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Olgu-1

38 yas, K hasta

20 yil 6nce nefes darligi, gbogus agrisi
sikayetleri ile acil servise basvuru

FM: Sol hemitoraksta solunum sesleri
alinmiyor, hipersonorite (+) Sp02:%85 (oda
havasinda)

Ozgecmis: Diyabetes Insipitus
Soygecmis: Ozellik yok
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TORAKS BT INCELEMESI

intravenéz kontrast madde verilerek yapilan bilgisayarl toraks tomografi tetkikinde;

Brakiosefalik vaskiler yapilar, timus, trakea, ana bronslar, 6zefagus ve perikard normal
gorinimdedir.

Kalp ve ana vaskiler yapilarda patoloji dikkati gekmemistir.

Mediastinal yapilar arasinda hava degereleri mevcuttur (Pnémoni diastinum).

Sol hemitoraksta plevral mesafede apeksten bazale kadar uzanan hava degerleri mevcuttur
(Pnémotoraks).

Her iki acigerde yaygin retrikiler ¢izgilenmeler ve degisik boyutlu ince duvarl hava kistleri
mevcuttur (Lenfanjioleiyomyomatozis).

Sag akciger orta lobda buzlu cam goérinimleri mevcuttur.

SONUC :

Pndmomediastinum

Sol hemitoraksta Pnomotoraks

Her iki acierde yaygin retrikiiler cizgilenmeler ve dedisik boyutlu ince duvarll hava kistleri

(Lenfanjioleiyomyomatozis)
Sag akciger orta lobda buzlu cam gorinumleri
Gogus duvan yumusak dokulan arasinda ve ciltaltinda hava degerleri mevcuttur (Ciltalti amfizem).
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Hastaya toraks tupu takiliyor

leri inceleme icin Gogus Hastaliklari Klinigine
pasvurmasi oneriliyor

Poliklinigimize basvuru 17.07.2011

Ara ara nefes darligi ve dksuruik sikayetleri var
FM: Dogal, Sp02:%95 (oda havasinda)
Aliskanliklar: Sigara (-)

llaclar: Desmopressin
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ROG.0 DISPME

ROG.0 DISPMNE

YUKSEK COZUNURLUKLU COK KESITLI BILGISAYARLI TOMOGRAFI
TORAKS

Teknik : inravendz kontrast madde veriimeden yapilan 64-CKBT incelemesinde:

Brakiosefalik vaskiiler yapilar, timus, trakea, ana bronslar, 6zefagus ve perikard normal
gortiniimdedir.

Kalp ve ana vaskiiler yapilarda patoloji dikkati cekmemistir.

Mediastinal patolojik boyutta lenf nodu mevcut degildir.

Her iki akcierde yaygin ince duvarl dedisik boyut ve sekilde kistik lezyonlar izlendi (Eozinofilik
granilom? Lenfanjioleiyomyomatozis).

Safda daha belirgin olmak lzere her iki hemitoraksda plevral kalinlasmalar ve kalsifikasyonlar
izlendi.

Solda daha belirgin major fissiirlerde kalinlasma ve kalsifikasyonlar izlendi.

Gogls duvan, kemik yapilar ve yumusak doku yapilan normaldir.

SONUG -

Her iki akcigerde yaygin ince duvarl degisik boyut ve sekilde kistik lezyonlar{ Eozinofilik graniilom?
.Lenfanjioleiyomyomatozis)

Sadda daha belirgin olmak lzere her iki hemitoraksda plevral kalinlasmalar ve kalsifikasyonlar
Solda daha belirgin major fisslrlerde kalinlasma ve kalsifikasyonlar

Docg.Dr.Ayse MURAT AYDIN Dr.Ayhan UMAY
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N . ) ) Korean Journal of Radiology
Review Article | Thoracic Imaging
elSSN 2005-2330
https:///doi.org/10.3348/kjr.2019.0057
Korean J Radiol 2019;20(9):1368-1380 ) Check for updates

A Stepwise Diagnostic Approach to Cystic Lung Diseases

for Radiologists

Kyu-Chong Lee, MD*, Eun-Young Kang, MD, PhD*, Hwan Seok Yong, MD, PhD’, Cherry Kim, MD, PhD?,
Ki Yeol Lee, MD, PhD?, Sung Ho Hwang, MD, PhD’, Yu-Whan Oh, MD, PhD’ F

Stepwise radiologic diagnostic approach to cystic lung diseases

Step 1: Are these lung oysts?

