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METICERLT

AFSIEE. 2016 FICEESBRFMAEHEE EOSMRBEERITRAESE) [FRA2(CET
DFEMR] BHEO—RELUTUERSINE [a,- 7> F NI P ORZSEZBEDFS|1E2016] 28
(LT, [FERALICEIT 2AEMR] BHEZSISHOE [HEMITIRSIER - SMEECET
ZRAEMR] BEN. HAWRBFAE EHICHETREER LTz, RIREBIERIC. AFBICH VT a,-
TOFN)TFIUREE (a,- antitrypsin deficiency: AATD) DE2EEICHEED 2 TEEE D 35 IR
BAREZFLENRELTWVD . LHEABSO—MICHEPIEOEVEZHBZMENDN T D,

NEDBEREGFSHH TR, FEURIEERETHDLEFEDY G FlREHEHRAE L
TARALBRAL W CDIEHRENFEDON D EEZLE LI ERIEE (I EMmE COBEZE D
BNECTH Do

ACEETHR ClE. 20214 1 BIC AAT BEIDEF TOEISRFENFEGZ SN, BF 7 BICREEINE
ELTEMENEZZ EZRT. FISBBEEICRET 2a8E Z2P0ICE]ZiToTWLWD (CQ10-128
B8, £z, DABEICHSVWOEFRESI N AATD (LT 21BHZE 7Y 7— KU, BRICEFSZ
BRI EERNEDZHD ) > T IEHREFHEL TV D,

HAADKECETZ2IET Y RAEFFLEZLL. SHRLF\BEMRZMEL. TET VR EEEFT
5 ETF5|EZUEIUTO<KEWBANARETH Do
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iR (FCHIC

AF5|E(F. BEEHBREMRERYE EEMKRBECRIARESR) [[FRA2(CET 2REN
K] BEO—RELT. AFPICHBVWTa-7>F NI URZE (- antitrypsin deficiency:
AATD) DZEICHBZIREMD D B HRSEAREZNRE U TER LIz, ZD7zeHh. ABTDO—EBIC
SPMOEVEZABNMEODN T VD, NEFEPMEOTVEENKRDHSNDDT. FEZFEHON
3E8E (CQ58R) Z2EBEREE ISR COREZHDEINETH B,

a-7>F NP ORTEG. BRE ([HEROBEICHT SEEFICET 5AE] F 265
ERES0S) (CEDVWT201547 8 1 BitfTOIBTEERD—D (FHRES 2318) Thd. (K.
[T >F NI ORIBE] EEfRSnzEA,. FO077—8/7>F 07 7—ENT AR
BHERFEHNSZEBI NS BOBBEHRFTHDa-7>F N FT > (AAT) DEAE COPD #
ERRNCE)DB7H. [a-7>F NI OREIE] EHEMT B &R DIz, HDAETIFRR
KRENEHESS(CEOHTHRDBERTH Y FHBREBLARALRIAL WV zH. AFSIEICEHL
TLBHRBDEFEALF. BEEKHESDHREICEDVTHY . BRADKREICETZIET >V RIEZ
LLWDAEIETH 2. DHAEEBHNEEBE TE. NBEOHEGST . EEFECHARNGREGE
HELOTHY . NEICETIHANBEOASEEEL TV ZEFSEBRDBETDH B,

20164
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BEHBRFMAEMBIE (HUEMREEERITASER) EEMITIREIER - MsMEECET 2AEMR
REPAZREEZAER FRSARIE

RBAFREFREZATR (FIREIRERFEHZ

ERZERFAZREZHRE HRIAEE

TFERFZRZREZ AR [FkasAEE

s N =

1&% %1‘2‘3)s 1&5% EA)\ ﬁ,ﬁ\u_l ;BEHLM\ EFIE %?2)\ 3% 5%_EB1‘5)s :F;:F %T@LZ)

S ERFHIER S

5H X (B85
E  FE GREIEMKZF IFRSENRF)
2 A (RIERZREBREZRR [FIRSENEE)

