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Appev aoBevrc 58 eTwv TTpoagepxeTal oto TEN Adyw:

e duoTrvolac otnv kKOéTTwon (MRC scale 3) kal kataBoAn¢

OTAOIOKA ETTIOEIVOUPEVWY TOV TEAEUTAIO VA

e BWPOAKIKOU GAYyOUC aploTEPA ETTIOEIVOUMEVOU PE TOV BAXa

a1To 24WpPOoU

o aTTWAEIOC BApouc (TTepitrou 30 kg TOV TEAEUTAIO XPOVO)



EVEPYOC KaTTvioTNG (80 pack/years)

e ATUTTO WMUEAOUTTEQPTTAQCTIKO OUVOPOUO UTTO Qywyrn ME
udpocukapBauidon (avaoToAéac Tou ev{UPOU avaywyaon
TNG PIBOVOUKAEOTIONG) KAl AAAOTTOUPIVOAN

e BpouPwon apIoTEPNGC pNpPlaiag apTnpiag pe TOTTOBETNON
stent kal EKTOTE AN AKETUAOCAAIKUAIKOU OCEWG

o OtV avagpepovTal aAAepyieg



KAINIKH E=ZETAZH

e ZWTIKA  onueia:  Al=110/80mmHg, HR=100/min,
RR=32/min, T=36.8°C, S1S2 k¢

. ABGs (Fi02=21%): pH=7.5, pCO,=33, pO,=52,
HCO,=27, Sp02=87%

« AKpPOOON QVATIVEUOTIKOU OUCTAUATOC. MEIWON TOU
QVATIVEUOTIKOU WiBupiopaTtog Kal Pun Jouoikoi (crackles

OTA KATWTEPA TTVEUPOVIKA TTEdIA (AMPW)



KAINIKH E=ZETAZH

e AoITTd cucTAuATA:

TTANKTPODAKTUAIQ
nratopeyalia (18.5 cm)
otmrAnvopeyalia (22 x 11 cm)

OUo AITTwpaTa TNV PAaxn



EPTAZTHPIAKOZ EAETXOZ

o [evikn aiparog
WBC = 27960 (83% troAupoppoTrupnva, 2% Agp@okUTTOPQ),
Hct = 34.2%, Hb = 11.2

PLTs = 367000
 INR=1.38

o Bioxnuikog EAeyxoc (KP)

Ur=42, Cr=1.31, Na=138, K=4.48, CRP=1.0, SGOT=11, SGPT=8,
ALP=56, yGT=19, Trop=5.2, TP=6.25, alb=3.7, PCT=0.09,
LDH=175, Ca=8.5, P=3.8, Mg=2.3



EPTAZTHPIAKOZ EAETXOZ

o Triplex @AEBWYV KATW AKPWV

XWpPIC eupnuarta

o YTTEPNXOYPAPIKOC EAEYXOC KAPDIAC
XWPEIC dIATAON KOIAOTATWYV UE KAAN CUCTIACTIKOTNTA
KAl KAAopa ecwbnong
PASP < 35 mmHg



A/A OCJPAKOZ

DEI: 0.4 10.20
CDExp: 142Gy
10.26 - 0.78]

Chest_postero-anterior_Standard MEOH
pastera-anterior Unpaifed
CROPPED True Size



Aiapopikh Aidyvwon



[TpayuaToTTOINONKE QATTEIKOVIOTIKOGC €AEYXOC ME
QCOVIK Topoypagia Owpaka HE TTPWTOKOAAO

TTVEUUOVIKNC EMBOAAC



[Tapoucia eAAciypaTtog TANpwONG aoTov O&ECI0 KUPIO
KAQDO TNG TTVEUUOVIKNG apTnpiag Kal oTov KAAdOo yia ToV
WECO Aof3O

o Ep@uonuaTtikéC aAAOIWOEIC ANPW

o EKTETAUEVN €IKOVA PEAIKNPUBPaC (honeycombing)
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Agquilion \ P EVAG = B PITA Agquilion
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TTNEYMONIKH IN()>XH-AITIA

AuToAvOoOQ VOONUOTA TOU OUVOETIKOU I0TOU (PEUNATOEIONG apOpiTIdq,
2EN, OuUCTNMATIKO OKANPOdEPHQ, TTOAUMUOCITION Kal

OEPUATOMUOTITION)

