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Interstisyel akciger hastaliklari: siniflama

[ Interstitial Lung Diseases (ILDs) other than Idiopathic Pulmonary Fibrosis (IPF) j
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Raghu, Ganesh, et al. "Idiopathic Pulmonary Fibrosis (an Update) and Progressive Pulmonary Fibrosis in Adults: An Official
ATS/ERS/JRS/ALAT Clinical Practice Guideline." American Journal of Respiratory and Critical Care Medicine 205.9 (2022):
el8-e47.



Interstisyel akciger hastaliklari: siniflama

e |PF - BDH ikincil IAH = HP.....
e BDH ikincil IAH: en sik Sistemik skleroz

B
IPF
[mm CTD-ILD] —g
mEm HP B RA
] uILD_ _ Bl PM/DPM
1 Sarcoidosis = GSS
E= Smoking-related mm SLE
mm OB/OP
B Drug-induced
Hl Systemic diseases
Hl Others
Total=464 Total=104

Gagliardi M, et al. Real-life prevalence of progressive fibrosing interstitial lung diseases. Sci Rep. 2021



Bag dokusu hastaliklari

Ortak ozellikler:

— Orta yas, kadin e

bBDH DM/PM

— Poliartrit
— Simetrik

. ] SSc
— Ust ekstremite RA

— Kucuk eklemler MBDH
— Raynaud fenomeni
— Sek. Sjogren

— IAH

— RF +

SjS
SLE



Romatoid
artrit

inflamatuar romatizmal hastaliklarin en
sik gorulenidir.

Prevalansi % 1

Orta yas kadinlarda siktir

Eklem + eklem disi tutulumlara yol acar

Eklem: artralj, sabah tutuklugu, artrit
—>deformiteler (eklem hareketleri kisitl)

Eklem disi tutulum siklikla tanidan sonra
ortaya cikar. Bazen RA tanisindan 6nce
GOz, kalp, akciger, bobrek, deri en sik
etkiledigi alanlardir

Atlanto-axial subluxation
rarely causing cervical
cord compression

Scleritis
Scleromaljcia&
Sjégren’s [~ Dry eyes b s )

d D th——————= /

MREEEE & S mu‘* / (" Pleural effusion
Lymphadenopathy = Fibrosing

alveolitis
Pericarditis - Caplan’s

= syndrome
Bursitis/nodules Small airway
disease
C Nodules

Tendon sheath

swelling Anaemia
Tenosynovitis Carpal tunnel
syndrome
Amyloidosis ‘,‘ Nail fold
lesions of
Uyl vasculitis
Splenomegaly
Sensorimotor | (Felty’s syndrome)
polyneuropathy \ Leg ulcers

Ankle oedema

@ManualOfMedicine



Romatoid
artrit

Baslangic sekilleri: ™

* Kronik, simetrik, poliartikuler
e Subakut

* Oligoartrit, mono artrit — Renksiz

— Isi artisi belirgin degildir

* Palindromik romatizma ) o
— Sabah tutuklugu/katihigi eslik

eder
Sislik — Hareketle agrisi azalir
Kizarikhk — Agriyi lokalize edemez (yaygin)
m lll Is1 artigi
Hassasiyet — DIF, sakroiliak eklem, vertebral
Hareket kisithhgi kolon (C1-2 harig) tutulmaz

- — Kok eklemlerden baslamasi
Artrit beklenilmez




Fizik baki: Basi duyarliligi ve hareket kisitliligi

MCP Squeeze Test MTP Squeeze Test

Basi duyaflllldl 9 Emery P et al. Ann Rheum Dis 2002

artrit yapan diger hastaliklar ve FM akilda olmali




Non-Romatologlar icin RA tani onerileri (Tayland)

Poliartrit ile basvurabilen hastaliklar i¢in sorgulanir

RA ile uyumlu degil RA ile uyumlu bulgular tanimliyor

CBC

ANA

HBV, HCV

HLA-B27, sakroiliak

— RF ve CCP
— ESH ve CRP

— El/ayak eklem AP grafisi

eklem grafisi

Urik asit - 1987 ACR siniflandirma kriterleri

Brusella - 2010 ACR/EULAR siniflandirma kriterleri
PA Akciger grafisi

Sartlari karsiliyor

Sartlari karsilamiyor

Katchamart W, et al. Int J Rheum Dis. 2017;20(9):1142-1165.



Lupus Eritematozun Klinik Tipleri

1. Sistemik Lupus Eritematoz Sistemik lupus eritematoz:

(SLE) (%70) .

