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1. =&

-T2 FR) TR ZE (g-antitrypsin deficiency :AATD) &, a-F U FrITOU (AAT) DRZIZEKY &
FHIZIHSIEZ A L. COPD(Chronic Obstructive Pulmonary Disease: fEERAZE M IMER) #RIET SHEE
THD. [EXILIRIE. FFES. BEMRGEERET 5H11H D, 1963 £ Laurel & Eriksson IZ&>TH
AICHESNT-. BEE2BRLSHEETHEERERTH D, WAL AAT BEELRTFOEEICELSH. BKTIE Z BER
FZEE, HATIE, Siyama REEMNZL, EE MM AREESADME AAT EEICLEL MZATOESREIE.
#960%. SZ ATOEAERIE, £940%D AAT LRJLESNTIVD, HEEKIE. AAT RIBAEEEMSNTzAY, 0
TT7—E/ToFFIaT7—ENTU AR ERGRLOEETNIL. MOHEEFTHS AAT OFDIE
COPD FEREIZIEYS51-0 . AAT RZELFHTEIELET S,

2. E
FRKTIE$9 5,000 A2 1 ADFEEESNEHN, BATIZAATD DEFRITZELVEL FRFALIZETHHAE
MEVEBARERIFZIEENER TITo-2EEZFFAETIL, 1,000 FAHT=Y 2.03 -2.08 A (95%5F8 X )
—CS%OT:O

3. [BH
BLEASHEGHERETHIN. RREGFEEICIMAZ . AATD OBEKREKIZH<EET 2R FEL TERE
Db, EETCOPDERIET HAATD BEDIFEAL FEIEETHY . BEILEE . mIRELELSED,
— 7. JEBLIEE D AATD BE TIEMEENBELMNTIIEWEELHY ., £f-. COPD HET HEETHLE
DRIEFR L END, AATD D iR BDERRIZ (T 2R THY . HlZ L. BEZE D AATD EE THIMEREBEDHE
TEIDGYEANELH D, MREILEE. MKRETHIN. MREBEZELALROTICREXILRELZET
BEFLHD MREORRELTIE. AT EGFEEZSUEGHNRRE. BELCHEHFORAIZLLSA
BEOMORERIGDESR, TAT7—€-7oFIOT7—ER R E. A FF U ToOFAFIE LT
BHRENBERLTLS AAT DED L. TOT7—EEBEIZIESE. TSR —EZELELEZTOTT7—EIZKY
EEER T A2ETELESHBTHITISRAFUNHIESh, REMHREDHRICEYSSLEEZONS,
AATD EEH COPD #HIET BIZIX. ZHERELZEH-A/N\EOEFTHTFORABZEOZE(IESHRTE
Ly, LAL., BASHEIRERE DL AATD 2 EI12H COPD (XRELDDT-6H. FOREICITEGFLTRICL
5AAT RZDEENRRERLVENIKENEEZEZON, CORTHEED COPD LIEFKEELSREET
Hb.

4. fEHK
FAEK &, FERFIFIRE . MO - IZRTHIH . REIHFENGAERK SV, HEEF T COPD
RELTVDIEE . BEMEBREOLVIERES CHKE $FICTHEFEL) 2532051545, COPD PRESR
BHOMEEOREELNHIEE. R THRIBXOEE. BEFIIFEROLANHLFHER. RRFH
DR REEETDHEHEICREESES.

5. & HHE
A-FUoFM)TOURZIEDEHEEEET SR U TOEREDERNADLETHS,
FAEMMSETORECESLTWSEEEINIELTFEENRIEICAHSLTLVS COPD, E&M COPD,
[EXME. VUFAMAMSEXZ L. AIESHHESEX L. REXILERIE. MiEZRERE. EBRE. >/ Wk
EHHERE. S5 L\ AR AR R A

6. JAEE
ANTEDEERFORABREEZLLEWIEAETTEETHDH, COPD ZRELTLDIGEICIX. KREX
BRFIZRIDELI-EYEELE COPD MABRLEEHEDHARSIAUIZELIABETY, EREFITIE. MifgiE
HERFD—DTH5. B TIE AAT HREENTHONATVEN, hHAETIE AAT REIRAZEETH
%o
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* 25—
1. BIE

A RS5—5R B Mm% R M E HLEEIE; hereditary hemorrhagic telangiectasia: HHT) &, R{E3 22 H M.
EEMBEOREOMENR. NBHRE (BFIETE) . EL2EAEBTEGE4HIRETI25MNERETH
B ART—RIE. REOLEWERHIWVIEZOHUAIDHEIMMNELDEFICHERTLZHREER
(multi—organ system disease) THAT=OHOIZERKRERIIBH TZIKIZHI=Y ., EF(XAF (FEIRI/IAFEL. HIE
AR, BIRFBARD OAELT, s EL BESEWER, DNER, RER. EREEBHTEZLDEEREN
29 5. MR ART—ITFKIZZL A TIIBOTHERBEZEZIONTEN. EDEFREICKY.
BRICBEVWTLHRELTHETHENHSMIGE>TETL S,

BRE.ART—ROZEICELTIE. ERMGEZHRENEIIN TS, T, A RT—HROFERERTE
TODIIEFHEDHRLGER T DREETHLIN ., AE., FaL DEBHEIFBENAIEEIZHE- TS,

2. &
BRKICHITHEGEZRAETIE, 10000 A2 1 AERESN TN, BARDEZFELTIX, BEHERIZETS
BEEFMAETICEY. FOHEBE(L 5000~8,000 Al 1 AEHESNTLNS,

