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E1A. PVOD ; /NERMREADHRONEIEER 5 L O/ ERRE ORI
EVG Zef, x4 X10

X1B. PVOD ; /NEREREEADOEIROAEIEE & LU/ EERE ORI
EVG Zef, x4 X10
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2. PVOD ; MiftiEARDENARIL. PIRAEE H L OREERIC & 2 AEOERE
EVG Heth, Xty X20

3. PVOD ; fiFgiR DM ARIEEIC & 5/ NER/ DR RDEAZE
Elastica Masson #eff, %% X10
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4. PVOD ; BFAZEL /-FhEIIR O BERERR. plexiform lesion (CFERIL TH Y, 85
HLWRE
Masson = 4eft, i X20

5. PVOD ; pulmonary capillary hemangiomatosis (PCH) &Il hFEEMIE DiEd

HE %efts, 3% X40
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| sopm |

6. PVOD; filERICAESTU &R LA~YY0O7 77— (siderophage) %
SHEH B
NV rEFER G, R X20

7. PCH; il REMMED 3 B EDEE
PSR, ) X20
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l 5. EfIHSRIE

fiEf 1 PVOD #Ef

[ BI] 20fR 534k

(3 FF] 7 VEmENT A

(WEARE] 22 L

(KIERE] 5 BRI

(B )E] 150 & Y #ok H

[AKIEE] 72 L

[7LF—] &L

(BURIEE] F9PAERTA O 7 EREIPI R AT BI L, 1 22A TRHICE L L 2 oER %2 L.
WHO BEpE 40 I EE T, &I TiSsImERE L 5bh, fHlh 7 — 7 VBRAEIC TEEMBIRIE 55
mmHg, UM% 1.7 L/min/m* T& - 72, $EFEVERTBIIRVERG & MU 5E O 2 cfd (Kt %~ 125
mg/day, ¥ NVFF 7 4V 60mg/day, TIV7 71 ¥ 2.5mg/day) EEEFERD:A RIS N2HE
e, MBS SR 4 A BISUBER T & o 7. MATENRERYICIEAE T 5 720 D YT
ABEEZ fhd 7225, METORBEEHRLSIN—HIRE L Yz ro 8 Hik, HETI1-24
DR Z L Z LR RIS RCa WS S 7z, BAkIZIBIE L 7228 ARBE 5 - i, i U o 348 % 52
RS AN H 92 S BEREE & 72 o 7z

[& kP R] IUE 107/69 mmHg, Bik# 94 bpm, SpO, 98% (¥ 5:EE3 4 L/min)

SRIRRRD 0, O T EITE, DU (Levine I EE), WP : ¥, JEEE : “P3H - gk, T
TR 1

[ ABERsiAE1 ] BNP 666.1 pg/ml

LER ERA, 74bpm, AL T Oy 7, fHGEEM, AREX (X1A).

LTI — PR L 72ARICE AR RS ), ZRAVIRIEEE 84 mmHg, 0

0 (=M% 7/9 mm) (K1B).

CEpa )

Wbein ABERE, SHERIRANE & THUFENE 2 520, BIEFROIRETH 72, FHAOH 77— 7 visd:
iTo7zk 25, MiBhlkE 88/52/66 mmHg, 4B 23 mmHg, MiBjkREZAE 15 mmHg, O FR%L
2.0 L/min/m’ HHIMAHEHT 960 dyn - s/cm® & MATHIAR TH 72, ML >~ b4 > T Kerley B
line (K¥1Ca) %, Mok high-resolution CT (HRCT) Tid/MNIRE, /NEERRBEORE 2380 (X
2), PVOD/PCH O RN W EE R T2, AT YAy I AT =T VEREL, MATEEZHERL
BAESHTATIVHHATICZRTE AT/ =% 0.3 ng/kg/min 2 5B L7z, FURAI DG L
TW7zA%, B H 0.5 ng/kg/min (B mAAIFICREATEAL L, BFE 12 L/minfx52 %35 L9512k
72, KRV v N THiKER RS (K1Ch), =RT A7/ —vax kL, #5%H5» 5 AT
WA B, R O il#E B (percutaneous cardiopulmonary support; PCPS) # %3 L7-. — H.IMATH)
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BOYEE L, 1M HIZIE PCPS OBEFLASRE L 72 5 7228, 5169 H IZIFRBIREOEALIZ X D IE T
L7.

Ui BLALRE S IT] B IR (235 0 2 R R IR & 32, 72, BMIMAE O % Ttk A: & 380 5z h%=
X7 <, PVOD &glishs: (X3).

[RIEBDKRA > M)

AIEBICTLE, UBERZ RO NI X MmifR (K1A) CTHi¥F ORR - #IRE, Kerley B line 25380 H i
7z. €512, HRCT Wif§ (B2) (ZAHEYIRMEM &5 e & DRI AH A TH A, HRCT T, /NgE
LD Y # T AKkRERS ground glass opacity R /NEERIFREEDHLE, V) > 3l R3S UXE VBT
T PVOD 2N T& 5L s al. Thbid, MiEROBZEIC X > T REOHROME %S0T
JEAHE X B 72D MBS AR TH 5. AREFITIE Y BABART & 0 #5722l ALk 31
LD ERORFEAHIEAL L T2 2D ), BEROEFTIIINIEIEHLLTEWEEDH
%75, FEIARVE 5 M AE T L TR SR Wl {§FT R Ta ), PVOD/PCH % %5 Bt & 7%
%7z, Wi MLEAE G Tl RS 43 HRCT A2 AT 5 5. S0 X 9 A BRI R & KRR i
iX, PVOD/PCH TIIMi MR DT 512 & 0 BALT 2720, $5-BHH bRV RER B
VETH5.

AIEGUIESETH ), AFIIFEPELLTVDE I E, L2 LD oBIBEHINTEST, 4
BT OB BLGARE N CRIBE ISR 21T ) & LIIATHECTH 5 2 &, BRICREINGE D B - &
NTWBLIERENS, MTBEEZE=F—LADS, #7353 VHFATICEEKHEELS T
RTVAT ) —VaBME Lz Lo LS SMikiE & AR MAE O AL & 478 &2k L PCPS
%% L 7-. PVOD/PCH JEBINCR L CHEBIIR & $E5k S & 2 M ik 2 M5 % &, MiBhiR I35
WY 575, BRZE - BIEERE O D B EIRe BHIIAE (XL L 22 W 720 (A IS F A5 3, BM
M DOFAED EH-L, MiKEIZERSNDEREND L. T070, REBICHT % PAH iH#3E
ORI EEZONTEZ. LAL—HT, FHOMMEGEENENTH 2L
Y, PVOD/PCH 2%t % ARPEIRES. L Ty, il U SE B C 36 R B G T 12 PYOD/
PCH OWREVE A MRl § 2 LEM D 5. @H OBBIRVEN & MU & % 2 CTRA I\ EHRE FGT 5 2
LX) EELRBICELGHREND ), FEEILETH .

B2 ClE, PVOD/PCH I3t U CHEY. S M7= NRHIWIEHRIE A S 3, AR 2 EHEIEEMO
ARTH5DH. BEFD LS ITHEITOHNEG D HH720, HA KT A4 2 TIEBRIRED OIS
RETHHLEENTVEY. HATOMBHOHEHELIMNIZA 2 45 £ B\v/2%, PVOD/PCH DiKZ
W IR RO W RENE % £ 9T L, BHIOWMEIE E KRANOHLEL D HEFITIE, Bikzir).

X

1) Resten, A., et al., Pulmonary hypertension: CT of the chest in pulmonary venoocclusive disease. Am J Roentgenol,
2004. 183(1): p. 65-70.

2) Galie, N, et al., Updated treatment algorithm of pulmonary arterial hypertension. ] Am Coll Cardiol, 2013. 62 (25
Suppl): p. D60-72.
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1. EG 1 DABREHRERR
A DEKN. setlTay z, AR, AEEKZRD 5.
B:Lhra—B. WRLAZARICEZEEEITRE LEREE Z2HD 5.
C: WX MEE. (a) UBefIshe. MidIE 2 )Kwe U T BIIRE DI K & ORI DIk %2380 5. AT,
T AR TROR - MR %2, JK18 T Kerley B line (FH&H!) 20 5. (b) £5WH. TR7OAF ) —
)V 0.5 ng/kg/min %512 THW 2 MKNE, FKASIEL, DMRIREDERL Tn 5.
(H1C : /MNET-. FEBH SFERMEIESRE. CardioVascular Contemporary 454 © Jilim IfiL £ 5 298 D F2 IR,

2:3:54-62, 2013, BMERXEHAT4 27 VX D EIH)
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5. FEGID 5 R 7-EERIK

2. fEBI 1 OREEB HRCT Eif&k
WO CTHE (A) TRABETIZAR WA, HRCT (B) TIREMMEFICh /DR L, INER RO ILEL 2 5 5.
(K2 : /MNEZEA. FEBD SRS EMESE. CardioVascular Contemporary 4545 © i I e 5295 D 92 1%,
2:3:54-62, 2013, A&t xF4 v PV X DEIH)

‘s S
e E e Ty &r. J

3. fEB 1 OFRIEMHEGKR
INBENERIR O I 2 e Sz &, F O PRI BN O % ki = 8 5 (kR t) .
(K3 /MNEEF. FEBD S 2EAMEMTESE. CardioVascular Contemporary 4545 © i Ifi T e 5298 D 92 1%,
2:3:54-62, 2013, M &t xF4 v PV X DEIH)
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fiEf 2 PCH #Ef

BE 1] 1018 B

(3= 3R] S5 EREIFIL R

(BEERE] 6+ H » BUiRE, 4% A > 7 OVEESEFAl, 9% MIELRT

[(RE] A : 15mRE s C Tl (FERIAE) - BRI

(BafE] 7 L

(fmEE] 2L

[7LF—] 7 LV F— s

[(BURIE] 6 I CLBKEE GEHAE) 2SS, DBEERHINA20E L Twr.
L%, 1 HE X ) 7RI PR EEASIRBL L 6 Hak 2. (L&A 7 — 7 VA Tl ik 102/79/
(90) mmHg TH v, MM & B ShEFEHRG EXTTa A PAREEB L. Lo LER
YEET, TARTU AT —VERREEREEEA, R RLEISHRE B CRAE 7 A& o 7.
(S fkpr ] 1T 102/60 mmHg, Ak#A 64 bpm, SpO, 98% (&% 5 L/min)

O s EJCHE, WG UIES T/ VI at 4LSB, BliEF @ 3, BEEE : 3 - gk, THRUGPEZ L
[EhAR ML A 2] pH 7.46, Pco, 39 mmHg, Po, 164 mmHg, Sa0,100% (#%&#3 5 L/min)

[ 6 5 [IATIRER] D3 2 OIKE) CREREUFI B F AL T 5 % 220 JfT & 3.

[ABEER AT ] BNP 6.4 pg/ml

LFEX :HERAE, 60 bpm, AEMEAT, A=K (K1A).

JEh X 55 : CTR 46%, MiBFIC/NKLAREE, THEFIC Kerley B line 2 #2® % (IXI1B).

L= R LGRS E S AEEHT RSV, =590 8 EB A 78 mmHg

(I b rEmAS] %VC 92%, %FEV, 72%, %DLco 64%

(GRESZTN

& HRCT : MEhIRILK, b - A=K, Wi - #ths ) > o HilEk 2 7280 5. % Cld/NEE M b
BEQNUE, E¥ 4 7387 —22Bdb (KIC).

