FiRkarR-TEIREGRREE

1

FitiaR AR PAZESE . it & 40 I % AE i

CBE

Fiti 8% B Z24E (pulmonary veno—occlusive disease, PVOD) (31586 T KR B TH 5. Hr R RH BN AR 14 At = I
REELGERGDERBTHY . ARICTERETERICFERETRTH D, MEBABZEHICIEIMA O F#IRHL 743
RESITHY . MMEEARD N IZIEECRHELFICKDIAEZRD S, M EMMEFEAE (pulmonary capillary
hemangiomatosis : PCH) (X5 IR M2 RIC I RREE D EM BB A Z ML T 0%, MK B LLIZIMA D EAR
FAZEZ XL, MERiRPRAITHAMBARD ME (FENARE) DFFeE ERER-F 2EI2GD, TR0,
ERERBIICIEEmEFOE A ILEH TH D, 512K EERIIZ (& 4th o Bt B AR 14 Bt %5 0 £ 4 (pulmonary arterial
hypertension: PAH) EFBILTHY . — AR ZEICE VL TERKFTR M523 TIE PVOD./PCH #852&
FRETH D,

PVOD./PCH D##RREIZIEMEIAR M= M ESE (PAH) ERIRD A DAT—TILREMR. I74h5. i
BARFIE > 25 mmHg, MBI > 3 Wood Unit(240 dynersec-cm™®) ., fEIARBEAEIXEE (D%
DEEBFLGV) THAZENWETH D, oI, MRS o FISLICTEREEDMBRIE, F-IFXESE
DIFRNVLETHD. REDEICSE LT DAARIE PAH R#(C, DIO—RETH EMEBAREDZEAL L
RELVAERARRERDHDIE, W X RRE TEIRASR O KRERDHLE VERTERE /A
EARREZRDEIETHD, EILREBICKHiME M. FFRIRAKE(CLHiMS MELE. @1 MmeE
RS MEEZRIL. S512IE PAH OGN THFEMEILEREMBAREMS IEE. BR®KICED
R B AR M i v ML R E . SE RS v MEDR BITHES R BIAR 14 il =5 M SE . FIARIE FTHESE (<455 Fi B AR 14
fis AR HIV BRE(CHSRMEARME S ML E . ZH). S ESMEBARME M S MEE . €0t fmE)
ARMERS MEEZRNT DDEND D, BED B, s MEDEELNFRPFRIYERLTL
T3, MM ENREEGE DBENDELGSE S IIREEZED D,

EF

MERA2IZEATHAEARIIESFAE FEREBH DK 2/3 DIESF DEEHT) TIE, PVOD./PCHDRE
BEI 1 £ Q013 FEE)THD, LHOLIFFHME PAH LEETSNTIZIERID 5~10%H PVOD LDIHBEHHY.
T DML TITEHM PAH (£ 860 ALFRESNTINDI LY., BARIZILEEMIZH 43~86 A D PVOD fEH]
PIEET DL D, E-FIDMETIEAERE 0.1~02 A/100 EAESNTHEY. BEAOAOZ 1B 2 F
5EAANETHEMN 125~250 ADFET DI LITH05, BEERGHEREITBESA T,

3. [RE

IREF A Tld PVOD./PCH DRRIEFTEATH S, [FEAEDEFMNIMIZIETHAN . FRENFEDHRSHIL
55, REDHETIE. MFITEGCHICEZREETHIENTEIN TS, $5IZ EIF2AK4 (eukaryotic



translation initiation factor 2 - kinase 4) ZE([FMERBICE VD THREFREF TOEENATEIN TS,
RIBFHCHSHE, PVOD TIXAMEFARD RIZEE ORI FIC K HPAZEZZESH . PCH TIEffila D EME
BAEICKDHIRFAEZRD S, LM LAIK IO LSGMME ) ET )T D ELEIMNERIZTRATH S, F1=.
L HMHERELERBRRREEDO—HAORM MR ERMEMNS LEE CREZNICHEFIEENRESINT
LV BHY, PVOD/PCH &IFRLGEHRELEZHNETHS, BT REDOEAICE T THERFLIZET 55
ERRMCTERRERGEL TS,