3. [RHA
FRT—RIT. BRBRAEBHECHREZLIEGHERETHY. BRICEHFRLGGUDEE TFITEESN.
ANTOEETRIET D, FRDERLEE(de novoEE)ELALNDD, (FEALEDEFITHEICDEEEFZ(T
BT, BENRBEELEEEIRREBICELSIN. REHEEBNZEEDHL L. BELFEEMES
N1=35E8 DREMEEEHRBEEILSWLLESND,
IHFEFE T, Endoglin (ENG) . activin A receptor type like kinase 1(ACVRL -1 | #5LME ALK -1 ), SMAD4
(SMAD4) @ 3B FHMRREELRFELTRIESN ., TNLUNZE 2 HATDBEFEDOEENRIN TS,
ZhiBlE, LWFRE transforming growth factor (TGF)-+ 4 FILEZERICEHDEEFTHY. TGF—- 5 F
IVDIRERGIFHEED . HHT O FRIEICKE<EHHIEDNHLMNITHES TS,

4. fER
FRS—EIE. REMEIERDHZWDEZFDOEEMASDHMATE L DIERICHRT 522 BBERETHS=0
[ZERERIERDMBH TEIKIZHT=5,
KED 90%ULMNREMTHRIET 5-HIZ. IREKRELTITIREOAREZ L HELE LM, BRE. O
ERH M., BEDREMENLENZENIZRNTEZL{AbNS, PAVM B fEEEEFZEL TR OIS E
155, T 22U LDEREREICERASZELLIELIEADNS, PAVMEN L= EMEIE O CAVMIZ
KH—BMEDES. ERE. OFEL., HAVIHEDRELE QDR EFERTIRERETEIEELH D,

5. & HHE
HHT DEGERBREELTIE, J|/AE HHT1-4 DIFED EEMEKRBRIR—REHES JP-HHT @ 5 BAHS
NTW%, ZOREEBEIEFIE. HHT1 AENGEIEF. HHT2 A% ACVRL -1(ALK -1 ), JP-HHT A% SMAD4
THbd,
BEIEFE (genotype) EFEERIF T (phenotype) IZEAL TIZ. HHT1 & HHT2 AFEMICRITIN TULNS, EhEEARk
23 (AVM) DSEE X fiti AVM(PAVM) . ik AVM(CAVM) A HHT1 T&E<L. —7A . FFAVM(HAVM) [& HHT2
[CERIZFET S, REHEOREMENIRIZ DOV TIX, 25508, OEFEETIE HHTI  HHT2 &3FNE
L 90%. 80%IZHLNHELFEBOEITLZVA, REDMENIRIE HHT2 TOMEEASL, REME
AR T FREEBITEEMT HHY., SREFEIXFCHEHEE-HICEEMITBHANSHITEL20mEETIZHI80%
DRIET Do
BADHETIE HHT ORIFE(ZEAL T, HHT1 AAHHT2 I EL T <. PAVM, CAVM D& BHEEE X HHT1
TaE<{. —A.HAVM [ HHT2 [ZEL CHIFFCRIZH T2 B HEELRETH D, BIEFRRAIZEITSHE
REBFEDOEHIL, K- OFEFETIE HHTI HHT2 LB EMLHONEH, HHT1 TRYEERHASHIRT
%o EZEIZDUNTIE HHT1, HHT2 EHICRED AVM A2 2<, REREM EYRRICXBAL A EET
HBHNIELN,



6. JAEE
SHmPOEMEOEMICIE., MERGEFCLEDFZSEFE AR EILOEBCREFABENTHONS,
SHICEERNORBEMENIRICSNL T, L——LEIC KB HEEEH M NTEHO ., BEMICHLTIEIEKE
[BREEBRMTNITEHOND,
PAVM BRITIEICHEADERLAHY . FEUEERED T, EERFMEDOHED BT, PAVM [IXLT
BHAT—TILERMLZEMNTEDHONS, PAVM OFAMERIL 3mm UL EAERMTOESTHD, MEER
FTICERLTIX, HHT &6f PAVM D# 605 Z R M THAZLICIIBETINELH S,
CAVM [ZEAL TIX. IERMEDIZEE . HAWIKESA 1~3 cm DB EIZ, S RIBAE. MERARE. EAK
FHREEEHEA SO EEZMABENTEONS, BEKOHM/DN AVM (X, BBEBHRINDIIENZLY,
HEBHOGEICLHERREHANICHLTEEAEREOHANHENOTLSIDTHRITNIXEEHKFIRE
DHTEW, EEDHILEHRMICLARENL —F —BE (T ILI VTSI RERZE) NMThEHhNb,
HAVM D ZE e T A ERFICHIEM LG 51012, BED ECAKBEEIIBBIIZITITHONGL, FF
2EELLEGEIERENITAENTEON., FESENEEICGIGEICIIFBENEEIND,
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1.

