INERERIROEBIALRHIEIAE &, 2ORBR(CEMMEOSBIHEERRDD (GHIERHERE).
(E 3 :/MIBF. EFHSERISIMEL. CardioVascular Contemporary 45£& : fsInE
RE2EBOER, 2:3:54-62,2013, kX AFT 1> S MNLELDEIA)

UERI] 10 % B
(F5R] SHIERSITIR RIS
(BRFFE] 6 # B ; BUMAE. 4 5% ; X W JLEEEFIM, 9 5% ; REXFAM
(RI&FE] 3 : 15 REROER CFilt (GEHERER) - ¥BERIR
(BLERE] 720
(BRERE] 2L
[ZLILF—] TLILF—4REER
(BRRFE] 6 REAREZ CTUERER GHlAR) ziEEaIN. MgSFEHInNNBEL TuL.

11 mBF. 1 BEXDSERFITIRRENEIRL 6 ARESE. (DD —7)LIRE THEIRE

102/79/90 mmHg T#H D . fEMELE &M SNEERES EXSTOX MRRZERBEUZ. U

UIEREREE Y. T/RTJORST ) —)URHGERERAE A, BB BN RS 7 BN &R

Y/

(B4AFRR] ME 102/60 mmHg, AkiA 64 bpm. SpO, 98% (E&3R 5 L/min)

O IETUE. UNHEEAMEES 1/VI at 4LSB. ffi%F : 55, RESP : HiE - 8k, TAUZERL
[BARIA ST R] pH 7.46, pCO2 39 mmHg. p0O2 164 mmHg. Sa02 100% (&&= 5L/min)
[6 DEFMTERER] DI HOARE) CEEREZINENZR(CIE T I D cOMITTET
[ABERH&EPTR] BNP 6.4 pg/ml

DER :EFA®E, 60 bpm, AR, AEEKX (K 1A).

FIER X #R5E : CTR 46%, FREFIC/IALIASZ. THBIEF(C Kerley B line 252823 (K 1B),

DIO—K : IEAURAECLBIEERHFIRDD. ZARERERE 78 mmHg.
[IFIRHEEEIREE] %VC 92%, FEV1.0% 72%, %DLco 64%

[E&PTR]

F9EB HRCT : FEhARiL K. A - A=K, FPT - #ibED >/ \EiEXZRHD . AHEF T (3/\EERIBR

BDIEE, EY10/(5—->2%85H% (K 10).

FEIRS > F IS5 T+ : B CEREEDMRRIEEZHERDHD (K 1D).

LOE T —F)RE) FEIRE 66/37/52 mmHg. AEE 4 mmHg. AEEREAE 9 mmHg.

MREL 2.8 L/min/m?, FHINEKHL 1228 dyn - s/cm’
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FEIifER: T, FENARA(CIMARERCRRZEGZRO T . B MmAEEAR RS MR (FEEMN.
O=p-s s E)

FYERFOEFQBRBINER T EEGFEN S, EEOMENIREMSIELE & U T IEIFHRARQ
R T o M. RN I(CAEMELEZ R 3 8RR (RO SNT | f#ifEi=EmEEEEX.
RSTOR hERAEFTIEBEURBICBE DT —TIIUEAZITO 2. UM U, MEFEEAEBERLD
SRKIEZE R UE/zs. PVOD ORJEEMENEWEHIBTUTE, FIRE. HF> 5= &ER LmiT
BRLZENZENDBPSTRTIORT /) —ILEFREETEEZEAL (B 2A). BECEEL
23.4ng/kg/min £ TBEUZEZATREREE U, MERENSETSHD. PVOD THNUEMI
EHERER(C L DRENEINT DalEEEMEL V28, iBtEERET o> /z. MBEIT/RTOXFT ) —
JUBEZFEITTZN, BETDEMPRR. L> b EiKEORBLZRD. IBE0—K’FIEEF)
FREMBETHERUIZRICBEZERI D LZBEDERUZ (K 2B).

AEMBE 2 FBOALHT—FTILRET(EMEMRE 84/47/61 mmHg, [LMR#L 4.4
L/min/m?% Tk D, REEFREL TVWENEIREEG LR U TV, 2 F 4 hABICELREN
B UARRERDTE, FHEIARE 110/70/82 mmHg. [M&ER 3.0 L/min/m? Tk D &5 Bk
ERERUTWE, T8 FIREIRS ETRTORT /) —ILOBET—BERENZE LR &3>
Jzo UNUZDOHEERICBUALMIEMERUAR SRSz, DITO—TRZRATERERE 100
mmHg EEBLLTULVZ, BTSRRI ZHRS U BRIESERY. NIPPV BSER L
L REBSRETIRT U,

URIRfRMEZIT] 2B (CIBIE U/=EMMmEN. IEBBECRH T IMREZERSD. PCH &Zian
7z (83).
[(ARFEFIDRA > B)

