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Ladislav Lacina, 2/2022
Klinikapneumologie FN Bulovka
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HI avn2 | 1P
Al PF (idiopatick8 plicn2 fibr-za)
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Ajdeopr o gr efdiubr2.cz2u, prakticky bez z8nDtliv®

ANSI P (nespecifick8 interstici8ln2 pneumoni e)
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Al de o kombinaci z8&8nRtlivlch a r-zn2ch
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Nefil broti zuj 2 c?
-Akutn2z formy s rgmpzavmjSe prARMS: z a
-Z28nNt bez gdahrud opmTagn - z a

-Z8nNt s grvamtuglionnoyw d ol m& prBlreig gldeo zfai br - zy)
-Cystick§ prBejsitatvbaprogn- za

-Nej i st8§ progn-za

Fi brotprzogeéedu] 2 c?

-VDt gi nou gpatn8 progn- za



Nefi broti zuj 2 c?

- Akutn2 formy s rpdS2wKdjaedry ARDS:

- Akutn?2 i1 nterstici 8IHarmmapRIiagh)lu moni e (syndrom
- Exacerbace jinlch | PP
- Virovg8 pneumonie + Acyf9%kinov§ bouSeid pSi Covi

Z8nNt bez gpRcnkull ody :

- Kryptogenn2/sekund8rn2? organizuj?2c?2 se pheumon
- Z8nDPDtliv® formy NSIP

Z8nNt s g rpaSwukl | candyy:

- Sarkoi d- za
- Exogenn? alergick8 alveolitida (nefibrotizuj 2 (

Cystick§8 ppmesklaardya:

- Lymfangi ol ei omyomat - za (LAM)
- Lymfocyt8rn2 interstici8ln2 pneumoni e
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Formular Dotaznik kvality Zivota

Pacient

IPF-CZ11-107

Datum narozeni 01.04.1952 Iniciahy

Paohlawvi MuZ Centrum Memocnice Ma Bulowvce - Plicni klinika
Formular

a Ay A R 2Hu0Qo
y QoY N1

— 6T RS LI2dzOAG & NBIAAGNHz Lt

Datum vyplnéni (dd.mm.rrrr) * 15.11.2021 +

Pohyblivost * | M&m uréité potize s chfizi v | ¢

Sebeobsluha * | S péci 0 sebe nemam Zddné potize v| <

Obwykla Einnost * @ | S vykondvanim swych obvyklych éinnosti mam uréité problémy v |

Bolest / obtiZe * | Mam stfedné zavaZné bolesti nebo obtiZe w | = . - o o o . n o . )
Uzkost / deprese * |Nejsem izkostny(a) ani depresivni v| v + + O R y S O y N I'NH-“\kI:E‘Q ZWI )/FN\L] M_N dQ
V& dneéni zdravotni stav 55 =

Hodnoceni * @ 0.691

Stav formulafe

Stav formuléfe ' Uplné v |

Popis stavu 15.11.2021

UloZit a zavrit Pfepocitat
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HRCT skérovaci systém u IPF (dle Gay et al)