2 B

=T FRNITY (AAT) RZEF. FELEANHBREREEYE (FO7 77—t
EEY—) THBAAT ORZICKY . EFETHEBOWR (E) Z2L£0. 1EUHE
MEE (COPD) ZRIET 2HRMNEERTHD. DAETIE. HEREICEDVWTER 27 F
7HTBICRESNIEEEHRD—D (KRES2318E) THd. FRSZEICHLTIL
fiikiE - COPD DRRZREL D BHFEND—DE UTHNEZRET 2MENH D AEIC
W DRHENGEBEEE UT. AAT HREENFERE SN, 2021 FICHOHAETHEEEE L
THGREINTIZ,

F—7—R ! ficfE. COPD. BARMESES. 7>F 7077 —t. BEHR
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CQT1:a-7>FRNITLTY (AAT) E(FATT A ? e 5
CQ2:ay-7>FRNIFLIURZIE (AATD) EFEDEDBIRE T D 2 oo 5
CQ3 : BUTEIEE /=T O TG 7 rvrrererrrrerressssssissssissssssssss s snes 7
CQ4 : B MRS IEE A XT= T O) TG ? et ssessssssens 7
<EoMf>
CQ5: EDEDIHBBEICAATD ZEZET ANENGD ) F T H 2 e 7
CQOE : AATD (ZEDED (CIBRT L T 7 wereerrreersreemsreesssesssseesssessssessssessssessssesssssssssssssessens 8
CQ7: AATD E2HILES . EDEDHBEANE T T A ? coerrrerrrmsssmmsssmssssmssssssssnsssens 10
CQ8 : EREER(ZIZEDEDBE MDD V) T D 2w 12
CQIO : TEEFEDEDITRD DM TT A ? corrrrerrmerrmmsmnssinssimssimsssssssssssissssssssssssssssssssosas 12
<;BE>
CQ10: AATD 213, EDLDEABEBIRATIALE D TG A 7 wrevrerrrerrmssmssssnssinsssssansenas 13
CQ11 : AAT BFESEF EDED (TITD DTG A D coererererrersrmsssmsssssssssssesssesssssssssssssssssnas 14

CQ12: AAT BT EDNRECEB(ZEDEDBE DTG A 2 v 14
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cQ

W a,-7UFRUTFY (AAT) ERATTH?

AAT (3. FICHHRTERSND D FES2,000. 394E@NDT X /BEHSB2HEEHTH D, M
BEADBEO o, -707 ) >HBEICEBLZND80~90%E LS. MPOFELEANHES (7
OF7—71) BEYETHY. BLOT) > TOF7—E=RET 5. BALDORNER(CMmE (0
T ORMERIIBED—DTH D,

a,- AT RZHE (AATD) EFEDESHBRITTH ?

=7 >F NI ORZE (a,-antitrypsin deficiency) (F. AAT DRZICKV) . BEMIC
fi&iEZz 4 . COPD (Chronic Obstructive Pulmonary Disease : {@MEAZEMMAER) =FHIE
TRHHREBTHD. IEILRIE. FHES. BEMR G EZFHAET 506 HD. 19634F(C Laurel &
Eriksson . &BA&EAED -7 07U Y RED/\N> RARERGEE T, AAT DR Cfik
BRI ENH D EERELIZDPRIATHD -

1) =&

14BRERLEICHD AAT Z 11— RT 2 SERPINAT B TFNDERERICKLDBREKSMEETMN
RETH Do SERPINATBIGFICF. 100U LOEENH D EIN. < (FEN. ENICER
AAT EETELZHDTH BN, RZETIE. BEKT ZBBEGFEENSLDICH LT, BATE
Siyama WEBRAZWVEINTND %

2) &% - BIoFER

SERPINAT EBEFNEREIZL D AAT RZDHEFIC DV TIFEDONRESINTLSH . Null B
Tl AAT BRI ERSNT . ZEITIE342BENT7 I /BEE (Glu—Lys) HEL AAT DI
HIEHNZELUTESH (polymer) ZEAE L. FFRAICERL THWMOKTARLI ., mpon
AAT MRZTDEINTVDS,