BEGE S > 5277 7 4 @ WK% MR KB 2 2 5EO 5 (K1D).

LU 7 — 7 Vv ieds] BBIRIE 66/37/(52) mmHg, £5EE 4 mmHg, MiBilREAE 9 mmHg, L
2% 2.8 L/min/m®, i35 1228 dyn - s/cm’

MBI ARG S <, TBIIRPILC AR (%0 B JE(R 2 72037, 18V IR SRV I w26 I A 1 75 52 Y.
D530

FPVERE D 70 R A BEAK T R iR W &, H O BTB) RPN & M & U Tl IR i 70 [
IRIETH o 72h%, RIS ILEAE 2 5% 9 2ER8 0 B0 S, BB IR PE N & e IE & % 2,
NTTUA Mg KREF CHELABRICHEI T —TVRELIT-7. Lo L, MESEAERZEID
SR AKNE % K U 72729, PVOD O REVEDSE W EHIWE L7z, FURA, #5735 3 V54 Lindr
FRZENEZEN D 2O R TR T — VEHeiERE 2 E AL (X24), HEICHREL 23.4
ng/kg/min ¥ CTH{F L7-& 2 A THREEE L7z, MBIIREAEETH D, PVOD Tad iUl ik
I X BWHBEDRY T B R0, i ERkEZ T 7. Db RTuxs /) — )VilE
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RBT2AS, BRT D EMERATL, Ly by EKIEOE L R, ORIk & AR
ETEMRLRICHELZHERT2Z L2 EL (H2B).

BHBRIRT 2 4E H 040 H 7 — 7 VIRAEE CIITEIRIE 84/47/(61) mmHg, 0M%% 4.4 L/min/m’,
THY, REIILELTOL2MERER LR LT 2445 HICA DAL EL L AR &
o7z MigIRIE 110/70/(82) mmHg, UM% 3.0 L/min/m® Ta V) & SIZHBIIRTE A5 LS L Tw
c. 7k, FRAERG- E R Ta AT — VO ET-HIREFPLE LR E ko7 L2LEOD
PAEBICH O OAREAIE LABEE o 72, DT 2 — T ZRAPMHFEEZE 100 mmHg & EBALL
TWwie, #7373 YRHRA Z 55 LA MB#ELEEE S, NPPV S L7725, REdsEe§
L7
DRI 2Rk hg o L - BAINAS 23, IEHHEE ISR 2T % %0, PCH Llish
7= (BK13).

ESTRILEE RS

AEEHNE, Db Oitiik T PVOD/PCH & L CE# 217 - 7281 COREBITH - 72, BFE 5 L/min
PG % Z T A SlEbE & o 7z, RERFOREZ AN IIMHERF STV, VLIS 2 720 TR
FAFIED90% % Tl % 7 &, RIS & 2R IMIEAE T, 6 5 HRATREBII MBI 2 31T T
Ehdodz. ZOERE, HRCT BiffZ &6, 0 ORBYIREN & EAE & 135875 5 &) Gk
13 o 7275, PVOD/PCH D@D %% <, UMBIKRZWIZIZEDS Loz, LA T — 7 VR
BIFICHE WA RMIKIE L K7L, RS OMATT R A REd &, SERKER IR MIE, Wi A,
PVOD/PCH L LTHBELARWKHRETH 72, 72, X7 b oWEFIZEE R X To
B ORGIRE ORI % BD /A%, TNEMMAEILREIC LI Z2BEOMAKEEZEZ 5N, RIED
PVOD/PCH |25 2t L Cdh o 72 JEBI 1 TBA72 X 1, By IRYEM 5 fE A8 L2 0 L C AR
TdH HMiMAE LIRS E, PYOD/PCH CTldflikiEz &k 2 faktind 5. L L, RNEFTIE, /I
WTH 57 OMEMBMOEBTREEAME W & &, TR TT X7 7 — VPSS iR o %
OBV TH o722 b, TESORATF ) — VR EEICHE L THEET) hste L7,
IRTORT /= VI LT, K= TI/MIBIIRE X A9 %525, 6 ng/kg/min PLETld0d0
HED LS U MASKIIAME T 5 5 L oG 2dh 2", LizatoT, SLRME,SHGL, B
BEH L, 2R BEENEOK T CHKEREDOGREND 270 =7 —FHEITV, 2
T 2T, B KIE O BALASEEO S -BIE i E 2 Ak U, IR D JEER LB KEME T 3%
FCHREZRBIRT 20 EOAEEHEIT) SEPEETH L. KTk, NEMAZELSHO
PVOD/PCH fEBNZx LT, THRTT AT ) — V&5 U727, EBiiahe, O, BNPEEZ
— RIS L7228, BiBIRIE FRIIAZA T, &G EOHmE & b ICHER WS, MREILDEAL
D7z (K2). ABITRIRTORT ) — VIHHTICBALLE 0> CTB ), EEIHH 3 IUIEH
BOIRTORAT ) = VIIBHEA~OT) v VinHE L LCEBAMRETIEIRDANTHS. LrL, i
TEEOLEN LN Z VI ENS, REGITIIR 3EITDR ) BB E kT X 72725, MEIHEC
3abhnwtEZohb.

AAEBITIZ HRCT |, PCH THMMZAARE TIE % THFA 288 — Ui b /z720, PVOD
EFWML TV &2 A%, SR TIZIM Y % PCH O A0 5h?, B Hiid PCH T
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& o7:. PVOD & PCH TE##HER UL TH A5, WEHEOENZWIIHERGICHETH D, KK
B 2 BRI 2 FFOoR&ETH 5.
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1) Davis, L.L,, et al., Effect of prostacyclin on microvascular pressures in a patient with pulmonary veno-occlusive
disease. Chest 1995; 108 (6): 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: 1729-1736.

3) Pietra, G.G., et al., Pathologic assessment of vasculopathies in pulmonary hypertension. ] Am Coll Cardiol, 2004.
43(12 Suppl S): 255-328S.
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1. fER 2 D ABREFRERR
A DEM. AEA, AREBERERD .
B W X MG E, B IZ/ANRCREE, THiEFIC Kerley B line %388 4.
C: JuEB HRCT. /NERMBBEEOIIE, €A 738 — 0 2B 5.
D : Willig s > F 275 7 4. Wil WX o ik K 8% 2 B0 5.
(1B, 1C : Ogawa A, et al: Circ J. 2012; 76: 1729-36. X W 5[ H)
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best status clinical worsenin
120 ': g

80

40

Epoprostenol
(ng/kg/min)

365 730 (days)

2. fEf 2 OFFE EMER X AT R DOZEAL
A IRTORAT ) = VBIMEH S OG5 REOME. FIEAPBFIC 23.4 ng/kg/min ¥ THE L2, 2-3 HMH
\2—J 1 ng/kg/min $OHR L, #2444+ HHDABER 3 MAMIC 1.6 ng/kg/min FEECTHIR L Tz, il
ATEYREME SRR H 9 CTHoRI9121% 79.2 ng/kg/min ¥ TR L 72,
B: ol X #EE. (a) MEABREROS F—F VIR KB E 22572, (b)) ZTRTFTAF ) — N
B#E2 H810H H. ALETEEICHE L TW/AZRTO AT /) — VORIV D S AT AR L Tn 5.
(c) =ERTTAF ) —)VEIIEA 510500 H. LAZDEALICE Y Akt & o7
(IX2A : Ogawa A, et al: Circ J. 2012; 76: 1729-36. £ D 51H)

39



3. FEHI 2 ORIEMBRG
ZRTEICHE L BMINAE DY, KA SCRE (BB) CHiBhIREE (TR ICEHLTwa (vy vy b 7u—Lff),

(I 3 : Ogawa A, et al: Circ J. 2012; 76: 1729-36. & ) 51HH)
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fiEfl3 PVOD 1 v F =7 (EREH

LE - #1] 401C Bk

(3= 3R] S5 EREIFIL R

(BEfEEE] 72 L

[(RE] &=L

(B2fiER] 154 H x 274

[(fmEE] 2L

[7LuE—] %L

(35 %]

HCRAERE T, MEMZ CORFEZI/BMINI-I L3 hh o7, YREZZOHM1IEFEMLV T v =07
HOREINE HBE LIRD 72, Z D% 2 \THE LREERTR 100 m FLEE O AT CTIFIGE 2 BT
T5EI o770, ¥PEREELZZS. L0077 — 7 VIRAEIZ THiBIIRE 114/46/ (71)
mmHg, [M%% 2.2 L/min/m?, Bil4SHEPt 1131 dyn - s/cm® T 0 Mg T E & SRSz, N5
TUuA b, Rreryr, BEELELRGLZVREUESTHEST 5720, B mE LRI X
LIEHOBRALEZ b, TRTO AT — VR EHERREEA B TYBERI & o7z, B
D& % FPEOMIEMERET, FHHZRERRIMAES, W X8 /MR 2 789 5 729, PVOD/PCH
EEEWTR 7O AT — VERREHERRE OB NI R G b, REWIRIEZE L Cnizlzo, ¥
WTF T 4NV B L7205, FESHBELRIE L2 81 A%, RS 2L VKT % &
2L, HOAEHEOBM CHEICEIARE 2D, YRk s %25 7.

[&fkpTR] IfE 101/73 mmHg, BR¥ 73 bpm, SpO, 92% (#% 9 L/min)

ARMG ARSI M Ze U, HRERRSIE G2 U, SRRSO, (O TEJolE, e o3, B0« P -
iR, MBNERE R L

[BRIMH A A] pH 7.49, Pco, 35.2 mmHg, Po, 58.9 mmHg, Sa0,92.0% (¥ A 7% 9 L/min)
[ABes#eAs AT ] BNP 565.5 pg/ml

L WEREE, 78 bpm, AfdbfEAL, AEMK (X1Aa)

JaFR X B - BB IR OB K & OBk, SIS/ IR, IR 280 5 ([XI1ADb).

Dra—K: OFEAEEE, MRLHAESEZEZEET 2RO 5N (H]1Ac).
[0 B fER ] %VC 123.1%, %FEV, 109.0%, %DLco 14.4%

(i {57 5]

K98 HRCT @ FHiEF & fub ISl O F AN Z R0 5 (X2A).

B> > 2777 4 ¢ Wl FAE BRI GE R B %2 52D 5 (2B).

[ 6 5 HIATRER] DA EE, EEIC 6 5 MRTRERZ Az, 1 BT HEEY 30 m O
2T Sp0, 85% % T Lk L7z

SRS

WFExG, 2k, FRAOFGIZL ) OAZDEREITVDD, BWIRZWZMIICT 5700, IR
FEReRRAS, WAL BN L TT o 72, MifkEeikfE, HRCT T3 O A I AR, ¥ »F7574T
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B O MR IR & BB 2 i B A 52, R1d ) PVOD/PCH O] BEPEASES W &HIWE L 72, ASE B
\Z PVOD/PCH DOIREH L TH 2 MO BIIEGI TH ), KAOBMA LIRS NIz/20, #
WBSkE AT o 72 MBS, X0 X WIREZ L) BT 2000 migme LT, 455
74N 40 mg lMATA~F =7 200mg/H GHEIGYMER, HIMKEGR) 2061, Bhe ko
2. A~F=7% 300 mg/HIZWET 5 L PR ER TR A2 X 72 L2720 —ReiIZikaE L7225,
BAIZIE 300 mg/ H THRkRE L, BHIFHEE Lz, CoMEMNRs F—F VR Z24T - 7255 A
~F = THBBIMATEIR IS E L, RELTWwz (1), L2 L, 5L/min lBE%S5 T T, L
IR ELAED99% Td - 7245, VAL TI6%, FITICTEHIS0% BRI T T 5720, BN
BAT 80 m RENIRRTH - 72, BEeh HH 245118, WILMiBH L 7 - 7.