Stupen postiZeni Alveolarni skore Intersticialni skore
0 0 0%, neni vostina

1 1-4% 1-4%, neni vostina
2 5-24% 5-24%

3 25-49% 25-49%

4 50-74% 50-74%

5 75%-100% 75-100%

% udavaji rozsah postizené plicni tkané
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Name: ID: BSA: 1.40 From: am..
Name: ID: BSA: 144 From: ,am Tech: Height: 158 . Age: 59 Doctor
Tech: Height: 158 . Age: 58 Doctor Date:  07/03/2014 08:35:09 AM Weight: 43 Sex: Female v.c. pristr. 179000033
Date:  11/28/2013 10:33:13 AM Weight: 46 Sex:  Female v.c. pristr. 179000033
Pre-Bronch Post-Bronch
Pre-Bronch Post-Bronch Actual Pred %Pred Actual %Pred  %Chng
Actusl  Pred  %Pred  Actual  %Pred  %Chng .
¢ SPIROMETRY - FVC (L) 127 2.58 49 B o
FVC(L) L6 260 el : e ® & I =
FEVI (L) 1.43 2.19 65 ' voume® FEVI/EVC (%) 94 78 121
FEV1/SVC (%) 101 85 119 b FEF 25% (L/sec) 523 521 100 -
FEVI/FVC (%) % 78 115 FEF 50% (L/sec) 427 3.56 120 L]
FEF 25% (L/scc) 5.78 524 110 3’ . FEF 75% (L/sec) 1.39 129 108 3
FEF 50% (L/sec) 4.09 3.58 114 5% FEF Max (L/scc) 5.45 5.81 94 e
FEF 75% (L/sec) 1.02 1.32 77 3 U £ e Po 6M FEF 25-75% (L/scc) 3.38 289 1n7 )
FEF Max (L/scc) 581 5.84 100 2 FEF 75-85% (L/sec) 0.80 ‘
FEF 25-75% (L/sec) 2.94 2.92 101 o > FIVC (L) 1.10 <
FEF 75-85% (L/sec) 0.46 FIF 50% (L/sec) 1.14
FIVC (L) 1.61 s FEFS0%/FIF50% (%) 373 09-10
FIF 50% (L/scc) 3.14 - LUNG VOLUMES
FEF50%/FIF50% (%) 130 0.9-1.0 s i v - -
IC(L) 1.04 2.09 50
---- LUNG VOLUMES ---- ERV (L) 0.12 0.46 26
SVC (L) 1.42 2.57 55
ICL) 0.92 2.09 44 «--- DIFFUSION ----
ERV (L) 0.49 0.48 103 DLCOunc (ml/min/mmHg) 422 21.77 19
DLCOcor (ml/min/mmHg) 21.77 s
—-- DIFFUSION ---- VA (L) 212 478 44
DLCOunc (ml/min/mmHg) 7.52 21.92 34 DL/VA (ml/min/mmHg/L) 199 5.98 3
DLCOcor (ml/min/mmHg) 21.92 Susp.stfedni restriktivni ventil
usp.s restriktivni ventila&ni porucha na periférii VI1/VC% 103). Ventilace je vy
\1;2/32 STt i?? :;: : ; 3‘7;172%1" ;‘aktor a koeficient jsou snzné 0 81%per:sp. 77"27.E DLCOsb je té)lcc sniZena. gL‘éyg:?:feh:yrz;?n; I'lcl)g? 111:7.




Jak je defindv mratpkPalg r§

Laspoug2vg8§me krit®ria studi

Progrese kdykoliv bRDhem posledn?2ch 24 mRDs?2cT:

Rel ativn2 pokles FVC O 10 %
Rel ativn21(®@o%l|laeszFrCgenz symptomT nebo zhorg
Zhorgen?2 symptomT a zhorgen? radiolog. obr a:
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Di agnostika interstici8ln

Diagn-za stoj2 na tSech hlavn2ch pil2S2ch
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Vyget Sovac? proces

Last® pS2znaky u interstici8ln2ch plicn2c

Asuchl i nt e

Aprodukt P vn? 0zvVoj i
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AbSYt {12NBfIFIOA a Cx/ | & K2RY2O0SYyNY 1 9l
Aatl ot 12NBfFOS a 5[/ h
AWSY @St YA ySLINY2 &alLl2eSy2 a KELRZEAN
6ALINOS 1 1LJada20Sy2 OSYUYNYA T INride & LXAONOKIT G(GdZRNO 4y
@ LINBGSOK 12y6SUAYYT LINAG6SYO &S5 dz2fzdz2S t5DCO
13-73% IPF
23-53% TAONRPEAAI
4-6% al NJ 2ARS
32-43% FT 6Saidsi

18-20% NSIP

20Nl T18Y GtlLadyN | NDKND

M.J.G. vaManen L.CVermeer C.CMoor, et al.,Clubbingn patientswith fibrotic interstitial lungdiseasesRespiratoryMedicing volume132, 2017 pages26-231,



vyget Semn2

Funkl| n?
3 Name: ID: BSA: 1.44 From: ,am
Tech: Height: 158 . Age: 58 Doctor
Date:  11/28/2013 10:33:13 AM Weight: 46 Sex: Female  v.c.pristr. 179000033
ATypley rEStrik!nz Ventlla!r Pre-Bronch Post-Bronch
z - Actual Pred YoPred Actual Y%Pred  %Chng
(2VC, ZTLC) ——
FVC (L) 1.60 2.60 61
FEVI (L) 1.43 2.19 65 . Vetma )
FEVI/SVC (%) 101 85 119 ;
FEVI/FVC (%) ) 78 115
FEF 25% (L/sec) 5.78 5.24 110 %
~ FEF 50% (L/scc) 4.09 3.58 114 L
v | gen ® FEF 75%(1./:) 1.02 132 7 i Y A
FEF Max (L/scc) 5.81 584 100 2
FEF 25.75% (L/scc) 2.94 292 101 o
FEF 75-85% (L/scc) 0.46
FIVC (L) 1.61 &
. . FIF 50% (L/scc) 314
APOfUCha difuze: msowm?o-/.(%) 130 0910
r - - 11
Z DLCO obv. rychlejg?2 neg pokl es | _ ouwms.
SVC (L) 142 2.57 55
cw 0.92 2.09 44
~ ~ . ) . . ol ervn) 0.49 0.48 103
g e en | i cn
AMal T v 1 zdfadg( pp 09 J P iy
DLCOunc (mV/min/mmHg) 7.52 21.92 3
DLCOcor (ml/min/mmHg) 21.92
VAQ) 242 478 51
DL/VA (mU/min/mmHg/L) 311 5.99 52
~ " >
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| ehk 8§