REKD 5 DIME TlE. EHE MM A EZESHEDILE AATEEICHH U, ZZ AEESH(F15~20%.
MZ AT OEGEFHN60%. SZATOESEFH40%DAAT LRNLEESNTWVD (K1)« —H.
DHEITZ ) Siyama BIZRDITE AAT BE(E. 10% Kl (9.5~35.0mg/dl) &HRESNTWS %

AATD (F. BKTIEH 5,000 A1 ADBERERESINDH . BENGECTFERDFEENRIN
THY . BEOABINA A/N>7 (UK Biobank) ZBWVi&ETld. ZZ REESHF+ U7
$0.03%. HEEETEK 17,000 AU EEHTEINDA . ZDI0%LUEH AATD E2HicnT
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x1. EILBEGCFEERREMS AAT 2EEDOBER’

PI*MM PI'Mz PI*SS PI*SZ PI*ZzZ Null £

M AAT BE

(mg/dl) 150-350 90-210 100-200 75-120 20-45 0

i) Pl: Protease inhibitor

WaWhWZ EnnaEniz®,

—7. BEATOERRIELEL. BRAL(ICET 2AEMRME BARAFRBZRNHET
Tol-2EEZAETIE. 1,000 5 AH7h) 2.03~2.08 A (95% 538XRE) ThHoiz' DR
BTIE AATDER 14 A5 11 AIC COPD Z88¢8. 183 (FEVI/FVCO) (F. F3947.3% (32.7
~67.1%). 1BEOFAMEICHT BENEG (BFEVT) (EFH52.4% (23.2~89.8%). FhiLElsE
(%DLCO/VA) [FF1559.9% (36.6~100.0%) Taholze F7P 7 AICET B#55& LT,
FEED UK Biobank TO#EITERT7 7 AN2,475 ANDDE ZZ REZESHEHF YU 7(F 1250
o718,

3) BEORE

BEIFDB(IER N L XZERSE AAT DB ZRIIERN G .. AATD DEEKE(IC2<E
592HFTHD. HHFETCOPD ZHIET S AATD BEDEFEA L FEEETH . BIEED
HIFEYEE £ V) REIEDETNRLS . FERARTHD % Fio. BE(F. B, AATDEED
FRELEILSE D, —F. IFEUEED AATD BETRRENBES D TR EWEEDDH . T,
COPD ZHET 5158 THZDREFHTENS '%

ZDOEDIC AATD BEN COPD ZHRIET 2 (C(F. ZENEEE SH-Y /NIEOESHFDRA
REOFZEIFEETITRL. UH L. BHEDRBEREEDZV AATD REICEH COPD (FFEIELDD
e, TOFREICIIECTFERICED AATRZOFZEDEFEONREERLVENCKESVWEEX
S5N. CORTEED COPD EFRELEBDRETH Do

4) FHRZE &ML DfEERZE

AATD BEI(CH T DHEBREDHEIRICIZIREN DY . T DEBREFMEFE THD. XK
M7 RZEDERRE - EITOKRRICSWVWTHZFEN DY . BUEED AATD BE THETICIEE
AEN DD, AATD BEICRHDMREF. BFE. MKETH) . HBEKIC(E THEHELIONIIE
RJETHZH. LHEMOBEPLESEZRLEZY ' IKEZ FEACROTICTELINR
ZEUIEWTRERN®HD % £ o~ P (SERPINAT) BIETEEROEFEN ISP TE
RENEEEEEET S ENREINTNS ',
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5) #BEFiE

FRICDOVTF. —MBMIC(FETHEL FRADHAIFERICEZTEEENTVEIND A, FEE
EECHVTIEFE ) Z70EMNERVE SN I5ICHEAD AATD BEDERKEP TR
DVTHABRIBTERINTULAERL,

BUMSEE =T OTIH?