)21 AR E 5 B SE
HE

1)1 \ARE FHRESE (LAM) (&, F/BFHRD LAM HREHSIh Ao AEh ) >/ NEi7E & TIEREL . fMICZ R M ERRER
M9 5. BERETENDODEFMDHEERETHS, FEETMEIEILAE (tuberous sclerosis complex ; TSC)I[Z
F-oTHLET S TSC-LAM &, EIMTRE T HIMHE M LAM LIZnEINS, TELTHIRRIREFEER D 412
FAEL . ETITHF>THERTFIRE ., sk, Mk, FLUKKGEDEKROCRZEDS, BATHERE
FTHENE X EARSHOEELEBRERENDVEDTH S, BT EICMEHIBIHIE REBEMIZTE
ERMRBROENEFHBENERD EEESD)EEHTIIELH D, MRENEITT HEMFIRBEREHLE
TLHERAELZE2T 5. ETORSITEF S LICZHTHY . ERICHIYIMEEENRI-NDEFEH S,
ANEEIL 1940 FERIEDSIEFERE I A DI, 1968 &, Frack HIZLY pulmonary lymphangiomyomatosis &
LWSEREAMALSI, 1977 £ Carrington 51Z4&Y pulmonary lymphangioleiomyomatosis &LV IR E & A
Wbz, AFTIL, 1970 £, i, JmAD 2 FlOEIRBIE 1 HlORMWATERBIZRETL. TR ERE
AR E I E L THREL-ONZ I TH D, TETIL lymphangioleiomyomatosis [Z#i—SnTHY., [E
EFBEHATRBERR - BERMREX TRV AIREHBIEL LT,

2. &S

FNLGEETHI-OERECEBRGEDEMGEZ T —RIB/ON TGN, FRI5FEL 18 FEIC
EEr@a#atEEmBM RS EFERALICEITIFAEARMI(UTHEN) CE2EOEEESE
HRELIZ 2 BIDEFRENTHN., 264 ADBEBFEHRNEFVRESNT, TOHR. AFBTO LAMDE
JREIX 100 AAHYVH 1.9~45 AEHBIEIN TS, KELGEMNLDFHETEHEAD 100 HAHY 2~5
ANEHERIESN TS, R 21 F£EIS LAM [IFERBABEMREEORNRERLLGO>TLNSA, R 25
FED LAM DERZIHEENIT 586 ATHo=,

—A.TSCIZEHT S LAM EEHIZEAL TIL., TSC LZHEIEHI DD 26 ~40% DS MHEZE L (ffi LAM) %52
HHERESNTEY ., AFRD TSC-LAM EFE (X 2,000~4,000 AELHERIETNTNS,

3. [REH

LAM [& TSC-LAM LTIFEME LAM [CH SN DD, MEF L TSC DRELNERFELTRIESNT 7TSC Efn
FOEENKEICAAELTINS,TSC (T2 BDEBICIELDBREEZME T IEGHEETHIN. RAE
BIEFELT TSCI(EE 9 #£BIK)E TSC2(5 16 £BE)NRIEIN TS, 7SCT & TSC2 IFLhvEhnt
Knudson M “2-hit theory” TiRBASN BB IFIEEFEEMBIN., TNEFNIFEBE/\TILF > (Hamartin)
LEBEYANJ (Tuberin)Za—FL TS, MEREBIIHFEELTEAERELGY. MilBNS T FILEEREL
THIGND Akt BIRIZE VT, Rheb EFIENBENFE G EHEFENLTS/N\IALUENERE
(mammalian target of rapamycin ; mTOR) Z{1F|L . #IIEDIEHE LR RZFHE L TLVS, T D=8, 7SCT %=
(& TSC2MEBIEFERIZKYNTILFU /IR EERIEEEE RS L, BEENICmTORAERE LS ZIK
RELTEY) BRI HIRRIE B E (T DA D, TSC TIEEKRMIC 7TSCT1EIE TSC2OWT NN THADFILE
EFOEERZALTEY. BRNITES A ADRILEGFICLEERNELDILICETEBRENHIET
BEEZLNTWS, —A. MEMLAM [AEMBEIZHVTTSC2 BInFER 2-hit) WELDIEICKYRE
THEEZLNTLND,

7SC BIEFEEICKYMEERBRLI: LAM X, FEBEREZMIZIXELEZDSEDEREILRILGLN
)2 XEIRORIZERFEL . FHICIZUFA M. FEREDREER T HEBEZLNTIVD, £i=. LAM i3I
UINERR ISR FTH S VEGF-C B LU VEGF-D Z3<HKIRL. LAM ImERNIZIZEELR) /&
AEF-STHEY. LAM REDEROEREIC) U NEFENPDMEEZIE->TLSAIREEMEAEZ LN TLY
%,

4. fER

FITHIRFTREF R DR MEICREL . FHYREFHRIL 0 FERETH LA, ARRICEMINSZELH S,
B TIE, TSC-LAM OI|ENHHH. MFEHE LAM [ZBHTHTH D, B EDEITITHEVFFERIFIRE
EAHBETAEICKY, FREFEARRMERBELTRHSNSEANZNES . BEROFTTWERD
THOEREZELTERSINDEGEENH D, TDOMDIEREL THER, MR, HISEE DFRIFAER®, 2LV



MK ET-(ZREK . FERDY /7 GRIE. BEEMER () /SIRE K& . lymphangioleiomyoma) . B I & 75 S B iE
[CHESHER (REE. MR, BMAE) 2RO H S,

f~DERBIAIZIE. LAM HENMNSOTATT7T—EOELELEFHENEETIEEZILNTHY . RNIXHE
BETICECHZRNHERET HILICKYHEEICEH T HEEZOND ZLUMIKOREKIE, U/ B ORE
EOLAMBREENTBLICEDIAVDRHIZKEEEZ NS,