'l Yes ' Mo
Step 2; Are cysts solitary/localized or multiple/diffuse? Cavity

Bulla

) ) Prneumatocele

Solitary/localized - - Multiple/diffuse Emphysema_
Honeycombing
l Cystic bronchiectasis
¥

Congenital cystic lung diseases y

Step 4: What kind of associated radiologic findings? LAM
BHD
Nedules - GGo

v

Step 3: Are multiple/diffuse cysts associated with other radiologic findings?
Incidental cysts
§ Tes

F |

PLCH PCP
Cystic metastasis DIP
Amyloidosis LIP

Fig. 1. Stepwise radiologic diagnostic approach to cystic lung diseases. BHD = Birt-Hogg-Dubé syndrome, DIP = desquamative interstitial
pneumonia, GG0 = ground-glass opacity, LAM = lymphangioleiomyomatosis, LIP = lymphoid interstitial pneumaonia, PCP = preumocystis firovecii
pneumonia, PLCH = pulmonary Langerhans cell histiocytosis



Table 1. Radiologic Distinctions for Air-Filled Lung Lesions

Air-Filled Lung Lesions Air-Filled Lung Lesion Characteristics Helpful Radiclogic Findings
Round .
Cyst oun , , Interfaced with normal lung
Well-defined thin wall (< 2 mm)
, Irregular e —
Cavity Thick wall Within consolidation, mass, or nodule
sull More than 1 cm in size A od centrilobalar and tal h
ulla Imperceptible thin wall ccompanied centrilobular and paraseptal emphysema
Round Transient
Pneumatocele . . N :
Thin-wall Adjacent consolidation or ground-glass opacity
Usually without visibl lis .
Centrilobular emphysema LTy Without wisibie wa Upper lung predominance

Central dot

Clustered 3-10 mm cystic lesions
Honeycombing Well-defined 1-3 mm thickness walls
One or more layers

Lower subpleural lungs
Accompanied reticular pattern or traction bronchiectasis

Branching pattern
Cystic bronchiectasis Tubular rather than spherical Associated bronchial wall thickening, centrilobular densities,
air-trapping

N

A

I3Q=
C




Table 2. Radiologic Distinctions for Multiple/Diffuse Cystic Lung Diseases

AP D e Cysts Characteristics Cysts Distribution Helpful Radiologic Findings
Numerous, uniform, round, Pneumothorax
2-10 mm in size Pleural effusion
Lymphangloleiomyomatosls ot thin-wall Diffuse, symmetrically Renal neoplasm
Within normal lung parenchyma Bone lesion

Multiple, variable size and shape

Lobulated, multiseptated,
Birt-Hogg-Dubé syndrome irregular in shape

Perceptible thin-wall

Within normal lung parenchyma

Lower peripheral lungs and Pneumothorax
along mediastinum Renal neoplasm

Cysts with nodules
Centrilobular ibronchiola
Pulmonary Langerhans cell Bizarre and irregular shape Upper lung predominance, :odules . ndo;t‘.:.‘e:om o
histiocytosis Coexisting different cysts sparing costophrenic angles o
Cysts without previous
Cystic metastasis presentations Lower lung predominance Pneumothorax
Different size
Multiple, more than 10 : ;
e Round o lobulated, small to Diffung, peribronchovaacolay. O Septal thickeniag
Amyloidosis : Ground-glass opacities
moderate size and/or subpleural tymph node enlargemant
Thin-wall - o
Cysts with ground-glass opacity
Pneumocystis jirovecn Variable in size, shape, and .
paeumonts well tilckniass Upper lung predominance Pneumothorax
Desquamative interstitial Small (usually < 2 cm), well defined Lower peripheral lung
pneumonia Thin imperceptible wall predominance el
e N o Nodules, interlobular septal
Lymphoid interstitial @nd, varying size (< 3 cm) Diffuse, predominating thickening, thickening of
— Thin-wall in lower lungs and along bitnchotucnber busidias
o Fewer in number peribronchovascular bundle

Lymph node enlargement




Olguda;

Cok sayida, ince duvarl, farkli boyutlarda
diffiiz kist

Plevral kalinlasma, kalsifikasyon
Fissural noddller

Ayirici tani icin akciger biyopsisi yapiliyor



Melon A (-)
Pansitokeratin (-)
Vimentin (+)

CD68 Odaksal pozitif
Trombomodulin (-)
Aktin perivaskuler (+)
CD34 (+)

Dulz kas aktini: Perivaskiiler

(+)

“a)



Pulmoner Lenfanjiomatozis

Akciger, kemik ve diger organlarda lenfanjiomalar
ile karakterize nadir gorulen konjenital bir hastalik

Lenfanjiomlar mediasten, kalp, torasik kanal,
akciger ve plevrada bulunabilir

Cinsiyet ayirimi yok
Diffiz PLM’de nonspesifik semptomlar; dkstruk,
dispne, hemoptizi, gégls agrisi

Silotoraks ile birlikte kemik lezyonlarinin varligi
taniyi destekler

Satria MN, et al. Lymphat Res Biol 2011



Radyolojik bulgular

interlobuler septal kalinlasma
Peribronkovaskiler kalinlasma
Yamali buzlu cam opasiteleri
Plevral kalinlasma