fiEEDREE UT(E. SRR, BUEDESEAFDIRAICK D E IO RIER LD 58,
rOF7—1 - 7oF 077 —ER GG, AFI U - TUOFFAFII T NAREE R EHBERL
TWd, AAT [FENGIFPIRT SR I —THEEEREZET 272H. AAT DFEAORBR. 7077 —
TEAIIELS, IZRI—TPaFE L7077 —CBICLViBZEHN T 2FELEEEM TH D
IZAFUHBIREIN. SEMWREDERICEDEEZS5ND " oo AATDBEICHNLT
[FEIPIADIFDEREEE S & EDTTENEL TV B, HIZEZ B AAT DESH (polymer) H'
PRI DPIRICHBEL. MEBTORNEZBEL TLDIEENRINTVD 7,

BUHEMRSEEE =T OTTH ?

BN BECA B ICDN. MEEREHOET. SEEEORMEIEC L2 FHETEEDSE
BiEE L. SRBEORRED 2, SREESESIED air trapping £ L. SRR
(SHEBEETIN) DRESHED. FSEC & 57 RREE 6 SER IR RO RE & 75 2.

cQ

S EDESBIBEIC AATD 2ZBT ZBEN B ETH ?

AATD OERIERE. FIERSIFIREZ . 1BHEDER - BR TH BN AEICRERIPEREE 0,
U NOBRBBE CAEEFE Do

1. BFE (45mLED TCOPD ZFEL TWLWBIHEE

2. BEMBREOQVIFEEETHKE (KICTHHEL) Z2RD35E

3. COPD *FRANHADHEZEDRIEEN & 215G

4. TSR DEE

5. BEFLIEROLENH2HER. RRFHAOEEEZET 558
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(CE1) RTEEI#RE. EICZZ REESHD AATD BET. LECHEFELD S TRICESN2HEEH
ET. MENFES 825605 DN, FlAKFEITETHD

GZ2) Z B Siyams B R E TR BEFERICE > T AAT OIAREAZEL LT, E&H (polymer)
AR L. RSN T ICFHEIENICBET 52 & OEEE3IERI L5,

Lz > T, BIRSENRTE. BEFED COPD BEP. FRBEDODMIBEE. H2 L\ (3.
AATD DFRIEEN G B EE TIF AEZBEL T MEAAT BEAEZZET2EWNDEICHD,
BH. DTITHRBEBZDHA KT TlE. 65FFME. 50 (F. BUERE 20 pack years
D COPD BETIE. [EAAT BEAIEZZRI NS EHERL TV,

Fo. LEOAEZFDBECIVE AAT REREDEBRE 22t EREREE IFFIHR TORA
ZENDBDNETH Do

cQ

W AATD [FEDESICBHILETH ?

AATD (F. & AATEE <90mg/dl (RT7TOXKNJ—%) EEERSND, B AAT EE
50mg/dl A —REEEE B LU THIED ) A7 E<BIEEE SNTHY %17 AAT BEIC
o T. BE (M5 AAT50~90mg/d) . EfE (M5 AAT<50mg/dl) D2 DICHFESINS.
AAT F2MHERINEBE TH D/, BRPEEBEREMERTLERLDDDT. MEREDAE
(CH7=2TlE REHCEBMSNIEENDET D ENBETH D DAETITONIZIR— K
W3R Tld. EREEBEUEOIE AAT BEA 7RI COPD BE (AATD Tl COPD £28) Tld.
AAT > 141mg/dlA LA TRT AAT SIEE T UAKRBETHIRES FEARTH o2, Znid.
SHERINEBE TH RN RMEINTZEDEEZEZ 5N D,

K2(F. AATD DIEEHIRICH (T DEMMEBEETH D, BH. FFICIFEES TIES55m ETIER
HHIRT BEHIE H BB, REFRICHVT. BERDRVHTEES S S TIEERICLST
RENEVWHEBET D, (L. BEETH> TEEEFRED COPD (FiKiE) TlE. KNEHIFE
DBER(ICHEVWHIRERT D EENETH S,

o~ Pi (SERPINAT) EL-FEEDIRE

AAT % 0— RT3 SERPINAT BLFI T T LD. 7 LILISEEEPIFE DT THREIN
PP RELLEDHENZTLILIFPIM T REKLSBDOESNDIKREMT LILIFPI*Z TH o
BILTFREFFRERNES THY . SRINENLEEND. BB, RBEDEMICDOVTIF. KERIPZE
=/ FNFEREEF (ATS/ERS) MAT— KA NIHEBENSHIN TS
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K2, ai-7UFNITYURZIEDZIELE