4. fEIR
fEMmECHESETEDIEFENEIRTH S, FERIE PAH LT 51-8 PAH QIEZSRBEINELA K
BESIUFERERRMEN PAHKYILIEETHS . FIEFORYIN, EEOKE., FTROZIE. HfE.
FER D LMIEENEL S, EEERMA L. (FBRIELELEIZEOHLND,

5. BfHHiE
FREE GHE FAEUVAY, 2015 EOI—Ov/ALERESR / RMNPRFFRDHARSIAIUTE TR LI
DEINTVWS, TNTNOENETERHETELS,
(1) FFF1ERmERARBAZERE . i & I B RE AE
(2) Bt RmERARBAZESAE . i & 8 I B RE AE
1. EIF2AK4 ZE&
2. thDFHDEGTER
(3) ZH, MSTHRF R MARAREAZEE it B MM E fEE
(4) thDERFIZE T HIMERAREAZEAE. it B # I & FE e
1. HEERRICao
2. HIV BRIE IR 6

6. JAEE

REDRENEASH TGNz REDETER L TELABIBCHEREN TR TH D, RiF. BIE
NHETHY  IEIRBEREELSE S, FIREICNZ  BIRMFMENRRE (ORS00 T00 REE
(PGI2, TARTART/A—)LIZE) | RAKRV I RTZ5—+ 5 [HEZ (PDE-5 Inhibitor) , TRtV ZRAHE
RE(ERA)) GEN RS INLD . MM ELREICLSMKEEEDEIRENH L0, +THLEETTD
FANEFEND, SHIC—HHLGHRIPBOON-EETLRANICIHDRELSRESN ., BEFRTIHMB
WDHNTEBREETHD. ARNITRESINZAIF_ITDOAMBELRESNTLES, ThIZDONTIES
BOILELREAZRETHD.

7. AR



(ARARE) BN #— EREREAXRZF=ARRKLIMEBNEL 54— £&HiR
(TEHRE) hE B ERKRZEZFHE-RE &R
B E—H FTERZXREFREFVRARTRHZARE HiR
HiE 1 FERFZRFREFARRTREFARZ FEHER
A% —= BEXFRFREFARMARPRBETRIARE FEHR
&2 48 ENMERKXFHRAEEFSHE i
£% ERE BARERAZ7LUILF—BRERAR i
MR L2 BITBEEAELRREE BUERES— BRFRHBE
NE B HRRXZFRE-EEH#EERT H60
BUER BAKER AN KFRIEREIRSFAR B
EH #AE BEZJXFEFHERBCK-BEPYHE &R
IRAL i RRRZAZEREZFRMRMERLETMFEE FEBK

nfi
Mt



k- HEIRBRER
fii B AU 14 il 7 1. £ iE
1. =&

BRI S T EDRDREIZIE, BOAT—TIIVIRECTHEARTFHE > 25 mmHg. MEIAREAE
FEE(EDROEEELGN) THHIIENULEATH S, MA T, MMMEEIT 3 Wood unit, 240 dyne-sec-
cm® LU EEERSN TS, SHI2, MR F IS LICTREEMFRRELZL (ZFXEE) DFFRNABE
THd. MEDRIZSEBLTIMRIE. DI RECTHEMBIREDZERLGZLESLUVEELARE
RHBHIE. BE X BB CTHEBIRARTEOILREZROLI L LVERTER AEARMREZRNHDIL
THd. EDRERBICKDIME MITEAE . Rk EEICKDHME MEE (MR &EEE S 9 D imBIAR AT
EMEREFRDHSD) . BELREREMSOEEZRNTILENHD, REDEHEICIE. MehED
BREIHFRPERLYERLTOTL, MERREEGZE DRBRNDLERIGEEIED S,

