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34 vy, E hasta
Sikayeti: 15 glindur dksuruk, balgam
Sigara: 15 yil ginde 1 paket, halen iciyor

FM: GD iyi, Nabiz:76/dk, TA:110/90 mmHg,
Sp02:%98, solunum sesleri dogal



Laboratuar

»Hemogram » Biyokimya

v'BK: 6600 v'Ure: 34 mg/d|
v'Hb:15.9 g/dL v’ Kreatin:0.79 mg/dl
v'Hct: 48.2 % v'AST: 19 U/L

v'Plt: 216000 v ALT: 28 U/L

v CRP: 32 mg/L (0-5)
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A Stepwise Diagnostic Approach to Cystic Lung Diseases
for Radiologists

Kyu-Chong Lee, MD*, Eun-Young Kang, MD, PhD*, Hwan Seock 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 ' No
Step 2: Are cysts solitary/localized ar 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 Radiologic Findings
Round .
Cyst oun , , Interfaced with normal lung
Well-defined thin wall (< 2 mm)
, I la p s o
Cavity T:?:iuw.;u. Within consolidation, mass, or nodule
Bull More than 1 cm in size A o4 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 visible walls

Central dot

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

Centrilobular emphysema Upper lung predominance

Lower subpleural lungs
Accompamied reticular pattern or traction bronchiectasis

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

N

A

13Q
C




Stepwise radiologic diagnostic approach to cystic lung diseases

Step 1: Are these lung cysts?

'- Yes ' No
Step 2: Are cysts solitary/localized or multiple /diffuse? [ Cavity ]
Bulla
_ _ Prneumatocele
Solitary/localized - - Multiple/diffuse Emph]'s.ema_
Honeycombing
l Cystic bronchiectasis
\, J
¥

lr“ﬂ

Step 4: What kind of associated radiologic findings? LAM
BHD
Modules - GGO

E

Congenital cystic lung diseases

Step 3: Are multiple/diffuse cysts assodated with other radiologic findings?
Incidental cysts
y Tes

&

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
prneumaonia, GGO = ground-glass opacity, LAM = lymphangioleiomyomatosis, LIP = lymphoid interstitial pneumania, PCP = pneumocystis jirovecii
preumonia, PLCH = pulmonary Langerhans cell histiocytosis



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

SRS e Cysts Characteristics Cysts Distribution Helpful Radiologic Findings
Numerous, uniform, round, Pneumothorax
2-10 mm in size Pleural effusion
Lymphangiolaiomyomatnsls o orh trin-wall DT, Symmatykaly Renal neoplasm
Within normal lung parenchyma Bone lesion

Multiple, variable size and shape
Lobulated, multiseptated,

L ipheral Pneumotho
Birt-Hogg-Dubé syndrome irregular in shape ower peripheral lungsand  Pneumothorax

o an R
Perceptible thin-wall along mediastinum enal neoplasm
Within normal lung parenchyma
Cysts with nodules
Centrilobular ibronchiola
Pulmonary Langerhans cell Bizarre and irregular shape Upper lung predominance, :\odules . ndo;:ienﬁestonc 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 : :
— Round or lobulated, small to Diffuse, peribronchovascular é"zzi’zs’::;ﬁ‘:mm"g
moderate size and/or subpleural
Thin-wall Lymph node enlargement
Cysts with ground-glass opacity
Pneumocystis jiroveci Variable in size, shape, and -
paeumonts well Silikriass Upper lung predominance Pneumothorax
Desquamative interstitial Small (usually < 2 cm), well defined Lower peripheral lung
pneumonia Thin imperceptible wall predominance - rF
i . g Nodules, interlobular septal
Lymphoid interstitial il e e NI aiontacing thickening, thickening of
- Thin-wall in lower lungs and along hicachovaacules hadtes
Fewer in number peribronchovascular bundle

Lymph node enlargement
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MR EKSTREM?TE TEK TARAFLI (SOL):

KL?N?K: Lezyon
BULGULAR:

Sol femur proksimal diafizde Iataralda kortekste hafif kal?nla?ma ve fistiil ile uyumiu
destruks 2 A\'da hiperintens DAG'da k7s?tlanan lezyon

izlendi stanmyalit lehine d&‘?erlendirlldl




Patoloji
raporu

opsi No B-1111/2016 Rapor Onay Tarihi  :19.04.2016 16.08
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K-BIYOPSI/ KURETAJ MATERYALI

KL?N?K ON TANI:Ewing sarkomu?,Oslkeomyelit?Sal femur proks imal diafizi lateral korteksteki kisik gdrinimid
kemik kitlesinin kiretaj?n?n ve pirilan gorinimid iger?i al?nd??? patoloji dmekleridir.

MAKROSKOB?:Formol lespith yakia? 7k 20 cc kani? kilrete nitelikie bir k?sm? yumu?ak bir k?sm? hafil sen
tzeliikie materyalin timil takibe al?nd?{3K)

M?PKROSKOB?:

MAMUNOH ?STOK M YASAL BOY ALAR:
G'ye uygulanan:

CD3:(+)

CD20:(-)

Kromogranin:(-)

Sinaptofizin:(-)

E'ye uygulanan:
MPO+)
Glikoforin:(+)
CD3:(+)

CD20:(+)
CD34:Nonspaesifik
PanCK:Antikor yok

TANL
SOL FEMUR BTYOPS?: YORUMU OKUYUNUZ

Yorum:Gdnderilen maleryalde asil lakip ve kesil kusuru nedeniyie tekrar i7lem (retakip) uygulanm?? olup

optimal kesitler akda Bﬂlm'n&n'l"ll Mevcul kesitlerde kemik trabekiiberi ve cavre kas ve ba? dokusu alanlar?
maveultur.Bu alanlarda kaslar aras?na da giran mik st inflamasyon

sbz konusudur. Wﬂlnk radyolojik korelasyon ve gere?i halinde pablop
rekonsilasyonu .
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Special Report

International expert consensus recommendations for the
diagnosis and treatment of Langerhans cell histiocytosis
in adults

Gaurav Gnya|.1 Abdellatif Tazi,®* Ronald S. Go,* Karen L. Rech,® Jennifer L. Picarsic,” Robert Vassallo,” Jason R. "r"nung.E'
Christian W. Cox,® Jan Van Laar,™'" Michelle L. Hermiston,!” Xin-Xin Cac,'® Polyzois Makras, 314 Gragory Kaltsas,"® Julien Haroche,'®
Matthew Collin,”” Kenneth L McClain,"® Eli L Diamond,'®* and Michasl Girschikﬂ[ﬁkym"'
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ogy and Stem, Cell Transplantation and Medical Oneclogy), Ordensklinikurn Linz Elisabethinen, Ling, Austria
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Medical history