FEZESO-EERMRTE, —RIHENEBDIEHNLA, TSCEEFLTLSIEEIZIL, BEE D M ELRHE
fE. MBERHEE. AT EDEEREEXROLELHS, MDOE L EEE CT ERIEZHICIEFIZHRT.
ERAELEREZE T HEM (EH mm~1cm KNZ W) AEMEFICUEAEICEET @13 HMTH S,
MEREMEE(L CT ICHERTREREAEL, IEE. BIKIEF. BEE. K. ELOMENRHAICELTRD
bNd, MHEEERE CIL. MLEEEDIE T . AEMBRKEETNIRLZFEOHOND BHEGHRECTELE
FREBRAIES YV IR E R IE (R BRI LB RIEDIERER) 2RH DN H D,

THEIZBWTHOE 2 #REE CT BER T LAM [ZHHBMGFTR AN FEoN. BRRMIC TSC DEZENFLNH
(CDHJmE. REKELTD LAM 259 5) . MEBHASIRIE. ZLUMKEIZREK. U/ \IREMEDLNT
NODFFRNMESISE IZERRAIZ LAM QBN AIEETHDHEE Z 5N DD (Eur Respir J 2010 ; 35 : 14-26) .
D EEEMERBDOBRNLEIERATONATNIELRSHD, BEZEO-OIZIEIRA[E X £ R OHiE
BTHER. HANEIVUNERENSDERIZES LAM HIBAOHEZEALETHLIMN, BRMEURIEE
HACFERHEEIRTIDLELNH D, ILEKOEKDIZIE LAM #II5 X 4—\ @ & LAM Q2 ETAYE
BB ENH D, RIAOMEICLYMF/NAAT—hH—ELTD VEGF-D OFAMEMNSRESNTEY., BREK
MICFIATESRRSICENIK, SEEEO—BILLEEB NS,

AFICHTH2EEDFEMIE. AERVZKD) 2/ AREFHIELE lymphangioleiomyomatosis (LAM) 2 B £
# 15 SBINTF-UN (A ARIER B AMEE 46:425-427, 2008. Kik—LR—INSA U O—KRT) , EFH#H
ELTOLAM DB LEIBRERBTOREREZTHEL TS, BBRZHICLEEBEDHDEZENEE
N3, BETIEZREN CT RS LU MO EREMEEDENEET S,

5. &HHE
LAM [F#5ETTEREILE (tuberous sclerosis complex ; TSC)-LAM EIRFE LAM 2SN 5, SHFEELT
TSC HEILN TS,

6. JAEE
HE. D FENABRED—TETHY mTOR HEETHSIVALRDEMENRE SN KFIZHNT
2014 F7RICEBREINTz, O LR, MBEEDIETZEHLLET S, LUK CEKERVSES. T
MEFIEHEZMRE/NT 5. EOMRELVBESINTIND, ETHEICFERBEREMNE T T HEFIZH T, 5K
HETEHILETHENTE —EIRELGDD., EQLHGHEACIRETHIET 2D N HRE THAHN (THRETERE
ELTHEINTHEY. BRFATIEELDKRICELHENANETHD, ERNICITRAKRS LAY EX| M
PEE, B, AONK. KD . NEEEEEELEZIKICh=2E8HER~NDOXIEABRETHY . WL ERK
FDEETUAEITS AEHBRREEFADSEF TEREZLEENERBEICERATHY., EAK
FOEGHEFNZEMHLIVEIHFRALTIERET 5. REDRELETICERZERILELDBESAHAIEN
516 RILVEVEENEE SN TEH. FRICEALT—EDREFFONTLVALY,
LAMTIISR D BHEIN Z{ALNET-6H . RHICHIERE M CHRAELZTV. BREBLREZELLW
ELHD, Bt iOo— Ay a2 FRLE-2MEED/ YT HIE, BEEEZRECST ICLAMO S NE
REFHTEE-OERATHD, EMATEELIER TIE. BREBEYRTLAMESIZHREINDABETHD.
FLUHIKPREK, U/ GRIEICIK, BERAFIRR B, £5E1RE., FIREIGE DR AR CEEAREGIGEEN
HHH. IO TIXEEBER#EGIFECES0) ARBREINERK LGS, EMEHEHETIEERPHILD
JROICERL T, ipFRERF . BRENEGE DREEDER SEE DS A THIRERME(ImTORBEEE S
BT 5, tEETHE L E ClE M E IS L TmTORBEZE THAIAAOY LRANEKEEIN TS
& . TSC-LAMIZE BiLI-MEFHIEMHED AETIEIAOY LXMW AAEETH D,
IR ZE DEITICKYMER R L IZE STEFITIEFRUNEYT—a  LEERE AN COPD HEDfEEL
BIARICHERE SN D, REAFRA L0 L THiFBEME &4 50, BAERTIC LAM AR RELIF[LIIEN 5N
TW3,

7. AR
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d) RS
BABSOH L\ R $ B 4B 8 Bk iE
1. =

BRABSUE L\ AR FREEERIE (Langerhans cell histiocytosis: LCH) (. S5 LAV AfRRAD AR 20
—FIVIEIEGE LE R R B KU ET T o b SO HEMRDEETHS, HhDT. Letterer-Siwe A,
Hand-Schdiller—Christian & . IFEREK P I 3F & . Histiocytosis—X L EFE R DKF R THEIEN TLVz, WHO
(2007 £E) &, BAIZZLHDNZHAE LCH(LCH) (X RIGHETEELTULS, AR LCH (&, B—fgasTy
(single—system disease) & ZBES ! (multi-system disease) [T ¥EEh BE—lBas R X E— BB EHE
(single—system disease involving a single site) . BA—[ifi 28 % F &Y (single—system disease affecting multiple
sites) [ AN D EEZWE EICHOMEBAERICKY ST ILND AR DIETEL AT 5 ETHD
M. [REZMMESERRET S%ULDSUS LA R (CD1 QL ERO-ISEBHICAERELSINT
AV