2. &P
MERAREIZETHAERRIICKSFAETIE. MBIARMEMS MELE (PAH) DR EEBZRIE 2299 £
(2014 £ E)TH 5o

3. REA

FBIARIE AT S M EE SV > TH, BRI, BRR-FRETEEZHS5HE . BFHMELERELE—TEE
Lo LAL. WThDZEELZEDREREFRHASA TS ST BFICHEESNTVS HHEEDO—MEERAK
8 BMP) VAT LEEANESLTLSA, ENETTIRRERITEI LGV, AIohDDFEELE ST S
EEZBNTVWS (BEMNFERICERMEZERNNOYRET D) . M EZEZERL TS ME RN KA. Mm
BB, REFMEAEREEEL. MENEELNBRT 570 MENBEGYRELSRAGY., &
RELTHRDORNAMNBLAGY  MBICEELIIISILIZHS, REROAERICE T TERALIZET 55
EM R TEHAEZREL TS,

FBIAR IR S ML E (. DO BARAEEFESNSHEK[THADT, T D (BLE; fi~mh>mEzEy
HIDEOEE) ICEENI NS, ADEDENELY . BLEDKRESAILKRL. ALDEDHKENMET
IO TALTMEANEYH EBELED BOLENMERT 5126 EDEDKESAERBI/NSKED, fif
SMEEICEHTIRRELT. BREA. £EXREDER. FFEASE (FIIRETTEE) GEN BT oD, fhiEh
ARPERTS MEE SEULTODREDS, DT 2., BEFRAEEEY SAT (IBIERAEEMAE. M
FlifRAEIETRE) | IRMEMMAS ERERE TRIAIENHY . TENoDHEIANEHTHLELH 5,

4. fEIK
BEERELTHBARMEMS MEER FICENEZEDEEN, CORKUTFOMEIEENELD=H. D
W< XGEELIHNY HBRELTEENDBFBRIELISEVDELLIRRTHD, AL, REEFD
BRERILGEVDOVNEETH D, LOL. REEDTERIZ, EMNIEY ZLDBERNDBLEITLED, COBEERD
AT RIS TELRZ DN, BIRMEME MEE THY .. TNICKBDERNHIRT S, Thbhb, (KEE
NTEICRELLELS. TCITERNS. AHTZH0  BENEES (KRB BETH D mRADED & D E
DHERENIVIET T 57012, BHALKD . PLEZEM LIz T TEEREELWVEE DIERNHIRT 5,

5. B HHE
gk MEE L TOVWTIUADEDEIZRT S, FNICEYAHENELD,
@ R ITEEMEMEIRTE S mEE
@ BRFAEIZHESMBIAR S T AE



Q@ ZXRML v MERE A MENARTE S M EiE
@ FAARE FUEERE |15 i En AR 14 Rifi =5 I FE S

® HIV B[ 50M EAR A s i £ iE

© FHFIFFEOMERIER S MEE

REE

BEELELTRRFEAINTEOE., UEER(MERTIRANELIDETFIHT S) LFIRE (AR
EFBAOSETOLDEOAEZREST) THY . SSHICHRFREZ(DEOBENMETLTEE~DBRHEIGEE
IMMBETLTWSDT, RABREEZ LRI ETENERD) DETIN TS, L. usEZEE 55
HIMBIARME S LEE GEEEHESD) OBICOABNEAEEENHY | o R E O it ENAR 4 ifi = 0T AE
TOFERAFLTLBLHRINGD, MMEZL T CMADRNERESESMME T IRED FEAMNHESH,
BIMBREHITTND, MMEEILTFH5TOARIY A V) o B LV ZOFER. MILELZIREIELITURE) Y
NEBHICHEETAHAIELEHCIVRE O ZBARENE. MEFBHOIEERERO LT 10')v0 GMP LUy
SHBEDHEEINFILZDREEZRHDIRAKRDIRTS—F 5(PDES) FHEE. ILITHA91)vY GMP &Ly
SHBEDEEFEMSEIABEMET T ILEEL I5—F (sGO) RIBETH D BFE. INLICEZRTEELD
BERIARBREEINTNEA, ZOFEEEICEALTIE., EFEEREHKTHENEELLY,