AR, HNONOIEFRT PVOD/PCH & UTEEZIT OV TODIEFTH DIz, BER 5
L/min 1&5% 21N S8k & o Tz, ZERSOREREIIE (JHRF SN TV, IIALCRBIET
THEZREMEN 90%Z TED/RE., FSIECKDEBERMAENEZRT. 6 HESITHERGHIZE(C
(FHEITCTERM DIz ZDIEIKE. HRCT BHR/REN S, BE OISR IMELE & (FRND &
WOERHk(EH D 2HY. PVOD/PCH DEZERERN RS, SYRRRERICEESAMN DIz, (DIEHAT
— T I NEER (CERRMKEZRZL. FIZENSOREMREZRET & HIERHMEELSERMAE. &
BFFIR%. PVOD/PCH &UTFBEURMERTH DIz, Ffe. RSTOX hDBEH(THRE S/
BB X #R T DIMEFDOMIRFZDIBRZ FRHTZHY. CHUFIATIMEILREE(C K DEEDKEEZX SN,
1°(&D PVOD/PCH (CHENZFRR T o fz. AEHI 1 THRARTZ K SIS, SRR IERE (C33 U
TEM THDAMMmMENSEREE. PVOD/PCH TEFKEZER I DBMRENHD. UL, AIEF
Tld. /NI TH DI DRIERFETEDOIRIRTTREMENMEN T & & T/ARTORF . —ILBSM TR L
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BREDIBIREORVHE TS D 2T NS, TIRFORT ) — )L EEICIEE U TARET DA
EUk. TRIORF/—ILICELTE. ERESTIRBIRE X LR IS0, 6 ng/kg/min B
FTREHEN LR UMNEERNMET I3 E0fRENSES DV, LiEh> T, S<ERENSH
PAL. BRIAERERIE. SOBESMEDE FOMKEREDRRIEN S DI TES—EE%E
TV SRMEEEET, FKEOBLIRO SNMRCIHEREHIE U, EIRAIGILIE USKE
MMET I B FTHRELIERT R EORLER LTS ENEETHB. URETEH, NEHES
5 8 fflod PVOD/PCH FERIICH L C. IRTORT ) —ILERS U 2, BEIMESAE, DEHE,
BNP B (F—B#(CeE Leh'. MERERAKIRE T, IR520EINE &6 ICRIERI IS, B
FHOBERDE (©2). 4 BITRINRIORT ) —JVRERICRIBES 2> TH0, EE(CER
TNFEAEOIRIORT ) —ILEBEADT Uy TEEE UTIRRSTEREEN THS.
LAL, MATEISEDMENMESNRNT ENS, ANERTEN 3 F(Chiz DaBE i TE/oh,
IBAEECEFRSRVNEEZSNS,

AEBIT(E HRCT . PCH THRISIIERIRES T (372 < BY 1 2/ — > R SNzfzsh. PVOD
EFRLTUVE, &30, FRIRERMTSEANE PCH OFFRARHSN 2. RI&EHIIE PCH T
Holz. PVOD & PCH TABSHHEELU TH 3N, MEDERIZIIEENICEIRETH D, S8
KBS DONETH B,

SR

1. Davis, L.L., et al., Effect of prostacyclin on microvascular pressures in a patient with
pulmonary veno-occlusive disease. Chest, 1995. 108(6): p. 1754-6.

2. Ogawa, A., et al., Safety and Efficacy of Epoprostenol Therapy in Pulmonary
Veno-Occlusive Disease and Pulmonary Capillary Hemangiomatosis. Circ J, 2012. 76: p.
1729-1736.

3. Pietra, G.G., et al., Pathologic assessment of vasculopathies in pulmonary
hypertension. J Am Coll Cardiol, 2004. 43(12 Suppl S): p. 255-32S
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X1

1 fEfI 2 DABTRHERERR

A: DEN. BREl, GERAZEDD.

B: WMEBXIFEE. FEF(C/IVRASZ, THHEF(C Kerley B line #5328 3.

C: BEd HRCT. /NERIPREDIEE, T A 0/\F—%5BHD.

D: MRS >F0S5T«. HmHICEXIEEDMRRIEEZLERDD.
(B 1B, 1C: Ogawa A, et al: Circ J. 2012;76:1729-36.& D 5| H)

—130—



B2

best status clinical worsenin

120
80

40

Epoprostenol
(ng/kg/min)

365 730 (days)

2 il 2 OFRE & RIEE X #RPT R DZAE
A: T/RTORT ) —ILHEHNSDRSE0RE. FEIARRIC 23.4ng/kg/min E£TEEUEE
(&, 2-3BRIC—E 1ng/kg/min 3DIBEL, ¥12F 4 »HEDARE# 3 8RI(C 1.6ng/kg/min
EETIBEU TV, MITEREMFENTREMIC(E 79.2 ng/kg/min £TEEU .
B: BBEFOMEXREE. (a) ¥IEARFDHT—)URERIICHKESR> 7z, (b)) IT/RZTO
A5/ —)LEIEMS 810 HE. JBRTEECEEL TV TI/RTORXT ) —ILDBECHNDS
SIMPIRAER LTS, (c) TIRTORF/ —ILEIEMS 1050 HE. OAEDFELICKD AR
EIRD Tz,

(F4 2A : Ogawa A, et al: Circ J. 2012;76:1729-36. K D5|H)
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3 R 2 OFEEME
ZEM(CIBIELCEHmMEN, [EXEE (L) Ch@iReE (TR (ORELTLS (YyVYr b
UoO—LZE).