2. &
1997 MR AL FAEAEMEEZMDERAETTERFAHA—AX ELT, —RABTI1234. 2K
FAET AEENEHRINFAENERESINT- (BEFERSEE 1998, 36(12): 1006) ,

3. R&A
RIEMEFEILIFTBTHD. BABIDZLTEREN LI EEHTINTLAL ., BEEDQ S — A FEEL.

ASHDTEADEEHERNEETHEBEEIND, BHRMRRBREEZONDTUS LA ZED KIG
AR O—F JLEEENRERBEOEEEZON TN, SO LAV AL, #IREE (247 Birbeck
EBHI. S100 EH. 541> (CD207) #4156, HIREIEIC(X CD1a iREHIEL. IgG-Fc LET4—%#D,

4. fEIR
BAGITIEXRENETHAHI, 25%0 5 33%D EBF THIMREZ L., BIERL TN RRE (GERE) TIEELY,
SR (25%) . BRARAE (15%) . BRZE (10%) . FES. RERE. BEEZTERHLHIENHDH. HAE LCH(LCH)
TIE. R (51%) . Y4 (22%) . BEE (19%) . 5 (19%) #:BH 5, REFR TIL. MHaeEE CHRMERE
= (24%) . BAEMEREE (9%) . HLEFEE (45%) . BIARIMARE TIEER SR MIE (3%) . &= R B R MJE (26%) 52
O, fimmnEEZEHTI5E5LH5,

5. S6HE
FAMERELTUTAMONTINS (KRB, £ BEE . REE. AERLD. BRE. K5, UV/N\FEX. iFiE
fE. BRBRZEHE),

6. JARIE
HAMMAORBTHY . BRAEEHEILTOEGWD, AT, T RIEREEZ/TIA. HELLGVMVESD
L\ K. S ME. FRTEAGHET DERIEZTDBRETI BEFITIRTAABERESNDA.
MRIEDTLH—E TR, SREFEEERICREINFF. RESH. 2 FRERGENHALNDTL
BHd.
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1. &

fm &2 AREA ZEAE (pulmonary veno-occlusive disease, PVOD) (348 THTiE B TH D FFF MR ENAR 4 A = M
EELITELGLIERETHY ., ARITENETERICFRTIETHS MEBHBEMNICIIMRN O RN XX
REELITHY . MFFIRONIRIEECHEHILFICLSIFAEFZEH D, [MEMMEIELE (pulmonary capillary
hemangiomatosis : PCH) (IR EABFHICHMEE O EMERAFISFHMET 5. MEEELIZIHA O ERIK
FAZEZ4AL. MERiR PR A THLMENRD MIE (FEIARE) DFFRMGE LR EKI-9 &5, TDI=H.
ERERBIICITM B DER ITEETH S, S5 ERIZ(I 4 o i B AR 14 it S 0 /£ £E (pulmonary  arterial
hypertension: PAH) EFEILTHY ., —iRAREZEICEWVLWTERREREMNSFZITTIE PVOD/PCH #&852&
FHEETHD,

PVOD./PCH D¥riRFRTEICILIMBIARMEMS MIESE (PAH) ERIRD B IDAT—TIVIREMRR. T7405, i
FARFEHE > 25 mmHg, M BT > 3 Wood Unit(240 dyne-sec-cm™®) . MiEIAREAEILEE (EDFR
DEETEN) THEIZENBBTHD, SBIT, RSO FISLICTEREEDMFTRIE, F-IEEE
DIRNVETHD, REDEIZSELTAMRIEX PAH R#RIZ. DIT—RECHEMBIREDNDERL L
SBELUVAEMRAREZROHDHIL., WE X IZRE CTHEBIRARTOLXEZROHLHL. DERTEE /A
EATRMREZREOLIETHD, ELRFEBICEAMEMESRE. FRkFHEEBICKDMEMELE. BIEMEE
BHMEILEEZRAL. 512 PAH OGN THREEFIEEEMEMEIRMEMS 0ELE . BRHEICHED
FENAR RS MESE . e RS v MEDER B MEIAR 4 S MESE . PIARE TTERE (2445 fmENAR 4%
fiEMmESRE., HIV BRFE(CHESMEIARMERMS MEE . EH SWICHESMEARMERMES MELE . T D tOhE
RS MEEZRRN T DDENH D, REDEHEFIC(E, S EDEELNFRBFHRLIVERLTL
T4, MM ENEEELGE DABENDERIGEISMGEEZRN 5,

2. &F
FRALICEATLAERERIIICKILAE FEERBF DK 2/3 DEEFIDEEHT) TIL. PVOD./PCH MFRE
EBEMIE 11 L Q0I3EE)THD, LHOLIEFREM PAH EZEESNT-FEFI D 5~10%H PVOD EDRENHY .
FOHMETIHEEFEM PAH (X 860 AETESN TSI ELY ., BARIZIEEBIERIZH 43~86 A D PVOD fEHI
NEETHEITHS, T-RDOHMETIEERE 01~02 A/100 FAESATEY. BAOAOLZ 1182 F
5EAANETHER 125~250 ANFET BEI12HS, BEFESARRISEESh TR,