2. Neonatal LE (Anti-Ro ve .
anti-La antikorlariyla iliskili)

3. Kuatanoz LE (subakut,
kronik=diskoid LE)

4. laca bagh LE

5. Cakisma sendromlari

Multisistemik hastalik
Etiyoloji belirsiz

K/E =6-9/1

Gorulme sikligi: 100.000°de
10-50

En sik goraldigu yaslar: 15-

35 arasi



SLE - Klinik

Fotosensitivite malar rash diskoid lupus




SLE - Klinik

 Hematolojik; lenfopeni, |I6kopeni, trombositopeni, anemi
(immiin ve non-immin), bisitopeni, pansitopeni

* Renal; glomerulonefrit (hematuri, proteintri, bobrek
yetmezligi)

* Artrit

 Solunum sistemi;
— pulmoner emboli, KTEP (anti-fosfolipid antikor senderomu)
— Diffliz alveolar hemoraji, enfeksiyon, toksik, kalp-kapak hastaliklari
— Pulmoner hipertansiyon
— Plevral efiizyon
— Interstisyel akciger hastalig

e KVS tutulumu
e SSS tutulumu



SLE -Laboratuar

ESH yuksek
e CRP
— Lupus’ta CRP yaniti iyi degildir
— Ayricalikli durumilar:
infeksiyon, artrit, serozit
e RF (1/3 olguda pozitif bulunur)
e Serum albimini
— negatif akut faz reaktani
— nefrotik sendroma bagl
olarak da dusuk bulunabilir
e Serum globdlini
— olgularin cogunda yiksek

Hipokomplementemi

— IK hastaliklarinda beklenen
bir bulgu

— olgularin 1/2’sinde bulunur

ANA
Anti-Sm antikor
Anti-ds DNA

Antikardiyolipin antikorlar (AFA
siphesi) ve aPTT

Coombs testi



Sjogren sendromu

Sjogren sendromu
ekstraglanduler bulgular

glanduler bulgulari

GOz yasi bezi Tukuruk bezleri

Kuru agiz (Kserostomi)
Parotit

Kuru goz
(Keratokonjonktivitis sikka)

Schirmer.-

e P

test|.:

gozde yabanci cisim duygusu (kum
batmasi), yanma, kasinma, uyaninca
ic kantusta ipliksi birikintiler,
gbzyasinin azalmasi, kizarma, 1s18a
duyarhlik, géz yorgunlugu, gézde
perde duygusu yakinmalarina neden
olur

L

Mariette X, Criswell LA. Primary Sjogren's Syndrorﬁe. N »Engl J M‘ed. 201‘8;37

Central Nervous System 2%

Cerebral vasculitis, transverse
myelitis or demyelinating lesions

|

Glandular 22%

Palpable parotid, submandibular,
or lacrimal swelling

) |

9%

Benign lymphadenopathy
or lymphoma

Lymph Nodes

Renal 5%

Interstitial nephritis
or cryoglobulinemia-

Articular

Arthralgias with

tiffr
orning stiffness %

Peripheral 6%

Neuropathy

Pure sensor ry axonal
polyneuropathy, ataxic
ganglionopathy, or vasculitis
itis multiplex)

{mononeur

8(10):931-9.



Laboratuar

e Kronik hastalik anemisi,

e Lokopeni,

e ESH yuksekligi (%90),

* Hipergamaglobulinemi (%80)
* RF,

* ANA, anti-Ro, anti-La

Sialoadenit
(Chisholm evrelemesi)




Raynaud fenomeni = sistemik skleroz

:




Sistemik skleroz
4 i
¢ organ
4 Deri tutulumu
Raynaud fibrozu
fenomeni
|

" Limited " Diffuse



* Trofik degisiklikler

e Oto-antikorlar

- ANA
— Anti-sentromer

—  Scl-70 (anti-
topoizomeraz-l)

Normal pattern Early SSc Y

* Kapilleroskopi




Idiyopatik inflamatuar miyozitler (11M)

ASSOCIATIONS OF CLINICAL AENORMALITIES WITH MYOSITIS-SPECIFIC AUTOANTIBODIES

* Heterojen;
— DM, ADM, JDM, CAM,
— PM, ASAS, NAM, IBM

Klinik seyirleri farkl

* Insidans: 2-10/milyon,
* Prevelans: 15-51/milyon

laccarino L, et al. Journal of Autoimmunity 48-49 (2014) 122-7.