(3 : Ogawa A, et al: Circ J. 2012;76:1729-36.KD5IF)
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UERI] 40 1% S

(3R] FVERFITIR REHE

(BTAERE] 72U

[SRIEFE] 72U

(BUEFE] 15 A/Hx27 £

(BRERE] 72U

(7LIL+—] 2L

(BRIRIE]

4RERT. BB TEERZRBINEC &ERh oz, HRFZ20OW 1 FaikhS> 2>
JHOETINZBEE LRIz, TORRAZ (SBEUMERSITY 100m BEOFMSTTHIREZ
BEIDILD(CRDEED. WEFEBAEZRZZ. A lHh7—F)UREICTHEMRE 114/46/71
mmHg. MEEL 2.2 L/min/m?. FIE#K#HT 1131 dyn - s/cm® T D Bl IMERE & Ziransz.
NSTOR S RE2F> . BEREEZBRUCNRESEETIBE T 2. ROMMENRESRE
([CRDBEDRAEEZ SN, TRIORT ) —)UiSHsEEEAEABN THRBN &R oz, B
BEREODHDBEOMEMELE T, SRMEERMAY. WEXET/NNUREZERD DD,
PVOD/PCH ZREWI/RTOR T —ILISGEHHEREOEARREDE . HRERIRERELT
Weiee, SILTF I ILZEBINUEED. FEMEBOUPRIEUER. 1 0B%. MIREEE & EHL
NIURTZEZEL. BUAREBEREOZHTHIECESARERD, HREiRERo .

(B&FAR] mE 101/73 mmHg. A’E 73 bpm. SpO, 92% (B3R 9 L/min)
EREGHFEARE N/ L. BREIREARRL . SRR 0. OF | TETUE. IhEF 55, IES0 : 18 -
;. TERFRERL

(BARIMA ST R] pH 7.49. pCO2 35.2 mmHg. pO2 58.9 mmHg. Sa02 92.0% (f3= 9 L/min)

(AR ERTRE] BNP 565.5 pg/ml

DER : EFARE. 78bpm. GEMEAL. AZEEX (K 1Aa)

IED X AR5 E : MEARODILK & OHEK, FREF (C/VKEREZ. #BiIREZR3D (K’ 1Ab).

DIO—R: DEKETBE, EAUCEENEEREHTIFRENRDSNSD (K 1AC).

(IFIRHEEERRE] %VC 123.1%, FEV1.0% 109.0%, %DLco 14.4%

(BT R]

f@EB HRCT : FAREFZ O (CHRBIUFEA M/ NEROEDIREZRDHD (K 2A),

FEIRS > F 0S5 T Ml LAEF CHHA MR RIEZRDHD (K 2B),

(6 BRISITEHER] DADNER, [BE(C 6 PESTHERERAHTTN. 1 DESITIERHY 30m D
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BT SpO, 85%F TR TFLHIEUTE.
G=E=ES )

BFRS. DR FIRBIDIRS(CKDDAEDBEZITVDD., RIRZMEHECT DD, T
IRHEREIRE. BFIREZEIMU TITo /2. FLEEEEME. HRCT TIDHSRE, >>FIS5 T+
T_EREFDIMARRIE AR &SRS, (&0 PVOD/PCH ORJEEMEN B EHIBT UTe, A
(3 PVOD/PCH DIRSEEEE T H DIAEDBISIESI TH D . RADBIEHRENER SN2,
BHEEREIT DIz, FSESEHET. KD KXVIREBZLDEHIFT 3 cHODEBINEREEL T, 5§45
ST4)L 40mg [CIIX TA~NF =T 200mg/H GEISYMER. BXEREAER) ZREBL. EBirs
IRole. ARF T %& 300mg/HICIBE T D CAFHEEEE > TRIZ S /2 UIclch— N (SRE LT
AN =i :3: [ ta =N 300mg/El’C‘,‘ﬂi,%% L. BAER i & U Tz, CORIERRNR DT —F) RSB ' T 12N
ARFZITRARMITEIREFSEL. EELTULE E 1. UMU. 5U/min BBRIES T T, Z&
KF (C (FBEEZREBFIENY 99% TH D JoM, IIAIT 96%. HITICTEBIC 80%ERE(TIRT I D8,
EAFHTT 80m BENRFTH oIz, BRMNSK 2 F44&, HIEMBIEE XDz,

(FETER2HR] BABRHEHAHOORIBER T (d. S8/ NEAIBRIR(C PIARAEE YRR L (C K DRI
Zinsh (K 3). =AREZMR(E PVOD Tho iz,
(AREBIDRA > K]

BEREDI D BHEOREIELE C. KEERMAENNER TS D MER X R EIEF (C/EHRFEZ R
BDIzsd. WEHBNEEL D PVOD/PCH Z&E DTz, &5(C. MMEHAREDMER (C K DIFEDIBE®RT
BREEMAEEDIERESEFRR LD, BIMREZITV. MLEEEEME, HRCT TIDHSIE.
RS > F 0S5 T« T LMEBFOMRRIE, SEHFHNRFRZRD D ZEMS. PVOD/PCH OF]

REEMENBENEEZSNE, 6 DEFITHREOARWEBR(CIT >IN 1 DTERLRERENED
BTaRoicizebRIE Uz, PYOD/PCH DIRFIER(C(E. BERIGS(C KD L5 (CIIHMREBEIER
HEHFUTODIEANDZS LD, SHECKDBRICET L. KMICEDZEEHDIDT, +3FEITD
MHENGD.