A. BN RIESFE. FEZER)
1. HERRUIN
2. BEDOREEZDRIEBERD S (FEFEFNT CEATRETH Y . 55mAIME CHAE

B. &R
1. IORHEREATR | [SEIREMAZ TE FEV,/FVC (—W) <70%
2. WEREIRATR
HRMRKESOREICES T 5 S HESNIKERE. [UBRE
3. J]fl]‘}%ou TOFNIPVURE
TOFNIFPOORSERMB-7>F NI P VRBE <90 mg/dl(7zOX M) —

/£) a@%sn\ BAE (IS AAT 50 ~ 90 mg/dl) . EfE (B AAT < 50 mg/dl) M 2DIZ
DESND,

C. $&RIEZHA
IVENON S sl
BED COPD. [REXMR. UFAMNERESR. HEMHBRESK. [EILRIE. fHifd
B, ERfAE. U2/ SIREHRERE. 5> 7 )L/\ > XS A EIRE

D. ETCFHRE
1. oyn—-Pi (SERPINAT) B&:F
2. FEMBRIESEORECES LTV EHESNDIELTRER

<BHOHTFI—>

Definite : fEX (A-1, 2) +#&&EFTE (B-1, 2, 3) Zim/k L. #ERIEZH (C) DERITNSEKEER
ZFRILATCEDTHY REMRE (B-3) DIEa,-7>F NI T2 OEHNEE (M
7B AAT <50mg/dl)

Probable : JEIX (A-1, 2) +&&FRR (B-1, 2, 3) Zi@izL. ﬁWF‘yIJEaLﬁ (C) DIERBITNSHEER
ZRRILACEDTHY AREE (B-3) DIDEa,-7>F NI T OEAEE (M
& AAT50~90mg/dl)

Possible (AATD #Ef&ER) 1 EIR (A-1.2) +1R&EMRE (B-1.2) &gz L. #EhIZH (C) D
ATARNERBZHANUATCED. MEa,-7>F NI TS > DBEREEEBIZSE O
PAEMHRSEEDHREICAS U TV S EHESNDELTFEREBIBHND,

&) AAT OEHAIGER 7z OX MJ— (Nephelometry) (C&%. *7xOXKNJ— (LBEE)  FURAERIGIC K
2B e R LEELBEE AT T 57575,
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cQ

Sl AATD EBBFLES. ENKSBRENBETTH?

AATD EZHTIL7S5. EEROHECGHIEDRRR EDLEDOICUITDREZERT 5. F/ic.

KEBETHTH 2D T, BHRRECITREERERS . SHIBET TR BENBELZH
RIDENUETDH D,

1. B X#R - CTHRE #V | MO PRE O, [SEZIGREDER. MR viEm
ER EDGHIEDZHR

o

IFIRHRERRE 7 1 /81 OX N —. BIRESDE. FEEHEE. BIRIIAH X9, SpO, AIE

w

. DEN - DEBERIRE | f0afl. MSITEDZRT

4. DIEAT— T IVIRE : FSIEEDZH

.

MRIRE : ME. ERESIODE. FHie

(£1) BEmME'"??