1M

IIM alt grubu

CEET)
CTN—

Spesifik

otoantikorlar

IBM NAM CAM
PM ASAS DM ADM
Kas bulgulan Deri bulgulan

ARS (Jo-1, EJ, PL-7, PL-12, OJ, KS)

Satoh M, et al. Clinic Rev Allerg Immunol. 2015




Helioptrop rash

Gotron paplilii
Gotron belirtisi

al bulgusu




IIM — klinik

* Artrit Non- * Solunum kas gli¢siizlUg
e Kalsinoz Pulmoner Kardiyak tutulum

 Raynaud fenomeni

* Solunum sistemi Pulmoner * iAH:
: ) : _ NSIP,
* Kardiovaskiler sistem _up
e GIS p|-_| organize pnomoni

Alveolar hemoraji
Enfeksyion (aspirasyon
pnomonisi dahil)

llac toksisitesi (MTX, )

Mahler M, Miller FW, Fritzler MJ. Autoimmun Rev. 2014;13(4-5):367-71.



Hastalik alt tipleri

DM/PM

ADM

JDM

CAM,NAM, IBM

Anti-sentetaz antikor sendromu

Anti-tRNA sentetaz antikorlarin birisi pozitif
ve asagidakilerden > 1 varhgidir.

Miyozit

Pulmoner fibroz
Raynaud fenomeni
Makinist (mekaniker) eli
Artrit

Ates

Oldroyd A, et al. Clinical Medicine 2017;17:322-8.

Mahler M, Miller FW, Fritzler MJ.
Autoimmun Rev. 2014;13(4-5):367-71.




[IM — Tanisal slirec

1. Kas glicstizligu yakinmasi

2. Fizik bakida: Tani konuldugunda
» Kas glicsuzlugu, atrofi

e Deri bulgulari

e Ekstra-muskuler tutulum

3. “E_ag Oykusu 1. Ekstra-muskuler tutulum
4. Aile 6ykusu - SET HRCT

5. Kas enzimleri: CK, LDH, AST, ALT, aldolaz - EKG, EKO, vb

6. Miyozit spesifik ve miyozit iligkil 2. Malignensi = ?!

\
antikorlar

7. MRG

8. EMG
9. Kas biyopsisi




Antikor — klinik iliskisi

SEVERE MYOPATHY
SRP DYSPHAGIA
NECROTISING
MYOPATHY
STATINS
IBM
SAE
SNT1A

Jo-1
Ha

ANTI- |~ %0

gy SYNTHETASE

SYNDROME

Mechanics Hands  ©OJ

aynaud's Phenomenon
|
PL12
KS

LUNG DISEASE

MDAS

Mi-2
SKIN DISEASE

Ku

SnRNP

CTD
OVERLAP
Ro

PmScl

CALCINOSIS
NXP2 TIF1

MALIGNANCY

Anti-MDAS5 antikoru

Melanoma differiantiation

associated protein

e Asyali eriskin DM; %10-48

e Avrupali eriskin DM; %0-13

 IJDM; %7-38

* Amiyopatik DM ile iliskili

e Tedavi yaniti dusuk

* |IAH riski yuksek

e Allopesi, deri ulseri, palmar
agrili noduller, pannikilit

Betteridge Z, McHugh N.
Myositis-specific autoantibodies: an important tool to support diagnosis of myositis.
J Intern Med. 2016 Jul;280(1):8-23



Bag dokusu hastaliklari — OZET

Eklem agri-sisligi > deformite

AFR yiiksek RF ve CCP
Sabah tutuklugu yukse
SSk Raynaud fenomeni, ANA
Deri sertligi, telenjiektazi Sentromer, Scl-70
.. Kas gii¢stizliigii, ANA
: : CK, AST, LDH
L Deri (Gotron, heliotrope, vb), MDAD5, Jol
SiS Kuru agiz, kuru goz, Sedim, Iokopeni, ANA
] Parotit, artrit, depresyon albumin/gloulin Ro, La
. ANA
Deri, eklem, sero arlar, Sitopenileri, TIT, :
SLE b BREMLSEIbE Ve Ds-DNA, anti-Sm, Ro,
hematoloji, noroloji, Sedim c3

MBDH Raynaud fenomeni, deri, kas, - ANA, UIRNP



Bag Dokusu Hastaliklarinda
Solunum sistemi tutulumlari

BDH’de akciger tutulumlari ve HRCT tutulum paternleri

BDH _[UIP__INSIP_JOP__|LP__[Kanama |Havayolu* [Nodiil [Plérit
RA +++ ++ ++ + - +++ +++ +++