(#fesEip ] SRR I O R EALRR ClE, 2 5/ NENERIR I ISR MRS & 2 PRk ZE %
R (3), RHEFHHZMWIE PVOD TH - 7.

ESTRUDEE RS

BRI IE O 3 % B PE DM MUESRE T, KRR MELFI TH D, HdB X M LR ANRIRE %2 720 5
720, PEFESEE X ) PVOD/PCH % 5E- 72, ¥ 512, MHMAEILRIEOMAINC X 2 3 IE 0 H R
B IMAEDE DL BEFH L o7z BIMBAEEZ T, MILHEEELM, HRCT T3 47 A%, M
M > F 27774 CLEMBOMBKIE ERENZTRZEBO5ZL95, PVOD/PCH O
HAEVEZZ SN 6 D HBRITRBRITOA SR ERIAT o 7205 155 THW 2% B FIfE O
TaRdiz7zomik L7z, PVOD/PCH OJR#IIHICIE, BREPGIC X 0 ZERE IS ER R A %
FLTORIERADNZ WD, FEICLDFWIETL, KACEL2L3HLHDOT, +EET L
Eds.

ZHWOMATEEARZE LTV AR, Sho oM zEE (Bik, BEE, 65517
HhOMFEIAEICT, DLco #&MH, HRCT TO V) 77 ARRER, /NEMBREONE, kiR, i
W v F 7574 TOERERE, MMEEREIC X 2MAKEOHE) off 2R L, »TET3
IHH 2% #5413 PVOD/PCH O RSV E ZE 2 S5 5.

PVOD/PCH D54 I3 A2 IGHETH 5. HARICBU 2 i A 300 2 4EREE D
5h%, THEHE SN TS PVOD/PCH O PPk ERETH L7720, TV v VIHHRSLEL &
%, AIEGI TR GRE CHOIFEOHBSASLNTE Y, TRTT AT ) — VTR
HEAIREGDET.

R 7 ML V2 oek L, L R A St e o0 ) 2 R M 1 5t BRI 5 % 5 T BRI e o A sk
AFES T & 72, PVODJERICOWT D, PDGF ZHMEKD ) Vb ZET 24 ~F = TH6%)
Th LRI S hzY. BT RBEISNTH 5, HEERBRE LT ~F =T 2%
H5LTWwaY, 4 ~vF = THEGIEGNC BT B BRGSO ORI, L 7% - 22 B
LTAREICERL, 2FITIIMNIBIIAA~D 7)) v ViR E 7o 7z, AIERIFEERICEF]CFE NS
RIEAME T L7z, £72, 4 < F = 7HREHTRHHE P OMiKEDOFZEH L EAIRO SN b o7 (K
1B). 4% & 5% 5REIDMAETSH 575, PVOD/PCHIZH T B IBHHED BN & 7 2 W ieltkddH 5.
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X

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

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

x1. EFI3DOEHT—TIVRERRDO#ER

PBIASS e i

WiEIRIE (mmHg) 114/46/(71) 46/22/(35) 44/21/(32)
HEE (mmHg) 13 4 2
MR AE (mmHg) 14 11 5
LR% (L/min/m?) 1.9 2.9 2.8
i i HEPT . (dyn - s/cm?®) 1303 425 452

1. fEBI 3 DLRMZEIREMR
A DEMTIRAEEA, HAEERTRZRDS.
B : ik X MG E TR DL, LIRS T, MM, WikE2 R0 5.
C:iLhxza—HTIROLEARITR L, MRLIAENPEREZEIT 2RSSR DON5.
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X2. fEFI 3 DEIKRAR
A JEE HRCT 2C, Msh#RIE M & &R TRl s, Th
B2 driZ il O F AN ER OB B 2 B0 5. LRI
2, HEPERL TS,
B Wiy >+ 277 7 4T, Wil LR BERIGTR K H 2 780 % .

3. fEBI 3 DIRIEHEMATR
ANEEPNERIR U BRI R RAMEAL S & 2 NIk ZE 2 380 % (HE 4efa).
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5. FEGID 5 R 7-EERIK

fEfl 4 PVOD IR E S HAEH

e #I] 778, %

(3R] I A

(BEARE] BUREIC TSR T 2 bOUIMFLTREZ LA L

(RIRIEE] 22 @ Wi, BF o O fAEZE - BBESE, ok © Wi, of © B

(BUEE] 604 H x 504F [, 2 4Rl & 0 £4

(#imE] 24 H

[7L¥—] %L

[(BUmIE] 19944E12 012, BRI R D4 KK - 8% 38, KD TB-PCR §5B1E & ADA =
2 SRS e (B3 keM) ©, HURiB%3E INH, RFP, EB @ 3 AN Thi S iz,
19954E 4 H, MEMEREZOMBLE ek O QUi - B ME 2 5280, SEAIERREE 2 5Ebh .
R iRk (bronchoalveolar lavage: BAL) 3 X U545 i 44 (transbronchial lung
biopsy: TBLB) 2TV ¥ 78ERBEA. O KIEFT D - 727280, PiiEEIIHILELTAT e, FE2EE
SN, WwELEDZ. 1996455 HIZA T a4 Fiddngtik 3Nz, £okbol & & mERo L
PhzBELTBY, 19974 1 H X DR MBIS 5 X912k o7z IRA IR OBEEIZHEmL,
8 HEIZIIZHIFIC O I 2780 5 L) IR VgAY Y VE FETPHR TH - 72D T, [F4EL2
HIEBIRE R 2 if7 Sh 7z, 4S8k (Right coronary artery; RCA) & /2 BIIRAT F474% (Left
anterior descending coronary artery; LAD) O 2 BRZ % 788, 19974F12H, 19984 3 H o 2 A2
720 RCA 2%} LR EEIIRIE AT (percutaneous coronary intervention: PCI) % fiif7 &7z, L
UM, 71RO BOIdRse L7z, 20014F 2 HICRWAREZ B ) Sl ThRM L. 207k
OFEAE 3 HIZEEIR S A 7S 2B AT (coronary artery bypass grafting: CABG) % {7 <4, Jada o
TR %R otz RO BYYEEET, FK T Sp0,93% (BENX) Tho7:. CT ki,
BYINEZFHIL 95 2MWEOEALIZRD S, Mtk CIERA TR E 2% & OIS
DOFt & RD 7. MHRKImE Y > (K1) (ST o V/Q I A= v Fa%tbh7zss, Tl
FiIR 2 52 CURIEIR AR X320 ST, IZERIE & DBRIIZE S o 7z B2 8
(Chronic Obstructive Pulmonary Disease: COPD) & Wi &L, Hta V) YHEoOWA % s L HE
BL o Twie 20024 3 H X 08X - 8 - IFRINEEDBEE DGR S, KT Sp0, 90% (ENX)
CIRMED 2D, BEHWTABE o7z, $722 O, KO JAFEVEAHHINZ G20 ST 7z,
ABeth, %, EHRTO SpO, 1£85% TH - 7275, HIEIC L D70~80% (F71EKE) & FH AR
FRFIMIE 2 #8072, CT Lk, ¥ opr AR - MEMHA e ISET 2203 (K2), Loa—
b PA 77 mmHg Olifi e 2 8 S 7z (B, 20004E12)0] 0.0 2 —Tid PA 29 mmHg & 1EH
Thotz). FHlbhT—T VHAEZEfT L, PA92/33 (mean 52) mmHg C, MiB)IR:E R T3k
HKB DY B L KM DS ) OFT RO TH & 7 gkze - PHEIZRD b ol TV —T3
DS MERES L 7V — 7 1 OFEFEPERGEYIREENG & 5 (IPAH) o&PEE LT, fEEmRFEHRE
(ZHE AL/ 5, SERESL/4) % S NICIR T AT ) — VFkiiHEREIEA Sz, =R
AT/ —VOBEEHZZEEL, WMDY A7 P57V T 70 NEEALeho7 (20RO
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MLy b3, LEMERA4IRT). 2ok, AO08 T — 7V T, 20024 8 213 PA
73/19 (mean 43) mmHg, 20034 1 A 1213 PA 54/14 (mean 32) mmHg & fili & M+ DO EED RO 5
n, I EL A Uo7z, LA L20034E 3 H o By A ik Tld, 20024F 7 H & MLl UIKEE
MAE AT L TB Y, HEMWIC S PR EEIISE L e d o 7 GEBEATITREREE 70-80 m 2 E). £
D%, AT REFEEI A L, 20044 6 121340 7 — 7 VR4S T PA 85/27 (mean 51)
mmHg & FEZ 72, BRI CTh o720V VT F 74 VARG E ), BEIMEINS (%
FE5L/40). LaL, 20054E 2 H DAL A 7 — T VA2 T PA 89/33 (mean 55) mmHg & AL
L, ZO®%LEAIREBERIIEDEIT 238072720, 20054E11H L VB R 42D XL v ¥ ¥ %[k
L7z, TREBRFFEZ ) —N—AXF TL/3I¥EL ko7 $72BNPO EADROON, H
ODAEOWEEAE 2 Shiz/zo, 7083 F - 2A¥0 /527 by ZBMLZ. 20064E 8 A, HIZAL
FRFRIMAE - F7VERIP N EE O LT3 ), HOT D720 ABt L o7z, O, HOAT—T NV
¥ig: ¢ PA96/35 (mean 59) mmHg TH V), Ktr ¥ vEshe 2z Shi&hs. BEz2Y ¥—
NW—=H 2 F10 L/ £ 72030 F— =< 27 TL/532HiR L7 & 2 A% SpO, 90% 7, F71ERES0%
BEEMRTE2 X120, Bk o7z L LEBRR, b2 fEiaih - £FTH Spo,
DITAE L (60~70%17), 200649 H X ) EemE iy S, 20074 3 HiZiF 4 L/50& L7
B35, EROUEETFRD SN d o7z 20064E10H L ) TR TU AT ) —VEE LB TH D,
ITVEREIEIR R B 3 S 5 (BB D 728D, 20074F 6 HICHEABE L7z, ZoBE, HOAT—T VR
#C PA82/31 (mean 51) mmHg & % T OU#END Y, BrFELE: BREROEALIX, —R7uxT
J = VRIS ¥ x v MILROWINC L 2 O TRE e EZ SN/720, TRTBRAT ) —
VO ARG L7z, F7z, #TTARBICMBROMSPIEETELRVWELT, V77 ¥k
BPUEEFEASEA SNz BBk, AR LIHMEELZZTRNS, HBRELHIT TV, K
FRFZIMAE - F7VEREIT L R 2R 4 1CHEAT L, BT DO Tz, 9 H20H oF] & U FPIRE K 23
OERBRIERD TE R WIREDSH L0 & T, 21H 13205 ICHEHTZH L, Akt kot
[HRPT ] IF 120/85 mmHg, MRHA 11911745 - %, WRH 36101745, BRFEFFIEE 86% (15L Y
P=N—< A7), M 35.9C, EakiEW, MBEREREEmZ U, HRERASIE e L, S0 - 89 b
U oA, EEIRRRZ L, BWEIETR TR S Y, O D pUtdE, ME%L, VEHD,
£ 2 W IR Jeds & fe bR o & 3 % Levine IV EE O PLIGHA U145 2 BRI, il 85 ol 46 il 65 (8 452 @ fine
crackle I, PEECPIHA D8k, WpE iR, HFMARAE S, TEYREZ L