MBS X IRARE T E. RHTIRBEER TH 2P, EITT 2 & MDEHER R C TS OFHBIMH FTE.
HRIRDET - FBER EDFRREZRD 5. MPIMEFOILKIMESMEZSED. (K1)

BIER CT #R&E. HFITEVWAZ 1T RAED HRCT Tld. Bt X REECHEREREX V) s CiixEZiex
BIENTE D, HAM(C(E, TEBUONMELOIBMIERE (H— 2 EIRNFESE) 2R, &SR
EXIREZERDB5EHHD. (K1)

(£2) RIRMEEERRERME

ANAOXRN)=TEHIHREP I REOETHASND, BHIEE (FVC) DR T ZRDDEGE©H Do
AR T O—R 12— ARG, BEKEOTEHMA T COERZ/N9—> (7O0-0FES) ZnRd. i
SEEHDOBEREZ L. RREPEMKEDBIINASN D, £z, FILEEED DK T CEIIRINE /I
ZHH T A-aDO, DEIAZERD Do 22 L. CNSDARIEFNT LEEELTHIZD(FTERN, £,
BREBEROBRICOVTEERFE, FIREEODRIENME N 2R HABORETTFRE IS EFE#HL
WEWSTEEH S
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1. AATD BZEDOERFR

HIEE X £ © Bk RZRD D

(a) A—FEOIE CT ; BlAROIMTEC —8CMRLMREZ RO S
NAERASEREZ D CT | @AIRBFOUFAMRER T 253D 5
[EZRZ O BEOWE CT | —HICKEZILREERD 2

11
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cQ

Ll BARBICEEDEISBEDHHETH?

ERITANEEEREE U TIE. [UEMERE CEEMEIRS *3. EREETZESE
[EEZ /T, LITOMEENHFE5ND (R3).

e, M5B AAT 1F. 2 70— CERERE. FEL. RIEI= & S8R D COPD

KBTS

EERLES StORERRTEHES LS s, e o
EEREES SHOBERTORSLDBDT. Nnd e
DIRREFRNT B2 ENRETDH Do BRI ST N

F7= AATD fEFAiEEE LT, IVE AAT HIEEE K[EZINRAE
FTE AATD SRELIL RS (55 ERH CRAET 5 Hm"ﬁ:’fﬁ%ﬁ

_ . EEFE

FARMBRKES. k) ZRIEMNSD. AAT

1) > ) SIREHRREAE (LAM)
DADKADORIEZRHICLDEENSETNDEEZS 55N> ARSI (LCH)

Nd. CN5ESEDIFRBTH D,

cQ

W EEEEEDESITRHBIDTIH ?

MmfD AAT BEICIZ T, BEER (MMRC BfE%E). BIIRIUE D A0, HRERERE (X
NAOXKN)—) OFEZEHE TRENICHIRT T 2,

KAF. REDETCHRICH TE2EEEDETH D, BEHRTE. EEE2ULNEEEIN
DRFREBTHOTWD, BRUNDIEE. BIIRMBFREE. BARUBKESDEE (%FEV) HEIE
B ROZEFBREELA. MEAAT AEEDHE(F. MICKSITEEELEHET B BH. <
NEEEDENREDEEPTEBEEEDEIDICERITZINCDODVTEFREIET VAN ZL
<. SEDREIRECTHD.

KA. a-7UFNITIURZE (AATD) OEEESHE

s BEER EPIRINA AT R DT IEIRFEREARE MRRE
= (BEIND2E) (Pa0,) (%FEV,) (M55 AAT EE)
1 MMRC 2> 1 PaO, > 80Torr %FEV, > 80%
2 PaO, > 70Torr 50% < %FEV, < 80%
—_— MMRC > 2 50~90mg/dL
3 PaO, > 60Torr 30% < %FEV, < 50%
4 mMMRC > 3 PaO, < 60Torr %FEV, < 30% < 50mg/dL

F) BEMER. BIRIA D 2947, (FIREREEREDEBDD T RLEVEEEREE R T 7 L — REBRL T,
2HRDEEEET 5. B AAT BEDNROEEZHIZTIHEE. MOEEDEBICHRST. SEEZRDB.
BEER. MRRED 2 X3 3DEERMOIEE THRIT 5.
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¥ mMMRC BRE (BN g 31E1E MRC D¥E7'L— R)
0: MULLEEZ LR TEYNDH S,
1 HEREZRETEH L. H20VWEEPHE LN RZSHEICEINDH 5,
2 BUINDH2NDT. BFROALWHTELGEEZSDMEV. 2V EFEGEZEDD
R=ATHEWTWVWBE. BUINDEZDICIIEIEFDZ EN DB
31 HBREZER100m. D WEHDE S ERUINDIEHICIIEIEFT Do
4 BUNHAVELRASEENGZ L. HBEWVWEKRIRODBEB R 2T 3EICHLEUINDT D 2.

cQ

) AATD [C[3. EDKSWEBEERVTELDTITH?