Plevral eflizyon

Mediastinal yumusak doku
infiltrasyonu
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» Lymphat Res Biol. 2011 Dec;9(4):191-193. doi: 10.1089/Irb.2011.0023 &

Pulmonary Lymphangiomatosis

Melissa N Satria *, Gustavo Pacheco-Rodriguez %, Joel Moss ®

Comparison of Histopathology of Lymphangiomatosis
and Lymphangioleiomyomatosis (LAM)

Lymphangiomatosis and LAM are both tumors involving
the lymphatic system, but the two diseases differ significantly
in pathogenesis and natural history. Lymphangiomatosis
shows a characteristic proliferation, dilation, and thickening
of lymphatic vessels,”' with collagen, muscle fibers, and
spindle-shaped cells surrounding the lymphatic vessels.’
Macrophages may be found within the lung parenchyma. The
cystic lesions charactenstlc of LAM lungs are not apparent in
lymphagnomatosns The smooth muscle-like spindle cells in
LAM react with HMB45, whereas in lymphangiomatosis, the
spindle cells are negatw < Lymphangiomatosis

: S % in contrast to the marked
female predominance of LAM." 0

Positive stains

« CD31. D2-40, Factor Vil in endothelial cells
« Vimentin, actin, desmin in spindle cells

Negative stains

= HMEBA45, keratin (AE1 / AES staining of alveoli contrasts with negative lymphatics), HHVS




Tedavi

Palyatif tedavi; sil6z sivi birikiminin tedavisi
Cerrahi tedavi

Skleroterapi

Radyoterapi

Kemoterapi

_ezyonlarin embolizasyonu

Propranolol
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Case report

Successful treatment of diffuse pulmonary
lymphangiomatosis with sirolimus

Viktorija Gurskyte © 2 B, Ingrida Zeleckiena &, Vyganté Maskolionaité < ¢ &,
Ugnius Mickys 9 &, Virginija Sileikiene &

often limited by toxic side effects. The aim of this case report is to demonstrate the
diagnostic challenges of a rare disease and improvement in the condition of a DPL patient
treated with sirolimus. A 27-Eear-nld man presented to the pulmonologist with
exertional dyspnea, chronic cough and intermittent hemoptysis. Upon medical
investigation, a chest computed tomography (CT) scan revealed soft tissue masses
infiltrating the mediastinum and bilateral interlobular septal thickening. A surgical
biopsy was performed, and pathological tissue analysis showed findings consistent with
the diagnosis of DPL. Treatment with sirolimus was initiated, maintaining trough
concentrations between 10 and 15 ng/ml. At 21 months of treatment, the patient
reported reduced symptoms of cough and dyspnea. A CT scan showed decreased
interstitial thickening and reduced infiltrations in the mediastinum. Moreover,
pulmonary function tests revealed a significant increase in FEV1 and FVC. The authors
believe this is the first article mmnimr in an adult DPL

patient treated with sirolimus. Therefore, sirolimus thEraEz should be considered for DPL

patients as it may be effective in improving their condition and preventing disease
progression.




Palke et al. Respiratory Research (2024) 25416 Res piratnry Research
https://doiorg/10.1186/512931-024-03040-5

Pulmonary lymphangiomatosis: insights
into an ultra-rare disease

M. Polke'**" N. Polke', S. Piel', E. Brunnemer', J. Walscher® K_Buschulte'?, & Warth™*, C. P Heussel*®,
M. Eichinger™®, L. Frankenstein’, M. Eichhorn®, 5. Miliauskas®, F. J. F. Herth'** and M. Kreuter'®"!

Abstract

Background Pulmonary lymphangiomatosis (PL) is an ultrarare disease characterized by diffuse infiltration !
of the lung, pleura and/or mediastinum by abnormal lymphatic proliferation. Consented diagnostic or treatment
approaches are not established. We therefore aimed to collect data on diagnostics and treatments in a cohort

of patients with PL from a tertiary center for rare lung diseases.

Methods Clinical, radiological and outcome data from PL patients were collected retrospectively.

Results ere diagnosed between 1996 and 2022 in our center. PL was diagnosed more commonly

in female ever smokers (75%) and younger patients (mean age 42 years). Main clinical symptoms comprised
haem- and chyloptysns (58%) and dyspnea on exertion (83%). Pulmonary function was mostly restrictive (mean VC
59%) with impaired DLCO (mean 65%). Radiological assessment mainly showed mediastinal involvement (83%),

and pleural effusion (67%), pleural thickening (67%) and bronchial wall thickening (67%) while interstitial changes
were rare. Diagnosis was confirmed by surgical or transbronchial cryobiopsy. 8 patients were treated with sirolimus, 3
of these combined with a surgical intervention and in one case surgical intervention was necessary 9 months after ini-
tiation of sirolimus. Clinical and radiological improvement was demonstrated for all patients treated with sirolimus. 1
patient received a lung transplant due aisease progression. Survival rates were arter a mean follow up of at least
3 months.