Constitutional: favars, night sweats, fatigue, headache, myalgias
HEENT: double vision, blurry vision, decreased hearing, ear
fullness, otitis, gingival recession, oral ulcers
Cardiovascular: dyspnea, erthopnea

Pulmonary: dyspnea, cough, chest pain

Musculoskeletal: bone pain, back pain

Lymph: lymphadenopathy

Gastrointestinal: diarrhes, melena

Dermatologic: rash, skin ulceration

Endocrine: polydipsia/polyuria, decreased libido
Neurologic: ataxia, dysarthria, seizures, cognitive decline
Psychiatric: deprassion, anxiety

Hadtuluglcal evaluation

Pulmonary LCH

High-resolution CT chest

Fu1rn¢n functmn tasts
; s of organ involvement:

MHI brmn wuh cuntrast and!ur MRI salla turcica

MRI spine for vertebral involvement

Right heart catheterization

CT chast, abdomen, and pelvis with contrast

US abdomen (liver/spleen)

MRCP/ERCP- if LFTs abnormal or ducts dilated on CT/US

EKG- prior to BRAF-inhibitor treatment

Trans-thoracic echocardiogram—if suspicion for pulmenary hypertension

Trans-thoracic echocardiogram - prior to MEK-inhibitor treatment

Physical examination

HEENT: swelling, lump, ear canal erythema, recessed gingiva
Lymph: lymphadenopathy

Skin/scalp: erythematous rash, scaly lesions, subcutaneous
nodules, ulcerated lesions in crura and perineum

Pulmonary: wheezina. decreased air entrv

MNeurologic: disconjugate gaze, cranial nerve palsies, oculomotor
abnormalities, dysarthria, ataxic or magnetic gait

Subspecialty consultations as needsd

Neurclogy

Endocrinology

Dermatology- for disease assessment and prior to initiation of
BRAF or MEK inhibitor therapy

Ophthalmology- for disease assessment and prior to initiation of
MEK inhibitor therapy

Laboratory and ancillary evaluation

All patients:

Complete blood count with differential

Comprehensive metabolic panel including liver and kidney function assessments
C-reactive protein

Morming urine and serum osmolality

Morming serum cortisal

TSH and free T4

BRAF-V&00 genotyping (in lesional tissue)

Next generation sequencing of lesional tissue in BRAF-VAD0-wild type cases

for MAPK pathway mutations

Fusion assay

Selected patients based on symptoms, organs involved, or laboratory abnormalities:

Water deprivation test - if suspicien for DI

FSH/LH, prolactin, with testosterone (males) and estradiol (females) - symptoms or pituitary
involvement on MR

IGF-1- suspected growth hormone deficiency

Bone marrow biopsy - if CBC abnormal

Right heart catheterization- if suspicion for pulmonary hypertension in pulmonary LCH



Table 1. Consensus recommendations for the diagnosis and management of adult LCH

Consensus

Statement recommendation
number Consensus statements category
Diagnosis
1. A biopsy of lesional tissue is recommended Ie».ren in circumstances of highly suggestive clinical and A

imaging features to confirm LLH diagnosis and establish BRAF or another MAPK-ERK pathway

mutational status. Cases of single-system PLCH with typical radiolegic findings and clinical context

are a reasonable exception, although a biopsy is recommended in these cases as well.
2. LCH should be considered in the presence of characteristic clinical/radiologic features (Table 3), even B

when a histopathologic review is equivocal. Molecular analysis of tissue for BRAF and MAPK-ERK

pathway mutations can be helpful in the diagnosis of questionable lesions.

3. |I Baseline full-body (vertex-to-toes) FDG-PET/CT Jincluding the distal extremities, is recommended to aid B
in diagnosis and denning the extent ol disease.

4, [Organ-specific imag";ll_g (CT, MRI) is recommended fo further assess involved sites of disease based on A
initial imaging studies.

5. MRI of the brain with gadolinium, with a dedicated examination of the sella turcica, should be A
undertaken at diagnosis in cases with pituitary dysfunction or neurolegic symptoms.

6. In patients with suspected/confirmed PLCH] HRCT of the chest Ishculd be performed. A

7. In patients with single-system PLCH, a surgical lung bicpsy may be necessary to confirm the diagnosis if A

a bronchoscopic biopsy or other methods are nondiagnostic.

8. All patients with PLCH should undergg pulmonary function testing|(spirometry with lung volumes, A ]
diffusion capacity, and plethysmog v ] [ IS. i

2. All patients with PLCH wh | ormal diffusing capacity for carbon menoxide B
should undergo a resting transthoracic echocardiogram fo screen for pulmonary hypertension.
10. Right-sided heart catheterization and vasoreactivity testing should be considered in selected patients B

with echocardiographically demonstrated pulmonary hypertension to assess its severity and aid with
further management.




Olgu (2016 tarihli)

Hemogram * TSH:3.17

e WBC: 8720  SerbestT3:3.15
e Hb:16.6  SerbestT4:1.38
e Hct:49.4

* Plt: 263000 * CRP:4.16
Biyokimya  TIT: Dogal

e Ure: 30

 Kr:0.70

e AST: 32

* ALT: 48



30.12.2020




18.06.2021




Special Report

International expert consensus recommendations for the
diagnosis and treatment of Langerhans cell histiocytosis Multi-focal or multi-system LCH »
in adults

Clinical trial participation to be
considered when available

Critical organ involvement*?

R T LT

No Yes
Organ system BRAFV600E? «
involved?
Bone-only Skin-only Single-system Multi-systemn L
disease disease pulmonary LCH LCH Yes BRAF-inhibitor
Bisphosphonates, Topical therapy, . MEK-inhibitor

oral MTX, oral MTX, Smcktlrng No

hydroxyurea 6-MF, IMiDs cessation
PD
PD PD* v
No > ch h
PR v v emotherapy

<3 lesions? A » (Table 6)

h(

= PD

Radiothera
= Alternate chemotherapy
v v v agent from Table &
or
Relapsed/refractory LCH Targeted therapy

Figure 4. Treatment algerithm for adults with multifocal or multisystem LCH. Systemic therapy is indicated for patients with single-system unifocal disease invelving
critical argans or specific sites {nervous system, liver, spleen, etc). *Brain {esp. neurcdegenerative LCH), liver {esp. sclerosing cholangitis). Liver transplant consult far
sclerosing cholangitis. "Systemic therapy may be indicated in patients with symptomatic disease and unable to quit smoking. Lung transplantation referral should be
undertaken if not eligible for or refractory to systemic treatments. 4-MP, &-mercaptopurine; IMiDs, immunomodulatars (thalidemide, lenalidomide); MTX, methotrexate;
PD, progressive disease.