(A BEiRe R A I b ]

[RAIM] WBC 12,600/11 (Neutro 78.0%, Lymph 12.7%, Mono 7.8%, Eosino 1.3%, Baso 0.2%),
RBC 4935 /ul, Hb 16.8 g/dl, Ht 46.4%, MCV 94f], Plt 192 X 10°/ud,

(%] APTT 27.4 sec, PT 44%, PT-INR 1.53, FNG-C 414 mg/dl, FDP 4.0 ng/ml, D dimer 1.1 ug/
ml, TAT 1.6, PIC 1.4,

[(A=ft%:] TP 7.5 g/dl, ALB 4.0 g/dl, TB 1.0 mg/dl, AST 341U/1, ALT 291U/1, »-GTP 1531U/1, UN
31.4 mg/dl, Cr 0.8 mg/dl, Na 132.8 mEq/1, K 4.9 mEq/1, C1 96 mEq/1, Ca 9.1 mg/dl, LDH 311IU/
1, CPK 471U/1, CK-MB 10IU/1, Glu 113 mg/dl, CRP 0.67 mg/dl, BNP 1031.1 pg/ml, c-TN-T(-),
H-FABP (+) weak,
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[(ByAR M A A (I5L Y H—s"x—~<Z7%7)] pH 7.48, P,0, 55.7 torr, P,CO, 29.3 torr, HCO; 21.7
mmol/1, BE -1.4 mmol/l, SaO, 89.1%, A-GAP 10.9, LAC-G 1.4

LLER (M4)] Wit 1EEE7ay 2, Aeehlray 2, HAEAMN

ML > b7y (K3)] B O OMAEL RITHE 7 4 ¥ —, ASE TEIRICHOEIRY 7—7 v
LRONDHENT—T N5, FWRRGIERE RS, WHUMBIRSIEERL Tw 5. i
IR, MRE»DH Y, HEEZLITRE I NS,

(MR HiAl CT (M 2)] Wil T 3E~M % e c kg B L UM EHEZ LD 0. MBiROILER %
BDD.

[REMRE G T —#e] (v A F) ASESESIKT 2 L, IVC 1.9 mm A ZECT, moder-
ate TR & 1) maxTRPG 106 mmHg, #fE PA 116 mmHg

i s v 72754 (1)1 LR 2 gl & U7 iT 7

[A Btk %]

15HF A0 ISR EIEAAE L, I5LYF—N—< A7 +10L Y F ==& X FIZTHERAT S
b Sp0, 80% B ThHh-o7. KAAREL D, ANLIPFEEMORLIE R, HEaBigLz. 7akI K
RIABHE L7275 RIEHIIRIETH o 72, 188:40%5121& SpO, 70% (KT Z 386, 19820408 X
WIRE 22D, KT SpO, WEAHE, IRMAIATEL 20, 19W5350 B CHER L 72,

ESTRIREE IS

AIEBNE, ARIIZZWC X FWERH CRMICE - 72 PVOD O—EBITH 5. FEFHIIZNF TIC
b PVOD % BBl L T\ 72720, BEIIRYE S T & W S 723 2B VT PVOD % &R R
ELTERL TV, KEFATIEIESEBCESL LD o7, MREZAEL TV DI NIZLS D
D, ThbbZV—73OMEMEREEE 2 TWd, ZRICL TRFSMEOREIKEL, Z
NPAHCH 7 v =71 (#iRE), Z7v—72 (FEOER), ZVv—74 (BYWinksERE) o
e LCHIMAIT, 2OomEOBECTREELHECTH 2. Z0 k) RfEFITH PVOD %
EZHRE, LV HTHINOLNEFITH o7z, 2O X9 L0720, REFIIH LT PVOD
EBL2BREHETw 2w,

COEBIO L) IZEBMCHET 52D L 7-0WEEEA LR L7225, PVOD Tk k9
12 L ETHEO, SHERE ORI MAE A AR TR Th 5. Mim MEAE 2 523 2 5 CHAE
IR 42 M6 2 /R R, 1B MR AR JE4e%E, Eisenmenger JEMERE, Wik, PVOD 2%z H5h
Bh, AIEFNZBVTIE, FTERE OB R IMIED TR S N7z R T, CT THE S A MikEo®E
JEEIIRETH ), MoRELERE L TEET HULENH 7. PVOD T, LA TLIEL
12, BEHEESEDOONLDS, BEICBWTIZPVOD 2Ei#k L T h o 72 O EIEAH TH 5.
WBIIRIFZE AR ICH B 2 &A% Vi, TRTT A5/ — )V T PH BKIE—FRIC % $ 5 25,
ZDH%IZPH OHEALZRLTEY, PVOD TLIRLIEEDHND. 7272, TXKFOXF ) =)D
PG CRIEDEIZ2BUCHBIT 5 2 L 0% S, REFITIEE DD THRAIHEL w7z, JfiiL
iy, CTTRIENBEEZRETHA, REFD LI ITTLMEEZBD TV LR, Hikh
THholz7z, PVOD OFFREZEZESL o7z, > T, PVOD T 5N 5 Mifi#EE (DLco
KT AR 5720 OB RERA L M1 T 2R 2 A2 o 72,
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1. B> > F
FEF 2 el & U 72ARHEVE AT W 2 50 5.

2. BWECT
ABehEHgER CT i R, w3~ Al AR 2 o SR IGE B L O E Y
ZAbH Y. SIENE, REPEZILE SIS B2 RO T
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5. FEGID 5 R 7-EERIK

X3. BWEL>rT
GO OB 2 RS IWE 7 A Y —, FE8E T EIRIC T OEIR S 7 —
TNVERDNDRED T —TVH bbb, FYLROIERZRRD, W
RIBTEIIRDSIEER LT\ %, BHEFIC I3RS, MIRERH D, MEN
ZALDSRIE S N 5.

ShEdEd

B e L P e
i i B i =
-

iR

4. LERX
HHE, 1EEETay 7, Neatifray 7, GEANZRDS.
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fEFI5 PVOD P+ ILHIEREE "

LE  #I] 7018, &%

(3= FR] 7 VEIRENT0 bR

(BEARE] 20XX-14F @ S5 Mg BlE S Tk 4 o — AHidT (R AV 779, =LA F
Y, BV ZYAF Y, BIBEEATOA F). BURERSIET SN kb o 7.

(FKIREE] Wi e & & S IEBRan A, BBIU, M2 L

(BumiE] 2 L

[BRIEIE] 2 L

[(BlEE] 20XX AR (TP RN EE A FRE L, BE COT I — 74 &I X 0 iis fUEhE % bz, Fil
JRIEELRTTO R b THES NAYEIROYGEE G 5T, A - BN REANERE E 2o 72,
Lpeinfely oo WHO #8BE 2L TIL d&adrp, 8%, 9, Bdm, J8#k, R v-sh bl ido 7.
(B FTR] 5 151 cm, fKE 40 kg, IRHIEO8IH, 43 - . IUE 115/89 mmHg, Sp0295% (=
WA, MR R, W« Ip Joie, Mg Zomest 4 W HLGE IS (Levine 4/VI) % BEHC, W
WeE SR 22 L. IR PR, T BRI LR e,

(A Bl A I b ]

g s e (), B (), @i (), R MERBE (1gG-15 1 7)

KA - A ERE 3300/uL, ARMEREL 22975 /ul, 1Mt 8.6 g/dL, MCV 115 fL, Ifi/Mi%k 12.5
Ji/uL

HAbs TP 7.2 ¢g/dL, Alb 2.7 g/dL, AST 221U/L, ALT 10 IU/L, LDH 215 U/L, BUN 18 mg/dL,
Cr0.8mg/dL, UA5.1 mg/dL, Nal36 mEg/L, K3.6 mEq/L, Cl105mEq/L, CRP 066 mg/dL,
itk ) AFRARTF R 2,456 pg/mL

9% - P PUREEY:, IgG 3030 mg/dL, IgA 41 mg/dL, IgM 60 mg/dL

J&YeE © HBs $UE Rz 1%, HBe HulsF1%, HBe Hufkkz1%, $THBc $UfkFz1%E, HBVDNA BE (8.8 log
copy), HIV$itfkRatE, HCV Hufkkatk

BRI A A b (BN AWAT) : pH 7.48, PaO, 55.2 mmHg, PaCO, 33.9 mmHg, HCO, 26.1
mmol/L.

BIZFRRA 1T

W X B (K1) @ DER COKIERIRT0% = /225, 45, 252, BRI ERILK,
T ISP I D R ) AT ARG 5

VR ERAEE, GOHAE95, 5, WH110EE, Witk P, VIR¥§E 45 - A=K

LI I— L% - GOEOIKR, TAREIROIEE (19 mm) B X OTPFREESOMKT, SE=R
Fen (RRZRIMMHAEEE 90 mmHg, AL OEPRROIEINC LY R L (FFEL.48), A=
RESEB R 72 L (A= BRIEER65%), LIy,

M-I B RERAS : VC1.97L (90%), FEV,1.56 L (101%), FEV,/FVC 80%, DL, 4.16 mL/min/
mmHg (33.5%), DL./VA 1.61 mL/min/mmHg/L (37.4%).

RIS CT (X 2) 1 iRkD D 2 A AT AIRIEE L5, W EEO/NIERBBREILIE, HErE - b
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M) o S EE IR

BifiE s >~ F - Bwh L

FloH 7 — T VAL - PAP (S/D/M) 77/36/53 mmHg, PAWP 10 mmHg, CO 3.45 L/min, CI2.63
L/min/m* PVR12.5WU (1,159 dyn s cm™), RVEDP 14 mmHg, MRAP 7 mmHg.

NG 3

Bl T — T WA O BT BB S IR & 2R L, S S CT Arid, JLBReiCT, K
FIMIE % &5 O Mk ZEMER 2 (PVOD) & # 2 7-.

L, EOHIR, FURA, BRI Ak - sk L7z, FURA 2 IR S BRI G~EE T 5
ZET, HREBDIHEVEEZ2SS BN, KREIME, W XH - CTIiod#E 257z —7
T, MITHhY), EHREVPARTHL L, BEEMRICE > TR WEREEHELHT LI L,
BIXUOBAN - SREOHLED LBMEOBIS 2\ &L 7.

AIE B TR ETER S CTHIEIR NG = ML (PAH) (GHEEETH 5 X7 70 X PAd5- SN TW727s,
MRBEON TR olz, =T, B H o THMTERER, PRI MESSHEIELL Tk
0, il L RE AR 3 20 & 2 OIS E KB L b F 2 bz, REFNIL PVOD % 8—D
TWr L E 27275, PAH OBEFZELHE M 5 PO D 2 1R 2% 2, RN - TEEO T
2 LRI Tu A NSO PAH GRS 2G5 HZ 8 L Lz fR, Rty sy Y dFEED
DITHELF, YNVTFH 74 )V%& 20 mg/day 2545 L7z, Lo L, €Ok 2 EMBEEOFETHEIIN,
KRR IAE, B8 XA - CTHTH, BNP B X LT I — 0Bk 2o, FHANIHS-BiE2 520
HTHIEE L7 (X3).

Dt IREOWLE IS SN WHRT, #IARN - THREL LBEGHEEZOKEDOD LT, vF =
T R¥G Lz, 5%, BMTRER, M - R, G0 7 — 7OV TR U E O S
BlE 2 <, WGBS 1-2 » HBIIEEFRE, Pk % 5k LFEA S R385 5 e v
EOHIMI TG E Lz, &BIREE, MEIZESITELL, BA2586 7 HOFRTIES
nr:.