SSk + +++ + —~ - - - -
PM/DM + +++ ot - - - —~ -
SjS + ++ - ++ - + + -
SLE + ++ + ++ +++ - - +++
MBDH + ++ + - - - - +

Interstitial Lung Disease and Other Pulmonary Manifestations in Connective Tissue Diseases. Mayo Clin Proc. 2019;94(2):309-325



Bag Dokusu Hastaliklarinda

Pulmoner Firoz

Columbia uiniversitesi, 2010-2020 tarihleri

BDH’de IAH tutulumlari ve HRCT bul. a@ras! BDH-iAH tanisi alan hastalar (n=84)

% 33

Sistemik skleroz % 30-40 klinil ''M % 21
i- o)

Romatoid artrit % 10 klinik, % Anti-sentetaz L

" RA % 17
Sjogren sendromu % 20 klinik, %

MBDH % 12
Sistemik lupus eritematoz % 8-12 )
.. SjS % 7
0,

1M % 40 SLE 07

(PM, DM, amiyopatik DM, kanser iliskili,
anti-sentetaz sendromu, anti-MDAS5)

IPAF % 13
AY. Shou and M.M. Salvatore. Clinical Imaging 94 (2023)

Interstitial Lung Disease and Other Pulmonary Manifestations in Connective Tissue Diseases. Mayo Clin Proc. 2019;94(2):309-325



BDH’de Pulmoner Firoz

varliginda mortalite ve morbidite artar

Pulmoner fibroz, SSk hastalarinda 1 numarali 6lim

nedenidir!
Son 30 yilda SSk'de 6lim nedenlerindeki degisim! (n=5603)

Pulmoner fibroz 50-
oliimlerin yaklasik 3’te
1’ini olusturmaktadir?

407 P<0.001 (PF)

N v
-

w
o
M

m SRC
m PAH
Gl
m Pulmoner fibrozis

Frequency (%)
N
o

m Kalp

Juny
o
L

Coklu organ

SSk-IAH hastalarinda
medyan sagkalim 5-8

y||d|r3 1972-1976 1977-1981 1982-1986 1987-1991 1992-1996 1997-2001

o
L

Oliim yih

1. Steen VD & Medsger TA. Ann Rheum Dis 2007;66:940-4;
2. Tyndall Al et al. Ann Rheum Dis 2010;669:1809-15;
3. Altman RD et al. Arthritis Rheum 1991;34:403-13;



Ta ra m a People with SARD of IntereD

SSc
1LY

Test in the presence of
signs or symptoms of
ILD

Risk for
ILD?"

Yes

Screening
tests

Screening tests recommended against

™

-

S

Chest radiography
J
s )
6-minute walk test distance
-
Ambulatory desaturation .| May be used if inadequate PFT
testing performance
" J
(" B (" May be used to rule out infection,
Bronchoscopy > sarcoidosis, lymphoma, or

alveolar hemorrhage y

Surgical lung biopsy d

May be used to rule out
malignancy

Inflamatuar Romatizmal Hastaliklarda
IAH icin Tarama ve Takip Kilavuz
ACR 2023



Kimleri tedavi edelim?

Yaygin vs. Sinirli hastalik

(Goh Evrelemesi)

100 14 :
a HRCT extent b N
ey Mmoo Mild
80 1 =y
1o 5 g
3 —
- s 907 ———, Extensive
I <20% I I Indeterminate I I >20% I = — .
e s
/ \ @ 40 ;L‘u
[ Fvc>70% | FvC<70% |
/ \ 20 1
- - 0 T L T T T T
Mild Extensive 0 20 40 60 80 100 120

Disease Disease Duration of follow-up (months)

Goh NS, et al. Interstitial lung disease in systemic sclerosis:
a simple staging system. Am J Respir Crit Care Med 2008;
177:1248-1254

Senaryolar



EUSTAR veri tabani (n=535), hastalarin yaklasik %30’nun
progresyon yasadigini gostermistir

5 yilllk donemde 535 SSc-ILD hastasindaki FVC degisimleri
100 ~

Genel olarak diizelme (%24)
N V

Genel progresyon,
12 ayhik donemde azalma (%14) SenarVOIar

FVC (6ngoriilenin %'si)

80 A
* |AH yok
Genel progresyon,
70 4 12 aylik donemde azalma olmayan (%14) - ”k tani |AH
e  Stabil IAH
Hizl progresyon (stabilite/iyilesme dénemleri yok) (% 9)
0 j ; : : . *  Progrese IAH

Zaman (yil)

SSk-iAH heterojen ve degisken bir seyir

gosterdiginden, tim hastalarin yakin takibi 6nemlidir

Hoffmann-Vold AM, et al. Progressive interstitial lung disease in patients with systemic sclerosis-associated interstitial lung disease in the
EUSTAR database. Ann Rheum Dis. 2020 Sep 28:annrheumdis-2020-217455.