Initial Treatment: Course 1
111 1 11

Day 1

Week 1 2 3

LEGEND:

[T, PRED 40 mg/mPiday orally, weekly reduction aftor week 4

1 VBEL & ma'm?iv. bolus

Initial Treatment: Course 2

I N TR
oogggam,

Day 43

Waak 7

LEGEND:
D PRED 40 mg/m?day orally, waakly for 3 days iv. bolus

1 VBL & mg/m?iv. bolus

Continuation Treatment

! ! ! J !
E = = ==, ==
/

10 13 18 52

or 13 16 19 22

LEGEND:
- PRED 40mg/m2dorally day 1-5 of wesk (7, 10), 13, 16, 18
I VBL &mgm2div bolus g3 wesks

32

&MP 50 mg'mzd orally fior 12 months

12 months

LANGERHANS CELL HISTIOCYTOSIS

I HISTIOCYTE
SOCIETY

Histiocyte Society
Evaluation and Treatment Guidelines

April 2009




Olgunun tedavisi

18 kir Vinblastin + Prednol
3 ayda bir Zometa

26.08.2022 - 09.09.2022 tarihleri arasinda sol
femur distalinde yerlesen lezyona 10
fraksiyonda 20 Gy EBRT uygulamasi

1.5 yildir ilagsiz takip



LANGERHANS CELL HISTIOCYTOSIS

Hy=2

SOCIETY

Histiocyte Society
Evaluation and Treatment Guidelines

April 2009

FOLLOW UP INVESTIGATIONS AFTER END OF THERAPY

YEAR 1° YEARS 2- 5
Glimical examirasion Every & wesks Ewery & manths
Height, weight, pubertal status | Every § monshs Ewery & manths
Lab-eraminabions in patianis Every 3 menfhs Yaarly

withc have had nespecive cegan
imicivement: Biood count, ESR,
ireer and renal isnction tests,

Winne Cesrms iy

FAadicgraphs: of hone lesions: Only ¥ new iesiors | Onlly if new ke sions o
o reacirasen reactivation suspested
suspecisd

Audiokogy 0 patiends wish At 7 year A3 8 ypears

heshory of eanmasiod
e el

HR-CT, purmonary function
fzsis in pahents wath pulmonany
irramiee sl

Every & monihs

Oy if progression

Ulrascund in padents with Iver | Every 8 monfhs Yaarly
irrsciwemenl

Brain MAl in patienis with O or | AL Tyear Ewery 2 years
ather endocnnopainees o

patients with GRS risk lesions

Mewopsyochometric assssemant | 1 yaar Every 2 yoars

im patients with SRS
e el
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Glincel SFT




Hastaya;
* Sigarayil birakmasi

e 3 ay sonra Gogus Hastaliklari poliklinik
kontroli 6nerildi
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61y, E hasta
Eczanede calisiyor
Sikayeti: Nefes darlig
Ozgecmis: 4 yildir RA

Kullandigi ilaclar: Hidroksiklorokin, MTX,
Leflunomid, Rituximab

FM: Bibaziler Velcro raller (+), SpO2: %85 (oda
havasi solurken)
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COK KESYTL? BYLGYSAYARLI TOMOGRAF?
TORAKS

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

Mide kardia diizeyi hafif odemli gorinumde izlendi (Gastrit ?).
Brakiosefalik vaskller yap?lar, trake ve ana bron?lar, dzefagus normal gorinimdedir.

Kalp ve ana vaskller yap?lar normal boyutlarda olup patoloji izlenmemi?tir.

Biiyii?ii sa? hiler bolgede k?sa aks? 1 cm 'yi gegmeyen LAP-lenf nodu izlendi.
Bilateral akci?er iist lob apikallerde plevral kal?nla?malar?n e?lik etti?i parankimal

fibrotik de?i?iklikler izlenmektedir.

Bilateral akci?erde paraseptal-sentriasiner amfizematoz de?i?iklikler izlendi.
Bilateral akci?er periferlerinde daha belirgin olmak lizere buzlu cam gériinimleri,
parankimal fibrotik de?i?iklikler bal pete?i akci?er gortntumleri izlendi (?nterstisiyel

akci?er hastal??? ?).

Aort ve ana dallar?nda yer yer aterosklerotik kalsifik de?i?Ziklikler izlendi.
Bilateral akci?erlerde milimetrik boyutlu birka¢ adet kalsifik-nonkalsifik pulmoner nodiil

izlenmektedir.

Sa? akci?Zer st lobda 4 mm boyutunda birka¢ adet pulmoner nodiil izlendi.
Sa? akci?er minor fissiirde bant atelektazi izlendi.

Sol akci?er major fissiirde nodiiler plevral kal?nla?ma izlendi.
Go7us duvar?. kemik van?lar ve vumu?ak dokular normal adérindmdedir.



SFT

* FVC: %72, FEV1/FVC: %87

* DLCO: %55

e Sp02: %90 (oda havasi solurken)
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Kurumu : EMEKLI SANDIGI GENEL MUDURLUGU Dogum Yeri - Tarithi  :ELAZIG - 1962
Bolum 1 GOGUS HASTALIKLARI KLIMIGI Doktor ERDAL IM .