(H#R]

WHIRFT A © 0, GOROFWRIK, GOBORE, LERREOE - 2467 & OOk
ZROI. LEOLFERITE RO

SHEEET AL (X4 4) @ /NERFREEN OFRIR (vein) & X O KA DMk o #EHEPE P 28 2 i il L LA 3
D7z FZMEIIRIC S N - O IR & NI ZE b R BRI NGIZ3R 0 72, Bl A sk o 2 1L
(CD31B D EANMAE MBI A) EANEDTY Vi 7 0—7 7 —VOfFAED RO LN, A&
A Y F =T &G LT 0EN 5 82 O—DTdHh 5 PDGF ZHEARDGEGA %2 1T - 7208
R IMAS DYt 3B SN o 7.

[(KEBOEA >~ 1]

ZWr  AJEGNE PVOD ORRIRIAFEL CGREIR, HdB X - CTFTh, WUibEnemeds, (RERHimE) %
AL, SHIHEICTHREEICEET 2 RPR LN YV T F 7 4 WIS T MO EAL
Ao, b PAH TldZe{ PVOD 2/R2 3 28 MTh o7z, HRZRFET S L IZHEER
205, i VA (FUVFMEA : AVT 75, SZAAFY, Y r7afxA 773 FiE) HPVOD
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DHFWE 2 ENFHMESNTEYY, REFITH ZOBEGHHEW S .

BB, AEGITILEZTREIIITD R0 724, 20154F ESC/ERS %' 4 K5 4 Tl EIF2AK4%
BV TR D 5. FRMICIZFAZRICRS FlETREOEEWEIH 200 Lz v,
6 : PVOD O HE — MM IEEFHRE L MR CH 5. ATl Sckifeid: (FIRA O R5R)
XV EADREIR, BFAOLZLZHEZH, PHHIITELEZAECIED LI EIETE o7 H
W2 VT 7 4 IV TIlE PVOD BIEDQEAL A BN, 4 <vF =T THUFIG LN o7z AER]
D &) AR APHEIC & 0 BRI EE 72 5 A1 — RIS R IS TR IL S 5 2 L2k B,
—IMOFEFNTT T2 ) CEALRERIERICHST 2 2 M HmEENTBY, fHx OREFIZ L > T
IMRET SN BIERETDH .

X Wk

1) Koiwa H, Tsujino I, Ikeda D, et al. An autopsy case of pulmonary veno-occlusive disease refractory to imatinib. Eur
Respir J. 2011 Apr; 37 (4): 968-70.

2) Ranchoux B, Gunther S, Quarck R, et al. Chemotherapy-induced pulmonary hypertension: Role of alkylating agents.
Am ] Pathol. 2015; 185: 356-371.

1. ABREFEIER X #%
FHW 2 DHER E G IHEIIR T R OPER &2 B0 5. e BIFEFIZ AR — MRS
BRONL. MEMERIED E S5PITIIIRH TS 2w,
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5. FEGID 5 R 7-EERIK

2. ABREFEES CT
WA AT ARDBE FF LR A S /N ERHBBREONEIE 2 380 5. i

Bl ¥ S 1 Tl
K EBHTF B ORER ) VR iz il 5.

bR et TSRS 4

SIWTFITINESE  DIIFTFIT1IES2iBE

AR R >4 (nasal 2L/min)

Pa02 (torr) 88.4 58

PaCo2 (torr) 32.1 26.6
BNP (pg/L) 1771 2359
TRPG (mmHg) 80 119

3. JIVTF 7 1 IVEERIEOZE
MBS EL Tl EE DL K & W T o 2 1) 75 ZIRIEE A% 380, MM VR s, W
B CT TOM FEED R AT ZIKIEE FA & /NERBEILE O SR 2 R0 72, P8 TR 35 e
DAL L BNPH, LTI —IZCOZRMPUGTRHEED LH %2580, RAMIHEIEAL 2L
Wr L 7.

53



54

I“‘-.'B’}_f o "—,I-“ d

L PR TS

X 4. EIHRFRR
A NERRRREN OBIR (vein) & X D RMOMENR (venule) o>5iEE:BZE % WifliTL I FE
W7z FAVEIIRIC D B - F o BUE & SRS B RIS RIS RS /2. —iICANE Y T
VUARER I U—T 7 — VO RD . MY L sEiTIE
B. EHIMASEREDZEAL (CD31E5 1t o B A5 HHLfR o> 1 4 )
C. SIERRREARNT ) BT & 7% R L72MiIR BRI PDGF AR IRTEIIR SN le o 72
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GRADE system#% W\ A=EMBEEICHTAIET > ANV AT YT 1 v 7 L E 12— (Systematic review: SR) & & UF 7 D3

GRADE system ZAHWEEMPEEICHITEHIIET VADIY AT

T4 v IULE1— (Systematic review: SR) &K UZDIfLE

LB N1 VDERER - BIE

1. L1 OBM

KAA RTA4 v OHIZ, JEATHEIE OFEE R Td 2 ik EAZEE, i TN EERE (pulmonary
veno-occlusive disease: PYOD/pulmonary capillary hemangiomatosis: PCH) (2817 28ET TOHIR
ZRERRL, BHRICIEH T HEREE, JREE - 25 - BN - BHRIRS e R T 5 L3, BET Y b
HADYEKEZHIET 2 EThHLH, ARBIIHRETH Y, ZW - HRICHT 287 ¥ R3O
ThBIzO, W - FRBAROE-ABERZ TIHE L, NEZMIE L. SHITEE
HER SRR 25, WY)Wl L ORI R EE T 5 -OIAKEHTE 2 LHWE L. T4, BER
Klple E—M R & EBREFHED, BEVOMBEL L OREEHRZEOTHH) &L HIELZ.

2. B4 R4 VHRYBSEFELDOEE

i R B 28, i B A fEAE (PVOD/PCH) 3Mlis5 i EAE % 3 20 CENABBTH D,
BRPRHT O A CIEMBIARVERT 25 £ E  (PAH) & @A WEECTH 5. Z D72 PVOD/PCH Ik}
T2 LT, PAH THMMEDVR SN BRI ILRE (Tux sy 75 0 Y v 12 BA,
IV N vZRRPISE, PDES BESE, WHEtks 7 vy 7 5 — ERIEEE) o%RE R T
LBV EING., Z20—KT, MKEOFHFRLR LEELAEEOHEDH L. T2, [[AiEHz
AT L Wwa L R L C, 2 3EWoniS2 i U, AFE, 6 4 RIAATHEE N
P, GOHE (WAKEZE) 2L, ZORMBICOVTHLNIITEUEDNDH 5.

3. A1 K71V DERHPBES hHHREH
ARBHAA KT A4 2O B, Mgk, MiEMIE EiE (PYOD/PCH) & TH%.

4. HAKRFA BT N—T

HARITA AN T V=720, WRERNE, PRGN RAaSmEE, BEHEARAE (NPO kA
PAH %), #HAA BT A4 ANERTEREME 2 ERRT 22 TOEMR TV —TOREZD M-
TWnab.

¢ A5 F54vZL¥Ea— (SR H4EH
Y2 i—H T-RER AR AR s e W 25 R
/NI W ERE Y v 7 — ERRFZEER

& NANEH/SAY AN CEBNE)
g2 3 — AR TRERF R WA e IR (2 L)
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HETH 47T E N AGBREHRIITE L~ & — SRR (B

(NN R EEfRE Y~ 7 — BRRIFZEEE (TEBR % NEL)

ek &% BMRKF L BN (TEBRZFNEL)

H# 5% T-HER R BE R AT TE e 25 B e e i 8 I PR g (NP0 2R IR}
e —= iR WA (TEBR 2R R

SR By WG XA TR S 3T GRS IR)

o RT NPO i A\ PAH 04 B E (BEXRH)

o UM A NI A MERTTEEMEK
7 A | B R MR AR AL K AR A LA R SE i MY T i e
H A EE gt e APl A EBM EEH 505 (Minds)

o LR % R

GHURESS HRR AR BRI TERI A 23 S RE B 2 15 50 R R L2 Gl A R 15
T DA FTE AR TP & # ke
VAR A B#H% (NPO AN PAH %) i3

5. BEOMERPHE

BHEOMEBRR AL 2R L KD S Z &9 GRADE system DI TH Y, FDOKRLETA K
A VNRINVEHETIENAL) A M ELTHBRREIIA S T2 vz HERPUEICEEL, BEoff
B HE R BBV TOBER L W2 &, H#IJUEE T 72,

6. HMKF1 DR

KLHAA F T4 ORHED L ORI, IR 25 S g E5%E (PVOD/PCH)
SHICH - HEME, JEEME REDRE, RKEER, —KE, MEREMEz &), FHiEim, A
fliZe EORIFMFEB LOZORHTDH 5.

7. TIET VABRBRDI-HDRFEILEHE
IUE TV AMRBED 2D DR % IO TIE, BT 5 [HA4 B4 Ao 2.
HRE] & LTtk L T, P6IZA,

8. IETVANEIRESE
TV A Y 2ffHliL, BRFEL L TRBIEORVEC» S L, I2@EE TR &%
TEWFFEIZ B % S BRAL L 72,

9. IETVARHBNEEX ERF
Bk 32 (K77 M AIZOWTOMNREEKIIETLIIET Y ARG (7 A707 74
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W) B [HERO7-D00MF—7)V] & LT LTW5. PEOBE.

10. #HBRZEXT DFiE
Bk 2 (A4 P74 AMNERHEOWNE 6. 7y A»LHROER, 7. NAVEHE] &
LTt L TWw5. P63~64Z 1.

1. RERICH=DTD, BRLOFIE, BIFA, VRY
Rib5 % [HEROLOOPMW T — 7 HEITBE S BRI L AE) & L TRIIRL Twb. P69

JiE]

i

o

12. HREFNEX/HITHIET AEDOHGE R
b5 [HERE 2. M3 <&, WXFTZRRL YT Y 2 EHIEONIEREMRZ PRI L
7. P65SZHL

13. HFIRICK B 5 EREFM

MEREEAN & LT, AUEREACEIETA A4 AEREEMRE LT, T Ak
IREMRE LT, AMRER S FI2E#AS (NPO A PAH %) RFEL L CHiliz HW-. Zhb
DN Z AR L7z, FRICBHEA A N A4 ARSI ER MR b S e A2 & 2 iR arfi
2iE, BEAA T4 VEHtio E RS # > — )L AGREE 0% % f\»7=. AGREE II 13 6 #3235 H #*
O 7% HMEBIEE & &RFHIA S 2 ), FHE 7 AHACRES N, #HBT LRI THERINS.
BB A T 7120 ~100% DMEEZ Y, NEOTRELZERT 5. IRFEFR 1122 OFHEiR R %2R
§. BREMROTLEN LA L UCBEARKROIEH S 251, 74 P74 2ROt
ELUTHERZ A2, F72, BWAA M4 AR TEEM R IEREAELS DT AV ML
TiE, WREZBR D @EECETIEL L OER &2 1T - 72,

14. HA R4 Y DREFHEE

BHIA R4 VIZFEA 5 SEEoduEZ HIFY. Lo L, EEZMEPHONSERE, &
FUIIE U CEGEIRH O LR E UG 2G5, RAA BT 4 &, PIR27 - 204E 8 457 )4
FhEbIF7E 2 Al B B VRS BB ZE R [N A B3 2 AR e | [ PP Ias i e - Bl
IMHEAE L B3 % AACHEZE | (BFZefE S —R8) X 0 B2 520 72BN 2 ) #lAaTH 5, H
AW IMUE - BiEBRE X DWW 2/ THROUGIHERZ BT A TETH 5.

