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Predilekce emfyzemu

Locality v PD (TLco-FEVy) v FEV{/TLeo 3
p=0,014

Locality

Klinickd prezentace CHOPN s AATD

Rychlost poklesu FEV,

AAT 0,5-1,0 g/l (heterozygozi)

FEV1 siope in milliiters per year

G.E.Silva et al, Chest 2003
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CT denzitometrie

Lung Results
Unit Fiight Lung Left Lung Both Lungs

Volume m 4741 3.376 217
Wieight fal 4756 906 86,1
Mean Lung Diensity (MLD) | (HU] 2997 8843 B33
Pec [15 [z [HU] 4745 959.0 G726
ma [550 [HU) 1zl 32910 26198 30123
Lacality [HU/part]| 311 57 -21.8
Heterogeneity [HU] 1.0 20 7.7
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AATD Registry Study Group, AJRCCM 1998

Placebo

LS mean change in PD15 (g/L)

2297 g/L*
95% Cl, 0.669-3.926
P = 0.006
Figure 3 Progression of emphysema in AAT-treated versus
placeb ed subjects (modified ITT)
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Stockley, RA et al, Respir Research 2010

Efektivita suplementace AAT

Pokles hustoty plicni tkand g/L

p=003

AAT m placebo

Chapman, K et al, Lancet 2015

Jak je to u nds?

Indikace lécby

a) CHOPN s FEV, v rozmezi 30-60% normy
b) hladina AAT je pod 0,5 g/I (PiZZ, PInull)

¢) jsou nekurdky (s objektivni verifikaci)



Narist detekce - PizZ
odhad prevalence v CR 400-500 pacienti Il

Aktudlni pocty AATD

Fullfiled criteria 30
Below limt 19
Mild impairment 2

Normal lung function 12

augmentation supplied 27/20 patients
(total/now)
RAPID study 2

LuTx/WL 10

Funkéni charakteristika

VEk - 50,0 let
(25-69)
FEV1 - 54 5%

(15-113%)
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Progrese onemocnéni
(follow-up 1-7 let)
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roky roky

FEV, TLeo

Priimérny pokles 93 mi/rok Priimérny pokles 0,027
median 81 ml/rok (0-230ml) mmol/kPa/L/min

Progrese onemocnéni
(follow-up 1-7 let)

roky

15 percentil RA (-950 HU)

Progrese onemocnéni
(follow-up 1-7 let)
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Progrese onemocnéni
(follow-up 1-7 let)
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VE/VCO,

Diagnostika AATD

MF, 48 let, bez zatéze, kurak 20 let

Dg. CHOPN od 2009, lIé¢ba kombinaci
IKS + LABA,

Dechové obtize jsou vyhradné
vazané na namahu, patrny pomérné
rychly pokles FEV1 Opakované infekty
d.c. vedou k exacerbacim, letos
jiz 3x (zhorseni oproti pfedchozimu
roku). Na kasel netrpi.

Diagnostika AATD

4 6
Objem [l

FEV,=38% normy TL.,=57% normy
RV =247% normy K., = 77% normy
TLC = 127% normy

Diagnostika AATD

Diagnostika AATD
Prodleva diagnézy - JEN 6 let

CHOPN, 3/D, fenotyp emfyzematicky,
exacerbdtor (AAT 0,2 g/l)

Hladina AAT by méla byt
soucast diagnozy Il

Registr CHOPN - praxe

730 pacienti
Odbér AAT u 74,2%

AAT snizena u 13 (2,4%)

Prdmérnd hladina 0,69 g/!
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