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ﬂ Diagnostic Process in DPLD
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Struktura pfedndsky

¢ Obecny popis metod

Metody funkéniho vysetfovani plic ILD

¢ Vysetreni ventilace

¢ Vysetreni transfer faktoru
¢ Vysetreni respirace

¢ Vysetreni poddajnosti plice

Plicni hemodynamika
e Zatézové testy

Vysetreni ventilace u ILD

¢ mensi pfinos
* RVP prevazuje
nékdy i RVP/OVP (sarkoiddza, EAA, HX)

* 11VC (VCmax,FVC) @ L L LIRV
¢ inormalni RV

® | TLC (u kuFakd jen :)

o falesné” t RV/TLC

Vysetteni transfer faktoru u ILD

e extrémni pfinos (senzitivni metoda)

* |TLeoi | Kco

¢ sledovani dynamiky vyvoje (zejména TLco)
¢ indikace LTx

ADVA D _DISEASE LIMITED DISEASE
TLCO >40%
PROGRESSIVE
Refer for transplant DISEASE

if appropriate
candidate FVC fall >10%

Vysetteni funkce plic u IPF
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Ptiklad dynamiky zmén VC a TLco u IPF
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Vysetteni respirace u ILD

¢ arterialni krevni plyny
hypoxémie (vyraznd akcentace pfi zatézi)
dlouho normokapnie (hypokapnie)
rdst A-a gradientu kysliku

6MWT a plicni funkce

Sarcoidosis Vasc Diffuse Lung Dis. 2001 Jun;18(2):170-5.

Relationship between outcome measures of six-minute walk test and baseline lung function in patients with
interstitial lung disease.

Chetta A Aiello M, Foresi A Marangio E, Dippolito R, Castagnaro A Olivieri D

Department of Respiratory Diseases, University of Parma, Parma, taly. chetta@unipr.it

Abstract

BACKGROUND AND AIM OF THE WORK: In patients with interstifal lung disease (ILD), the sieminute walk test (SHWT) has been rarely used, and up fll
now, the relationship between outcome measures of the test and baseline lung function has not yet been examined. Therefore, we assessed walk
distance, oygen desaturation, and breathlessness perceplion during BMWT, and heir relations hips to baseline lung funcion in patients with ILD.
METHODS: Fory ILD patients with history of breathlessness during physical exertion perfarmed a BIWT follawing a standard protocol. Breathlessness
perception during walk was assessed by visual analogue scale (VAS, in mm).

RESULTS: The mean walk distance was 487 meters (range 271-689). lean baseline oxygen saturation (Base SpO2, %) was 94% and was reduced
during walk, either as mean oxygen saturation (Mean Sp02, 89%, p = 0.001) or as mean fall in oxygen saturation during walk (Fall Sp02, 5%).
Furthermore, VAS significantl increased after walk (5 mm to 44 mm, p < 0.001). A close relationship of TLco and TLC to walk distance and Fall Sp02
was found (=0 45 and 0.42 and r =-0.75 and -0 64, respectivly; p < 0.001, sach). Onthe basis of regression equations by stapwise multiple:
regression analysis, walk distance was predicted by age and FVC (2= 0.50), Mean Sp02 by TLco and Base Sp02 (r2 = 0.80), and Fall $p02 only by
TLeo (2= 0.57). perception was not reliably predicted by any a d variably

CONCLUSIONS: We confirmed that 6HIVT orovides a alobal evaluation of sub-maximal exercise capacity in ILD patients. We also found that walk.
distance and oxygen desaturation, but not breathles sness perception during walk, are strictly related to baseline lung function,

Desaturace/6 MWD

Clinics (Sao Paulo). 2010,85(3):8418.
Desaturation - distance ratio: a new concept for a functional assessment of interstitial lung diseases.
Fimenta SF, Rocha RB, Baldi BG, Kawassaki Ade W, Kairalla R4, Canalho CR

Pulmonary Division, Heart Insiute (Cor), Faculdade de Medicina, Universidade de Séo Paulo, Séo Paulo, SP, Brazi, crrcarvaho@henet usp.br.

Abstract

INTRODUCTION: The functional evaluation has become increasinglyimportant in the understanding and management of patients with interstitial lung
diseases. The cardiopuimonary exercise test and the sit-minute walk test (SHWT}, through their isolated variables, have been used to do this
evaluation, with some limitations

OBJECTIVES: We proposed a new composite index (desaturation distance ratio using continuous peripheral oxygen saturation (Sp02) and the
distance walked as a more reliable tool for doing a functional evaluation of these patients.