15. BERLHRBRORTE

i ER IR A 285 I EA A IR (PVOD/PCH) HBEIZH 4 2 Yo 5 v ZICE L TY X
7T 4 v 7 LE 12— (Systematic review: SR) #47\>, HARRICHEIRNZE Z WI7R L7z, P65HESE L
Z 0B

ERINY
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16. BHEOKEPEELEOMBICISU-ERRE

BHHA K4 d, BET Y A AYGEICIT 2R 2T 20 TH Y, RSN
BIZHTHE) KO MET 2O TIE RV, EBROBKBIS T, ABHTL K4 L OERO AL
53, MifEBIRPI AN, VY AL EOMOERLEEL, RN LR RE T 2. w
RGBT A F T4 VIZEBRFHOGRE LTHHEhZ 22 -ELTBESLY, @EOHEIC
ETAHILEIAHEYTH .

17. BH(CIEAFRTREL HIR
KREBHITA N4 V2B 5 HKEER (Clinical Question: CQ) (&—2TH Y, LTHITxs HHESE
b=l Lo, MPBRETHLD2n0 )Ry HIRLZ.

18. /i1 K51 DBERICHT=> TORERH EHERR

PVOD/PCH 12} 2 Wtk & LT, PAH THIMEAVR S N7 RIRAM MRS (Fa 2y
7o vy REH], LY PR VEARREDUEE, PDES BIESE, WS T S VRY 7 T — BlE
) IMRBBROBICNTH Y, 74 P74 YEPICH ) REZEKNTDH 225, ORI
FHEAEDEFIEBIICIGE SN L7280, TORISHFENE 25, SHREMBETORMET RS HE
Gk TH 5. S HIEROMENEZ RS 272012, HARMSIE - Fif§ERYS & oW %
WS 2.

19. M R71 &R SVUHARENTI X

REHFNA FIA VITFMRB L OE_BOADT A V2 A MRS %5, UL, 1EA57E)
FHATEOMmETF L LCIRIEL, Minds ICTAMTETHS. ¥4 ¥ = X MUIMiE ML - TifhER
FRHA PEMinds ICTAMTFETH S, IoSMHHALBERHHL EOMME, XUV AT
YT A4 v LY a—% peer review HEIGEICHI T L2 LI2 XD, BEFTA FF A4 OFHREHEZE
S

20. /M R4 DBERICHT=> TOBENLERER
EIRMIMAE LRI IAA T M AE L, HRENDEHL LD, L EDONT Y A2E
BL, TIEBELTOIIHEG ) I EOFIREND L 0% MEf L7z, POSH.

21. HROBAICHDTDEZS) T - EED/-HDEE
Bk % [HFE 5. HEOE=F ) 7 L] & LTRBLTWwS. POTERH.

22. BM N4 VREDIBLE

BIEOHERD 72D, 4 FF4 U#FEERE, SRELEEB X USRIV EHE SR Y X ME—H0
TR ROLA, FAIE LTHV. L CERZROMER LD, S 612, HIRED-o it x
ARLHIZHR L7,
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RHAFTA AMERE L 72E4E, HAMSIE - GRS, B X OSEHR27-294E  JEA57)
BRAIIZE B AR SR T B BORITZE g3 (PR AZ B3 2 AR AT 7] [EER TR i & -
Jitis MUEAE (S B3 2 AR A e ] (BFZeaeE Sk —RB) X D Blie 27z, S ICEEEr o0
SR .

23. FIBHEREFTOHE

WA —, N AT UANDTA BT A4 AT NV — T B3 2RI LTI, B 1EP
2~ 3SR L2 B TH S, kb —, L TICES AL, #EHR COL, 244y COI
2 [N %L] TH 5.

24, Tk
1) AGREE II. http://www.agreetrust.org/ (20174E 1 H H'&).
2) HAREFREGEFIANE EBM EEIEHGE - AGREE 0 H ARGERAITH ver.01.  http://minds4.jcghc.or.jp/minds/
guideline/pdf/AGREE2jpn.pdf (20174F 1 HBI%).
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1 R 74 e EO B

BRI IRIE D O SNz 1 DO REER (Clinical question: CQ) IZxf LTI AT~
74 v 7 L¥2— (Systematic review: SR) %17 THEIRZ PR LTV 5. iR P 2805 i B4
I EAE (PVOD/PCH) ##ICbD % CQIIEE SHFET 2705, HRETH L7207 ¥ A
ZLK, AR bHEELEEbNLE—20 CQDAZN)H-o7z. ZD7=ORBISR LT
BRI CH 245, H—T B 2RI b, WHEBRT 22 LT
LTHEBROIFIZR L Z E 2T 5.

HERDOIVEICH 725> TlE, SR EBENA NI 4 MR O FEBEEEREATH S GRADE (Grading
of Recommendations Assessment, Development and Evaluation) system 1. 2) % ¥ L7:. GRADE
system TlZ CQIZOWTT 7 b A2 %2 &KEL SR 2f7\vy, ZORRICIEDO VTR NEHERX VN —
XD HER AT B 5k LS.

1. EEFREERI (Clinical question: CQ) MDRTE

CQ XERBIMGI B THENIIR S L2 dOT, HEERT L TUGREBEOBEOEZ HD
LZENMFFCEL DL LCEENS. LA LEIARD & 9512 PVOD/PCH 3 AAHETH D,
ELILT VT 2R R EDQOZE T Y AR L R\ 72, YT OWTO CQ DA ZIY o
7z.

CQ 3B % Patient, 4 A Intervention, i Comparison, 77 b % 2 Outcome, B L T PICO @
X TERlbshz CITER). £CQICBWT, T I AIZZDN NEBE T 5 BEIC
THRELEZONDLT I VI LAEZHIA FIA4 MEREZRATHIEL, A$wﬁ%ﬂ$UXb®
RiBZfRz, TOEEEIZI (RDEE) ~1 ROLEETHV) ISHNIIZT Y700 6h, &
WICEK (9~7), BE (6~4), HETHRW (3~1) ZHHEEIN ZON, EXETY
MALNEERELRTT M AIZDOWTSREITo 7.

PVOD 2V =A N7 ITAF 3 >»DiE
A3 —7THY FF7-EEEREE (Key Clinical Issue)

IR B 285 i B4 EE  (pulmonary veno-occlusive disease: PVOD,/pulmonary capillary hemangiomatosis:
PCH) IS IMEIEZE £ 2O TENLRETH Y, IR RO A TIIAEIIREEN S MUTE (PAH) & o#Rhs
WHECdH 5. 2072 PVOD/PCH Ixhd 2363k & LC, PAH THRIMEDVR S N7z @RI LiR3E (7 m
Ay TS ryY 2 8H, Y FbY Uik, PDES HESR, WM 7o Vvgy 7 5 — V) o)
RERTHENHRLEIND. Z0—T, MKEOFERE R EEELEIEOREDH L. D7z, FIHHE AT
LA LKL T, F23EROBIBE LKL C, AFWH, 6 o RATHE, Mg, A0HE Wikl
nE) hE FOMRIIOWTHLPIZTILEDLND S,

CQ DL E R

P (Patients, Problem, Population)
P51 fREs L

AR 181 LA I

P - T PVOD/PCH
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GRADE system#% W\ A=EMBEEICHTAIET > ANV AT YT 1 v 7 L E 12— (Systematic review: SR) & & UF 7 D3

H A A PR HEAART DHfE 7. L 72 Hu 3
Z oAt FRiZZ L
I (Interventions)/C (Comparisons, Controls) @1 A b

SRR (14 il 1004 e

- TaAy S5 rY v 12 (PGI2) HK)
- LY K B R IUEE

- PDE5 [
SRS T S IVERY 7 T — Bl

O (Outcomes) ™1V Z b

Outcome DN T A HYRE PR A
01 FECHEOKT £t 8 M
02 6 73 AT BEE O Uit e 8 puy
03 RSN € Bt 8 J=§
04 i 7K i & 8 J=}

e L 72 CQ
CQ PVOD/PCH HEZIZHB VT, FEIRWSIMAEIREZ VD e i sh 9 ?

2. Xikiask

SRYEWZE B Cd % TE B NEE L O e N RF B Y B A% PICO A b MG A fill L €, MR & 1k
L7z 19664F 1 H ~20164F10 H M o 12582 S M7z 5k D )i 5w 3L & MEDLINE (PubMed),
Cochrane CENTRAL, [E&FHduiist (BEgk) 2HWTHF—T— FREKL 7.

R O i, GRADE HRXi2 & % PRISMA 7u—HicF &7z, F—7— FRZEIZL D #
WENTZGWLIET TANT 7 P TRAZ ) ==V 7 &7, ARZBERLTCIRAZ ) —= 07
BiTo7z, WP LDHTA R4 v E2BEIZLEDS, ROEOEERLEE2EE L HRitto
TR & 4T > 72.

3. IEFURT—20KE

GRADE /i Tid, 7 v ¥ A {bitigikl (Randomized controlled trial: RCT) 2SBRH & /=556,
WXT— % DA% T F Y ¥ AL Cochrane Review Manager (RevMan5) software ver.5.3 (http://
tech.cochrane.org/revman) % W& EN 4. L L, PVOD/PCH 34K ETH 5 728 RCT
AR, ERNHEEGTHADHE A TFY VAL TV HEEATHETH L. 2072, &
S N7t 5 10 EBEWFZERCIEBI S, EFIS Y — 2%k, 7 b AT EIZE & D LNk E
HEOM A DTV TEHAG Y — P EER L7, ZRUCK V@R T— s 2a L, gl 27~
TAvIZLEa—%{To7z.

4. TEFVADBEDFEE
% DFLIZOVWTZEDOIE T Y AD-EZFHIIT 5720, FHilis — M2 HWTNA TR A7,
JEE M (indirectness) # &P L7z, /N4 7 AL, SEFICOWTEHMEZEOHWICX Y, B A2
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(-2), W/ 8w (1), Y227 (0) O 3ERECTHliLz. ZOHIWIEERE oMk, 5 5
IR EOREEZT L7720, 2H0FEEICE D HEL, HIK R % 256 IR B Lk —
L7z, WATAVAZEERELT, BEAEN 2D ETHIRANLY A7 (-2), 3HMNRELS
BEGEARY A7 (1), BEAEROOEAI)AZRL (0) HELA FEEEH T
&, ETHERARIEEED Y (-2), WALFEEED Y (1), IEEELL (0) ZHEL.
AT AN ZAZRBUTFOREZRENI0. K AL VI3RS ¥ 7 2ALHERBI 3 28
BTHAHN, BISMRICHEHSND. BN 7 2 LEIMENROBIROEYICE YV ELENL T
ZTHY, FIZHBE SN DEEOMIET RN AR EREF~OBRBELSN DK TRELZLIZL) Ty
N AR ZTBNATATHSL. K7 05 2B E L R 256745 L, 1
BMENDHOIESIE LD S LD LR LYE10E, BINA TAPAEL DL, FATNA T AL,
ZNE & EHIREEOBERILTH ), RS NBEETHA - 7 T OFEITISRMIN 2 203D 5 %6124
L%, BEDT T v RRERERRMLEEDONA T AXPRT AL ZHNE TS, ERILIN T
WG, TR RIT TR GT 5. BN T A LIE, RSB HETT 7 M AE
SRR R ED D BB EIELENA TATHY, 7Y M AMEBNERILEN TV ENE) I %
M 5. BISWIZEOREE, 7Y M AMENEMET, @Ry A I 7 TbRTwbh, HllE
FLEEASIERE D e &R R . SEBIRANA 7 R &%, IS A BECIRENT G & R BAEBI O AN
RN EZRDLHEIEL L. ENENOET Y M AIKT 57— PRIl shTw i h
RTICBI 2B LN T =7 250 T), 77 M ADOT = BRERLRI2D, JER % Rt
LTWBWh il s, F220MoN, 72L LT, WESNZHEBEOT 7 b A rON—FL
PHE SN TVLWIEELRE, FIROKZVEBEDCFERZT 2 HE SN D L v ) #Hidi A 7 &
Bdhb. 52, TRHBHAFHE S NZFFAL Y TRVIZL22b ST, H5WIZEIICHE S
7= Adaptive study design TZ\WIZH b 5T, UHEHHE S Nz ¥ T A4 X% G772 T RIS RS
FE I N7z & LTIk SNZBRRAERO Y&, A)RAEKEHN S 1o B 1N 7 AH9H 5.
JEE Y (indirectness) 13HEKD [HHZ 41 ] (external validity) L FFETH Y, HLHHF5ED
LIRONTRRD, BEE 2L Twb CQ RERRIRDL - £ - F£~#IE L 9 2HEZ/RT. WF7exf
FEFOFEN, frAO#E, O, 77 by AHEDE, OEBEIZX Y BET 5.