restri k| n |
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Al goritmus vyget Sov8n2 intersi

Aanamn®z a

Vstupn2 vyge tSekzhy,zik§ln2 Vyget Sen?
zjigtnNn2 zn8meKkKAf uURRI N2 wvyget S¢n? : 5 «
ARTG hrudnzku c | 1-%12,{)&Q LJ)/S(
LINF O2 OA OuU S

—

Expozice organi ckT-nqantigen'[m

_ Exp02|ce anorganick
Expoziln?2 faktory
L

®k o anamn®z a
Posouzen2 nemocz2 z v§ z

m antigenTm

identifikovatelnlch pS$21 i ooio oo . @S0 OA

a doplnhDn2 BRSKWBAL®OmMOV® faktar'\i

[? Kryobiopsie ?] b Screening vaskulitid — C?Qtlrlglgn
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Mul ti oborovl t1m
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YT Avak ©p & Nscreening’ N
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Rol e bronchoskopie + bronchoal veol 8rn

~

AV zahriapklge rezervovanl [pSZstup
AV LiRHoporul|l uje se

NRDkdy samo o sobhRD diagnostick® (vzs8§cnih)
LastPRDji jen Akam2nek do mozai kyf

Provsg8§dNDt aut omakryobiogsie? bi opsi e? A
- asi ne

nNor m8I| n?2

neutrofil n?2 BALT s
bakteri emi (u gi pek)

eosinofiln?

| ymf ocyt - za



Role bronchoskopie + bronchoal veol 8rn
Patognomiegkhm
An§dorov® buRky — malignita
Aml ®  n§ tekutina pogzitiwn2 al veodr8atnei n- za
Ahemorrhagie; s kagdou por ¢
viraznnj gz — di fuzn2 alveol 8rn2 hemorr
(pri m8rnz?, sekund8r nz?)
Aprachovg tnNl2ska —> pneumokoni -za ?
Pomocnl vilbzunmai nT rozpol et
Nor m§l n2 bunRlnl rlozpolet v
BALT:
do 15% |ymieeytF+——— plus vyget Sdmtun®D4/g@xd | (n 2
do 3% neutrofil T
do0,5%eosinofil T
do0,5%bazofil T
Zbytek alveol 8rn2 |makrof 8§gy




Rol e

Nor m&§l n2 bunil| nil

do 15% I ymfocyt T
do 3% neutrofil
do05%eosi nofil T
doO05%bazofilT
Zbytek alveol 8§rn2

S‘” ymfocyt'[.sarkOi d-za++, exogenn?
LIP++, NSIP+, IPF+-, dal ¢ ?2

S\/neutrofil"ll'nfek!nz z8nNDt, nNDkdy
PF+, COP+,RB-l LD+, DI P+, dal

& : : osinofiln?2 pneumoni e+
eosi noflli
y yndrom Churgaa Straussov®

bronchoskopi e + bronchoal veol §r

rozpolvygetBSaemRérnymfocyt T v @tofidtrak ov ®m

Aznaky CcD3, CD4, CD8, CD19, CD1a,
AzvlI 8gtn2 viznam m§ stanoven2 pom
(tzv.i munor e gindex(lR)) 2

makr of § norma: 1,57 2,0




Vyget Sovaci2CT/HRCd c e s
Pro validn?2 zhodnoseapdde2tSmma mnseaoyu@S& al mm
(CT poS2zen® k vyloulen? plicn2 embolie obvykle nevy
Aal veol 8§rn2 postigen? i nterstici &8l n?2 posfAidjiiesnt?ri buce a |
-konsolidace (zcela neprThretn®ubBlradt ppPsdenziiwipatol ogi ckl c
-ml ®| n® @mpundglassypadity -n o d u lz8&mNmn2y ] (mMNSeHouwsfield:
(pol opr Thl edn® obl ast i) -vogtinovs8 pSestjaevdmaot k§c h)
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bazs§8l ni
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Vyget Sovaci2CT/HRCG c e s

Pro validn?2 zhodnoseapdde2tSmma mnseaoyu@S& al mm
(CT poS2zen® k vyloulen2 plicn?2 e '

nevy

Noduly
- Distribuces. ngkeo@hiBdniD (a jak?)