AATD Tld. COPD ZFEL TULAWVES(IC([E. BEZ LBV &, BERFORARES L
BWCENBEETHD. COPD ZREL TLWBIHEEIC(F. [COPD (IBMEARMRER) 2HEa
BDEOHDHA RS >] (BATIRSZS COPD H1 RS 1 UAEMEERR) *° ICE U8B E
75, dabhb. EEHTERE., 1> T7NIHDIF > £2BHFEOERZITVDD. EIE
EZHBamcHRL. BFRUNED =23 > REBERMENIY 220 B, RIBEED A Z ik
& UI=EYEE. BREA. MPRSEL. ARBRY REERIRT %, EEFITIE. MBIEDE
RED—DTH D>, AATD BEICH(THHHEHENMT. IBIERIEDEE PR R EERIIE L
EWDHENHDEHDD. BiERDF R IMOMEREFEL SN FREN TR EEGT 7,

—7. FmEERAMT (LVRS: Lung Volume Reduction Surgery) ©fmICwY D& 2 FEiE
Blix & TEIRE S B 2TBEMN B HH . BEO COPD [T 28EWRL ) DBV ELTR
EINTHY ., —mBOITHBINTLRLY,, £o. [IEXE MHSEMR/MiTE LW o/e. KVER
BoMROBAUNREINTVZA Y BRTOFHAE T TIERL. CNSHEZICRESN
TWBBEEN. EDQOLDBEBEICHEINICHE) DDDH(F. SEDZFECTHD.

FEDKEN ST BE. AAT T T 5 & (LETHEOIED SHiE i T 2 S HF T %,
BATIE. E NOT=)LINEHD SERINTE AAT REZ IR 59 2EITEEN 1987 FIKE THE
BaN. BEZTIC26 HETERESNT VS, BHAETIE. 420DBFRAAATD BENS L
BRERELER DR, 202141 BIC AAT ZEIDRGSIRFTEN AR SN, BE 7 BICREREREE LT
EfEniz. I480h5. AAT ZHEF. [BUHEAEMMEE (COPD) PumBEZ HDM<EZFD
fiEEBZ=EL. DD, B AATD 2SN /ZEE (B AAT EE <50mg/dL]]. (E&5T S
CENRBENE B DTz, BH. AEICHT 2MBERDLTERIC AAT BREEZITDOZ & (F—
ERIICHRESING VA, BEIBERINEG ERICENE LU TVBRICIFIRSZHRT L TH LN E
InTVLd’

—7. FESICHTRENBEF G <. REES. PRETEEDEE. B EOIFBEENE

13
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HTHD. BEOHALTEHBENEREES 7 ERERF—HSOFBIEICELL . BEFTO
AAT EENS AAT RZMBIESN S C ENHRFFS N, —BIDERE TIIITIRFEREE T OHIH) & #AfF
TEBEDHELHD

cQ

Kl AATHFEBEERFEDELSITITSDTIH?

AAT &El(F3. £ hOT—)LMED SHERINIZMBEDERE] (AAT OFEE >90% DFzIEEEER
El) TIMJ>Z/8y R™ eEg8EA 1000mg] DE@EB THETSN TV D, CQI0TIRNIZL DI,
) > 28y K™ MEMHRAEMMESR (COPD) PRUBHAEZHOMIESFOMERZZE0. H
D. EE AATD EZian/izEE (I8 AAT BE <50mg/dLl]. [Z&53 2, U X/\y R™
1000mg (RISEIREE) (ERDBRR20mML TBEEL. BE. BATE AAT &ELT60mg/ke
ZE 1@, $90.08mL/kg/NZBA G VWRE CTREFET 5o mEIC. IL—MRD AAT IRTH
BECEREIND LI OEERIER25ML (TR TRAILRE CRBL TR T I 2. AE60kg DAYA
Tld. 26 TH 200U EEET %,