X NATAYURY

FHiliE

FBPUNA T A AN NIk

HOMFIFoORERE (=X b)
FATNAL T A SN & EFR M E O Fb
N4 7 A 7o b AWEE OFE R
SEBIA N A T A RGELET I M LF— %

ITT 7 (GHFEARSAT) FEF
ZOMDINA T A AR 7 w7 b 2

BB RN A 7 2

Z MDA T A DT FEME
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5. 7P HLLRICEATEIIET ADEDRE

CQITHLTIEL 2 -EToMRMEE, T PALAZLIZHHEL, TOoREETLEDDHD
ZIVEF VAR (body of evidence) IR, ZOIVY T A#MAKE, ®OTNAAT7A) A7,
EEME, chiamz, JE—EM (inconsistency), A FfffE (imprecision), Hiki’N A 7 A (publication
bias) % &, TETF Y RAZVL—F% FIiF5 5IHH TRl L 7.

WNAT AN Az, FEHZEEZOWTIE ERDEY THAH. F—HMEELE, 77 b ALICHELT
i S N7 EEOME M TOBPBRIEEMEDOIZ SO E DI L 248 L, WA ZIARBER RIS R
FFET A2 L2 HRT 5. RIEREE 1E, ARICE IR BER (Y TuH 4 2) A XY M
BT DOIZT ¥ T ABEDIRE o THRIEC OBV % 5 BEZ ER T 5. IS A
T AENZ, WFEASERIRIICHIRE NS 2 L12 L o T, MIEICH 5L EORYEDSRIII B/ Nl
FRHERFFE SN E2WV) . KL2OHEEIE, ETHHEA (-2), w4 (-1, &L (0)
EHELZ, TORRIZEIYVZET VA7 L —F2aHitiL7:. &8, 4% GRADE 7 70 —F Tl
U —F& PS5 3EROEHMIT 255, KRSz A KT 4 TS 2 BIEMEIFAEL B\
DT L—FETIF55URDAEBE L7,

IETFYAREDOIE T Y ZADOWSIITEROMY) THLH. Z7L—FFT 355 8HICL D RAE
ML Ty ZOEPPEL72%, SROMERE L LT Summary of finding table (SoF table) &
GRADE Evidence Profile &£ Z#/EK L7z, 77 b h A &RICHT AT Y AL, REITN
AIVEEISTHER I N,

K IETCABBFEOIET > ZDESE
A (&) - ROHEMITE S FEE DD 5
B (H) : RO REOMHE 2D 5
C (59) : RO TT 2B IRENTH S
D (& THEgw)  BPRHEEMEANT L A LHEETE 2w

6. IEFVADSHBOER

WA PET 572012, TET ¥ AR T 25Hli 2TV, SHICEBOT Y A axd 5
IE T ARMKEE L CRRICMT 25l 217 o 72, 3L, 77 b ASRICHED RN s T
CTF Yy ADHE, FliglE - AHONT VR, BEOMMEB L iFA, EFE (IX FRLY VYV —R) O
Bhat L CE L7z BARRICIZE 0l (Quality assessment) & 550 %K) (Summary of
findings: SoF) # F LD/ F Yy A7 07 7 4 VEITTICHEIRD 72D OPWr 7 — 7V & VER L7z &
T, MEFSLREEER L 72,

WROI-OOPW T — TN TIE, TETF ¥ AOMEME, FlitlE - AHOKRE I LNT Y AIZH
T HMEENE, BEOMEBIRFADIEISDE, TA IR V=R Lo FHIZOWTOREFHIH
AL, THE2UEICHE LIER2 e L7z, FIEE EDNT 23, FREFEZERT LY
FUEHEIRE L, EOEFIPKREVE ) L OIFHIEE Lav, X MR Y —AEARBTOIIRE #
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K, TNEERTOIRE ) BEDFREND L2 Waf Lz, BICHEROREIIH 2o TE, KH
DHHOBURE BAEDOZHAT A F T4~ OHERSEREL 7.

32, [HEEO ], [HEROME ], [ZET7T Y AOMEN] O3 OOEENE DY, ZOHMHA
GhETRIINSG. [HEOHH] ZZOHIEZITH) PELTH Y, [HEROHRS ] 13 (1)
MEIV (2) 2, [Z¥F 2 20MEEM] 12 A high (), B:moderate (1), C:low (%), D:very
low GEEIZIL) DWITIhTHS. HEROMES, BLO, H#RLOLB S EOFZLLITICEET TS
<.

1) BEPICHLTHEL Z247) 2 L2355 (1A)
= (BRWHESE, SRVRILICEES <)

2) BEPICHLTHBEL ZIT) 2 & 2504 & THEEIRT 5 (20)
= (FHWIESE, JHOIRILIC D)

3) BMEPICHLTHBEI ZITbeW & 2T 2 (2D)
FHVESE, & THEHVRELIZED L)

4) BEPISHLTREIZTbRVwZ L 2 <HE3ES 5 (1B)
(RVHESE, PREORIUZFES )

7. NRIVEH

ISFIVERENA Y A ML, MRERNEL, IRERSGRNEL, ReRRE, BEs RELRE, BRT
LEMRTN—TOREZHZML7z. SRIZHG L7z 2 fi3kRst s hrz. HERORER>REX—HT
HERLRZRIRT L L2 FHAE L, BEEEOLOIBIET VT 7 4Lz, FOH/80) A
MIIZEREINICER 2 2 L, 7SRV EENICHEIEED 2D ORI L ToREEIT o 72,

2ROV, 20164F 9 H30H F1215K505 & ) Bl L7z, 7S4 V&3 Tk, GRADE &7
2787 7 A IVTOEDOFN (Quality assessment) B L RO ER (Summary of finding table:
SoF table), HEIED72DDOUWMIT — TN, HRLEROBHZITIZIT A A Ay ¥ a v efio7z. CQ
L TT 7 b A OEEEOFHIEZ AT, FliRE EONT Y AORH, AiEBLO /YT D & OFFHi,
TR Y = ADFHMi 24T o 7%, HROBRIS ZHETL, REIICIIERFELZITVHEEZ RE L 7.

. BERHLARSA o DPE
THWTA FITA %, NANVEETHRE LR Z2 01, FHER2 T LD THERL. X
T FHEREEM & 20, F BRI L 7-.

i

&

9. Xk

1) GRADE working group. http://www.gradeworkinggroup.org/
2) Minds (=4 ¥ X) #4 FJ4 »+>%—. http://minds.jcghc.orjp/n/
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CQ PVOD/PCH E&ICHWLT, BIRFIMMENLIRREZAVDZEHHREINETH?

#E3R

PVOD/PCH #E#IIZ BT & FEIRMMIMAEILRIE (T 0xy 750V 285, =2 Fe) V2%
RAEHUSE, PDES FHESE, WiEtEr 7 = ViR 7 F — BRIEEE) O, &MU AE O R R
BEGHZTOMEIF SN Z L 25T 5 (GRADE: 2D, #IEORE [§H0iEdR] 7 2
OREFYE [IEFITARD).

(RL k2]

PVOD/PCH Jiefl2 5T, PAH THRIMEAVR S N7 BRI E YR ES AN TH 572 & DK
HD@H—T1, MEIROILIRIC X ) BMEFHKEDS EA L, HKEIFREIND ) X705 5.
HEAMIZIBAE COMIEL & LT, MhimMUERE OGRS 2 i COAEH G S b.

1. HR, CORENREE

Jili &R P 2E 5 B EAT M 45 JEfE  (pulmonary veno-occlusive disease: PVOD/pulmonary capillary
hemangiomatosis: PCH) 3@ MEREZEZ 29 2D CTENLEETDH D, BRI O A TR
PEMiEs MU SE (PAH) & O8RS CTH 2. 20729 PVOD/PCH K § 2 Hep#eik & L, PAH
THYIVEDIR S N7EIRINMAEIRIE O R 2 RS HMEVHA I NG, £20—KT, MiKEDH
R EEERAGMEOHMEDH L. ZO20, FIGEZET L 2WEE LRI T, FE3HERD
iR B LT, AR, 6 srMATIRRE, WmAEEET, G0HE (MiKEEZR L) 2, ZoxpR
WZOWTHLNIZT EUEND 5.

2. MR
2.1 BREHE

Fik L7z & 912, PICO 2> S SN7-MFEFEIC L D, 19664 1 A ~20164E10 A Mo 1238k &
N7 ¥FEDF L% MEDLINE (PubMed), Cochrane CENTRAL, [E#:diifik (Edik) %W
WTF—T7— FRELZ (7. TR L SCHGBRIRSIE) . iR ofiiiuid, GRADE FR1C &
% PRISMA 70— F &7z (RAFER2). MEORRE, PubMed ®AT CQIZHM S 5171
SR, SHICRERNE LTAHETIN L. 2095, 2082 MR ITmA7. L
T ¥ T U ADOFFNIIRTER 3ITRT. AARETH Y 7 v ¥ 2MMUERAEBIE R, BArmEa
= b L, BEBIIESE 3 fF, JEGUER 31, JEBIRE 1M CTH > 72 (B CHITHIR).

2.2 TEF VAN

PVOD/PCHERIIC BT, MASLEEE"? F 7213 PAH THRIIMEATR X 7= B3R il i A5 410
DIAIGHHE L L C, JECHROK TR 6 4 MIMTHREOTE, MilERiiowE %z L% TH -
T OWMEBH L. Lh L, PVOD/PCH T3k <> B MAE (I RAERCHESE L 5720, [
MENRFEL LT 5 EMBIIROILRIC & D BMMESHFAKED LA L, HiKESHE I NPT
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WIS T BT — VAT AR 5 B4, TN % 5] S R S TR
PO HE ST 27 RMMHOMRIIOV TS H b MEAFBETH D, AR
B COMIEL & LT, Wi MRS 2 MR C O R IAHA S 121,

3. HWRIERDI=HND/INZNEE
31 7 IPHLLRICHATAIIETF V ADHERBESH?

PVOD/PCH 37 AR ETH 57207 ¥ ¥ 2MLHLEGAE (RCT) il & Ik — M A
T, EEOE TR 6 AT oW, MNFENOKELR ET Y b ANOHEE O EA
HDHILIZOVTOMREEIFEY. 518, MABERBRAZELZELLZWT Y MY ANEETHS
CLICH~EOMEELDH Y, BBIPOLF L EWVT Y M AT S 2 L AIEWMIiEDSE A
NTVLEZLEDL, RWHEROIRIZEEELEEZOLNS.