ZRBOMITHRERNLZEL TLWDIBEICIE. INSOREIRIER (B, BUERE. 6 DRST
ROBEZREIFIEIRT . Dlco {&KME. HRCT TDI DAHSREKER., /NEMREDIEE. ArAR2. m
M2 FIS5T« TOLERIE, MMEILEERICKDIKEDHIR) OBEEHRL. HTIEED
IHBEMLU\5EE(E PYOD/PCH ORJEEENBVNEEX 5N,

PVOD/PCH DIZE (C(FRISHENMRIAEDE CHD. BARICH T DIFSHBFFHEEAR 3 2 FEEDHD
H CNUFERESN TS PVOD/PCH DT EBETH DD TV TEBENMNE L10D.
AERI T (FEOMIMEREREE CEFROBRAHFOSNTE D, TIRTORT /) — )L TREE
AFR&EDET.
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EEMBIEC U T, filEEERMRROER 2 HEIEZ I 3 20 FENEEREOEME
NERRF SN TETZ. PVOD IERI(CDULWVTHE. PDGF REBHDY S BULEIEET DA NFZIHEM
THIAkENRESNEZ V. SR CERBEIGH THDH. BERKARE U TAIF IR
5ULTWS 2, A IFTIRESENCH I DaBBAAN S OEFMIE. AN\ ZBHCIE
UTHERCERL. 2 BITIEMIERBEADT Uy ZiaBEID . AEFIERR (C2H) THFIaMbE)
AREAMET LTz, Fe. A I FZIHRSHITIEEEPDOIKEDZRIZBLEZBH S o 7z (B
1B). SRESSRDRINBETH DM, PVOD/PCH ([CHIFDEBREDERK LIXD AN D
Do

Sk

1. Overbeek, M.]., et al., Possible role of imatinib in clinical pulmonary veno-occlusive
disease. Eur Respir J, 2008. 32(1): p. 232-5.

2. Adachi, S., et al.,, Imatinib is partially effective for the treatment of pulmonary
capillary hemangiomatosis. Intern Med, 2014. 53(6): p. 603-7.

xF1 EH 3 OUIEHDT—FT)VREFTRDHER

DENRR | AxF=T | A<F=T
Rt 1 & FlG 2 %
FEENIRE (mmHg) 114/46/71 46/22/35 44/21/32
FEE(mmHg) 13 4 2
R EhARAERAE (mmHg) 14 11 5
CMEREL(L/min/m?) 1.9 2.9 2.8
fBImEEH(dyn - s/cm®) 1303 425 452
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a¥L
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i
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j:‘)w—’“g% |

1 ER 3 DEFAIZERER

A DENRT AR, AEIEAFTRZRDD.

B : WL X #iREE T(SHBIRDILK, (DEKCMR T, MEFCIWIRS, BIREZRDSD.
C: DIO—MTERLEKITEL, IEAUCAENEEZENFT DMENROHESND.
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2 fE 3 DEMRFTR

A : B9E8 HRCT (CTC, FhEIEaiR(Emit S 6REETHE SN, THEFZHROCHAIUOFAMECNE
Rt DER 2R D. LDEKITEZERSD, AEMIRLTLS.

B : MRS >FIS5T 4T, WAl LT CHHRIIRRIEEERHD.

INEEERIR (CIRBEIE IR E (C K DR EZERH D (HE ).
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(FEGI] 77 B

(3R] DRORERIEE

(BIERE] IREICTERTDEDOLIMFRRINET LU

(ZRIEFE] A& B, 8: DEGEEE - BiRRA. oR: BMHm. Z5: fdHimn

(BMEFE] 60 A/Hx50 £/ . 2 FHIKDEE

(BUBERE] 2 &/8H

(7LILF—] L

(3RIRIE] 1994 £F 12 B(C. FLERIERNDOERMKETE - FEVE R, iZKD TB-PCR 55851E & ADA
BAEN STEAZIERRIERDORE (IBE(FRHE) T. INH. RFP. EB @ 3 H|(CTHHRSMNIZ,

1995 F 4 A, MEMEREOHIRESEROBYIN - REERMAEZERD. ERIMMEZS ZEON
7zo BALB XU TBLB (CTU >/ EREBRIDORAEFTR N H D 1zfzsh. FlaEFHFIEUTRTOA R
/5N, EEDBDIZ.