Conclusion This case series illustrates the variability of the clinical presentation of PL. Among our patients, those
treated with sirolimus showed significant clinical, functional and radiological improvement. However, further investi- |
gation is needed to understand the pathogenesis of lymphangiomatosis in order to establish therapeutic approaches. jf

T e




Olgunun tedavisi

* Sirolimus 1x2 mg
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Adi Soyadi  : Rapor Tarihi : 30.06.2025 13:49
T.C Kimlik No : . Dosya no : 626848
Baba Adi : IBRAHIM Basgvuru No : 15425170
Kurumu : YESILKART 60/C1-C3-C9 Dogum Yeri - Tarih : ERGANI - 1987
istem Tarihi : 27.06.2025 09:30 Istem Kabul Tarihi ; 27.06.2025 10:19(R10003
Hizmet Adi  : BT, AKCIGER, YUKSEK REZOLUSYONLU Cinsiyet K
Tani : Kodu Adi

K219 GASTRO-OZOFAJIAL REFLU HASTALIGI, OZOF AJITSIZ

J459 ASTIM, TANIMLANMAMIS

R52 AGRI, BASKA YERDE SINIFLANMAMIS

Jz20 AKUT BRONSIT

Z00.0 GENEL TIBBI MUAYENE
GCOK KESITLI BILGISAYARLI TOMOGRAFI
TORAKS
Teknik : 70 ml intravenéz iyotlu kontrast madde veriimeden yapilan 64-CKBT incelemesinde:

Trake ve ana bronslar, 6zefagusa ait acil patoloji izlenmedi.
Sagda daha belirgin olmak iizere her iki hemitoraksta nodiler-diffiiz plevral
kalinlasmalar ve kalsifikasyonlar izlendi (Asbest maruziyeti, 21.03.2025 tarihli BT ile
karsilastinldiginda anlamhi fark izlenmedi ).
Her fkf akcfgerde ya]rgm ince duvarli degisik boyut ve sekilde kistik lezyonlar, traksiyon
brons arine neden olan plevroparankimal fibrotik bantlar izlendi
lirg jor Tissiirlerde kalinlasma ve kalsifikasyonlar izlendi.
Eﬂateral' akcigerlerde milimetrik boyutlu birkag¢ adet kalsifik-nonkalsifik pulmoner nodiil
izlenmektedir.
Bilateral akciger lst lob apikallerde plevral kalinlasmalarin eglik ettigi parankimal
fibrotik degisiklikler izlenmektedir.




Olgu-2

39 yas, E hasta
Sikayeti: Nefes darligi, kuru oksuruk

Sigara: 20 yil 1 paket/glin icmis, 2 yildir
iIcmiyor

Meslek: Muhasebeci

Evde muhabbet kusu beslemis

Kullandigi ilaclar: Lyrica

Soygecmis: Anne meme Ca, baba prostat Ca



2021 yilinda atesli silah yaralanmasi nedeni ile
cekilen batin BT'de akcigerlerde patoloji
saptanmasi Uzerine poliklinigimize
yonlendiriliyor

Nefes darligi yok, 6ksuruk yok

FM: GD iyi, TA: 120/80 mmHg, Ates: 36.7 C,
Nb: 75/dk, Sp0O2: %98

Solunum sistemi muayenesi dogal
SFT: FEV1: %75, FVC: %84, FEV1/FVC: %82
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Adi Soyadi Rapor Tarihi 1 26.02.2021 10:38
T.C Kimlik No : Dosya no 1 1054964
Baba Adi : NIHAT Basvuru No : 0879666
Kurumu ! SSK SAGLIK ISLERI MUDURLUGU Dodum Yeri - Tarih : ELAZIG - 1985 Yas: 35
istem Tarihi : 22.02.2021(20984925) Istem Kabul Tarihi ;22.02.2021(46261)
Hizmet Adi  : BT, TORAKS Cinsiyet =
Tani : Kodu Adi

ES5.9 VITAMIN D EKSIKLIGI, TANIMLANMAMIS

K21 GASTRO-OZOFAJAL REFLU HASTALIGI

K58 IRRITABL BARSAK SENDROMU

COK KES?TL? BYLGTSAYARLI TOMOGRAF?
TORAKS

Teknik : 70 ml kontrast madde verilerek yap?lan cok kesitli BT tetki?inde;

Brakiosefalik vaskUller yap?lar, trake ve ana bron?lar, dzefagus normal goriniamdedir.

Kalp ve ana vaskiler yap?lar normal boyutlarda olup patoloji izlenmemi?ir.