« 'EkBeon o€ opyavikég (TTveupoviTIdO €€ uTTEPEUAIOONOIAC) Kal

avopyaveg ouaies (OIAikwan, acBEoTwaon, BnpiAAiwon)
o NoINwEelg (1Ioyeveig, uuartiwon, PCP)

o To&IKOTNTO OQEINOPEVN Ot QAPUOKO (AMIWdAPWVN, MTTAEOMUKIVN,

HMEBOTPECATN, VITPOPOUPAVTOIVN)
o 'EkBeon og akTivoBoAia

e [dl0TTOONC



IATOTTAOHZ TTINEYMONIKH INSQZH (IPF, Idiopathic Plulmo \

Fibrosis) - TAZINOMHZH

Major idiopathic interstitial pneumonias
» |diopathic pulmonary fibrosis

« ldiopathic nonspecific interstitial pneumonia

* Respiratory bronchiolitis—interstitial lung disease
« Desquamative interstitial pneumonia

« Cryptogenic organizing pneumonia

* Acute interstitial pneumonia

Rare idiopathic interstitial pneumonias

* ldiopathic lymphoid interstitial pneumonia

» |diopathic pleuroparenchymal fibroelastosis

Unclassifiable idiopathic interstitial pneumonias

An official ATS/ERS Statement; Update of the International Multidisciplinary Classification of the
Idiopathic Interstitial Pneumonias, AJRCCM 2013; 188: 733-748.



IATOTTAOHZ TINEYMONIKH INQXH

2uUvnBEaTePa AvOPEC KATTVIOTES > 50 £TWV
o AuUoTvola TTpooTrafeiac, ¢nPog PrRxag

o [IAnkTpOdAKTUAIQ

o /\ETTTOI Un POUOIKOI (Velcro) oTa KATWTEPA TTVEUNOVIKA TTEdIA (APPW)

o [1p0o0dEUTIKN EKTITWON TNG AVATIVEUCTIKNC AEITOUPYIOC TTOU OOnYEi

O€ AVATTIVEUOTIKN AVETTAPKEIQ



IATOTTAOHZ TINEYMONIKH INQXH

HRCT Pattern Surgical Lung Biopsy Pattern (When Performed) Diagnosis of IPF?*
UIP uIP 1 YES

Probable UIP

Possible IUP

Nonclassifiable fibrosis'

Mot UIP MNO
Possible UIP uIP 1 YES

Probable UIP

Possible UIP } Probable*

Monclassifiable fibrosis

Mot UIP MNO
Inconsistent with UIP uIpP Possible’

Probable UIP } No

Possible UIP

Monclassifiable fibrosis

Mot UIP

2.UvOUAOoNOC aTTeIkoVIOTIKOU eAEyXou Kal Piloyiag yia Tnv didyvwon.

Raghu G, Collard HR, Egan JJ et al, An official ATS/ERS/JRS/ALAT
Statement: Idiopathic Pulmonary Fibrosis: Evidence-based Guidelines for
Diagnosis and Management, Am J Respir Crit Care Med, Vol 183, pp788-824,
2011



IATIOTTAOHZ TINEYMONIKH INQ X H

 MéEoog xpoévog emBiwong atmo Tnv dlayvwon: 2-4 €1

* [lapakoAouBnon:

AEITOUPYIKOG EAEYXOC TNG aAvaATIVONG- Biain CwTIKA XwPNTIKOTNTA
(FVC)

oiaxuon (D co)
dokipacia Badiong 6 Astrtwyv (6-MWD)

Raghu G, Collard HR, Egan JJ et al, An official ATS/ERS/JRS/ALAT
Statement: Idiopathic Pulmonary Fibrosis: Evidence-based Guidelines for

Diagnosis and Management, Am J Respir Crit Care Med, Vol 183, pp788-824,
2011



IATOTTAOHZ TINEYMONIKH INQXH

OouxvQd  OUVUTTApXOouV TIVEUMOVIKI)  UTTEPTAON,

epguonua,
TTaXuoopKia, oUvOPOMO ATvolag OTov UTIVO ) KOl EUPAVION

KOpPKivou

N TTOPEIA TNG VOOOU TTOIKIAAEI

Raghu G, Collard HR, Egan JJ et al, An official ATS/ERS/JRS/ALAT Statement:
Idiopathic Pulmonary Fibrosis: Evidence-based Guidelines for Diagnosis and
Management, Am J Respir Crit Care Med, Vol 183, pp788-824, 2011