1996 ££ 5 AIC X7 O RiFEFEFIEENED, ZORESISHEFEROBRIINZAREL TS
D, 1997 F£ 1 BXDENHBIRT DL (CRd . H4 (CHBOEE(FIEIML. 8 ALAICIEEE
R CERBEZRODLDCRD - O—IILETHBERTH>/ZDT. BEF 12 BICEBINE 2
1TE1NJ=. RCA & LAD D 2 &IRE =R, 1997 F 12 A, 1998 & 3 Bd 2 [{(CH7f=D RCA (C
XU PCI ZhEfTSNIz. UNURE. BEFORYINEF R L.

2001 £ 2 RICRW\WVERZEED E D IZF TR Uz, ZDIzHREE 3 AIC CABG ZhEiTSN. i
BORZFIR< >z, BEROBUINEHRERT . 45KT Sp0, 93% (EW=) ThHofz. CT
L& BUINZHAL D DMRZEDBLEERHSNT. FiEERE C (FRSMHARBEE RS NI
BREEOFIRZRIT, Mfsmis>F (1) [CTHAFMEDOV,/Q ZAN Y FhgEONE
M. TEEHTES CREPERRINAR(FERHSNT . MEAAE & DZI(CEESIEMN DTz, COPD &2
#ren. FLOU > EDOIRAZRIE URIBEE /2> TV,

2002 £ 3 AKX DK% - 7% - WIRFZEDIERNRH SN, KT Sp0, 90% (ERR) SRMEDT
. FBEENTARER DTz, £EIDE, BIREFORMHFIEHHELCFRH SN TLVE.

AR, TERE. EARTO Sp0, (& 85% TH oo, HIECKD 70~80% (FH51ER) L&
B/MEBSZRMAEZ 526Dz, CT L. MEFOFMRERIEN - MEMZR (L EBCETZRSHT (B 2).
LI d—LE PA 77mmHg OffEmiE&EfHsNz (JRd5. 2000 & 12 BT I—TI(E PA
29mmHg EIEETHD1E). AT —TIUEBRZIEITL. PA 92/33 (mean 52) mmHg T.
FbENATOE RS C (SAhENARAPARAIDILR S KUFRAERIDSEHE D DFR R DA TS HVRBEE - BAZE(IERD
oz, JIL—7 3 OFEMERESKET)L—T 1 ORREMEIREMSMEE (IPAH) O&4
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EUT, EEEREL (RN 4L/93. BER 5L/93) IS UNCIT/RTIORT /) —)UiSHesEEs
MEBEASNfz. TRTOXT ) —ILOFESERZZER L. BMOURINST—T7 U FEAL
o7z (COROIEIL- > M2 7K 3. LDERZER 4 (C°RY).

EDE. "bHT—FTIUEET. 2002 &£ 8 AICIE PA 73/19 (mean 43) mmHg. 2003 &1
BIC(E PA 54/14(mean 32)mmHg B IMEDRENRD SN, KHERIEEECRMDTE. L
MU 2003 & 3 AOEHEEHERTI(E, 2002 F 7 B LR UREERIMESEIT LTS D, BEWN
(CEMIRREE(SHNE LD o/ (EBFESHITOIREIERE 70-80m 12E) . TDE. R4 (CHITOIBERERE
(BB L. 2004 £ 6 ACFALHT—F)URET PA 85/27 (mean 51) mmHg EBIEERER
Iz, AR CTHDIENDILTFITAIVNHIRETIRD, BREBIBESNZ (R8T 5L/9).

UM L. 2005 F 2 BORLHT—FTIVEREICT PA 89/33 (mean 55) mmHg &EEB(EL. £
DEBERL [REERIMEDEITZROIZI=8. 2005 £ 11 BLDRARL DR 5> ZRIAL
J2o HBESRBAGUT /AR5 7L/ (TIBELLDTZ. T2 BNP DLFNRBDHSN. Al
T2DBENEZSNICIZD. S2VOIR - PIVFIT R =mBINU.

2006 £F 8 A. BE(KBEZRIMAE - SHIERITIRANZEDEITNH D, HOT ABDIEH AR ERD T,
CDBE, BLHT—FTIVRET PA 96/35 (mean 59) mmHg TH D, R I EHEEZXS
nHliEEnz. BREUY /(-5 10/DFERGFEUT - D 7U/FTIBELIEECS
ZEREF SpO, 90%E. FHERF 80%BERMIFCETILDCAD., BiiLaolz. UM UIRRKEE.
DIHIMEREITPREE - BETE SpO, DIETFHAELL (60~70%E). 2006 F 9 AKLDEERE(S
BHEEN. 2007 £ 3 AIC(E 14/ E LR, TEIROBE RO SR D .