Bilateral akci?er ist lob apikallerde plevral kal?nla?malar?n e?lik etti?i parankimal

f'bratrk de‘?r'?rkhkl'er rzlenmektedrr

Go?us duvar?, ker‘ml-c 15,!;:"1;:-'?’Iar' ve yumu?ak dokular normal gorlnumdedir.

m‘&



Dosya No 1054564 BUL ' Bagvuru Tarihi Bagvuru No Alt Binm Ade

Bagvuru No Tom Bagvurular
Sonug Durumu (V] Bekleyenler V] Onaylanacaklar  [V] Tamamlanmiglar 24.09.2024 08:57 14434030 GOGUS HASTALIKLART POLIKLINL..,
= .07.2024 “ ' oy
] Referans Aralidi Kontrol 02.07.2024 09:32 14136810 GOGUS HASTALIKLARI POLIKLINI
12.02.2024 10:15 13645577 GOGUS HASTALIKLART POLIKLINL..,
Barkod Kabul Tarihi NXK  NXK Tarh Test Ad RF  Paramatre ... Sonug Birim T.Sonug Durum Alt Limit

Kabul Tarihi NX  NK Tarh

U/ ml
1U/ml




T.C

" o D = FIRAT UNIVERSITESI
% e PATOLOJI LABARATUVARI
L N PATOLOJI RAPORU
BIYOPSI RAPORU

Hasta Adi Soyad Bivopsi/Sitoloji Mo S-1736/21
Bivopsi/Sitoloji Mo S-1T736/21 Isteyen Bolim GOGUS HASTALIKLARI KLINIGI
T.C. Kimlik Ma T RY e Tetkiki Isteyen Doktor MUTLU KULUOZTURK .
Yas / Cinsiyeti 6] E Rapor 11k Kayit Tarihi
DosyaMo 1054964
Tetkik Istern Zaman 01.04.2021 11:27 Mumune Kabul Zarman 01.04.2021 13:58
Numune Alma Zamani  01.04.2021 11:27 Uzman Onay Zamani  13.04.2021 16:43
Rapor Onay Tarihi 12.04.2021 13:03 Istermn Tarihi 01.04.2021(21271564
Rapor Kes. Tarihi 13.04.2021 16:43 lstem Kabul Tarika 01,04, 202 1{909330)
KLINiK OZET:

KLINIK BILGI:
MAKROSKOB?: Kapta gbnderilen 20 cc berrak renkte mayi (ZPAP,2ZMGG)

M?KROSKOB?:

-Bron? epitel hucreler

-Alveolar makrofajlar

-Bu k7?smi metaplazi de?i?iklikler gosteren skuamoz hucreler

-Lenfositten bask?n iltihap hicreler

TAMI:
AKC??7ER, BRON? LAVAJ S?TOLOJ?S7? VE HUCRE BLO?U:

SAKT?F KRONTK PLT?HAB? REAKSTYON




* Hastaya steroid baslanmasi planlaniyor
* Yan etki profili nedeni ile kullanmak istemiyor
e Kontrole gelmesi oneriliyor



Ekim 2022

* 1 haftadir nefes darligi, oksuruk

 FM: Sol orta-alt zon, sag alt zonda inspiratuar
raller (+), SpO2: %96, comak parmak (-),
pretibial 6dem (-)



14.10.2022




SFT

FEV1: %61
FVC: %68
FEV1/FVC: %80
DLCO: %47

Hastaya biyopsi oneriliyor



TiBBI PATOLOJI ANABILIM DALI

PATOLOJI RAPORU
Hasia AG: Soyech Bryops.Seoiop No B-16265-2023
T.C. Kumik No 37348275616 Isteyen BOWM GOGUS CORRAM SLRVIS
Yag / Cinsiyet WI/E Tetui Isteyen Doktor
Qosyano 7348279616

Tetux Istomn Zamamn  09.08 2023 1128 Numnune Kabul Zamans 09 08 2023 1120

Numure Tirb
Numune Ama Zamav  09.08.2023 1128 Uzmen Onay Zaman 18 .08 2023 08 55
Eshi Beyoosi No
KLINIK BILGI:
AC FIBROZIS ETY
MAKROSKOPI:
Kayitsiz pogetie goncerien Wom4w4uwwo 3x0,3 cm digUsinde toplam 6 adet bej -
kahverenkl nod(ler dokunun tamami 1.2.2 kasefte lakidDe mwm
MIKROSKOPI:
Kesitierde, brong akciQer parankumi gok kistk lezyonlar gorUimUgtlr. Interstisyel mesafeler kalin,
lmmw Baxn mmmm
b | coea CD163. CD1a.