Kimleri tedavi edelim?

b 100 T

Yaygin hastalik

a HRCT extent

(=]

o
1

r

/l\ _ L"--—:}_H g (Goh Evrelemesi)

| <20% ||Indetermmate | >20% |

/ N\ :

| Fvc>70% | Fve <70% |

/ \

"[‘)“_“d [E))_‘tensive 0 20 40 60 80 100 120
isease Isease Duration of follow-up (months)

I

Survival (%)

=Y

o
1

[

]
o
1

Goh NS, et al. Interstitial lung disease in systemic sclerosis: a simple staging system.
Am J Respir Crit Care Med 2008; 177: 1248-1254

FVC decline

Progresif hastalik
! !

DiLco decline Dico decline
<15% 215%
h y y
No evidence of disease progression Evidence of disease progression

FIGURE 3 Proposed definition of disease progression. FVC: forced vital capacity; D\ co: diffusing capacity of the
lungs for carbon monoxide.

Distler O, et al. Predictors of progression in systemic sclerosis patients with interstitial lung disease. Eur Respir J. 2020




2022 ATS/ERS Kilavuzuna gore Progresif Pulmoner Fibroz Tanimi

Radyolojik olarak pulmoner fibroz kaniti bulunan, iPF disinda etiyolojisi bilinen veya bilinmeyen
interstisyel akciger hastaligi mevcut olan bir hastada, PPF (progresif pulmoner fibroz), alter atif bir
agiklama olmaksizin son 1 yil icinde asagidaki uc¢ kriterden en az ikisinin gerr- i
olarak tanimlanmaktadir*:

9
s AW
1. Solunum semptomlarinda kotiilesme 9(\\\'&
\e‘ X (\e ‘((\‘3‘\‘ Qs
\axe°\° \;\63\\ e‘(\o*\)i\'\g‘\\a(\
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a(\ﬂoo‘(\\)(\g \\\‘?:\Qe" “5\\; o0
o 0\3(\ e 53«\0

¢
e™_ g e et
o "‘ea‘((\ge“ek((\e‘\ 6.®0(\:\e:0\;6~(\ 2‘\ C\);\; 'e:‘a(\'\‘(\o %00\6* W
3. Hastalik progresyonunun radyoloji. * 2@ " o el g daha fazlasi):
0\ O%\ ‘(\\)‘ 5\{!0 6‘3\\ s *ta(\d‘.\o*“\o\ \\(\e d\‘\\'\\’\ 1
. . . . . QO O : \ 3
a. Traksiyon bronsektazisi ve bronsiyolektazii ™ 635\«2;&1@0‘::@«2‘:@“"”\ e artig
. L . A W% ¥ =
b. Traksiyon bronsektazisi ile birlikte yeni buzlC “&»\g\e\\«:aevﬂ\" o o
eV (e 2
c. Yeni ince retikiilasyon o O
O??\Q\P

d. Retikiler anormalligin yayginliginda veya kalinly %ida artis
e. Yeni veya artmis bal petegi gorinimu

f. Lober hacim kaybinda artis
Raghu G et al. Am J Respir Crit Care Med 2022;205:e18-47



Pulmoner fibroz = progresif pulmoner fibroz

c mm |PF
mEm F-ILD
mEm PF-ILD
B Non-F-ILD
Total=464
—— IPF Transplant-free survival
—— PF-ILD 100
— FILD &
—— Non-F-ILD g 90-
@
.‘6 80-
E 70-
Qo
m S
S 60-
o Log-Rank Test P=0.001
50 1 1 1 1
0 365 730 1095 1460
Days
N at risk
IPF 105 81 42 17
PF-ILD 68 52 29 7
F-ILD 170 129 77 22
Non-F-ILD 121 91 53 13

Gagliardi M, et al. Real-life prevalence of progressive fibrosing interstitial lung diseases. Sci Rep. 2021



Pulmoner fibroz - progresif pulmoner fibroz

Utrecht Universitesi
Retrospektif
2004-2018 yillari arasinda tedavi goren

ve minimum bir yil takip edilen, BDH-IAH
tanisi kesin 150 hasta

PF-ILD: iki yil icinde FVC'de 2%10 disus,
DLCO'da 2%15 dusus veya YRBT'de ilerleyici
fibrotik degisiklikler

