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Figure 2 Measurement of progression of emphysema
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Predilekce emfyzemu
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Screenin .
< Prognoza

1) CHOPN s prevahou emfyzému u pacient
mladsich 65 let véku

2) CHOPN s pirevahou emfyzému u pacientl bez expozice
rizikovym faktortm (kufdckd anamnesa < 20 baliékorok)

3) CHOPN s prevahou emfyzému s predilekci v oblasti
dolnich laloki plic

4) Bronchiektazie nezjisténé etiologie (pri vylouceni
cystické fibrozy, primarni cilidrni diskineze,
dysgamaglobulinemie, apod.)

5) Jinak neobjasnéné jaterni onemocnéni

6) Nekrotizujici panikulitida

7) Rodinnd anamnéza kteréhokoliv onemocnéni uvedeného vyse

Rychlost poklesu FEV, Mortalita NHLBI registr

A. FEV, < 50% Predicted B. FEV, > 50% Predicted
0

P=041 logrank test

FEV1 8lopé in milliiters per year

G.E.Silva et al, Chest 2003 AATD Registry Study Group, AJRCCM 1998

Efektivita suplementace Efektivita suplementace

B
Table 1 Studies on clinical eHicacy of augmentation therapy .
a
Reference Date Design Ouicome measures Main results [
Seershoim ef of 1997 Chsenvational cohort, FEVy dedine In patients with FEV, 31-65% augmeniation é,
ncurrent centrol slowed dedline of FEV; by 21 ml/year g
NHLBI Registry’ 1998 Chservational cohort, FEV1 dedine and sunvivd In paierts with FEY1 35-4%% augmentafion 2
ncurrent cenirok. e dacdine of FEVq Ly 27 milyecr Rk g
ratio for death with augmentaion 0.64 ]
B R e S [
Dirksen of ol 1999 Randomised controlled tricl  FEV, dedine lung density {CT)  Loss of lung fissus 2.6 g/I/year wih placebo @
and 1.5 g/l/ysar with ugmertaion
Gotfieb et ol * 2000 Descriptive Urinary desmosine Augmeniation did not reduce the rate of 3
elastin degrodation 2207 gL*
lrebmmma 2000 (Gl v (weds bmael] Frnpoemcy O Iy mboctionss Nwiln! o by T prestpoca’ O i
surey) decransed from 3-5 bebre ougmentation 1 b
0-1 ahter ougmentalion P =0.006
Wendeer e of” 2001 Ghservational [before-afier]  FEVy dedine Refes of FEV; decline before and afier Figure 3 Progression of emphysema in AAT-treated versus
umeofon 472 oad 312 e placebo-treated subjects (modified ITT). *Extimated treatme
Stockey et al” 2002 Descriptive Sputum inflammatory markers  Augmentation reduced sputum lsukotriene B4 - enween mean changy ed

Stockley, RA et al, Respir Research 2010




Indikace lécby

a) CHOPN s FEV, v rozmezi 30-60% normy

b) hladina AAT je pod 0,5 g/l (PiZz, Pinull) J'ak je fo u na’s’

¢) jsou neku raky (s objektivni verifikaci)

Situace v Centru Funkéni charakteristika
+ CHOPN k indikaci 24
+ CHOPN pod limitem 12 Vék - 50,0 let
+ CHOPN nad limitem 7 (25-69)

+ Bez postiZeni plicnich funkei 12 FEV1 - 54 5%
(15-113%)

%normy
=
8

Suplementace poddvdna 24/16 pacientiim
(celkem/nyni)

Studie RAPID 2 pacienti
Nelééeno 15 pacientd
LuTx/WL 5)

Progrese onemocnéni Progrese onemocnéni
(Follow-up 1-7 let) (Follow-up 1-7 let)

Hhbdase,

Tleo 15 percentil RA (-950 HU)

roky roky

Pramérny pokles 93 ml/rok Pramérny pokles 0,027
median 81 ml/rok (0-230ml) mmol/kPa/L/min
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odhad prevalence v CR 400-500 pacienti Centrum pro AATD

Jediné centrum pro CR
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