100, Desmin ve Axtiin uyg e Kn&mndvlvm : .Nool.l.ﬂhn
oldudu anlasdmugtir. Infimatuar reaksiyon son derece az C mm*‘m Vool Tumen
s kalmaktadir Degsikliier inersusyol akcger hastal i ve son ¢ ~Re W-w-. - T alad

akoger gorunuma e uyumiudur,



 Hastaya IPF tanisi ile nintedanib baslaniyor

* Nintedanib kullanmak istemeyen hasta
Polikinigimize tekrar basvuruyor

KULLANMA TALIMATI
OFEV® 150 mg yumusak Kapsiil
Agiz yolu ile alinir.

e Etkin madde: Nintedanib. Her bir kapsiil, 150 mg nintedanib igerir. Bu miktar 180,6 mg
nintedanib esilata (etansulfonat) karsilik gelir.

o Yardimct maddeler:
Kapsiil icerigi: Orta zincirli trigliseridler, kat1 yag (bitkisel kaynaklidir), soya lesitini (E322),
Kapsiil govdesi: Jelatin (domuz derisi kaynakl)| gliserol (%85), titanyum dioksit (E171), kirmiz
demuir oksit (E172), sar1 demir oksit (E172)
Baski miirekkebi: sellak glaze (Coccus Lucca adli bocekten elde edilir), siyah demir oksit
(E172), propilen glikol (E1520)




AMERICAN THORA

DOCUMENTS

American Journal of Respiratory and Critical Care Medicine Volume 205 Number 9 | May 1 2022
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Table 3. High-Resolution Computed Tomography Pattems in Idiopathic Pulmonary Fibrosis

HRCT Pattern

UIP Pattern

Level of confidence
for UIP histology

Distribution

Confident (>90%)

o Subpleural and basal predominant

« Often heterogeneous (areas of
normal lung interspersed with fibrosis)

o Occasionally diffuse

e May be asymmetric

CT features o Honeycombing with or without
traction bronchiectasis/
bronchiolectasis

» Presence of irregular thickening
of interiobular septa

o Usually superimposed with a
reticular pattern, mid GGO

« May have pulmonary ossification

Probable UIP Pattern

Provisional high
confidence (70-89%)

« Subpleural and basal
predominant

« Often heterogeneous
(areas of normal lung
interspersed with
reticulation and traction
bronchiectasis/
bronchiolectasis)

« Reticular pattern with
traction bronchiectasis/
bronchiolectasis

« May have mild GGO

e Absence of subpleural

sparing

Indeterminate for UIP

Provisional low
confidence (51-69%)

o Diffuse distribution
without subpleural
predominance

o CT features of lung
fibrosis that do not
suggest any specific
etiology

CT Findings Suggestive of an Alternative
Diagnosis

Low to very low confidence (=50%)

« Peribronchovascular predominant with subpleural

sparing (consider NSIP)

o Perilymphatic distribution (consider sarcoidosis)
e Upper or mid lung (consider fibrotic HP,

CTD-ILD, and sarcoidosis)

o Subpleural sparing (consider NSIP or smoking-

related IP)

¢ Lung findings

o Cysts (consider LAM, PLCH, LIP, and DIP)

o Mosaic attenuation or three-density sign
(consider HP)

o Predominant GGO (consider HP, smoking-
related disease, drug toxicity, and acute
exacerbation of fibrosis)

o Profuse centrilobular micronodules (consider
HP or smoking-related disease)

o Nodules (consider sarcoidosis)

o Consolidation (consider organizing pneumonia,
efc.)

« Mediastinal findings

o Pleural plaques (consider asbestosis)
o Dilated esophagus (consider CTD)

Sl )

» Mediastinal findings
o Pleural plagues (consider asbestosis)
o Dilated esophagus (consider CTD)
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Table 5. Histopathology Patterns and Features

UIP

® Dense fibrosis with architectural
distortion (i.e., destructive scarring
and/or honeycombing)

® Predominant subpleural and/or
paraseptal distribution of fibrosis

® Patchy involvement of lung
parenchyma by fibrosis

® Fibroblast foci

® Absence of features to suggest an
alternate diagnosis

Probable UIP

® Some histologic features from

column 1 are present but to
an extent that precludes a
definite diagnosis of UIP/IPF
And
® Absence of features to
suggest an alternative
diagnosis

Or
® Honeycombing only

Indeterminate for UIP

Fibrosis with or without
architectural distortion, with
features favoring either a
pattern other than UIP or

features favoring UIP
secondary to another cause”
Some histologic features from
column 1, but with other
features suggesting an
alternative diagnosis’

Alternative Diagnosis

Features of other histologic
patterns of IIPs (e.g.,
absence of fibroblast foci or
loose fibrosis) in all biopsies
Histologic findings indicative
of other diseases (e.g.,
hypersensitivity pneumonitis,
Langerhans cell histiocytosis,
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_ Non-IPF dx

Non-IPF dx

HRCT pattern - OF (Likely) Indetermlnate§ Non-IPF dx
_ Indeterminate$ Non-IPF dx Non-IPF dx
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 Romatoloji ile konsulte edilen hastada patoloji
saptanmiyor