% 51’i PF-ILD kriterini karsiliyor

* Bazal HRCT paterni fibrotik olanlarin %
76’sI

e Bazal HRCT paterni inflamatuar olanlarin
% 44’0

BDH - iAH N=150
Sistemik skleroz, n(%) 53(35,3)
Sjogren sendromu, n(%) 19(12,7)
Miyozit, n(%) 29(19.3)
Romatoid artrit, n(%) 24(16)
SLE, n(%) 5(3.3)
MCTD, n(%) 4(2,7)
UCTD, n(%) 16(10,7)

% 78’inde BDH tanisi iAH gelisimden 6nce

PF-ILD icin risk faktorleri

Degiskenler Diizeltilmis OR (% 95 GA) P

DM varlig 4,52 (1,10-18,51) 0,036
Obezite 0,16 (0,03-0,85) 0,031
Steroid kullanimi 2,26 (1,04-4,93) 0,040
:;';'::rt]'lk HRCT 311 (1.15-8.38) 0,025
Anti-dsDNA 0,16 (0,03-0,78) 0,024

Chiu YH, Spierings J, de Jong PA, et al. Predictors for progressive fibrosis in patients with connective tissue disease associated interstitial lung

diseases. Respir Med. 2021




Pulmoner fibroz - progresif pulmoner fibroz

Strata =+ PFILD=No -+ PFILD=Yes

1.00- - N
™ 0.791
b
> 0.50 -
=
0251 p=0.011
0.00 1—, : , : ,
0 a0 100 150 200
Months
BDH-IAH’de mortalite i¢gin risk faktorleri
Degiskenler Diizeltilmis HR (% 95 GA) P
Yas 1,08 (1,02-1,14) 0,009
Sigara icimi 7,01 (1,99-24,68) 0,002
PF-ILD 5,73 (1,17-28,11) 0,031
Steroid kullanimi 5.11 (1.01-25.92) 0,049
CRP 1,01 (1,00-1,02) 0,022

Chiu YH, Spierings J, de Jong PA, et al. Predictors for progressive fibrosis in patients with connective tissue disease associated interstitial lung
diseases. Respir Med. 2021



Pulmoner fibroz - progresif pulmoner fibroz

patients with CTD-ILD

* Kore’den tek merkez, 197’de 37 (%19) PF-ILD
Retrospektif

2007-2022 yillari arasinda

Worsening of
respiratory symptoms

% 36

tedavi goren ve minimum bir yil

takip edilen, BDH-IAH tanisi

kesin 197 hasta Phﬁﬁ%;;%‘;;ﬁﬁ o Rﬁ?igifmgﬁi:sﬁ &
PF-ILD: ATS’nin 2022 kriteri > °

kullantlmis

Progressive pulmonary fibrosis

=
— == Group with PPF
% —— Group without PPF
-
w
£
o HR: 3.856, % 95 GA: 1.387-10.715, p=0.010
= P <0.001
£ 30-
£
8 20+
[
o 10-
0 1 1 L} L} L}
0 20 40 60 80 100
No. at risk Months after Diagnosis

PPF 37 13 4 2 2 2

Without PPF 160 78 20 10 9 6

Lee JK, Ahn 'Y, Noh HN, et al. Clin Exp Med. 2023



Pulmoner fibroz - progresif pulmoner fibroz

Kore’den tek merkez,

Retrospektif
2007-2022 yillari arasinda

tedavi goren ve minimum bir yil
takip edilen, BDH-IAH tanisi
kesin 197 hasta

PF-ILD: ATS’nin 2022 kriteri

Tiimii (197) PF-ILD (37) Non-PF (160) P

kullantlmis
BDH tipi
RA 83 (42.1)
1Y 39 (19.8)
SSc 26 (13.2)
SLE 21 (10.7)
SjS 19 (9.6)
bBDH 5(2.5)
MBDH 4 (2.0)

Lee JK, Ahn 'Y, Noh HN, et al. Clin Exp Med. 2023

10 (27.0)
15 (40.5)
3(8.1)
4(10.8)
4(10.8)
1(2.7)

0 (0.0)

73 (45.6)
24 (15.0)
23 (14.4)
17 (10.6)
15 (9.4)
4 (2.5)

4 (2.5)

0.039
<0.001
0.423
>0.999
0.761
>0.999
>0.999

PF-ILD olasiligi (%19)
% 12
% 38
% 12
% 19
% 21

% 20
?1
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Systemic Sclerosis Myositis Rheumatoid Arthritis Sjogren’s