Istem Tarihi :02.04.2019(16644521) Istem Kabul Tarihi :02.04.2019(909330)
Hizmet - Rapor Ik Kayit Tarihi :10.04.2019 09:56
SIVI BAZLI SITOLOJI

MAKROSKOB?:Kapta génderilen 30 cc kirli beyaz renkli mayi (2PAP 2MGG)

MPKROSKOB?:

-Bron? epitel hucreler

-?tihap hucreler
-Histiyosit%%60-65
-Paolimorf ndweli [okosit %2530
Lenfosit %5-10
-Eozinofil %1-2

H?STOKTMYASAL BOYALAR:
MGG

TANI:
BRONKOALVEOLAR LAVAJ STTOLOJ?ST
-AKT?F KROMN?K LT?HABT REAKSTYON



e Hasta mevcut klinik, radyolojik ve sitolojik
bulgular ile RA-AC tutulumu olarak
degerlendiriliyor

* Immunsupresif tedaviye devam 6neriliyor



04.02.2022
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: cipaa RADYOLOJI RAPORU
A Soyadi = - Rapor Tarihi 07022022 10:10
TCKimlikMNa 07 ... ... .o Dosva no et
Baba Adh o HIDIR Baswvuru Mo 11075 Taz
Kurumu ! EMEKLI SANDIGI GENEL MODORLOGO  Dogum Yeri - Tarih @ ELAZIC - 1962 yag: 55
Istern Tarihl  © 04 02 2022 Z3665307) Isterm Kabul Tarihl : 04 02 2022 R100460)
Hizmet Adi s BT, TORAKS, KONTRASTLI Cinsiyat "E
Tam : Hodu Aud
ER5.9 WiTAMIN D EXSiRLIGL TAM IDALA RN 2 1S
(LT BEL AGRISI
0S8 ROMSTOID AR TRIT, TARIBLARARIS
Re0.48 ATES, TAR | MLARKAMIS

QO KES?TL? BALG2EAY AHLI TOMOGHEAR?
TORAKS

Teknik : 7O mil kontrast madde venlersk yapTan ok kesitli BT tetkiZinde,

Mide kardia diizeyi hafif 6demii gorim limde iziendi (Gastrit ?).

Brakiosefalik vaskiller vap™ar, trake ve ana bron®ar, dzefagus normal gdrinidmdedir.
Kalp ve ana vaskiler vapdar normal boyutiarda olup patolofi i 2kenmemid i
Buyu?iu sa? hiler bolgede k7saaks? 1 cm "y gegmeyen LAP-lenf nodu izlendi. |
El_l'a t‘era_l' ah:-l ?E-r usi‘ J'ub aplkaﬂerde plevral kal?nla ?malar?n e ?lik etti?i parankimal

Bd'aters.l' akci Fer pa’uferi'ennde daha belirgin olmak lzere buzlu cam gu_runumi'a'l
parankimal fibrotik de?i?iklikler, subplevral retikuler dansiteler, bal pete 7/ gorunumieri

ve subplevral mikrokistler izéendi {Prnterstisivel akciPer hastal? ?? ac ?sPndan amfam/?
bulg ui'ar 25 01. Eﬂl.?‘f tﬂrlh.fl BT IJ'E .Er??_l'a?t ﬁ]d???ndabu.f u.l'arr.l's a_rt?? izlendi).

Bila h:rﬂi' ﬂ_ﬁ:m ?Eri'en:l'e ml_l'm'i Eitnir boyu ﬂ'u blr_ﬁ:ﬂ ¢ a dei‘ kﬂ_fs rﬁir-nun_lmisrﬁk pui.'m oner ool
izlenmektedir.

Her iki akci?Perde buyli?i sa? lst lobda 4 mm boyutunda birkag adet kalsifik pulmoner
nodul izfendi.

Sa? akciPer minor fssurde bant atelekiazi izlendi
Sol akci?er major fissurde noduler plevral kal?nla?ma izlendi.

Gatis duwar?, kemik yap¥ar ve yumu? ak dokular nommal gdriend mdedir.



* FEV1: %60 FVC: %60 FEV1/FVC: %100

6 DK ydrime mesafesi: 280 m, baslangic
Sp02: %87, bitis Sp02: %80

* DLCO: %55



Hasta radyolojik, fonksiyonel ve klinik
olarak progrese kabul ediliyor

N

PROGRESIF PULMONER FIBROZIS




| M) Check for updates |

AMERICAN THORACIC
DOCUMENTS

Idiopathic Pulmonary Fibrosis (an Update) and Progressive

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

8 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

THIS OFFICIAL CLINICAL PRACTICE GUIDELINE WAS APPROVED BY THE AMERICAN THORACIC SOCETY, EUROPEAN RESPIRATORY SOCIETY, JAPANESE RESPIRATORY SOCIETY, AND
AsSOCIACION LATINOAMERICANA DE TORAX FeEBRUARY 2022



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



PPF Tedavi Onerileri

Pirfenidone

* PPF gelisen hem non-IPF IAH’de hem de non-iPF IAH’nin
spesifik tiplerinde pirfenidon’un etkinligi ve gtivenilirligi icin
ileri inceleme oneriliyor

Nintedanib

 |PF disi fibrotik IAH olan, standart tedaviden fayda gérmeyen
PPF hastalarinin tedavisinde nintedanib énerilir

 PPF'ye ilerleyen non-IPF [AH’lerin spesifik tiplerinde
nintedanib’in etkinligi ve glvenilirligi icin calisma yapilmasi
onerilir



TXC.
SAGLIK BAKANLIGI
Tiirkiye ila¢ ve Tibbi Cihaz Kurumu

Sayt  : E-16358815-506.01-696295 08.03.2022
Konu : Endikasyon Disi ila¢ Bagvurusu

Sayin Dr. GAMZE KIRKIL _
ELAZIG FIRAT UNV. ARAST.VE UYGULAMA HASTANESI
GOGUS HASTALIKLARI

flgi:  Kurumumuz 03.03.2022 tarihli, E.1475495 sayih bagvurunuz.
flgide kayith bagvurunuz ve ekleri incelenmistir.

isimli hastanin rahatsizlig olan; Intersitisyel akciger hastalif, diger, fibrozisli
tamsinin/tantlaninin  tedavisinde PIRFENIDONE etkin  maddeli ilag/ilaglarin  kullanimi  uygun
gorilmiistiir.

6 (alt1) aylik dozda kullanimi uygundur. Onay siiremiz 09.04.2020 tarihinde titck.gov.tr internet
sitemizde yaymnlanan “Endikasyon dist/Yurt Dis1 flag Kullammuna iliskin Onay Siirelerinin Uzatilmasi”
hakkindaki duyuru kapsami disindadir. Tedaviye devam edilmek istenilmesi durumunda bagvurunuzu
giincel tetkiklerle birlikte yapabilirsiniz.

Bilgilerinizi rica ederim.