METHODS: BT was performed by intersiitial ling diseases patients and conirols. Analyzed parameters were walked distance and desaturation area
(DAQ2), obtained by taking the difference between maximal Sp0O2 possible (100%) and patient's SpO2 every 2 seconds. desaturation distance ratio
was calculated using the ratio between DA02 and distance walked

RESULTS: Forty-nine interstitial lung diseases patients and 11 control subjects completed the protocol. The mean (D) age was 60 (12) vears and 65
(9) years, respedively (2:NS). Data obtained from GMWT showed a significant statistical difference between interstitial lung diseases patients and
controls: mean walked distance (430 and 602 meters, respectively); SpO2 minimal maintained atleast 10 seconds - Sp02 min (85% and 94%,
respecively), and median tesaturation distance ratio (10 and 2.5, respectively). A comelation analysis, considering interstial lung diseases patients,
revealed the best corelation between des aturation distance ratio and DLco (r=-0.72; p<0.001), being he corelation between SpO2 min and DLco of
0,61 (p<0.001) and among walked distance and DLco of 0.5 (p=0.05).

CONCLUSION: Desaturation distance ratio is a promising concept and a more reliable physiologic ool to assess pulmonary diseases characterized by
involvement of the alveolar-capillary membrane, such as inferstitial lung diseases

Plicni poddajnost u ILD

* casnd faze ILD
® | Cdyn, | Cstat, | Cspec

Volume ()

¢ malo pouZivana v praxi (nepohodin)
* nevhodné pro pravidelné sledovani

Volume (mLig)

Airway Pressure (cm H20)

Plicni hemodynamika u ILD

¢ sonografie - odhad PH

» katetrizace
- mPAP >25mmHg, sPAP>30mmHg, PVR >3WU

- mPAP > 30mmHg (neptizniva prognoza)

Zisman et al. Respir Med 2007; 101:2153-2159




Odhad SPAP dle sonografie
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Odhad PH dle ventilace a TLco

MPAP: -11,9 + 0,272 x SpO , + 0,0659 x (100 - SpO,)?+ 3,06 x FVC%/TLco%
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Zatézové testy u ILD

e CPET

¢ Jiné testy

Obecné pfinosy vysetfeni funkce plic u ILD

* Diagndza
¢ Sledovani lécebného efektu
e Detekce AE

¢ Indikace DDOT
Indikace LTx
Detekce BOS

Struktura pfedndsky

¢ Konkrétni vyuZziti jednotlivych metod

Vliv véku na vyskyt ILD

Prevalence/frequency in the
elderly

Idiopathic diseases

Idiopathic pulmonary fibrosis The most preva
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amongst patien
per 100000 in the general
peopulation.
Nonspecific interstitial
pneumonia
Desquamative interstitial
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Alveolar proteinosis

Pulmonary Langerhans' cell
histiocytosis (histiocytosis
X)

Eosinophilic pneumonia

Environmental, occupational
and drug exposures

Pneumoconiosis (silicosis, Variable amongst exposed
asbestosis) individuals in different
countries.

Hypersensitivity Pneumonitis Difficult to ascertain because

(bird fancier's lung, of seasonal, climatic and

farmer's lung) geographical variations. High
among subjects exposed to high

Drug-related ILDs
(amiodarone, nitrofurantoin,
methotrexate)

Multisystemic diseases

Connective tissue diseases
(rheumatoid arthritis,
systemic sclerosis)

ERJ Monograph 2010

sarcoidosis Variable around the world (up to
64 per 100000 in Sweden).
o in eiderly

Pulmonary vasculitides
(Wegener's granulomatosis,
Churg-Strauss syndrome)

Lymphangioleicmyomatosis

Mimics of interstitial lung
diseases

ZAspiration pneumonia
Pulmonary oedema
Carcinomatous lymphangitis
Thromboembolic disease
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Vliv fenotypu na ILD (zejména IPF)
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Progndza nemocnych s ILD (zejména IPF)

IPF median preziti 2,5-3 roky, 5 ti leté preZiti < 20%
Emfyzém/fibréza (CPFE sy) 6 let
NSIP 6-8 let

Zavislost na: TLC, VC, TLco, BMWT, latentni RI, PH
pokud u IPF pokles TLco 0 >15%, VC o >10% za 6-12M

horsi progndza (3x t mortalita neZ u pac. s nizsim poklesem)