Slow progression

worsening

Rapid progression

uoissasdoad aseasiqg

Time



TTAPO=YN2H IPF

 Oplouoc:

ETTEICO0IA OCEIOG AVATIVEUOTIKAG KAl AKTIVOAOYIKNG ETTIOEIVLWIONG

o Aimna:
TTIVEUMOVIa
TIVEUMOVIKN €UJBOAN
TIVEUNOBWPAKOC
KapPOIAKN AVETTAPKEIQ

O&cia TTapoguvon TnG vOoou



IATOTTAOHZ TINEYMONIKH INQ) > H-

OEPATIEIA

2UUTTTWHATIKN :
OcuyovobBeparreia
[TveupoVIKI aTToKOTAOTAON
AVTIUETWTTION TWV CUVOOWV VOO NUATWYV
MeTauooxeuon TIVEUNOVWV

Ag ouaTrvovral.
. KopTIKOEION
. AvVOOOKATAOTAATIKA (KOAXIKiVN, KUKAOOTTOPIVNC)
. INF-y
. AyYEIOOIOOTAATIKA
. antiTNF
. NAC



The NEW ENGLAND JOURNAL of MEDICINE

ORIGINAL ARTICLE

Prednisone, Azathioprine, and
N-Acetylcysteine for Pulmonary Fibrosis

The Idiopathic Pulmonary Fibrosis Clinical Research Network*

CONCLUSIONS

Increased risks of death and hospitalization were observed in patients with idio-
pathic pulmonary fibrosis who were treated with a combination of prednisone,
azathioprine, and NAC, as compared with placebo. These findings provide evidence
against the use of this combination in such patients. (Funded by the National Heart,
Lung, and Blood Institute and the Cowlin Family Fund; ClinicalTrials.gov number,
NCT00650091.)



IATOTTAOHZ TINEYMONIKH INQ) > H-
ANTIMETQTIIZH

a X
If increased risk of mortality \
{table 7), evaluate and list for “-\
fung transplantation at the time /;ISEME PROGRESSION
of diognoals J [see text)
Y
Ll U Monitor every 4-6 months
CONSIDERATIONS or seoner as clinically
NONPHARMACOLOGICAL indicated
Dx of IPF * Ouxygen supplementation
(Figure 3 {if hypoxemic) _|  Evaluate and list for
and * Pulmonary rehabilitation lung transplantation
Table 6) PHARMACOLOGICAL
Discuss therapies with weak no XACERBATION
recommendations with patients “m: € i
based on their individual values
\ / and preferences. RA RE
COMORBIDITIES (due to progression of IPF)
= Pulmonary hypertension Kx
* Gastroesophageal reflux
\\ SYMPTOM CONTROL /

1

Patients should be made aware of available clinical
trials for possible enrollment at all stages.

Raghu G et al An official ATS/ERS/JRS/ALAT Statement: Idiopathic Pulmonary Fibrosis:
Evidence-based Guidelines for Diagnosis and Management, ATRCCM 2011; 183, 788-824,



IATOTTAOHZ TINEYMONIKH INQ) > H-
OEPATIEIA

AOYWw TNG OUOPEVOUC TTPOYVWONG €ival ATTapaitnTn N €UPECN VEWV

(POPUAKEUTIKWYV TTAPAYOVTWV

Mpevidovn (TTPOC@ATN €yKPION YIia Xoprnynon oTnv 10101Taon

TIVEUMOVIKI) ivwon):

O1a0£T€l TTAEIOTPOTTIKA Opdon
. QAVTIPAEYHOVWON
. QAVTIVWTIKN

. QAVTIOCEIOWTIKNA



Aev TTapatnpnidnke diagopd doov agopd Tnv dUCTIVOIa Kal TV BvnToTnTa

A Decreased FVC or Daeath B Change in FVC
35+ . 0-
M Firfenidone (M=278) Pe.001
Placebo [N=277
30-{ [ Placebo { ) Pirfenidone (N=278)
=100+
254 T
= P<0.001 -
-3 B 3004
= 204 & 00
2 154 P<0.001 2
- -300-
g §
10+ =
5] PeCOn —H00 Placsbo (N=277)
0 ﬂ -500 T T T T
13 26 3 52 0 13 bl gL 52
Week week
C Decreased Walk Distance or Death D Progression-free Survival
100+
Pirfenidone (M=278)
- 90
07 M pirfenidane (N=275) P=0.04 50
35- [ Placeba (N=277) p=0.04 7
7oA
30 P=0.12 F
= w Placebo (N=277
LR £ sod { )
u g
s 204 F Hazard ratio, 0.57 (95% Cl, 0.43-0.77)
I 15 = 04 P<0.001
204
104
10
3 0 T T T 1
o o 13 26 39 52
13 b3 39 52 Wk
Week No. at Risk
Pirfenidone 76 269 243 219 144
Placebo 273 262 225 192 113