Imza
Dr. Ibrahim Muaz YARADILMIS
Kurum Baskan a.
Daire Baskam



29.08.2023
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RADYOLOJi RAPORU

Adi Soyadi : Rapor Tarihi 0608 2023 10:44
T.C Kimlik Ne :: Dosya no -
Baba Adi : HIDIR Bagvuru No : 12894576
Kurumu : EMEKLI SANDIEI GENEL MODORLOGO  Dogum Yeri - Tarlh : ELAZIG - 1962 yag: 61
Istern Tarihi : 29.08.2023(28234587) Istern Kabul Tarihi : 29,08 .2023(R100030)
Hizmat Adl * BT, AKCIGER, YUKSEK REZOLUSYOMLU Cinsiyet ‘E
Tam : Kodu A

MOE.9 ROMATOID ARTRIT, TAMIBMLANMAMIS

JIBE PHOMONT, DIGER TAMBMLANMAMIS ORGANIZMALAR

COK KES?TLY? BYLGYSAY ARLI TOMOGRAF?
TORAKS

Teknik : Kontrast madde verimeden yap?an cok kesitli BT tetkikinde,

Brakicsefalik vaskiler yvap¥ar, trake ve ana bron?lar, dzefagus normal gdrinimdedir.

Kalp ve ana vaskiler yapMar normal boyutlarda olup patoloji izkenmemi Hir,

Bilateral akci?er ust lob apikallerde plevral kal?nla ?malar?n e ?lik etti?i parankimal
fibrotik de?i7iklikler izlenmektedir.

Mediastinal alanda k?sa ¢ap? 1 cm'yi gegmeyen LAP-lenf nodlar? izlend.

Bilateral akciterde ust loblarda parﬂsmtﬂh&enmﬂsmﬁ' amfizematoz de 7i Piklikler izlendi.
Bd‘ﬂtera.l' a.km er perrferlennde daha behrgm u.bﬂak uzere buz.fu cam gurun uml'a'l,

Her iki akci?erde buyu?u sa? ust Iubda 4 mm buyutunda bm‘ra;: adet ka.lsrﬁk pulmoner
nodul izlendi.

Sa? akci?er major fissurde bant atelektazi izlendi.

Sol akciPer major fissurde perifissural izlendi.

Kemik gap?larda dejeneratif de?i?iklikler izlendi.

T11,T12 vertebra end platelerde skleroz izlenmektedir.

T12 vertebra superior end platede duzensizilik ve yukseklik kayb? izlendi (gegirilmi?
kompresyon frakturu ?).

06.04.2023 tarihli BT ile kar? Pla?t?r 71d? 7 ?nda anlami? fark izlenmedi .









* Sp02: %93 (oda havasi solurken)
* |lac yan etkisi yok

* Tedaviye devam onerildi



OLGU-3

64 vy, K hasta

2010 yilinda oksurik, yorgunluk, halsizlik, ates,
gece terlemesi sikayetleri ile basvuruyor

FM: Solunum sesleri dogal, comak parmak (-),
PTO (-/-)
Diger sistem muayeneleri dogal



1
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T.C

FIRAT ONIVERSITES| HASTANESI
RADYOLOJI RAPORU

Ads Soyach Rapor Tarihi : 19.08.2010 10:38
T.C Kimlik No Dosya no -
Baba Adh - SADETTIN Balvuru No : 1600688
Kurumu : SSK SAGLIK HLER| MUDURLUGU Dogum Yert - Tarthi :ELADG-1955 YaR 55
Istem Tarthi : 16.08.2010(480307) Istem Kabul Tarthi - 16.08.2010(46261)
Hzmet Adi : BT, TORAKS Cinsiyet K
Tam: Kodu Adi

A182 TUBERKULOZ PERIFERIK LENFADENOPATI

A182 TUBERKULOZ PERIFERIK LENFADENOPATI

TORAKS COK KESITLI BILGISAYARLI TOMOGRAF|

Teknik : 70 ml intraven0z iyotiu kontrast madde verilerek yapian 64-CKBT incelemesinde:

Brakiosefalik vaskoler yapilar, trake ve ana broniar, 0zefagus normal goranOmdedir.
Kﬂpvemvaﬂdleryap‘unmmlboytmmdmpatdqimenmﬂk




* Hastaya mediastinal LAP 6rneklemesi icin
Gogus Cerrahisi konsultasyonu isteniyor

* Mediastinoskopi yapiliyor



Elazig

Paroloji No : EHB-561-10
Alindigs Taril 10-06-2010
Geldigi Tarih : i
Materyalin : Mediasten

Alindigi Yer
. Mediastinal LAP

On Tani -
Klinik Ozet . Oksiiriik,Halsizlik. Yorgunluk ,Mediastinoskop ile Lenf nodu biopsisi
alindi.
MAKROSKOPI  :Topluca 0,2-0,5cm 6-7 adet ¢apli gri san yumusak dokulann timil
miit.1k.t.a.AA
TANI Graniilomatoz iltihap,Mediastinal Lenf nodlar, Mediastinoskop ile
Lenf nodu biopsisi.

VO T : Malignite [zlenmemisti .
rarkoidoz ve diger Graniilomatdz ANAE b agisindar



* Hastanin 3 balgam ARB (-), TB kiltlrinde
Ureme yok

e Hastaya Haziran 2010 - Ocak 2011 suresince
TB tedavisi verilmis

e Tedavi suresince klinik bulgularinda dizelme
olmamis



04.01.2011




T.C. S —
FIRAT UNIVERSITESI HASTANESI é'e

RADYOLOJI RAPORU e

Adi Soyad : Rapor Tarihi : 06.01.2011 15:27

T.C Kimlik No ) Dosya no :

Baba Adi : SADETTIN Bafvuru No 1 1752957

Kurumu 1 S5K SAGLIK ILER| MUDURLOGU Dogum Yeri - Tarihi : ELAZIG-1955  ya®% 55

istem Tarihi : 03.01.2011(904835) Istem Kabul Tarihi + 03.01.2011(46261)

Tami: Kodu Adh

Ja4.9 KRONIK OBSTROKTIF AKCIGER HASTALIGI, TANIMLANMAMIE
TORAKS COK KES?TL? B?LG?SAYARLI TOMOGRAF?

Teknik : 70 ml intravendéz iyotlu kontrast madde verilerek yap?lan 64-CKBT incelemesinde:

Brakiosefalik vaskuller yap?lar, trake ve ana bron?lar, 6zefagus normal gérinimdedir.

Kalp ve ana vaskuler yap?lar normal boyutlarda olup patoloji izlenmemi?tir.