* Hastaya fNSIP tanisi ile prednol tb baslaniyor
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Bilateral akci?erlerde orta- alt lobda daha belirgin periferal retikulasyon
art??lar? periferal ve paramediastinal subplevral hava
kistleri-amfizematoz de?i?iklikler izlendi. Her iki akci?erde yer yer
traksiyon bron?ektazileri izlienmektedir (Olas? U?P 7 ).
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2019, VOL. 35, NO. 11, 2015-2024 :
https://doi.org/10.1080/03007995.2019.1647040 @ Taylor & Francis
Artide FT-0308.R1/1647040 aylor & Francis Group

ORIGINAL ARTICLE 8 OPEN ACCESS | Greckorupasis

Progressive fibrosing interstitial lung diseases: current practice in diagnosis
and management

Marlies Wijsenbeek® @, Michael Kreuter®, Amy Olson®, Aryeh Fischer? @, Elisabeth Bendstrup® @,
Christopher D. Wells’, Christopher P. Denton?, Baher Mounir”, Leila Zouad-Lejour”, Manuel Quaresma” and
Vincent Cottin' (®

Table 1. Percentage of US patients who received treatment for non-IPF ILDs in 2016.
Any treatment”  Corticosteroids  Mycophenolate mofetil  Azathioprine  Cyclosporine  Tacrolimus  Cyclophosphamide

RA-LD 72 69 7 9 5 3 0
$ScILD 74 59 29 15 5 4 1
[ CTD-ILD= &7 61 21 15 7 4 0
[insip 71 62 15 | 6 3 3 0
HF /3 74 [] 8 2 1 0
Sarcoidosis-ILD 63 62 3 3 2 2 0
Other specified non-IPF ILDs® 50 49 3 2 2 1 0
Non-specified ILDs® 52 51 3 2 2 2 0




* Hastaya Cellcept 500 mg 2x2 baslandi
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Name: 3 ; 1D: 2992 BSA: 1.89 Date:  24.09.2024
Tech: Height: 173,00 Age: 39 Room:
Doctor: Weight: 75,00 Sex: Male Race: Caucasian
Diagnosis:
Dysp Lo Cough: Wheeze:
'FbcoProd Yrs Smk: Pks/Day: Yrs Quit:
Pre-Bronch Post-Bronch
Pred  %Pred Actual %Pred  %Chng

5.00

4,00 EE-I

80 11

7,61 60

1.83 55

3,85 51

977 54




Hasta radyolojik, fonksiyonel ve klinik
olarak progrese kabul ediliyor

N

PROGRESIF PULMONER FIBROZIS
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PPF Tanimi

Radyolojik olarak pulmoner fibrozis kaniti bulunan, IPF disinda etiyolojisi
bilinen veya bilinmeyen iAH olan bir hastada, alternatif bir aciklama
olmaksizin son 1 yil icinde asagidaki UG¢ kriterden en az ikisinin ortaya
ctkmasi
1. Solunum semptomlarinda kotiilesme
2. Hastalik progresyonunun fizyolojik kaniti (asagidakilerden herhangi
biri):

a. 1 yillik takip stresince FVC'de 2%5'lik mutlak dusus

b. 1 yillik takip stiresince DLCO'da 2%10'luk mutlak dusus
3. Hastalik progresyonunun radyolojik kaniti (asagidakilerden bir veya
daha fazlasi):

a. Traksiyon bronsektazisi ve bronsiyolektazinin yayginligi veya
siddetinde artis

b. Traksiyon bronsektazisi ile birlikte yeni buzlu cam opasitesi

c. Yeni ince retikllasyon

d. Retiktler anormalligin yayginliginda veya kalinliginda artis

e. Yeni veya artmis bal petegi gérinimu

f. Lober hacim kaybinda artis



Progressive pulmonary fibrosis

Chronic
fibrotic HP /
(1.5-47.3%)

N CTD-ILDs
\m (1.8-34.8%)

IPF
(13.7-38.6%)

Sarcoidosis
(7.8-44.7%)

=
. T
Drug-induced —_— e ——
ILD Other ILDs
(0.3-5.0%) (0.7-18.9%)

FIGURE 1 Schematic representation of the prevalent spectrum of interstitial lung diseases (ILDs) that may be
associated with “progressive pulmonary fibrosis (despite management)”. The lowest and highest prevalences
across different countries are shown in brackets [14]. CTD: connective tissue disease; G/F PF: genetic and/or

Rajan SK, et al. Eur Respir J Rev 2023
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Pirfenidone

PPF gelisen hem non-IPF
IAH’de hem de non-IPF

IAH nin spesifik tiplerinde
pirfenidon’un etkinligi ve
guvenilirligi icin ileri inceleme
oneriliyor