2006 £ 10 BEDIRTORT ) —ILEIBEUAEDITH D, HIEFIFIRRE# IS S (CIBE
fEEDTzs. 2007 F£ 6 BICBAR U CORE. BlH7—)UEET PA82/31 (mean 51)
mmHg CBETOMENS D, BE(LEEBEROBLE. TRIOXS) —JUBRICASS v
NIFRDIEMIC KD EDTIFRODNEEZ SNElz. TIRTORT ) —)LOEiEZERIE Uz, £
Jz. AT DREBICIEOESHNBETERVE LT, DT 7 U CLDHEEENEAETN
7z. B, 2 LREREZIIONS. BEEEEMRIT TV, EEERIE - S5{FRITIRE
FH(IRATETL. BEIETEEROHTLVZ, 9 A 20 HOBKL D MRFE#ND E<ROERMETE
BRVREMR EDOTET, 21 H 13 B 20 BICHBETEZ L. A&,

(BAPRR] E 120/85mmHg. AfdH 119 [El/93 - 2, IFIRER 36 [B]/5). BESREAFIE 86%(15L
UH—)(—TR0). KR 35.9C. EHEA. IREBEEEM/ARL. IREKGERERQL. B - HE
EUZ)EfAIE Y, WEFIESRA L. MEPERFMRS D, OF : Iprug. IERL. VEH
D, 5§ 2 WS ERERERET D LevineVEDFIRGEIAM S ZIFER. FEFmAITMEHEMID
fine crackle BEER, REEPTIENDER. BEIEE. FFEMANET . TRZERL
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(ABERHAREFTR]

[ZRA80m] WBC 12600/ul(Neutro 78.0%. Lymph 12.7%. Mono 7.8%. Eosino 1.3%. Baso
0.2%). RBC 493 F/ul. Hb 16.8g/dl. Ht46.4%. MCV 94fl, Plt 192x10%/pl.
[%EE] APTT 27.4sec. PT 44%. PT-INR 1.53. FNG-C414mg/dl. FDP 4.0ng/ml. D dimer
1.1pg/ml. TAT 1.6, PIC 1.4.

[44E=] TP 7.5g/dl. ALB4.0g/dl. TB 1.0mg/dl. AST 341U/I. ALT 291U/I. y-GTP 1531U/I.
UN 31.4mg/dl. Cr0.8mg/dl. Na 132.8mEgqg/l. K4.9mEqg/l. CI96mEq/l. Ca9.1mg/dl.
LDH 311IU/l.  CPK 471U/I. CK-MB 10IU/I. Glu 113mg/dl. CRP 0.67mg/dl. BNP
1031.1pg/ml. ¢-TN-T (-). H-FABP (+)weak.

[BOARIRAR (150 UH—/)N—=<XT) ]1pH 7.483. pO, 55.7torr.  pCO, 29.3torr.  HCO;
-~ 21.7mmol/l. BE -1.4mmol/I. Sa0, 89.1%. A-GAP 10.9. LAC-G 1.4

[LENR (M4) 1 BfEE 1 EREJOvO. A28/l 0v 0. EEafR

(&L > o> (K 3) 1 FAOOBHEZRIRE DA 77— EEHETEIRICHOBROT—5
IWEBDNDIBENT—TILE DD, BRLIROIEARZERSD. ERIFTEIRNLRL TWLWSD, FHEF(C
(SRS, #IREN DD, EEMEENREEND,

[RaspEERE CT (K2) ] MAITFE~ESZERLCRRES KUHEEBEEZSHD. MEIROILE
oD,

[EWELTI—RE] Ry RYAR) EEEEFHEKTARL. IVC 1.9mm FIREZEENET.
moderate TR & D maxTRPG 106mmHg. 3#£E PA 116mmHg

(RS >FIS5 0 (K1) ] EEFzho s URERMR

ONZE2ESTE)

15 K 40 73(C EFRBEEAAZL. 15L VT —/)N—-T X T+ 10L UT —)\—H XS (CTHERR
AT BE Sp0, 80%EaTH DIz, AAFREEE., ATHIREEOREFLRL, BEERUZ, 70O
TZRZ IAFEELEN. IRARRIEEBRTHD D1z, 18 KF 40 (T SpO, 70%I(CIETZERs. 19
- BF 20 DEEKIDIRIREIRD . IRVNT SpO BIFEAREE. IRARKIABE /RO, 19 B 53 7 (CFETHESR
=

(AAEBIDIRA > ~]

AREGISE, ERTIC(IZRIT S IRIERESITRIMCE>/z PVOD O—EHITHD. EEFENE
TICHE PVOD ZHWBIFEER L CTULEfesd,. BIRESIE &R SRR (ICH LT PVOD Zi#E5!
EEELUTERLTWLZN, NEFITEEKBWESRM Dz, EREZB LT INICK
B0, TRNEJIL—T 3 OFfiSIMERE EEXTOZA ZNICUTEMEmEDEENARE .
TNLUMCEIIL—T 1 (FhEiRtE) . DIL—2 2 (EER). JIL—T 4 (IBHERMMATEILE)
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DENE U TEIFRENT, hDOEImOBE CEEREEIE Thofc. COXDMEFITE PVOD
BERDNE, EVLWDRTHINDEWMEBI T D Tz TDXDRRBD =& AREHI 3T LT PVOD
wEZR UITABEEHETULRN,