Preferred

First-line ILD
therapy

Additional
options

+

Strong
Glucocorticoids recommendation
against GCs

@ Conditional recommendation

B Strong recommendation against
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People with progression of B Strong recommendation against
ILD on first ILD therapy® [CJ Conditional recommendation against

[ Conditional recommendation
[

Myositis MCTD Rheumatoid Arthritis

Systemic Sclerosis Sjogren’s

Therapy
Options
Strong against ' Against Agains i Again: Ty
e long-term GCs long-term GCs" | long-term GCsY | long-term GCs? long-term GCsY

e [ ol forlungranplant evation taporopristetme o progressvedoemse |
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( Rapidly-Progressive ILD >
[ Conditional

recommendation

Severe disease
or high suspicion
for anti-MDAS

Yes




Asilama
Psikosomatik destek

BDH — IAH: Tedavi

Tedavi karari
-NSIP, fibrotikNSIP, UIP, LIP Patern?

Siklofosfamid
MMF
Rituksimab

-IAH yayginhgi: SFT, HRCT tutulum alani
-Hangi BDH?

FibrotikNSIP ]
UIP SFT (3-6 ay arayla)
Tedavi siiresi?

Yanitsiz Yanitli
1NSIP

Switch (cyc, mmf, rtx)

Kombine kullanim (mmf+rtx) +Nintedanib _1

Yami“ < IS + nintedanib yanitsiz
e Akiger TX

SFT (3-6 ay arayla) « Otolog kék hiicre TX

Tedavi siiresi? * Palyatif tedaviler

Perelas A, et al. Systemic sclerosis-associated interstitial lung disease.
Lancet Respir Med. 2020 Mar;8(3):304-320.



Sonuc olarak,

 BDH’de PF kotii prognoz = PPF daha kotii prognoz
* Erken tani i¢in hastalari tarayalim

— SSc ve [IM + skleroderma benzeri klinigi olanlar (digerlerinde
yakinma yoksa taramaya gerek yok)

— Tarama araci: klinik ve SFT, BT

— Tarama sikhgi: bazal, 6 ay arayla ve progresyon stiphesinde

 |AH saptanan hastalarda tedavi:
— Yaygin hasta veya progresif hastalar tedaviye aday
— BDH’de 8nceligimiz iS’ler

— MMF ve siklofosfamid en sik kullanilan ilaglar.



Sonuc olarak,

 MMF ve siklofosfamid en sik kullanilan ilaclar.
* Etkisizlik veya YE nedeniyle kullanilamayan hastada RTX ve toc

« RA-IAH: RTX, toc, JAKi, abatasept (eklem temel hedef)

 Bazalde fibrotik IAH veya PPF ise:
— IS + Nintedanib



Sabriniz ve ilginiz icin tesekkdrler ...



interstitial pneumonia with autoimmune features

Me)of an interstitial pneumonia by HRCT or SLB and 2. Exclusion of alternative etiologies and
3. Does not meet criteria for a defined CTD and 4. At least one feature from at least two of the following domains:

A. Clinical domain

B. Serologic domain

C. Morphologic
domain

1. Distal digital fissuring (i.e.,
“mechanic hands”)

1. ANA > 1:320 titer, diffuse, speckled, homogeneous
patterns or

2. Distal digital tip ulceration

a. ANA nucleolar pattern (any titer) or

3. Inflammatory
arthritis or polyarticular morning joint
stiffness 260 min

b. ANA centromere pattern (any titer)

4. Palmar telangiectasia . RF 22 x upper limit of normal
5. Raynaud phenomenon . Anti-CCP
6. Unexplained digital edema . Anti-dsDNA

7. Unexplained fixed rash on the
digital extensor surfaces (Gottron

sign)

. Anti-Ro (SS-A)

. Anti-La (SS-B)

. Anti-ribonucleoprotein

R IN|[oojLnn | |WIN

. Anti-Smith

9. Anti-topoisomerase (Scl-70)

10. Anti-tRNA synthetase
(e.g., Jo-1, PL-7, PL-12; others are: EJ, OJ, KS, Zo, tRS)

11. Anti—PM-Scl

12. Anti-MDA-5

Fischer A, et al.; ERS/ATS Task Force on Undifferentiated Forms of CTD-ILD. An official ERS/ATS research
statement: interstitial pneumonia with autoimmune features. Eur RespirJ. 2015,