Nintedanib

IPF disi fibrotik IAH olan, standart
tedaviden fayda gormeyen PPF
hastalarinin tedavisinde nintedanib
onerilir

PPF’ye ilerleyen non-IPF [AH’lerin
spesifik tiplerinde nintedanib’in
etkinligi ve guvenilirligi icin calisma
yapilmasi onerilir
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') Progressive pulmonary fibrosis (PPF) explains what clinicians increasingly face in practice.
hock for Assessing ILD progression, its risk and improved treatments based on current evidence for PPF
updates (despite initial management) form the mainstay of this document. http://bit.ly/3GLdgfs

Cite this article as: Rajan SK, Cottin V, Dhar R, et al. Progressive pulmonary fibrosis: an expert group
consensus statement. Eur Respir J 2023; 61: 2103187 [DOI: 10.1183/13993003.03187-2021].




Farmakolojik Tedaviler

* |PF disinda, SSc-1AH ve olasilikla RA-IAH varliginda
antifibrotikler birinci basamak tedavi olarak
distnudlmemelidir

* Baslangic tedavisi olarak kombinasyon tedavisi
Onerilmez

* PPF varliginda antifibrotikler ardisik olarak
baslanabilir
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Pulmonary Fibrosis (Update) and Progressive DOI: 10.1159/000540856
Pulmonary Fibroses: S2k Guideline of the German

Respiratory Society
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Lars Hagmeyer® Jorg Henes® Philipp Klemm9 Dirk Koschel™
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R30 Recommendation

| | Outside of controlled clinical trials, IPF or PPF patients
shall not be treated with a combination of pirfenidone
and nintedanib

Consensus strength: 100%

R15 Recommendation

 PPF patients should be treated with pirfenidone if
antifibrotic therapy with nintedanib was not sufficiently
effective or has been discontinued due to side effects

Tt A therapy switch shall be determined in the context of
an ILD MDD (ILD Board)

Consensus strength: 100%



Management of PF-ILD
I

INITIAL COMPREHENSIVE EVALUATION

History and Physical Exam (r/o identifiable causes, AEx history)
Symptom Assessment (questionnaires e.g. SGRQ, K-BILD)

Pulmonary function test
Quantification of lung fibrosis on HRCT

+ Biopsy
' 4
MILD DISEASE MODERATE DISEASE SEVERE DISEASE
Asymptomatic Mild symptoms Symptomatic with decrease Qo + frequent AEx
FVC decline <5% predicted at 12 months FVC decline >S5 — <10% predicted at 12 months FVC decline >10% predicted at 12 months
<10% of lung fibrosis OR >10% of lung fibrosis on HRCT OR >10% of lung fibrosis on HRCT
CT features not consistent with UIP Indeterminate UIP Probable or typical UIP on HRCT OR
l Definite UIP on histopathology
y
Pulmonary function test Pulmonary function test Pulmonary function test
Exercise capacity (6-MWT) Exercise capacity (6-MWT) Exercise capacity (6-MWT)
Every 6-12 months Every 3-6 months Every 3-6 months
HRCT every 12 months HRCT 6-12 months HRCT 6-12 months
, l )
Muitidisciplinary discussion
Remove offending agent Multidisciplinary discussion Consider antifibrotic therapy as first-line treatment
Smoking cessation May require tissue diagnosis Continuation of immunosuppression if evidence of active
Close observation Immunosuppression therapy inflammation (serologic, inflammatory markers, GGO on HRCT)
Treat underlying cause (immunosuppression for Consider initiation of antifibrotic therapy Pulmonary rehabilitation
autoimmune disease) Pulmonary rehabilitation Early lung transplant evaluation
Palliative care consultation

Gibson CD, et al. Lung 2020




Hastaya endikasyon disi onay alinarak Pirfenidon baslandi

A Tami ve llag Bilgileri

Tani Kodu Tani Adi Alt Tani Tani Tarihi
184.1 Intersitisyel akciger hastaligl, diger, fibrozisli fibrotik NSIP 24.09.2024
Etkin Madde Miktar Doz 1 X Doz 2 Periyodu K. Sekli Rapor Siresi
PIRFENIDOMN 600 mg 4 X 1 1 GUn Agizdan(Oral) 1 Y1l

[ Agiklama

llgili etkin maddeli ilacin kullanimi, Kisa Uriin Bilgisi (KUB) dahilinde olup, 1 (bir) yillik dozda kullanimi uygundur.

[£] Karar [] Karar Tarihi

Uygun gorulmustar 26.09.2024



Pirfenidone tedavisinin 5. ayinda




Son kontrol; 24.09.2025

Nefes darligi devam ediyor, Sp02:%90
FVC: % 37

FEV1/ FVC: %87

FEV1: %40

DLCO: %24

llac yan etkisi yok
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Sabriniz icin tesekkiirler...
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