Kupia kai dsutepelovTa TEAIKA OnuEia.
King TE Jr et al, A Phase 3 Trial of Pirfenidone In Patients with IPF, NEJM, 2014, Vol 370, pp2083-2092



TTIPSENIAONH-AE

Pirfenidone Placebo

Adverse Event (M=278) [(N=277)
no. of patients (26)

Cough 70 (25.2) 82 (29.6)
Mausea 100 {36.0) 37 (13.4)
Headache 72 (25.9) 64 (23.1)
Diarrhea 62 (22.3) 60 (21.7)
Upper respiratory tract infection 61 (21.9) 56 (20.2)
Fatigue 58 (20.9) 4% (17.3)
Rash 78 [28.1) 24 (B.7)
Cyspnea 41 (14.7) 43 (17.7)
Dizziness 49 (17.6) 36 (13.0)
Idiopathic pulmonary fibrosist 26 (9.4) 50 (18.1)
Bronchitis 39 (14.0) 36 (13.0)
Constipation 3Z (11.5) 38 (13.7)
Back pain 30 (10.8) 37 (13.4)
Cyspepsia 49 (17.8) 17 (6.1}
Masopharyngitis 33 (11.9) 30 (10.8)
Anorexia 44 (15.8) 18 (6.5)
Yomiting 36 (12.9) 24 (B.7)
Decrease in weight 35 {12.6) 22 [7.9)
Gastroesophageal reflu 33 (11.9) 12 (6.5)
Insomnia 31 {11.2) 18 [6.5)

King TE Jr et al, A Phase 3 Trial of Pirfenidone In Patients with IPF, NEJM, 2014, Vol 370, pp2083-2092



O aoBevnc TEBNKE O€ aywyn ME:

o PiBapocaptravn 20mgx1 (TTveUuuoVIKA €JBOAN)
o [lippevidovn 267mg 3X3 (TTVEUPOVIKA ivwaon)
« OcuyovoBepartreia

2.€ OUO PNAVEC 0 aoBevnc avepepe BeAtiwon TG dUCTIVOIAC

Kal d1aTTIoTWONKE BEATIWON TNC UTTOEUYOVAIUIOC



[0 TTPOCWTTIKOUG AOYOUC DIEKOWE TNV aywyn ME TTIPPEPIOOVN
15 nUEPEC WETA TN DIAKOTIN TNG AYWYNG ONA 3 UNVEG META TN
voonAcia Tou Trapouciace oofapry €mdeivwon  TNG

OUCTIVOIAC TOU
Etraveicaywyn

Emdeivwon avarmveuoTikNG  avemrapkelac  (ABGs  o¢
Fi02=1.0: pH = 7.46, pCO2 = 34, pO2 = 59, HCO3 = 25) kai

QKTIVOAOYIKNG EIKOVAG









2" NoonAcia-Emdeivwon




ATTOKAgioTNKAV:

o Kapdlakn Kapyn
e [lveupoviko oidnua

* NEa Ttrveupovikr) €MBOAR (XWPIC KEVTPIKA €eAAgipypata oTnv

kKaivoupyia CTPA)

o [lveupoBwpakag

APA TIAPO=YNZzH IAIONMAOOYZ NMNEYMONIKHZ INQzZHZ



e MepoTTEVEUN
« KoAIOTivN

» AlveCOAidN

o OoeATapIBipn

« O¢uyovoBepartreia pe MME



TTAPO=YNZXH IPF - EZEAI=H

o Ag BeATILWONKE

o AldowANvwOnNKe AOyw avATIVEUOTIKNC QVETTAPKEIAS TUTTOU |
4 nuEPEG META TNV elcaywyn Tou (ABGs og FiO2=1.0: pH =
7.48, pCO2 = 36, pO2 = 39, HCO3 = 27)

* MeTagpépbnke oe ME® GAAOU VOOOKOUEIOU yIa ouvEXION TNG

voOonA€iag Tou

o ATTeiwoe Evav unva PETa TNV TTapoguvon
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