3. [RE

RF R TlX PVOD./PCH DIRRAIIFTEATH D, [FEAE DIEFIMIMILETHAH ., KIENFEAE DIHEHIH
Hb. REDHETIF. MEFEGCHICEBRETHOIENTEREIN TS, 5 EIF2AK4 (eukaryotic
translation initiation factor 2 — kinase 4) ZRE[XMAEBICHE WLV TREREF TOESMNREINTIVS,
RIBZMICADHE. PVOD TIffig#ikd MIZIEE ORI ILFICKLHFAELRSH . PCH TIEMED EHRE
A IZKDEHIRFAEZRDH D, LOLAIC O LSGMME)ET U I DELEINEREZFBEATH D, F=.
L5 HREELGERBRFERED— OB ER S T E CREFNICHF#BIRBEENREINT
L\5HY, PVOD./PCH EISBGDTRAEELEZDNRETH D, RE. ERORERIZRA T THERFLIZRET S5
ERRMTIEIARZHREL TS,

4. fEIR
s M E (S EITHED I ERAEIR TH D, SEIKIE PAH EEELT B1-6 PAH QIEEZSBINELN, &
BB IUFERERBRRMEN PAH LYLEETHS, FEBRORTN ., BHEOZKE., THROFIE. WiE.
FYEB DR MREMNEL S, BEERMAEIZFEL., (FHRIEGLELEHIZEOHOND,

5. SHHE
BRIEE BHE XA, 2015 EOI—OV/LERESR FMNERBEEDHARFSATIETREDKSIZ
DEINTWS, TN ETNDOESETEHEXRLS,
(1) $5F MBS ARRAZAE i £ M M B I8 E
(2) ;EI=EMERAREAZAE i & M M B I8 5E
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2. HIV R (CE 6F

6. JAEE

NEDRREABEASMNTIEAN O KEDETEHIE TEDARIIBGHEREINERTH S, Big. ZIF
NBETHY  IEIRBEREEILSES, FIREICHNZ . BIRMFMENRE (ORI 50T REE|
(PGI2, TRTART/A—)LEE)  RAKRD IR T5—+F 5 [HEZ (PDE-5 Inhibitor) , TRt 2 RIKHE
RE (ERA) ) BEMNZREEINS N, MM ELEEICEDMKIERELEDBRELH DD, +HLEETTD
FRANEFEND, SOHIT—BMEHENROON-IGE TERMMICITHELSRES N . T A TIX TS
HDHDTEREETHD ABRMICIRESNFAITF_IDEDFELIRESN TSN, ThIZDOWTEFS
BOILELHRERETHD,

7. HAEBE
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1. =&

FEIARTE RS MEE DR DREIZIE, HLHAT—TIVIRE THEPRTEEE > 25 mmHg, FEAREATE
FEE(EDROERETLGWN) THOIIENUWETHD, MA T, MMEEIT 3 Wood unit, 240 dyne-sec*
cm® LU EEEESINTIND, SHIZ, MRS UFISLICTRES MR RIELL(FXER) DFFIRNLE
THd. BREDEICSELTHARIE. DI RBRETCHEMBREDERLLESLUAELAMRE
RBHBHIEER X IRRETHBIRARIOILREZROSHZL. DERTEE AEARRZRDLHIL
THd, ELRERICKDMESMELE. FRIFERICKDHhS M EE (FER KB E S G- D IMEIAR MG
EIEEFERDHD) . EENEEREMSOEEZRNTOILELHL, REOEHEICE. ishED
BREFFRBERIVERLTOTL, MLELREELGZEDBENDLELIZSILED D,

2. &F
MERARE(IZBETHAERRILICKIFAETIE. MEIARMEMS MELE (PAH) DR EEERIE 2299 £
(2014 £ E)TH 5o

3. FA

MBS MEESO>TH, RS BRR-FIRETEEZFI5E . REMQERELR— TG
W LML WTNDISEEILZEDREFHEASNTELT  HFITHEESA TS, HRMED—IITEIRK
8 BMP)YRTLEEAESLTLSA, TNETTIEBERITEISLL, fAIoh DD FEELE ST S
EFEZONTVS EIEMREICRREERNNMOYREYS 5) . Ml EEZERL T SIMERN KM, f
ETRHMRE., REFHERESERZIEEL MENEENBET S0 MENELRYRBENRAGY ., #E
RELTHMRDRNMNEBLLGY  DBICEENINSIEIZHS, REROERICE T TRRFLIZET 5
EMERMTEHEEZRGEL TS,

FEIARE RS MEE (L. O BARAEZTENERE[THAD T, BT DB (EDLE; fi~EAANIMBEZEY
HIDEBORE) [CRELANN G ALDEDENELLY, ADEDKESHALKRL, BLEDHENMET
I H=HTRLEMBENEYHEELEE BLEMNMEKRT 510 TDEDRKESHERIIZNSKED, fif
SMEECEHTHIHERELT. BERK. £XMEDEE. FFERE (FIIRETTEE) RENETF LD, S
AR E AT S I EE S LU TOBIREN. BT £, BETRALEET HRK (IBERAEMMEAE. FRiE
FifREIERE) | IBMEMM ERELE TRISIEDNHY . ThoDFEINEHTHILEH 5,