Sa?da paratrakeal alanda , aorto pulmoner pencerede, karinal ve subkarinal alanda ve bilateral hiler
bdlgede buyd?i 3x2 cm boyutta LAP'lar izlendi ( 19.08.2010 tarihli toraks BT ile kar??la?t?rmada
tan?mlanan LAP'lar?n boyut ve say?lar?nda art?? iziendi).
Bilateral akcizerlerde Iaxg’?n buzlu cam gorunlimdu, fibrotik de?i?iklikler, peribron?ial kal?nla?malar ile
yayg?n amfizematdz de?i?iklikler dikkati cekti (?nterstisyel Akci?er Hastal???? Sarkoidoz?Enfeksiyoz
Proces?, 19.08.2010 tarihli toraks BT ile kar??la?t?rmada tan?mlanan bulgularda grt?? izlendi).
Bilateral akci?erde milimal boyutta bir kag adet pulmoner nodil izlendi ( 19.08.2010 tarihli toraks BT ile
kar??la?t?rmada anlaml? farkl?I7k izlenmedi ).

Sa? akci?erde yer yer plevral kal?nla?malar izlendi.

Sol akci?er alt lob posterobazalde 2 adet kalsifik pulmoner nodl izlendi ( 19.08.2010 tarihli toraks BT
ile kar??la?t?rmada Kalsifik lenf nodu say? ve boyut art??? izlendi).

G&7?0s duvar?, kemik yap?lar ve yumu?ak dokular normal gérintimdedir.




Radyolojik ve klinik dizelme olmamasi Gzerine
nastaya FOB 6nerilmis

Hasta dis merkeze basvurmus, orada hastaya
naska bir invaziv islem yapilmaksizin «Sarkoidoz»
tanisi konmus

Hastaya 32 mg steroid tedavisi baslanmis

Hasta 6 ay siire ile steroid tedavisine (16 mg/glin)
devam ediyor

Siddetli bel agrisi ile hastaneye basvuran hastaya
lomber MR cekiliyor




T.C. F e 3
FIRAT ONIVERSITES| HASTANES| b e

RADYOLOJ RAPORU

Ad Soyada : Rapor Tarihi - 02082011 1437
T.C Kimlik No - Dosya no :
Baba Adi - SADETTIN Balvuru No : 1842018
Kururmu : SSKSAGLIK BLER| MODDRLOGO Dogum Yer - Tarlbi : ELATIG- 1955 YaR 55
Istesm Tarthi : 3052011 1434500) Istem Kabul Tarthi = 31.05.2011(46306)
Hizmet Adi :IR.WERTEBRH.LHBER ﬂﬂﬂ-ﬁ K
Tami: Kodu A

M51.1 LUMEAR VE DIGER INTERVERTEBRAL DISK BOZUKLUKLAR, RADIKOLOPATI ILE

G728 MIYOPATILER DIGER, TANIMLANMER
MR VERTEBRA LOMBER :

TEKNIK : SE T1 FLAIR Sagittal
FSE T2 A Sagittal , FSE T2 A FatSat Sagittal
FSE T2 A Aksiyal

KLINIK: LDH?
BULGULAR :

L2-3 intervertebral disk, kanal ici ohifumlan nomaldir. Norl foramenler agik, ndral kiskler salimdir. Tekal keseye basi
saptanmamir,

L3-4 intervertebral disk, kanal ici ohufumlan normaldir. Noral foramenler agik, noral kiskler salimdir. Tekal keseye basi
saptanmamir,

L3 vertebra korpus stiperior end-platede Tip Il dejenerasyon, L3 vertebra korpusda yitksekdik kayby, liner hipointens
gorindmier [Kompresyon fraktiini) ve kemik iligi 5demi ile uyumlu STIR'da hiperintens griindm izlendi

L4-5 direyinde disk sinyal intensitesinde azalma, anulis fibrozis riptirinin ik ettigi, bilateral nGral foremenleri
daraltan diffiiz bulging izZlendi. Tekal keseye bas saptanmamaEhr.

L5-51 diizeyinde disk sinyal intensitesinde azalma idendi. Noral foramenler agik, néral kokler salimdir. Tekal keseye bau
saptanmamillir.

hmmmh“
L5-51 duzeyinde disk sinyal intensitesinde azalma



 Kompresyon fraktlirtinin osteoporoza bagli
oldugu soyleniyor

* Hasta 1 yil immobil kaliyor ve kendi istegi ile
steroid tedavisini kesiyor



15.03.2017’de klinigimize basvuru

» Oksuriuk, nefes darligi, terleme, sirt agrisi,
halsizlik, yorgunluk

* FM: SpO2: %80, Nb:106/dk
Bibaziler ince inspiratuar raller (+),
PTO: -/-, comak parmak (-),









T.C. Py
FIRAT ONIVERSITESI HASTANESI 'e
RADYOLOJI RAPORU

S

Adi Soyad: : Rapor Tarihi : 21.03.2017 14:58
T.CKimiik No : 3 ' Dosya no :
Baba Adi : SADETTIN Balvuru No : 5746763
Kurumu : SSK SAGLIK EELERI MODORLOGU Dogum Yeri - Tarihi : ELAZIG- 1955 yam 81
Istem Tarihi : 17.03.2017(11529258) Istem Kabul Tarihi : 17.03.2017(46261)
Hizmet Adi : BT, TORAKS Cinslyet ‘K
Tam: Kodu Adi
RO8 SOLUNUM ANORMALLIKLER!
D88 SARKOIDOZ
ROS OKSURUK
COK KES?TL? B?LG?7SAYARLI TOMOGRAF?
TORAKS
Teknik : 70 mi intravenéz iyotiu kontrast madde verilerek yap?lan 64-CKBT incelemesinde:

Brakiosefalik vaskiler yap?lar, trake ve ana bron?lar, 6zefagus normal gérinOmdedir.
Kalp ve ana vaskller yap?lar normal boyutlarda olup patoloji izlenmemi?tir.
Mediastenlerde biyii?u sa? hiler - infrahiler bolgede 13  mm capl? ¢ok say?da LAP ve lenf
nodlar? izlenmektedir ( 07.09.2015 tarihli BT ile mukayesede minimal gerilem,
Bilateral akci?erlerde yayg?n buzlu cam gorinumleri , fibrotik de?i?iklikler
ve e?lik eden periferal kistler izlenmektedir (?nterstisiyel akci?er hastal???,
BT ile mukayesede buzlu cam gorunimlerinde art?? izlenmektedir ).
Bilateral pulmoner hilusiar normal gérinimdedir.
Go6?0s duvar?, yumu?ak dokular normal goérinimdedir.

