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Figure 2 Measurement of progression of emphysema
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CT denzitometrie

Predilekce emfyzemu

Lung Resuits
Unit Fiight Lung Leftlung | Both Lungs
Yolume n 4741 2,376 2117
wieight Ial 4756 3906 8651
Mean Lung Density (MLD) | [HU] 8387 -884.3 8933 Localty v PD (TLco-FEVY) v FEV,/TLco
Pec [15 [ [HU] -974.5 -963.0 9726 B
ra [850 (Hy) 2] 2410 26198 0123 (PO
Localty [HU/part] 311 5.7 21.8
Heterogensity [HU] 1.0 20 77
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Screening

Panikulitida

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

2) CHOPN s prevahou emfyzému u pacientl bez expozice
rizikovym faktordm (kufdckd anamnesa < 20 bali¢ koroki)

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

4) Bronchiektazie nezjisténé etiologie (pri vylouéeni
cystické fibrézy, primdrni cilidrni diskineze,
dysgamaglobulinemie, apod.)

5) Jinak neobjasnéné jaterni onemocnéni

6) Nekrotizujici panikulitida

7) Rodinnd anamnéza kteréhokoliv onemocnéni uvedeného vyse

Rychlost poklesu FEV,

FEV; Slope (mijyn)*

Months of
Reference n EverSmokers (%)  Follow-up®  Overall  Never Smokers Ex-smokers Current Smokers
Buist, 1983 (135)" 30 o7 62(36) 11 3102)
Buist, 1983 (135)* 4 83 7447) 104 (94)
Janus, 1985 (140) 2 67 72(10) 80 (38) 61 (43) 316 (80)
Hutchison, 1987 (139) 82 66 (55) 44 (56) 67 (46)
[wu, 1988 (145) 80 58 n 61 (100) 81 (70) 61(170)
Seersholm, 1995 (142) 161 89 86 (107) 52 (80) 132 (105)
Seersholm et al, 19971 (143) 97 100 70 (41) 75 (60) (95% Cl, 63-87)

927 79 5212807 S6(4) 67 (95%CI,56-78) 55 (95% O, 46-63) 109 (95% Cl, 81-137)

48(79) 47 (95% CI, 41-53) 41 (95% CI, 36-48) 70 (95% CI, 58-82)

59 (12)

66 (12-372) 1
e
9.61)
50 (7)
23 (10)
| Tonelli, 2009 (146) 37012 38(12.12) 41 (2247)

FEV1 slope inmi

G.E.Silva et al, Chest 2003

Mortalita NHLBI registr Efektivita suplementace A-1-AT

A. FEV, < 50% Predicted B. FEV, > 50% Predicted
w
Table 1 Studies on clinical efficacy of augmentation therapy
Reference Date Design Outcome measures. Main results
‘Seersholm ef of 1997 Obsenvational cohort, FEV, dedine In pafients with FEV; 31-65% augmentafion
ncurrent conrok slowed dedine of FEV, by 21 mi/year
INHLBI Registry” 1998 Chsarvational cohart, FEV; dedline and survival In patients with FEV) 35-49% augmeniafion
=041 bprank et o concurrent confroly e FEVy by 27 mﬁmr Risk.
i for deah with cugmentaion 0.64
compared with non recipients
Dirksen ef o 1999 Randomised controlled trial  FEV, dedline hung density [CT)  Loss.of lung fissue 2.6 g/|fyear wilh placebo
and 1.5 g/lfyecr with augmentaion
Gotiist et ol * 2000 Descrigtive Urinary desmasine Augmentation did not reduce the rate of
elostin degrodafion
Lisberman'" 2000 Chservational (web bosed  Frequency of lung inkctiors  Number of king infections per year
survey) decraased from 3-5 bekora augmentotion to
0-1 dfter augmentation
Wencker of of” 2001 Chservational (before-afier]  FEV; dedline Rates of FEV, decline before and afier
augmentafion 49.2 and 34.2 ml/year.
Respacivel
Siackey o ol” 2002 Descrigtive Sputum inflammatory marbers  Augmeniofion reduced sputum leukofriena B4

AATD Registry Study Group, AJRCCM 1998




Efekf/w’fa suplementace Indikace lécby

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

b) hladina AAT je pod 0,5 g/l (PiZZ, Pinull)

LS mean change in PD15 (g/L)

220t ot ¢) jsou neku Faky (s objektivni verifikaci)
95% Cl, 0.669-3.926
p =0.006
n of emphyse AAT-treated

Stockley, RA et al, Respir Research 2010

Situace v Centru

+ CHOPN k indikaci 1
+ CHOPN pod limitem 14
+ CHOPN nad limitem 6

Jak je to u nds? - Bez postizent PF 10

Suplementace poddvdna  16/10 pacientiim
Studie RAPID 2 pacienti
Nelééeno 15 pacientd
LuTx/WL 5

Funkéni charakteristika Progrese onemocneni
(prameérny follow-up 3,2 roky)

Vék - 50,9 let p<0,0001
(25-81)

FEV1 - 54 5%
(15-113%)

%normy

%normy
=
o
(=]

baseline follow-up baseline follow-up

FEV, TLeo

Pramérny pokles 108 mi/rok




Nadrdst detekce - PizZ
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Centrum pro AATD

Jediné centrum pro CR

Pneumologickd klintka 1.LF UK a TNsP
Videriska 800, 140 59 Praha 4

Tel.: 261 082 422

Fax.: 261 082 206

E-mail: jan.chlumsky@ftn.cz