4. fER
BEMEKRELTHEARMEMESMEES FIZENLGZEDEEN, CORKUIMOMEICERENELD=O. 1D
BICZ2XGEELAINY, FERELTEEADBEREBNSIEKWDNELEFERTH D HAIL. REFFOD
BEEREIBVDONBEETHD, LHOL. REEHTEFIC. EMIKYZLDBERNDEIZEDS, COBED
AN+ R TELRLALZZDN, MBREFEMEETHY .. TNICEDERNEIRT S, THbhb, K& E
N EFICRELLELS, T<CISEND AL EZE0, BEALGAES (LK) RETHD, MIAIED & DI
DEEENKYIET T 502, ENOKD . PLARFEN LT TLREELWVEEDERAHIRT 5,

5. GHHE
MRS MEEEUTOVWTUADESEICET 5. FNICKYSHENELD,
@ HHEMXILEEEMBIIRME S T E
Q BRI FmBIAR 14 A = M e
@ £RML v MEDREICESHEIARMEMS MEE
@ PEBRE FTHERE | 43S B Eh AR 14 fifi = I S
® HIV B4 i BIAR 14 i /= o i
® EFIFHRMEOMEARMEMS MEE

6. JAEE
BERELLTREFERSINTE-DX, EERE(MERNTOENECSIDEFIHT S) EFIRE (FEIRMEE
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SYBEDHRENFILZDEEEZSOHIRARCIRT5—+ 5(PDES) [HEZEE., &5(2H 491w GMP &Ly
SYEDEEFEMESE DB I TZILES V95— (sGO) FIBETH S, HE. ChoZBRTEELD
HERIMMRBEABINTLED ., ZOFEAEICEAL T, EFAELHERTHIENZEELLY,
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1. &

fifi B {EC #2 SRUE 1% 8% (alveolar hypoventilation syndrome: AHS) (&, B Il B R (BEDOE Bk E
MELRERFRME)E 2T DRETHD, AHS BEFIZHEWLTIZB FOIE{E#R S AR5 BA R gE/LIEIR
#r-HE0 - IR - FHARDEENGL MEERE LLHASHGEENRHONGL, MiBEBRKIEREES K
YHEERDICEILT 5, RRELTIEMERDIEZE (KB RAEREZEH T HLEZBRROEER (FRL2) 1N —H
BEELTWAEHTESINTLVS, AHS[ZId Phenotype A EBHYEH B, Phenotype A IXHEE . [RFEEFREIEIRT
fiE{& B¥ (primary alveolar hypoventilation syndrome: PAH) E&Z Z 5N TWV=HEEITH B,
AHS [ZB W TIE
(1) BARMAA RS HTIZT BHEOEEDE ZBE R FRIE (PaCO, >45Torr) #5285,
Phenotype A: X BIEEERPICE (BB /IRBEREMNEZE TS
Phenotype B: REHERPICE(CEMEFEREZES S
(2) FiDFJ/ENKEBHNMBHREEDEAERTHIZ LD RN END,
(3) BALMNVZRRAR R EITIRAE (R BE (X RRIV SN D
(4) FEHFGE 12K BHMERFR NG| CFERFARFENEESN, D OHBHEBLEDRENEEIND,
(5) EEZHBSLUVHRFENRRICKY., FIRFIREOEEICEET SFIRERROB[ENRENEES
nd,
(6) IRIRTIL 2 DDIRAEMNZE Z 511, Phenotype A TIZ B HAEHER (voluntary hyperventilation: VHV) [Z
&Y. PaCO, ENHREDNEENEZ LB ZICERBILTHIEAHON TS,

2. ¥
ERRIFEEDEEFAETIEL. A E phenotype XA KRTILE] 40 BLIRE TH-o1=, B & phenotype ZEH 5B .
FERAHATHREERR (GEOE _BRIERFRMESEBRIME)ZELTHY. #BiGEE(EETODIFREE
HIBEEBRK[EE) ADELTEERIL 5000 BIEELHEELTLNS,

3. RA
FEIRk > B EhERET (b2 RETRRE) ROEE (F2) EEZOoN TS, —EDEHIT PHOX-2B BIEF
DEENBESNTNEA, WEREODBRIEITHATH S, RLERGHFREMBESRKE ZBIERRM
E)THY. MRERKITRE. REICIEET 5. TOREBEXBPOMERINEEILTHIONTE
B9 5,

4. fEIR
FERELTIE, FRIERICHREBELEDEENEREES . ZNIZHLEIKHFNERES GBIR) LEAR NS
ZERHB WIRNEITITNIE 1 BIFRALENEITL. AOTFLEOBIEFIRELE, £H50FELE) N
BHL TS, TN B REEHIE TICHESIHBERESES,

5. GHHE
FRER SIE R DS HHEEEZE T HR1IC. U TOREBEDHEINNBETH D,
UTOHERBERNT 5,
(1) FDERERKE COPD, H¥HMUMEBEMMA. REXILRELE

COPD [ZFAZE M FEE (FEV,/FVC < 70%) TEZMahbEETH D,

COPD TR HFERFICEITR, BRTKEET S EELBERIND, BRIE ~ A COPD (%FEV; > 50%)

T PaCO; > 50Torr MIGE (L. MMEBRSEEFOEHEEET D, ZETICIE. IFRBEREN DA

THs,

(2) REBRRFEITIRGEIZEE (SAS)

FEIRIRE CRIFIEMFRIES (AHD) > 5 (XEEIRMFIRIEEF LZET 5, AHI 2 5 TRERFOBMERMR
FESBES. HAWVIEROFEIZFZST AHL > 15 DIES . FEREFEIMTIRAE(REE (SAS) DML 5,
SAS TEEERFIZ PaC0, >52.5 Torr (BEfEE 2 U L) EETHI5E(E. MRERKEEFEOSHEEET
5, ZHRICIE. BRRES LUV EEFOBIRMANT RS HTHNBETHD,
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5.
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SHUFRREEFFETIHEAHY . FENDETHD,