Kemik yap?larda dejeneratif de?i?iklikler izlendi.
Alt torakal vertebraalrda -list lomber vertebra korpus yiiksekliklerinde azalma izlenmektedir
(Osteoporoza sekonder ).

MO K

bal pete?i paterni

Al




SFT

 FEV1/FVC: %83, FEV1: %54, FVC: %50
 DLCO: %59

Laboratuar

* Hemogram: Normal sinirlarda

* Biyokimyasal tetkikler: Glukoz: 156 mg/dL
* Diger parametreler normal sinirlarda



EUROPEAN RESPIRATORY JOURNAL
ERS OFFICIAL DOCUMENTS
R.P. BAUGHMAN ET AL.

Eur Respir J 2021; 58: 2004079

ERS clinical practice guidelines on treatment of sarcoidosis

Robert P. Baughman!, Dominique Valeyre?, Peter Korsten ©3, Alexander G. Mathioudakis ©*,

Wim A. Wuyts ©°, Athol Wells®, Paola Rottoli’, Hiliaro Nunes®, Elyse E. Lower®, Marc A. Judson®,
Dominique Israel-Biet'®, Jan C. Grutters'*'?, Marjolein Drent ®'-*'* Daniel A. Culver®,
Francesco Bonella ©'°, Katerina Antoniou’’, Filippo Martone'®, Bernd Quadder®, Ginger Spitzer®’,
Blin Nagavci*!, Thomy Tonia??, David Rigau?® and Daniel R. Ouellette®*

TABLE 1 Task Force recommendations

PICO question Recommendations

1) In patients with pulmonary sarcoidosis, should « For untreated patients with major involvement from pulmonary sarcoidosis believed to
glucocorticoid treatment be used versus no be at higher risk of future mortality or permanent disability from sarcoidosis, we
immunosuppressive treatment? recommend the introduction of glucocorticoid treatment to improve and/or preserve FVC

and Qol. (Strong recommendation, low quality of evidence.)

TABLE 2 Immunosuppressive therapies for sarcoidosis

Drug Usual dosage Major toxicities Recommended monitoring Comments
Prednisone/ Initial 20 mg once a day; Diabetes; hypertension; Bone density; blood pressure and serum Cumulative toxicity
prednisolone follow-up 5-10 mg once  weight gain; osteoporosis; glucose
a day to once every cataracts; glaucoma;

other day moodiness



EUROPEAN RESPIRATORY JOURNAL
ERS OFFICIAL DOCUMENTS

R.P. BAUGHMAN ET AL.
Eur Respir J 2021; 58: 2004079

ERS clinical practice guidelines on treatment of sarcoidosis

Robert P. Baughman!, Dominique Valeyre?, Peter Korsten ©3, Alexander G. Mathioudakis ©*,

Wim A. Wuyts ©°, Athol Wells®, Paola Rottoli’, Hiliaro Nunes®, Elyse E. Lower®, Marc A. Judson®,
Dominique Israel-Biet'®, Jan C. Grutters'*'?, Marjolein Drent ®'-*'* Daniel A. Culver®,
Francesco Bonella ©'°, Katerina Antoniou’’, Filippo Martone'®, Bernd Quadder®, Ginger Spitzer®’,
Blin Nagavci*!, Thomy Tonia??, David Rigau?® and Daniel R. Ouellette®*

« For patients with symptomatic pulmonary sarcoidosis believed to be at higher risk of
future mortality or permanent disability from sarcoidosis who have been treated with
glucocorticoids and have continued disease or unacceptable side-effects from
glucocorticoids, we suggest the addition of methotrexate to improve and/or preserve FVC
and QolL. (Conditional recommendation, very low quality of evidence.)

TABLE 2 Immunosuppressive therapies for sarcoidosis

Drug Usual dosage Major toxicities Recommended monitoring Comments
iMethotrexate) 10-15mg once a week Nausea; leukopenia; CBC, hepatic, renal serum testing Cleared by kidney,
hepatotoxicity; pulmonary avoid in significant

renal failure



TC

Rapor Tarihi : 20032017 1424
Dosya no -
- SADETTIN Baivuru No - 5746783
= SSK SAGLIX HLERI MUDURLUGU Dogum Yeri-Tarthi - ELAZIG- 1955
: 20.03.2017(11542368) Istern Kabul Tarthi : 20.032017(4182)
8 Cinsiyet ‘K
ltemBolom - GOGUS HASTALKLAR KLINIG! stem Doktor - yrvFR TURGUT
Tan: Kodu Adi
RO8 SOLUNUM ANORMALLIKLER]
D88 SARKOIDOZ
ROS OKSURUK

1 Sol femurdan ve lomber vertebralardan yapilan kemik dansitometresinde;

SOL FEMUR;
BMD:0,756 T skoru:-1.5
LOMBER VERTEBRALAR;
L1-L4 BMD:0,865 T skoru:-1.7
L2-14 BMD:0.876 T skoru:-1.8
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* Hastaya steroid (20 mg/gliin)+ MTX (5
mg/hafta) + Folbiol tb baslaniyor

e 3. ayin sonunda steroid kesilip MTX 15
mg/hafta olacak sekilde tedaviye devam

ediliyor

* Takiplerinde KC enzimleri, bébrek fonksiyonlari
ve hemogram degerleri normal sinirlarda
seyrediyor
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* |stirahatte nefes darhgi, asiri yorgunluk,
halsizlik

 FM: Bilateral orta ve alt zonlarda ince
inspiratuar raller, comak parmak (+), PTO (-/-)

* Sp02: %50 (oda havasi solurken), 4 It/dk O2 ile
%96
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EUROPEAN RESPIRATORY JOURNAL
ERS OFFICIAL DOCUMENTS

R.P. BAUGHMAN ET AL.

ERS clinical practice guidelines on treatment of sarcoidosis

Robert P. Baughman®, Dominique Valeyre?, Peter Korsten ©3, Alexander G. Mathioudakis ©*,

Wim A. Wuyts ©>, Athol Wells®, Paola Rottoli’, Hiliaro Nunes®, Elyse E. Lower’, Marc A. Judson”®,
Dominique Israel-Biet'?, Jan C. Grutters'*?, Marjolein Drent ®'%*>'* panijel A. Culver®®,
Francesco Bonella ©'°, Katerina Antoniou'’, Filippo Martone'®, Bernd Quadder®®, Ginger Spitzer®’,
Blin Nagavci®', Thomy Tonia®?, David Rigau®® and Daniel R. Ouellette?

