider antifibrotic agents (nintedanib)

Antifibrotic agents

(pirfenidone or nintedanib)

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

Monpharmacologic treatment

N EnglJMed 383,10 nejm.org Septembel3, 2020




Idiopathic Pulmonary Fibrosis (an Update) and Progressive

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

treatment of IPF. 2) PPF: PPF was defined as at least two of

three criteria (worsening symptoms, radiological progression,
and physiological progression) occurring within the past year
with n i I ' I i other
than IPF. A conditional recommendation was made for
nintedanib, and additional research into pirfenidone was

nded.

Conclusions: The conditional recommendations in this
guideline are intended to provide the basis for rational, informed
l decisions by clinicians.
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A Metoprolol100 mg 1x1
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OLGLB SFiDLCO

Weight

Date of Birth
BMI

Gender female

Diffusion SB

Pre

Brod o YlReolRcad)
FvC 270 217 80
FEvT re iy e7 &1
FEV1%FVC 79.79 86.22 108
MMEF 75/25 3.19 2.53 79
PEF 585 4,05 68
MEF 75 5.37 3.98 74
MEF 50 3.73 3.83 103
MEF 25 1.51 0.92 61

Prod Bost °[.(_m‘d.)_

DLCO_SEB  mmol/(min*kPa) 7.54 2,72 36
HKEO—SE— ottt kPt 70 Uo0 o0
VA_SB L 4.29 2.85 66
Hb g(Hb)y100mL 9.10
DLCOcSB  mmol/(min*kPa) 7.54 3.25 43

KCOc_SB mmol/{min*kPa*L) 1.70 1.14 687



OLGtb wha! ¢h[ hWTY

ANTI NUKLEER ANTIKOR (ANA)

NEGATIF

Referans Deger. OU N

véntem: 1IF (Indirekt Immin Floresan)
Caligilan doku: HEp - 2 , Maymun Karacigeri
Baslangig dilusyonu: 1:100

zayif pozitif:  1:100

+:> 1:100 - <1:320
+ >= 1:320 - <1:1000
o >= 1:1000 - <1:320
ANTI DS DNA NEGATIF O Negatif : <100
Pozitif : =100
Anti-SM NEGATIF 1 Negatif : 0 - 12
Pozitif : > 12
Anti-SSA NEGATIF 1
Anti-SSB NEGATIF 2
Anti-Scl NEGATIF 5
Anti-Jo1 NEGATIF 4
Anti-SM-RNP NEGATIF O
Nukleosom NEGATIF 1
Anti-ribozomal NEGATIF 2
Cenp NEGATIF 2
Anti Histon Antikor NEGATIF 2
Anti-Ro52 NEGATIF 2
Tibbi Laboratuvar Yorum :
Aciklama
Referans
Arahg: / Karar
Tetkik Ad Sonug¢ Durum Birim Simiry Onceki Sonugla
ANTI PR3 <2 SONUC_YOK RU/mL 0-20
Anti-MPO <2 SONUC_YOK uU/mL 0-20

ANTI NOTROFIL SITOPLAZMIK ANTIF NEGATIF

Referans Deger: <1/10 Negatif

Yéntem: IIF (Indirekt Immun Floresan)
Calisilan doku: Etanol ile fiske granulositlet
formalin ile fiske granulositler, Hep-2
Baslangic dilisyonu: 1:10

zayif pozitif: 1:10

& > 1:10 - <1:

.9 Tw
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Therapeutic algorithm of IPF
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Fig. 1. IPF pharmacological treatment algorithm. FVC: forced vital capacity; DLco: carbon monoxide diffusing capacity.
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TEDAVKDE DKKKATE
ALINMASI GEREKENLER
4-6 ayda bir veya klinik olarak
Kl a- endi ke ol dujunda djaha késa
A Nintedahiob ar al esoluraum foaksiyon testi
A Pirfeni Hon ve 6 dakika y¢reme|l testi
dekenegl ¢
Klha- déexe o _ /
A Oksijen destefi KIlinik k°t¢l ekme Kl gphesi Akcijer
(hasta hipoksemikse) akcijer kanseri riflski varl o950y
KPF Ta - A Pul moner rehabilﬂn bir HRCT -ekil mesi ﬂéﬂ dejerl e
Komorbiditeler Akut al evl enme end|li kesi v listeye
A Pul moner hipertlansiyon HRCT -ekilmesi d¢kjenel er Palyatif
A Gastro°zofageal| refl ¢ _ \
A Obstre¢ktif uykul apnesi Pul moner emboli a-fEséndan
A Akcijer kanseri endi ke var sa, pul moner BT
anjiyografi d¢gkenegl| ¢r
Semptom kontrol ¢
A Palyatif bakeéem AKUT ALEVLENMELER
Kortikosteroidler
KPFROGRESYONUNA BAPLI
Hastada mortalitjel riski vy SOLUNUM YETMEZLKJK
tané anénda akcifjler nakl.| Solunum yetmezliji|l olan hastalarén
a-eéséndan dejerl)eindirilir beyek bol ¢mende mefkani k
ventilasyon °nerilmemektedir
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Kl k bakvuru 19. 11. 2ahibBapdl ay °nce
nastaya medikdkb a k| anéyor.

- Déek merkezde -ekilen BT de KAH r afg
pakKvuruyor .

- Sa02:%96Clubbingyok

- Solunum sistemi muayenesi: minimal bazallerde nadler
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TorakdHRCT rapor

Trakea ve her iki ana brons dogaldir.

Her iki akcigerde paraseptal amfizem alanlari, sepatl kalinlasmalar ve yer yer balpetegi
goriiniimlerinin olusturdugu interstisyel akciger hastaligi ile uyumlu bulgular
meveuttur. Alt loblarda tubuler bronsektaziler mevcuttur.

Tetkik mediastene yonelik yapilmanmis olmak ile birlikte kalp kontur, bilyliklig,
mediastinal ana vaskiiler yapilar normaldir.



Romatolojnegatif

RF: 12,5 (N)

Anti CCP<1

ANA negatif

Anti dsDNA negatif
Anti Jo1 negatif
Anti SCL 70 negatif
Anti SSA 2 negatif
Anti SSB 1 negatif
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