. FFRBE
(ARARE) B #— EREREAXF=ARROBLE L 52— £HR
(FTEHRE) Ek B ERKZEFHE-AR HiR
B E—H FERZXRFEREFVRARTRFZARE HiR
HE ER TEAXRFXFREFHRRETRHFZARZ FEHER
d%H —= BEXFRFREFARMARPRBETRBARE FEHER
e T ENERKPHRREESEE &R
£4 EE BRAERAXZT7UILY—BRENRE i
WR LS HITBAEAERREERILERE2— BRFRSE
NE BE RERXZFRE-EEHERT H6EM
BIER BAKER AN KZFRIEREIRSEAR B
EH #AE BEEDXRXFEFHERBCK-BEPYHE 4R
IRAL i RRRZAZEREZRMRMERLETMFEE FEMK



MRz %-RIRFmRER
12 14 1 42 22 42 14 fifi =5 . [ E
1. =&

1214 M2 Z M= I E JE (chronic thromboembolic pulmonary hypertension: CTEPH) [&. 28 B Lf-Mts
[CEYRMEIARAME HERICEAEZRZ L., e MEEZE6# L. BRERKELTHERDO RUNGELEGER
HBELDTHD, REDZHIZIE. TBLHT—TILREIZLSMEMEDFEZE IEELIC, thDffiEm
EEE-IHEEDRNZEHNIVETHD,
BHEFIC(E, fhfnie RIERERRMEICE O TIE, e mMEEDEEEHELTLTE, FHADEHLHY.
BHFICEOVTHBRS RS FI I LR (BRAAICEE DGRV RIS MRS K18 (segmental
defects) A, M1 B MAREER (TN RERERITERL6HAULAREHDNERE LRI TED) T LI
BB EZZCTRAT R GEFECTICZT, 1MLz (T&kSHZE L EL T, 1. mural defects, 2. webs and bands, 3.
intimal irregularities, 4. abrupt narrowing, 5. complete obstruction M52 M55V EH1DMEEBHEINS) D
WINDDFIRERTHENBETHD.
EF MBI OFEHEFIC(E, FlBEIREEGE DREICKY., MEMEEDREE (TFHRBFERFIVITERL
TWTH, NEFAERBRRSDELGSESICED S,

2. EE
MERA LRI 2RABEAEIIICLDAETIE. CTEPH DEEHIL 2,140 & (2013 F£E) TH5,

3. [REA
AXRIZEVWT, RfIELWIEMHIZ SO MM ERFEDOREHE L. FERICHEARNDLENEEZLNT
W5, BIRERIRICAHHRIBMEIZERELI-REITTH. TOHRLEETKE D 1/10 LFHRESN TS, KE
Tl&, 242 B EDERFEELRD 50~60 FALHEEINTHEY. SEHADOEFEF DI 0.1~05%
D CTEPH AN 1T3 51 DEBZLNTE I, LMLZT D%, RHHID 3.8% M IEMHIELIzEERESh, 2%
FZEARERI T, FIZ CTEPH ADBITESHBICEIENEETH S,
EFEDEENMSOEENERELTEET., ZLDEFITIE 40% L EDFEERHEH., MMED
FAZEERLMOEENOMBBEERVNEEERL, Mg RE. MERATOMZOERIAEELTINDIEL
EZoNTEY. 61T, (1) PAH THoNSSOIGERIFELAN)LOEEEIIRTO M HFAE. (2) MigZ:RO
OB OEML MRS HEEBROMERZE. 3) ML >THELZBMLYERMICETERE
FEHRREDOYEZEIHEBIRDMERELLE . small vessel disease DESARIEBEINTINS, Ff=h
HMETIFZ 2L, FEFFIRMASAE D SEEHMELY HLA-B*5201 15 HLA-DPB1%0202 &BSE 3 2 mE A
BNIEMNBESNTILND, ChoD HLA [FERMFEFEEE T, K TIEIBH THEED DLW/ TDT=
& KB LRS- RIEMFEF DEF D FENTIBINTINS,