For patients with symptomatic pulmonary sarcoidosis believed to be at higher risk of
future mortality or permanent disability from sarcoidosis who have been treated with
glucocorticoids or other immunosuppressive agents and have continued disease, we

suggest the addition of inflixmab to improve and/or preserve FVC and QolL. (Conditional

recommendation, low quality of evidence.)

TABLE 2 Immunosuppressive therapies for sarcoidosis

Drug Usual dosage Major toxicities Recommended monitoring Comments

nfliximab or 3-5 mg-kg ' initially, Infections; allergic reaction Screen for prior TB; monitor for allergic Allergic reactions
biosimilars# 2 weeks later, then once reactions; contraindicated in severe CHF, can be life
every 4-6 weeks prior malignancy, demyelinating threatening

neurologic disease, active TB, deep
fungal infections



* Hastaya infliximab tedavisi baslanmasi
planlaniyor

* Burun Uzerinde deriden kabarik, Gzeri yer yer
kurutlu lezyon tespit edilmesi Gizerine
Dermatoloji konsutltasyonu isteniyor

* Bazal hiicreli karsinom tanisi konan hastaya
genel anestezi riski nedeniyle operasyon
onerilmiyor



Randomized Controlled Trial > Lancet Respir Med. 2020 May;8(5):453-460.
doi: 10.1016/52213-2600(20)30036-9. Epub 2020 Mar 5.

Nintedanib in patients with progressive fibrosing
interstitial lung diseases-subgroup analyses by
interstitial lung disease diagnosis in the INBUILD
trial: a randomised, double-blind, placebo-
controlled, parallel-group trial

Athol U Wells 1, Kevin R Flaherty 2, Kevin K Brown 3, Yoshikazu Inoue %, Anand Devaraj ,
Luca Richeldi ©, Teng Moua T Bruno Crestani 2, Wim A Wuyts ? Susanne Stowasser 29

Manuel Quaresma 10 Rainer-Georg Goeldner 11 Rozsa Schlenker-Herceg 12 Martin Kolb 13,
INBUILD trial investigators
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SAGLIK BAKANLIGI
Tarkiye Ilag ve Tibbi Cihaz Kurumu

NORMAL

Sayt  : 16358815-506.01-E.199874 03.09.2020
Konu : Endikasyon Disi ila¢ Basvurusu

Sayin Dr. GAMZE KIRKIL
ELAZIG FIRAT UNV. ARAST.VE UYGULAMA HASTANESI
GOGUS HASTALIKLARI

llgi : Kurumumuz 24.06.2020 tanhli, E.292660 sayili bagvurunuz

ligi dilekgeniz ve ekleri incelenmigtir.

isimli  hastanin  mhatsizhfn  olan; SARKOIDOZ,
TANIMLANMAMIS ta.simn/tanilannin  tedavisinde  PIRFENIDONE  ctkin - maddels
ilag/ilaglann kullanini uygun gérilmistir.

6 (alt) ayhk dozda kullantmi uygundur. Tedaviye devam edilmek istenilmesi
durumunda basvurunuzu “https://recetem.cnabiz.gov.tr”™ web sitesi (izeninden yapabilirsiniz.
Bagvuru igin gerekli bilgilenn yer aldifns kilavuz Kurumumuz web sitesinde bulunmaktadar.

Bilgilerinizi nca edenm.

Imza
Uzm. Dr. Banu BAYAR
Kurum Baskam a.
Dairc Baskam



* Hastaya pirfenidone 600 mg 4x1 baslandi
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* Hasta medikal tedaviye yanitsiz Sarkoidoz
olarak kabul ediliyor

 Medikal tedaviye yanitsiz Sarkoidoz varliginda
AC transplantasyonu onerilir



Transplantasyon merkezine

yonlendirme
Dispne/fonksiyonel  NYHA sinif llI-1V
kisitlanma semptomlar

FVC <%80, DLCO <%40 -
Oksijen destegi ihtiyaci
Pulmoner HT varhgi

Hizli progresif hastalik

Medikal tedavilere
vanitsizlik

Supuratif
bronsektazinin hayati

tehdit eden
komplikasyonlari

Meyer KC. Sarcoidosis Vasculitis and Diffuse Lung Disease 2019



Bekleme listesine alinma icin kriterler

* 6 aylik takipte FVC'de e Kardiyak indeks < 2

>%10 azalma L/dk/m2

* 6 aylk takipte DLCO’da e Ortalama sag atriyum
>%15 azalma basinct >15 mmHg

* 6 ayhk takipte 6DYT * Anlamli hemoptizi,
mesafesinde >50 m perikardiyal efizyon,
azalma veya mesafe progresif sag kalp

<250 m veya Sp02<%88 yvetmezligi

Meyer KC. Sarcoidosis Vasculitis and Diffuse Lung Disease 2019



Transplantasyon Kontrendikasyonlari

Malignite dykusu * Mycobacterium
Agir derecede tuberculosis ile aktif
sinirlanmis fonksiyonel hastalik

kapasite

e GOgUs duvari/spinal

Diger major organlarda defromite

disfonksiyon

Akut medikal instabilite ~ * VKI 235 kg/m2
(AMI, sepsis, hepatik * Onerilen medikal
yetmezlik) tedavilere uyumsuzluk

Dizeltilemeyen kanama Madde/sigara

diyatezi bagimlilig

Meyer KC. Sarcoidosis Vasculitis and Diffuse Lung Disease 2019



Hastamizda;
e Bazal hicreli karsinom tanisi

e Agir fonksiyonel kisitlanma oldugu icin
transplantasyona yonlendirilemiyor

 Pirfenidone tedavisine devam etmesi
oneriliyor



04.03.2021

* Nefes darliginda artis
sikayeti ile acil servise

basvuruyor

* AKG: pH: 7.27 PaC02:98
mmHg Pa02:49 mmHg




* Hasta YBU’ne yatirihyor

* Once NIVM uygulanan hastanin AKG
degerlerinde dizelme olmamasi ve suurunun
konfli olmasi nedeniyle entlibe ediliyor

e 01.05.2021 tarihinde ex
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