COREBID LD (CEMICER T D ENDDedmBERRLZ EEEB LA, PVOD TEZDLDS
([CE U <ETHED. HERORERMEN TR TIHFHN TS D, isllEEZE 9 DEE THIE
RHMEESSRIMEZ R IR BT, BMHATIMAEZEEMAE. Eisenmenger SE{&EE. FEE. PVOD i'EX S
N3N, NEFICHWTIE. BIEFOREERMAN RO SNIERRT. CT THESNIMEED
EEEFBRETHD., thoEEZRREUTERTDNENG Dz, PVOD Tld. ZRFARTULE
UlE. (E5EHRHSNBN. HBRICHNTE PVOD EEHLTLVRND e FEIFRATH
Do MENMRREN B (CH D ENZLVzH, T/RTORF ./ —ILT PH BRE—EFHNICHET D
. ZDRIC PH OBEBLZRLTED. PVOD TURLIEFRDSND, /2. TRTIORT ) —
IVORIA THERIRRICHIAT D ENZUVN. NEFITEEDDH THRL ICHEEBRL TV 2. 1
L > G CT TEEBHEREZET DN FEFADLDICTTLERZEFROH TNz &2,
=h Cdozfzsd. PVOD DFFREIFEBEZRESIAN DIz, €D T PVOD TiRHSNDAHLEIEE

(DLco 1KF) 223 DIzsh OIFE IR E (T T RIS D 2,

M1 FhmiEs >

g el & UIBRERFIRZRHD.
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2 ABzESHIES CT PR

T FE~EEZ PO CRIRES LUHBBEHZELSD D, [, MBEMZELEGICHSHIERE
ZEeh T

3 WEBL> KO

lﬁf&\?ﬁi@ﬁ%&%ﬁ‘é’ﬂf@%?% —. EEE TEIRICTOEIRDT —TILERBONSBENT—F
IN'HD. BPMLIRUIEARZERD. MAIHBEIROMLER U TS, FHEF(CISHIRE. IRENH D,
BBEMZEHREEND.
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(EERI] 70 48421

[(EER] BN

(BRERE] 20XX-1 F | ZRUBRECTIETRE 4 J—XEfT (ERE . XILT 735> S°TA
XF>. ESOURF. BIBRERFTO R). BEHEERSMITSNREN DT,

[(Ri&FE] EEEEZSOEREERE. BRR. IREBELL

(BRAEFE] 72U

[BRERE] 720

[BRE] 20XX FEICBYINEBE L. IEETLIO—RECKDMBSMEEEZREONTC, FIKE
ERSTOR N THESNEABUNOSREIESNT ., 1B - AREN(CHREAER RO T,
LBrEnbreiFd WHO ¥EE348(3 111, #Rdh, %, %, MjE. B KEEVITNEERHRIN DT,

(B4PRR] 5E 151 cm. 462 40 kg. ARiAZL 98 [El/% - B, M 115/89 mmHg. Sp0O, 95%

(BAR) . BEFIRESSR, BO3D « Llp FUE. MBS TIRES 4 RHR (CFLUNHERAAEE (Levine 4/ VI)ZBEER.
PIREEERL. 850 : FFIEXR, M TRRZEISERSHR,

(ABEBFREMR]
FRAREE : BH (). #8(-). Bru(-). R+PMEABE ( IgG-AF1)
SRAYM : FAmERER 3300/ulL. FRONEREX 229 F5/uL. M3k 8.6 g/dL. MCV 115 fL. fv/J\Mr# 12.5
F/ul
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H4b%:TP 7.2 g/dL, Alb 2.7 g/dL, AST 22 IU/L. ALT 10 IU/L. LDH 215 U/L, BUN 18 mg/dL.
Cr0.8 mg/dL. UA 5.1 mg/dL, Na 136 mEg/L, K 3.6 mEqg/L, Cl 105 mEqg/L. CRP 0.66 mg/dL.
Bt S U AFIBRARTF R 2,456 pg/mL

% FIRFUARRIE, 1gG 3030 mg/dL, IgA 41 mg/dL. IgM 60 mg/dL

RRGYIE : HBs HURIF1E. HBe HURBME. HBe HUiAIE14. #1 HBc HikiZ14. HBVDNA [514 (8.8 log
copy). HIV HiHKIRIE. HCV Fupkiats |
EARINA X 34T (ERKIRAT) : pH 7.48, PaO, 55.2 torr, PaCO, 33.9 mmHg, HCO;3™ 26.1
mmol/L.

BILFRE : #BTEY

faEd X MREE (K1) : EK (OB 70% : £2 5. £4 5. B2 52H). MEifa S
K. W FREFCEEDOAVASINEE LR.

DER REFERE. OEE 95/5. # 110 B, A% P, VIRIER AR - GEEAFR

DIO— : BDLE - BUBEDIEK. FTABIROILE (19 mm) SXUTRIEESHORET. BE=
KPR (BRAZRATEREE 90 mmHg. £E (L LEFROEHHCIDRFL (RFER 1.48).
EEEEHRERQL (EEFFHEK 65%). LERITE.

IR IR EEARE : VC 1.97 L (90%), FEV; 1.56 L (101%). FEVy/FVC 80%. DLco 4.16
mL/min/mmHg (33.5%). DLco/Va 1.61 mL/min/mmHg/L (37.4%).