- Charakternodul T Opacity

ml ® n®ho sklfa

Covid-19

Konsol i dace p'ianho l
parenchymu ’

-

(a airbronchogran)

Pl ilkin®t i ozc yLta-nzgaer hansovIich bunnk

(hi sti oXgyt - - za
Pneumokokovs8 pneu



Mul ti oborovli tim (MDT)

Al PP by mnRly blt Segeny na multidiscipl
ATen se sch8z2 pravidelnnN a m8 definova
AAl ternativa k histologick®mu ovRSen?
AV pS2padBl BPF standar din

-0get Suj2c?2 | ®kabhb

- pneumolog T specialista na IPP

- radiolog

- chirurg

-ml adg?2 | ®kaSi

-1 des8l nnD | patol obg a revmatol og

Yyt a @ NI YOA OKANMHZNBAO]lSK2Z2 AYRA(lIGYNK2 (éYdz

FuriniF, Carnevale A asoniGL, et al. The Role of the Multidisciplinary Evaluation of Interstitial Lung Diseases: Systematic Literature
of the Current Evidence and Future Perspectives. Front Med (Lausanne). 2019;6:246.
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Mul ti oborovl tim (MDT)
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1)t ffSK2RYy 2020t yN R:
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HO | 2RY20SYN Qé g2
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3) V souvislosti s transplantacemi




Mul ti oborovli tim (MDT)

F8ze posuzovg&§nz | PP v dobnD diagnosti ky:
1) Uveden?2 pS2padu, klinickl kontext
2 ) Nov® | ten?2 CT/HRCT ns8l ezu
(stavhDno hlavnhD na Ul P/ 1 PF)
_ _ A'Lt dalX yS Y
a) Url en2 dominantn? patologick® morAQ/\]N\] @ﬁéLJEIf{Z())/
YFEYATFSad20ly
bl) Zhodnocen? n§lezu prizmatem mog & dodNIFA & PF LINE
| ANsyuaéyzfzax
b2) Pokud nen? sluliteln® s UI P, t kUIPu | en al ter




Hodnocen? HRCT ng8l ezu:

1) Jde o di f uz npficniproces8r st i ci §l: ané, P:ano
2 Co j e domdrfa?a nttn?j . jakTl j

e
_ - L:noduI’;/,P:retikuI§rn2 opacit
charakter patologicklch zmhDn?)

3y Jak8 je distribuce zmDn? Lnemubpl e,®rh8llanddudpl er §1 n

AHPSidrugen® n§lezy? L: +- bronchiektazie
P:podletohotoscanune (ani vogtin



do rentgenol ogi

AReti kul 8rn2 opacity
ASubpl e lokalgdce 2

AKr ani ok progeegel n 2

Avogtina (zde dosti vel k®

Cy
ANej sou n8lezy v rozporu s U
Abeznodul Te lghundcgass, mozai kov ®ho
posti gen?2 , aktrappiago,lpied adbde onchi 81 n?2
dominance

—> HRCT di apatternk WP (

C
-
|

ARozs8&8hl ® opacity ml® n®ho s
APeri fernh, @alue pd ek | hzzk ou
AV mal @retinda&e

ABez vogtiny

——> HRCT di apattern)z NSIP(



Coge? Jak§ UIP? VgdyS takov§g nemo:c
A jak8§8 NSIP? Ten pS2pad zn8&m, |je t
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ClhdsSiBle’lu INE A €|z
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IPF

Syst. nem. pojiva
Pol ®k ov ®
Azbest - za
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Role patologa?
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Role patologa?