4. fEIK
FEERRUVBRATRE. © FERORUIN. @ 2MEHICHONDERKRIEK (RADTFREL. E.
KMEE) DY LIBTICDKEBIELERBHOENTIVD, @ TRIFEFRIRMARIES S SERRAEK (TR
DEERR OESRE) BUATIZDEKESHIRIUEEOHONTNS, @ MEFICTHmMESHESHNERINDS, ®
MEEEZ L. e EEE RS T IEZHTROER (I EMEIRR S DITELE) BBIFOND,

5. S6HE
BHHEDEEBERFET DA, UTOMEMEEEXE T 5FEE(X. CTEPH T4, EmEU LTI
BEEREX-EEMELEBELSIZDT, ChoZBRANTEIEAEETHD,



(1) HREFIERMEMBIAR RS M EAE

(2) BIRMRICHES mEhARTE il = £ e

(3) FERME o MELME BIZ{ES FEN AR 14 A S ML IE AE

(4) PARRE FTAEAE (<35 M ENAR 14 A = [0 1 5

(5) HIV REZ (2 {E-5 i En AR 14 fifi = M £ fE

(6) ZEFIHWIE 5 MENAR M S ML IE fE

(7) FfizgAREAZESE . B EHE M B fEfE

(8) #iE IR B MRS I AE

(9) iR BIZEESET S MEAE

(10) MERFREEB RV XIFEEL SR MAE (245 il £ e

(1) ZOMOFEMELRE (Y ILaAAR—L R S5 LA AR MRRERAE ., )2/ \IRE AR IEAE . KEDAR 2%
FE{REE. FMEDEXRMRE . MEIAREFRKAE. MllEONEBGLE(C&S RIS LEE)

6. JARE
REICH LA THAHACENIE TURATHILIN TLAAE X ELTIL, MEARMIERNIRFERR AT A H D, L
MUEEHEAE TIEFAEG ESNEM o= REAI Mg A FADCTEPHIZX L, hT—TIILERALERE
& I ENR VLR fiT (balloon pulmonary angioplasty : BPAZE f=[&percutaneous transluminal pulmonary
angioplasty :PTPA) DENMEN R RSN D DH D, o2, FINERADOLZLKEE H AL IXiTREZEFEH DL
FEREMESLEEEZE T AREICKHLT. AT 7oILE I95—ERIBETHD VAT 7RHEAEN
bNd, CTEPHDAB A T, £ ERGHEEZHEEEETMEITICEADETH D, ROTHIKD
EEGLEZHFLTOEBEREPHEZROEBERFH OO0 REREERIET 5, UEEFRENE
STHAGEVONEREETOBRLGEIIHLT, FTREFIRKI ILI—ZBETLH5E5LHL, BEERMIE
R BLDFERREVELGLILERT S, SoIZ. EELGRIE. NEDABEICTRALI-EMEERABNL.
Ffi SR (42 PR AR HERR T 7 (LR R B E IR BARIL R T DB IS TR ET T DM ELH D, BIENEEIND
M. RKEREN . SEHECMEREESHEEDNAURIH, BENFMEFLELLZWNELGEZFILIZE
EDREIRET S, RIEBEFOHEEREMSMEFCHLTIE, VAT TEOBREEEET S, T-. FD
DM EILRENENGIZEELH D,

7. AR
(MEAREKSE) B H— EEEERGUXRZF=ERKRRE VMEOLEtE 24— #EHiF
(HMEMRE) ki B IMRKEEFBE_RNR Hi
£ 5B FEXRZFAXEREFHMREFRFATRE BT
Hi& B TEXFXRFREFWRETERFARE FEHIR
% —= EEXREXEFREFMRERNEFZEETRIZNRE HE28E
e WE ENMEMKFERERFEE BT
Ef EE BAEHXETULI—BREANT HiF
BIR B2 HMITITBUEAELRREEREILEREY— BREKMRBE
NE BE RRAZPRE-ERHEERET EED
FIER BAKER M KFRITEIRZFAT B
EH AE BERIAFEFDERBR-EEFLE KR
R ¥ RRRFRFREZZRMRHNERRGTMEFREE HEBHH