7. B
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1. &

124 M0 42 ZE 424 = MM E JE (chronic thromboembolic pulmonary hypertension:CTEPH) (&, 28 &b L-1n4%
[CKYRMBIARA R MERIZEAREFECL., S MEEZE 6L, BRERKELTHEFORUNGEZRER
DBEEDTHD . REDZERIZIX. TBLDAT—TILEEIC J:%)ﬂfﬁnﬁﬂr@ﬁﬁn/&ﬁjtt%k fth o fifi = M
FEE-THEEDOBRNZEHNVLETHD,
BB, fmie RIRFERFAICH VLTI, e hEENREEXHELTLTE, FHBEDEEHELHY.
BHFICEOVTHBRS RSO FI LR (BRSAICEE QLR RIE MM RS K18 (segmental
defects)f)‘ MmAARERER TSR FERITRENDAULETEHDNIEIRELHATES)GULLITKH
BB EZZCTRAT R (EZECTIZ T, 1€MLz M2k S ZE L EL T, 1. mural defects, 2. webs and bands, 3.
intimal irregularities, 4. abrupt narrowing, 5. complete obstruction M5 D MNSE M EKEL1DMEEBHENS) D
WINHLDFRZETHIENBETH D,
JEF MBI DBEFEFICIE, MENREEGEDAREICKY., s MEEDEEIIFHRPERFLYITERL
TWTH, ARABRBESDERISEIZERD 5,

2. &%
MFRA LB SREHRERIICLSAETIL, CTEPH DBEEHEIE 2,140 £ (2013 F£E) THS.

3. [REH
EIZIKI BT, AMEHBLVEEFEES O MM EREDORERE L. FERICLERDGNEEZ SN T
ERERIRICADIRIB ARSI Z BB LU R TH. TORERIKE DL 1/10 LFHESN TS, KET
li SR ERED FERFEEHN 50~60 AAEHEINTEY., S OEFEH D 0.1~05%H
CTEPH ~"BITTHELDEEZZLNTEz, LHLZT DR, 2RO 3.8%IEMHIELIzELIESN ., SR
g#ﬁﬂﬁurli H(Z CTEPH ADBITESBICHIENEETH S,
ERAEOEENMELEENERELTEET., ZLOEFITIE 40% L EDOFFAEZZHLHH. MME
Eﬁﬁitﬂﬁiﬂumﬁhoﬁﬁfﬁliﬂuai;im\ miz&1E. Hﬁﬁ%ﬂf@ﬂﬁ@ﬁ@b\%%brb\é_&%
BEZLNTEY., 512, (1) PAH THoNDLIGERIFELAN)LOEEEIIRTO M HRAE. (2) migZiRo
OB OEMUIRIZHESHEEBROMERE. 3) MK >THAELEZBREKLYREICEITIRE
XEHRREOYEEESIHEEIIRODMETRLELE . small vessel disease DEEMREESNTLNS, T
MNETIHEMEIZEL, FEEPEFRIR MR E DFEE HMELY HLA-B*5201 > HLA-DPB1%0202 &REE T BiRE A A
BNIEMNRESINTILNS, CNHD HLA (FREFEIEHEREET . K TEBH THEHEDDHZWNISTDT-
& . BRK G E RG> - RIEMF F I DEF D FEEINTIBIN TS,

4. fER
FEERRVEBRARIE.© FERORUIN, @ RHHICHONDERREIR (RADTFRELH. ME. X
i E) AN AT ER TR ERHONTIVS, @ TEUREPFRAR MARAEZEEH SRR (FER D
FERR R VSR ASLLRTIC DA EH1ELLES &)rohth\é @ MFICTHOLEEESNERSNS, G I
HEEZ L. MemMEEE TSI IEZHROEE (I FMBARRS DIELE) KNEITOND,

5. B6HE
EHHEDARERFZTHHIC. LTOMELEEEZ ST HFEEIL. CTEPH TIXAL gL EVLTIEHE
FEK- BT DEBELIDDT, ChoZEBRNTEIENEETH S,
1. 4R FESEE MBI IS T AE
. BIRE IS AR M A = T
L FERMED v MEDE RIS M ENR M A S I i
. PARIR I TTHESE [ 43 A B AR 4 fifi 7= 0 JE i
CHIV RS (2 4ES B ENAR M4 A = I iE
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8. FERBEM TS MEAE

9. EMEIVEBIZEES s T AE

10. MEREE B RV XISEER R ME 5 s mEAE

1. ZOMOFEMELE (FIILAMR— R SO LAY AR EEBERE. o/ \IRE T IEE . KENAR 2%
FEIREE. MMEDAERMERE. MBAKERAE. MLEDONEELZE LS Z RIS MEAE)

6. JBEE
REIZH LA THOACENIE T U RATHEILINTWSAEEELTIE., MEARMIERIERERTTAH D, L
M UEEHELE TIEFMESL ESNEN>F-REAIMEA EEDCTEPHIZH L, AT—TILERALRER
=5 MR EN AR 5E 1T (balloon pulmonary angioplasty : BPAZE =I&percutaneous transluminal pulmonary
angioplasty : PTPA) DB ERINDDH D, 51T, FATEADLGEVDREE H SV RIZFEH DL
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