Primer vaskilitlerde Siniflandirma

o Da mar ga pl Immune complex small-vessel vasculitis
— ANCA iliskisi = Cryoglobulinemic vasculitis
. . o » IgA vasculitis (Henoch-Schénlein)
— Immiinkom P leks varl 181 = Hypocomplementemic urticarial vasculitis (anti-C1q vasculitis)
Medium-vessel vasculitis [ \

u Polyarteritis nodosa ® Anti-GBM disease

s Kawasaki disease A

r A\

ANCA-associated small-vessel vasculitis
» Microscopic polyangiitis
= Granulomatosis with polyangiitis (Wegener’s)

\ /) » Eosinophilic granulomatosis with polyangiitis (Churg-Strauss)

Large-vessel vasculitis
» Takayasu arteritis
= Giant cell arteritis

2012 International Chapel Hill Consensus Conference on the Nomenclature of Vasculitides



Anti-notrofil sitoplazmik antikor (ANCA)

Kicuk damar vaskdulitlerinde
— Wegener Granllomatozu (WG)
— Mikroskopik polianjiitis (MPA)
— Churg-Strauss Sendromu (CSS)

* Enfeksiyonlarda
— Tbc, HIV, malaria, lepra, endokardit,
amebiyazis, vb.

* |laclara bagh vaskilitlerde
— Propiltiourosil, Hidralazin, Alloptrinol,
kokaine, fenitoin,D-penisilamin, vb.

e Vaskulitik olmayan inflamatuvar
hastaliklarda
 |BH, PSK, PBS; otoimmun hepatit,
BDH, sarkoidoz vb.

Anti-myeloperoksidaz antikoru = pANCA
Bosch X, et al. Lancet 2006;368:404-18.



Granulomatoz polianijiit
Wegener Granulomatozu

Ust Solunum Yollari

Baslangicta %70, seyri sirasinda %90 olguda
etkilenir; %60 odiolojik belirtiler vardir.
otitis media, sensorinoral isitme kaybi, Vertigo
nazal Ulserler, septal perforasyon, sintzit,
destriktif ve eroziv kemik degisiklikleri

sekonder enfeksiyonlardan Staph. Aureus
seroanjindz akinti veya epistaksis

burun kemerinde deformite (semer burun)

N o U wN e

Laringotrakel hastalik (genelde asemtomatik, seste
catallasma, stidor ve hava yolu obstriksiyonu)

8.  subglottik stenoz




Granulomatoz polianijiit
Wegener Granulomatozu

Alt solunum yolu

Baslangicta %45, ileri asamada %87: Oksiiriik, Hemoptizi veya
Ploritis

Radyolojik olarak; %67 pulmoner infiltratlar, %58 pulmoner
noduller ( coklu, bilateral, kavitasyon)

Baslangicta %14-18, seyri sirasinda %75-85 renal tutulum
RPGN: Tedavisiz hayatta kalma ortalama 5 ay

Uygun tedaviye ragmen %42 kronik renal yetmezlik, %11 diyaliz
gerekir

Goz
Deri

Kas-iskelet sistemi

Periferik ve santral sinir sistemi

. it



Eozinofilik granulomatoz polianjiit
Churg-Straus Sendromu

e Jacob Churg ve Lotte Strauss, 1951 * %70 hastada alerjik rinit, astim,

e Ekstravaskiler graniilom (daha nazal polip 6ykisi var.
spesifik), eozinofili ve astim ile e Periferik-doku eozinofilisi ve
iliskili, artmis serum Ig E diizeyi

e %75’inde pANCA pozitif * %62 periferal noropati

* insidansi; 1-5/milyonda (monondritis multipleks, vb.)




Mikroskobik polianjiit (MPA)

Alt solunum yolu

Renal

Cilt

Dispne = pulmoner hemoraji

* Masif pulmoner hemoraji
% 29 olguda (+)

s Pl efflizyon (Uremi, KKY,
pndmoniye sekonder) %
15 (+)

e Akc gr'de; non-spesifik
alveoler infiltrasyon,
intertisyel fibroz

*  Pulmoner-renal sendrom
(GN+hemoptizi) % 33(+)

Fokal segmental nekrotizan
GN

e Pauci-immun (immun
boyanma yok)

e Proteintri sik (nefrotik
sendrom nadir) ve aktif
idrar sedimenti

 Bobrek yetmezligi % 33 +

Klasik PAN’dan sik
tutulur

* Ensik palpapl
purpura
 Livedo retiktlaris ve

ttsertergorttebitir

PSS

Periferik noropati % 58
hastada gorualur
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