3.2 FIMEEDNFVARESH?

HEIRAM M A PLRIE I X D SECROIT R 6 7 M AATHM owE, MLEENotER 2L
WRIROHE DD H— 75T, MiAKEOMBIZR BT L RWRIREDEIVNE L, HERROR S 135y
{7 5.

3.3 BEOMEMPHRLEEZES>H?

PVOD/PCH OM—DOHIGEH & SN LA E T, JECZ MY 5 2 &I m il Bl2sE 2>
ND. & 516 55 MAATHEER MBI OLE I b EWIiEBINE 2R, N SIHEEIFFTA.
FRREFELLL BT Y M ATHLMKEZ T 2 2 L1 myilifi#iasiE s, PVOD/PCH jiE
BIOME TS DMEBICIZIZIES D ED RV L IHEEDIFETA.

3.4 ERRQFIFEDR MPEBDNF L RBESIHD?
EIRAMG ML EPLRIIIAA TR FHE L, WHINDER DL 20, EROFGEE ZE L 728
7, RSO RETEIIRC 2 .

3.5 HBROITL—F1 9

PVOD/PCH JEfflIC BT, PAH THRMEAVR E M7 BIPUWIG M EIREL AR TH - 72 & Dt
H B0, MBIROIFRIC X ) BHIMAAHKES LA L, WKEIFRINL Y 2705 5.
[HEARMICIIBA E COMBIEL & LT, MmO BB E S 2 ik oA 2R 5]
EIZER—HTHRELL., BERIREDI LI [BHAIATREZ BEE (FlblRLmEICE D)
GHb? ] Loaxy MERIEWD, BRATREZ B3 2 @RI EF L RE = v 7 v 2
DN, RSN S RAE S .

4. BETHOEERTA NF71 DR
PVOD/PCH &2 BT 2 #BRWMMAE VLRI IOV TR L TWDE A4 FF 4 Videw.
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5. BBMOE=4Y) 7 Ll

KSWITA N4 2 O@MIZE Y, PVOD/PCH O R IFER - RIS HFI NS, S
SICHEHR & LT OBFBOMMARATNG. AFAL FIL P DE=8Y) Y 7HEHEL LT,

ARSI R B 5 & 4 78 HE BRI 2 AT %

6. SEROMADETEEME

PVOD/PCH & 25T B S WL, REHNITHIHZM 2 2T 5. KRIIIE, APE 2 FiR
MICE RS 5 72D DIRRZ M REDPIAET DRI TE RV, ARBEOTRIEFICIEES S5% D
FFREICTIERE R MEEZ ML DRI L TN S, L7245 ROFEM A MBS, IR LR

S DR T S IR R\ SR 2 TR 5.

7. XEERR L XRER
7— 5 N— 2 (GRADE)

% 4 MV : PVOD/PCH

CQ1 PVOD/PCH &2 HBWT, #EIRWIMMEIIRIEZ H WL 2 RSN T §H 7

F—HFRX—R

(1) Pubmed/Medline (1966-2015), PE&#Hdeist (FRHHGEE)*, Cochrane Library
(2) #dHt  Review 214 + Original research 214

JCS PH guideline (2012), ESC/ERS PH guideline (2015)

15t Review X 0 LR 2 51

Am ] Respir Crit Care Med. 1998; 157: 1681-5.

Eur Respir J. 2009; 34: 1348-56.

LLF Original research 37— % N— AWM im X L 0 51H

Circulation. 1989; 80: 1198-1206.

Chest. 2002; 122(3): 1096-8.

04 - 2016/8/1

WEH + SS/A0

*YEFEISERD B B LD

Pubmed/Medline (1966-2015)

# Hes SCHRE
7 CQ (2B 17
6 #5 Limit: English 47
5 | #3and# 51
4 | vasodilator [All Fields] 413535
3 #1 or #2 1030
2 “pulmonary capillary hemangiomatosis” [All Fields] 102
1 “pulmonary veno-occlusive disease” [All Fields] 971
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< R

# [FE SCHREL
4 | CQITPIHE (BEFRWERD D B LDOH) 0
3 #1 and #2 51
2 | “vasodilator” or I JLik3E 97227
) “pulmonary veno-occlusive disease” or “pulmonary capillary hemangiomatosis” 623
or iR B ZEIE or Jifi 6 i 4 e i
Cochrane Library
# Fesgs SCHRE
6 CQ 2Bk 0
5 #3 and #4 0
4 | vasodilator [All Fields] 59
3 #1 or #2 0
2 “pulmonary capillary hemangiomatosis” [All Fields] 0
1 “pulmonary veno-occlusive disease” [All Fields] 0

8. ACQTHRICLZ RCT iX

RCT
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9. IEFA7A771 M

H ORI (Quality assessment) (Summaf;%fgiﬁgsz SoF)
o | MR P B | mEn
et | 794 ~ PR J—EE | JFEENE | BIERES 3 o | HH Kot
T (95% CD) | (95% CI)
T hALL FEEROKT
[ | | R | SR | MRS 7 doco | -
0O BRIE Ty sy | ey | exasy | amszs | N NALONADONA | B
TYMAL2 655 BT O
e | AU | BRI | A I | AL | MBS A 7 doco | -
8 |BEOE |0y | mitsy | mtthh | mEsh | anszy | VA NALONACLONA g X
7Y M A3 AR U
e | AU | BRI | A I | AL | MBS A 7 doco | -
OOBEIE Ty | mitsy | mtthh | mEsh | ansey | VA NALONALONA g BX
T hA A4 ik
e | BRI | BRI | BRI | AL | RS A 7 doco | -
B BRIE |y sy | ey | wsasy | asszs | N NN NA | B

10. HB|OD/=HD;RETT—7 I (Evidence-to-Decision)

HEREIC B3 AR & B (AT L7277 b 25018, —doffifiiz e s %)

PVOD/PCH OMft—DHEEHR & SN LM E T, EZMET 5 2 LI EWifEBIAE NS, 5126 7 HATIH

Bt R BT LA BT O TS B Wl B AT E 2

CNOIHEEAFTA. TREILLBWT Y M ATH HIiKNEZ 1

MY B 2 LT B liEBIANE AN, PVOD/PCHIEEBIOH T 5 OMEBICIZIZIES D &0 0w C EIZHEEPRTS

BRET Y M AEKIChI 28RN G YT A0

PVOD/PCH 3B TH 5720 RCT RHiM & 24K — FMIEIFAERET, FLTEROMEL TR 6 5 HATIHE D%
#, MMAFEIOLE R ET T NI ANOFEEDOREDN D H Z L I2O W TOMEEIZK . 512, ik HE
RELFILLLWT Y MW ADPHEHETH L LIZH~EOMEELRD Y, B2 2L FLL2WVT Y bh L% R
T5HZEITEWIEAEAN TS Z DS, MWHEROIIRICE EELEEZ LN,

HEROMEOHE UUTO4HEBIZOWTHEL, oSV ZERHKT2)

SR DR SIS 5K HooE GO
BEVWEAEPFEENENDIET X O iw RCT RHiIM & I & — MFFEAAAAERT
(&) 72 T BTy 213dH 55 ?) B vz | TEFY ZAOEMEN 0T & 58
SRR T T Y ADERFE T E, RO RENEA WL A D
Hl 5.

IUEF Y ADEDMENTIE, LM E /5 HEREo fElk

WL b,

FZEEE - BHEONS D XCET AEEN O 3w | BRI ILRIRIC X D BRI
(FitgoER iz LA H 2V T2 2 L ICHESHA227) | B Wi | R 6 0MRATHE oY, Mgt
LFEFLURIREET L RVRIROEZIRKEITNITKE W Pt ERE LRI RO S BT
1Z&, RO S 2 AR V. IERROFIZEDS T, MiAKBEOHH R EEZFE L L VL
RETNIEREWVIZE, BOWIEROTTEENREL 2 5. LDEDVNE L, HROEE1I55L %2 5.
HEER & HE H 3w PVOD/PCH 3 #4705 PHRA R Rk
(R S NATEBLIC O W THEE D H 24, FAEWNEN | O vz | BThH, BEOWHREMEND 2 Nikh £
CBWTHML TS ?) TOGIE LIGEPLEE SND, T8
L L BFAIE S D EDA R WITE, T2 MEEEIK TIEFABEIC B A M & i
EVIIL, BWIEROTREENEL 2 5. 5O X134 % .

BREOzE O kv | BPUYMAEERE I A A 2 A 258
(HE SN EFIIF SN ZFEICHAEI » ?) B vz | L, HHESh2BEHRDZ W0, imuik

MAADT A FPHIMEIT TN E, ThbbishsE
WAL viTE, BMWIEROTREENRL 7 5

RO HMEIIAR 2 5.
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TR
SR, AR E HBY
1. #A K94 >4tk HD BRI RS LT w2, 100%

2. AAFTA IR HE LoBRESBANICRHBEI T2,
3. WA FIA v OMHAPEE SN NREN (BF, —KE L) PRERICERIATYS.
W 2. FIEHRE DS
4. A FTA MRV —=T71203, BRT2ETOHEMR IV —TOREENMb-> TS, 100%
5. MR (BFH, —Mkl) OMEBR A LI L KD .
6. 74 FTA COFMHEPHEIZEFR SN TS,

W 3. AER O S
7. TUTFVARRET B OISR R HESHV STV, 100%
8. TUTF Y ADBPFLEDSPIFEICEEW SN TS,
9. TUF Y AREOMEES & RAEDSHIHE LRSI N T 5.
10. HESEZAER T 2 HESWEICRBS hTw .
11 DRI H 7o T, WEE LD, RIEH, VA7 PEEINTHA.
12. ERLZNELFHTHIET VAL OMIBHERSIHETDH 5.
13. A4 P4 Y ORFHT - T, HIIRICK 2IHBEHED 2 ST W5,
4. 74 P4 > OYGETTFHEIRIN TS,
15. HESEDEARIGTH Y, BIRTHR . 95%
16. HHEORERLEEE EOMEIZIN LT, MoERBEDSHHEIIRSI N T 5.
17. ENDBEELHERPED G5,

IR 5. B R
18. #A FI4 v OBHIH 7o TOMRGEER & EERA LRSI LTV 5. 96 %
19. ED X IHEREZ BT HMICOVTOIE - V= V2L TV 5.
20. OB H 72, EAEMITEFICH L TEERT 2 FMIER ST 5.
2l. AARTAVIZEZS ) V7 - BERDZDOILEITRENT V5.

IR 6. MO
22. BEBICLYTA FIA Y ONEPREIRTHRW. 93%
23. AA FTA UMERT V=T X 3= OFIGEARATFER S A, @Y 23S0 72 ST 5.

VA N V- N Y= R

1. SOFA K54 EROEZFHL TL 2S5, T RE 7R BR Y Y 2 h RS
B> TIREIAER S /e s
L RIL U THA.

2. TOHA4FIA4 oM ZHERRT S, T L 1%

He2E52 (M) 0%
MELZY: 0%
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