HAADALOELE AAT BEICH L. 8BRBICHZ > T AAT &El % B 1 BuEssE (60mg/
kg) L. ZetteRysaea st U-EWE I/ B8 (GTI1401 38R *° Tld. BeKATREN
TLRREMESLUEYEFHEREBFDBRNME SNz, THDE. AAT (60mg/kg) ZE1ER
TERET B &I(TKY) . FBaIEICK UBAEHI IS AAT BE >50mg/dL ZH#RFcE 22 &N
TENTWL D,

cQ

B AAT BFEEOHRPEEEENLSBEDTTH ?

AAT BFEBEEDIRICDWVWTOBATITONIEWS DA DERKRABRDIERH 5. ik hE (WEE CT
BRICHTEHEBEDET) OETEZINHTIHNRY . BLOECEOETANARINTNS Y,
LA LGNS, COPD ICBVWTEBRBENT I N HATH S 1 REORERTICHT DHRIC
DVWTF. RENHBMEETHDEP. EEDETZIHE T 2DICRVWVERBEZET S &
BENSERMDIFZELTH Do MEKRTITONIZELE AATD ZXHRE ULIZEHOERMRDBRI S
200350 ATS/ERS 27— M AV KN TlE. 1REDOFAEICHT BEE (%FEV,) H30~65%
DR TIF 1 REORER T2 T IVRIEFIN. BEZHBIZEEHINTWD . 7
DBITHONZXAIEFTTEH. CDEED BFEV, DIEFITIF 1 WEDRER FH26% WET D&
MRENTWE %~ CDEENDIER CEBERBPRNROSNT RED ) 7ILT—IL KT —
FERWCERITICBWTE. AAT BRBEEZFE8FBERLIZICHEAMNDEST. 1HEDRFR
TICHTBDHMREFBHESNBH>IZEBER/ ITENTLD Y CDEDIC AAT HFELAICET S
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BYEEMMEOFHEEDHEIFSHDFEE LTHRSINTL S,

AAT BRBEEDIRSER. EEEDERTH S [MVE AAT RE >50mg/dL ZHd 5 &
EARILE U CORESNTLD, LA LIS AAT BE(F AATD DiRKRZEZ TR TSR LWETINT
B, AATETRICKY S OF 77—t - 7>oF7F 07 7— N O IN@EYICHBSINTLEHE
DHDE/REL T, KWBYBNA AT —H—ZRET D EHSERDFETHD. —DDHAE
LU THFPIR proteinase 3ICKWEESND T« T/ =T O DREYDOMTEE = fFgih(C
EZIUIITITBRRBM/ESNTLND Y,

AAT HBREEZRIBT 59 1 I T ICDVWTHELGEER BV, MEDETZIHET SR
FRESNTVBH. WERNEEEETIEEW, B 1 O0REETZIERICRAICHIZ > THET S
WENHBH. M TELUEICOIZ>TERSURTZ2EB/ELLEE. BESRDRVICET2IE
HEFZ L. COPD DiBBEEEEDH A RT1 > P ICEUBEICIA T AAT #BREL=Z5T
3291307 0L7TIE. 2003FED ATS/ERS AT — M X N &SRB L. [%FEV, 7 65% FigD
EFITIE. BEOROEZESR LI LT AAT BRBEEZRNT 2] CEA—DDERZREEXISND,

. AATD ODIEFEG SRABIEIE & BENR OB = #0217V RENGEEEIKZ8ET S
BHIC. BUNTIIZEBICHZDRERMRBIOBRVBANIBE>TLDE Y. DABEICHWTIE,
[FIResiiE. BAFRSBZFR. EFEAHEHESECRITRSEE. 8RSy NR—LAD4EDXZIE
T2, NEZSHIAPHESERNRE UL YA N (BRFEE) MEEsRSNTWLDS (http//
lamaatd.com/) .
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