Aa5¢ aS @geéeat RnNZ T RI 2SS GnjSol oA2L
1)b SY N G njSol YobvykleuUIP
—— t 2 1 Apredii yigdnota pro IPF je 95%
—— ;32 2SS USRé RAIFIAYy2a0A120yeéeOK aOK
A vad?2 to nDhDI| emi

Ani ne.
Antifibrotika pomohou | tak




Aa5¢ aS @geéeat RnNZ T RIF 2S5 GnjSol

2) A u norUIP?
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Role patologa?
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Vyget Sovacihbimmpesdes plic a histol ogi
transbr orkdhis§lcrk?8i bh @gprs§ ek punkci zvDtgenlch m
hilovich uzlin, z plicn2ho parenchymu je vt D¢
transbr o krgdbiogsiendaov 8 metoda, omezenl dostupinsg,
vzorkT. Lok§8Il n2 -75/r(pogdebn4-54)k 8anNvylkar oj en2 vzorku
kolem 5x5mm)
bi opsie z mimoplicn?2 | okallil zace ]
Aperifern2 wzliny |i kogn2 |®ze v pS2padhl sa
Abi opsie sliznice nosohltan8j P&isymiPwde zSe n?2
Abiopsie z ledviny, spojivky, atd.

chirurgick8 Dbiopsie plic
Akr omD obvyklTch aeelgeraanens?tcehz irii znekbevzpel|l 2 Exac
procesu (i1 s fats8l nz mi nNng§sl edky)
Az tohoto dTvodu bilopsgiig nepmov dpPti nTjcd vyge




Vyget Sovacithipnodegi ck® vyget Ser

1 1 dzd y N

L2 01 21 Sy a Q
\ 0

PSi plicn2 Dbiopsii mJTge blt zachycen§ jak®kol



akutn2?2 pogkozen? pfleégamsal n?
hyalinn2mi membr §na@danizace plic
/IDAD 1 difuze alveolar damage/

Lung fibrosis from pathologistsé s p oi nt o f prezén@mce ha Rtague 192014z
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Vyget Sovachipnrnowdeogi ck® vyget Sen?

No;mal arq 27
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Cases, R. Ma t D3 piezentace na Prague ILD2014
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Vyget Sovacithipnomdegi ck® vyget Sen?2

SE— Vogtina e destrukce plicn?2 tks8nl
"i_ nahromadfDnli mi cystickImi fibr.-zn-
g si Il nost Dnnl mi . Je szt DHrMM28 Yap | n §

struktury.

Lung fibrosis from pathologistsé s p oi nt o fupraven@),z prezEnvatemg Prague 1LD2014
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Kentaro Watanabe (2013). Physiological Manifestation in Pulmonary Sarcoidosis, Sarcoidosis, Available from:

http://lwww.intechopen.com/books/sarcoidosis/physiological-manifestation-in-pulmonary-sarcoidosis
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L ®| ebn® m()gnosti LAM( ymf angi ol ei pmy o malt

I sirolimus [rapamune]
- | - inhibitor mTOR
-p Si rychl ®m pokl
Odstranhn? -zprvu 2mg/ den, pg
expozice n2 | @k ovich hladin
Speci fick I®f’|bbak
a antifibrotika Antifbrotika =~~~ .
I nintedanib, pirfenidon, Kklin. studie
Kombi novans
ABi ol og\y ck§ imunosuprese
| ® bap - udg. IPF: nasazovat ihned
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komorbidit a symptomaticks§

| ®I b a - u fi br-IPE podembiol. chov§8n?
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<2-kombinace (2K): prednison + azathioprin
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a k 8 naBtifibeotika?

Pirfenidon[Esbriet] Nintedanib[Ofe\]

tbl, 801mg, 3xd tbl, 150mg, 2xd

@¢DICM ONB&ALIP ayAO®dzeS | 1 GADH Ok dNRG A yihbiot 1 2 gé
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L®] ba exacerbac? | PP

NejlastRji se tIT kg | PF
ASt av n8hl ®ho zhorgen2 dugnosti a plicn2ch funkc?
Adoprovg8§zenl novimi oboustrannimi opacitami na RT

At yto opacity nejsou vyssdDtmDstehnhdm® )i nak (pneumon
Apodkladem je DAD (diffuze alveolar damage)

AM®nnN | ast® ned naps. u CHOPN, ale smrt?2c?2
A50% mortalita ihned nebo do 3M

Asmr t nost na invazivn2 ventilaci t®mRS 100%
Ainvazivn2 ventilace proto indikov8na jen
- U pac. na waiting listu k transplantaci
-pokud j sme pSipraveni organi zovat urgentnz2 tr al
AL ®| b a:

-Kortikoidy ve vysoklch d8§vk8&8ch: ag 1000mg/den po
(ale sl ab® podlogen2z dTkazy)

-Girokospektr§8 ATB

-Ky sl 2k
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