CPFE aneb
umrti na fibr6zu s normalnim TLC a katastrofalni
TLco

Vyskytuje se: u kurakd s IPF, u RA, u SS, u MCTD




Rizikovy nemocni s IPF

¢ V dobé diagnézy: t MRC dyspnea, TLco<40%,

Survival |

based or desaturace <88% pri 6MWT, vostina na HRCT

longi

Some [Pl

o e V pribéhu: 1t MRC dyspnea, | FVC 0 >10% a
il s L TLco 0 > 15%, zhorSeni HRCT fibrotickych A

Vyuziti funkéniho vySetreni v indikaci
terapie IPF

RHB — jakdkoliv funkce se symptomy
* VyZiva — jakakoliv funkce s poruchou vyzivy
* Ockovani — jakakoliv funkce

e DDOT - poruchy respirace
e LTx —TLco<40%, sat O, < 88% pFi 6MWT,..
¢ Neivazivni ventilace — poruchy respirace




Vyuziti mPAP v terapii IPF

pulmonary hypertensio
ated in patients with IPF?

ndation: We suggest that pulmonary
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Posouzeni chirurgické verifikace

pfi jasné klinice a HRCT - NE
pokud se jedna o end stage fibrézu - NE
pokud vysledky nejasné, rozporuplné - ANO

pokud manifestni Rl a nebo TLco<40% - spiSe NE

pokud pacient souhlasi s operaci - ANO
pokud pacient chce byt ve studii, znat pfesnou dg - ANO

Letalita chirurgické verifikace

ullD <1%

uIPF 3% (TLco<50% az 11%)
(akutni exacerbace az 34%)

Indikace LTx

prodlouzi zivot O o 3-5 let (v CR 1 rok 72%, 5 let 43%)

T imrtnost na WL
indikovat vcas: TLco<30-40% , VC ¢i TLC<50%, PaO,<6kPa

progndza LTx zavisla na véku

imunosuprese po Tx — rejekce, infekce a malignity (po 10 letech
25% pacienttl lymfomy &i Ca)

AJRCCM 2001 164: 103-8

| Curves by Diagnosis for Paties
Waiting for Transplantation

On Waiting List

@ Cystic fibrosis
Interstitial pulmonary fibrosis
physema
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Exacerbace IPF

zhorsovani IPF ve skocich, nikdy neni Uplny navrat
¢im tézsi fibrdza - tim Castéjsi exacerbace

u cca 30% pacientC s IPF

na HRCT mlééné sklo, v BAT - 1 granulocytt
histologie - az obraz DAD

klinika: 1 dusnosti, | zejména TLco, 1 RI
Castéjsi u neléCenych pacientd NAC a interferonem

Sledovani nemocnych s IPF (NSIP)

Hodnoceni efektu Iécby

klinika, infekéni ¢i jiné komplikace
TLC, FVC, TLco, 6MWT, sat. O, po namaze

Sledovini nemocnych a prtibéZné hodnoceni (3 3M)
Funkcni vysSetieni plic (6MWT) a 3 mésice

Kontrolni HRCT + BAL—46-12 M

Dozivotni dispenzarizace




Hodnoceni efektu I1é¢by IPF (NSIP)

ZlepsSeni: (pfitomny alespori 2 znaky)
1/ zlepseni klinického stavu (zlep3eni tolerance ndmahy, dusnosti, kasle)
2/ zlep$eni nélezu na RTG & HRCT
3/ zlep3eni alespori 2 bodd
a/ zvy$eni TLC &i VC o 10 % a vice (alespofi 200 ml)
b/ zvy3eni TLco o 15 % a vice
¢/ zlep3eni saturace O, 0 4 % nebo PaO, 0 4 mmHg po 6MWT

Stabilizace stavu : - pii odezvé:

1/ v TLC ¢&i VC 0 10 % nebo méné nez 200 ml,
2/ zlepSeni méné nez 15 % v TLco,

3/ zadna zména v saturaci ¢i PaO, po 6MWT

ZhorSeni: 1/ zhoreni dugnosti &i kasle
2/ zhorSeni HRCT, vostina, plicni hypertenze
3/ zhorSeni plicnich funkci (alespori ve 2 bodech)
a/ pokles TLC &i VC o vice jak 10%
b/ pokles TLco o vice jak 15%
c/ zhorSeni sat O,

Na zaver

Navrh sledovani nemocnych s ILD (zejména IIP)
¢ Ventilaéni parametry (VC, TLC)/3M

¢ TlLco/3M

« 6MWT/3M (Sp0,)

« KP/3M (pfi RI)

e UZsrdce (vdobé dg.)
¢ Srdecni katetrizace pfi UZ zndmkach PH