EOEEERE CT (K 2) (RROHDIAUASTRKEE LR, W TFEO/NEMRERE. #ihk - i
FIU > ) (EifERR

FhimiAs>F : BERL

ALHT—F)URE : PAP (S/D/M) 77/36/53 mmHg. PAWP 10 mmHg. CO 3.45 L/min. CI
2.63 L/min/m2. PVR 12.5 WU (1,159 dyn s cm™). RVEDP 14 mmHg. MRAP 7 mmHg.

ONZEZ S E)

BLAFT—FIUREN SEIEMEEMSMERECZRL. S5(ICER CT AR, LEEEET. &
BESRIMAEIR Eh SmERIRESEIEER (PVOD) &&EX Tz,

ZEh BT, FIKE. BEREEEME - Uiz, FEREIZRRD SEIRAIESAEET D
ZET. BRERD (CHVWEERNL S BN, KEERIGE. WE X #R - CTFiROE=Sz. — 5
T. B THD . EBRENTRTHD & TEEBHRICED CLVVRVSRIEEHEZEI D L.
BICHAEN - THTRIEDHEN SBEDBEIS (SR MUz,

AESITIFHTE (CTHBEIRIEMSIMELE (PAH) JEEETHINSTTOX MHSENTULL,
PREFESN TV DTz, —AT. EHADOEBTEMERR., EEBRMENSECELEL TS
D, FEMEERICH T DEASHDOEENBEMRE EEEZ SN, ANEFIE PVOD Z5HE—
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DT EEZ=H PAH OERDARE(CH T BRSNS AEENZER ., AN - CREDT
HEBIZ L TARSTOR MUID PAH SBEREARSTZT e Uk, BB, R o> (diEE
DI=HITE T, S ILTF T« )% 20 mg/day 55 L. UL, Z70% 2 BRIIEEORBT
BN, EMERDE. WX & - CTHE. BNP SLULTI—0BbaEERsH. BRI 5E
gahvS 20 BTHIEE U (R3).

B BIRIEDIE B SNRNERT, #IAA - CRESLEAEEEADERDEETAIFT
Imig5 Uk, B5%. BMEER. K - BERRE. AlH7—7)URE CiiSmEEDLE
IRF <, BICIRSRANS 1-2 1 BH%ICIREEE. NI 2R UBRISHRIME SN

CDHBRTIRS RIS Ul 2EIREE, BRESSCELL, BNH5H 6 n BORBTRESS
nre
(H4R]

PBRFAR : BOE. AOZE0OBHRMLA, ALE0OEEE, LERROREE - BB EELEOE
HEROE, LEOOBRIFBERME.

SEMGEFRE (R 4) : /NERIBEERIODBEIR (vein) & &k DFRASDMEHIROE IR = TR,
LRIz, EIMERRICEPIE - REOIEE & ARECE R ICRIICRDZ. BMMmEEEDz
1t (CD31 BHOEMMEBBOIEE) EANTESFUSIEETI0—T 7 — SOEEBRDO SN,
EBTICA RF I REE LTV EdEN S > ) OD—DTH 3 PDGF SEARDREREET>
e REMEDRE FBEES B D T2,

(RIEFIDRA > ]

2 : AEGIE PVOD DERFRAVIEFE (ER. BIED X 48 - CT AR, IFIRMEERE., (ERRIE)
2L, E5(CHEICTERRERCART BRRNMESIUZ. SILFFT1ILC THRENIEDE
{EH#FSN. TN PAH T2 < PVOD ZRIE T SBBTH >z, BEREITY 3 &SR
ST AP (FPILFIULE : AT 7S5, STARF> HAOOTAZXT 74 R1ZE)
' PVOD MFRE E/RB T ENBESTNTHED V. NEFITEZOESHHEIIENT,

123, AEFTHBETRE>ITORN DM, 2015 £ ESC/ERS HA RS+ > T3 EIF2AK &
REHCDNTRENDS. SRNCERAZRCERS TBETREDEERIETNE LN,

SAR : PVOD OARE(E— B [C(33H5E0E S IS T B AR T8 80E (FIRRIDIE)
[CEDBLDIER. BECOWEREEN . FHNICEELERVNILDHDT EF TSR, &
[C3ILFFT4ILTIE PVOD BHRDBILHHSN. «RF=T THEREIBSNAN ST, A%
BIOD & S [CEEOSHHEC & DB EEB RIS E (C(E— M (ST AC TS 3T & Ch
3., —EBOREAIFF OS> U S B BERAERICRIGT 3 EHMRESNTE D, B4 ORI &
STIHRHESNS BRBETHS.
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1 ABeBsHEB X #r

ZRROIER AR T PR ODILK ZE8HD . £ LIFEFICR— MR R 5N, MEMmE&EsH
EONCIHIERETER0,

2 ABzEFREB CT

BfﬁﬁzdfF(L_Cl'ﬁT%(c_Z 'J HSZRDRE LR EERIIN S/ \%FBﬁBHEE@HEr DD HithESIT
TIIREDILERRTS (TR DEARD >/ EZa2H D,
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