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1BI3 22 ERPY)
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(BR] MMELERTHZ2O77 X MM)RAOHFREIET L. FRHBORVWNL T
AXFZILMRADNMERTER LS ICHR 7D MEDEELELERDT—RIFIESNZ, ITRA
D ETRANDE BRI TRENATFMEEZTV. ZEERICBNPOBETZERO-EF%RE T
Do

UERFI) FIE% 28 T 2 MEMREMEIE - #RELOEAEICH L T13mEFICPottsigig &
MITL. BEAERICEDEFEEDMEMETHRIECNZ L DICE > TW e, 20REICIRAZT
WMAICEE LT (DI O— - KAEERRE - BNPZB—[EEHMEL THEDH. EEHEOEHHLERE
LTEEBEICOVWTEEGERE 1EM 1 2B9 2% 28 £ L TMann-Whiteny UIRE TLEE L
Tco COM. ITTYR1I0ME. BT T 1 ILAOMgDARRISFE. OFTUDAEELED IF
IFRETH Tz BRPBICEZEERIIFRDH T NYHAZEIZ IITOAZARITE<CEEL
THRB L Tco POUSTRASMIR TIEFR. EEDMSIEIFARETH o27ce BEFINSETHB
ARAE TR E I REII A 539mmHg. RIEFIREIZ10H 510 mmHg. TASp02(3.92
HB5R2% TARETH D, IHEHAMEIL75HD 579 mmHg TERABRZELEFRHAEHN o /-
(P=0.116), BNPIZHR{E[IUS 1711 T333[291, 3711H'5236[196, 281INEBEEICET L1
(P=0.001),
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F—TU—F ! BoMERERES. MaME. upfront combination therapy

(B8] BoOMBRIGERERE ChimMEZRIEMNITNETIIENTH S, SESREEF
THEELMESMEZRL. HEIEROBEREZ AT Supfront combination therapyiZ & D
frEERTZ FIF5Z & T %Bﬁﬂﬁﬁ%ﬂh’ﬁ&umfﬁi-%Wﬁﬂm‘z‘zéh_ﬁﬁﬁf S AEICKDHE
RHRHRENZBRICHE L. RET D, [ER] FW II5SEBIRT. RZ1FFILDH
ERFRFRERDEFA H D REZ3INARIICEEZEZRD. EETEHIMRIGERES. s
mECEHEh,. FIREZREmBEI NI, S8 In. Hﬂimlﬂl}j_:d)ﬁ’ﬁa*:ckl) aRzHmL
foo $RI0 « CTTIIAEMEZEL 5 3RERIFBASHTHL DI I—THLETHMERROEB S
figgitERER COBFRRIEZF>TED. GOROERLILA L. SELMSMEZR
Ol FiS>oMICFEEZ LDD. BR. figMEREZEIEL. 2ILTF 71 LEARDOE
A T7—TILRETIE. Fi02 0.3TQp/Qs=1.1. mPAP 84mmHg. Rp 10.8. Fi021.0T
Qp/Qs=5.4. mPAP 77mmHg. Rp 1.1, Fi02 0.21+NO 20ppmTQp/Qs=2.2. mPAP
70mmHg. Rp 6.2 EHK - NOICRIGH' A S5 NT-. MMENLEER 3 R+ 2AMME RICHEER
ICRIED D CEMBEZEALLLE A THTRERICFMZETFHE L. 4FEARDR
ET. Fi020.3TQp/Qs=2.7. MPAP 58mmHg. Rp 3.5 fiMEENOREHD. HRFTS
DEPRREAEMNS L O MEEERRBEENZ FE LT, MEPH crisisZR 3 %<
iTE38 TICUZIRE L7zo MEBRDRETIE. Fi02 0.21TQp/Qs=1.1. mPAP 27mmHg.
Rp4.0XTHEHD, ECUMENEDOETCFREIIEETH o1, [ER] BoHmesitE
MEBIIFRZETCHSMENMERTZ L ITI3HREDNHID. aF TaELMalEZRL
EHREIEDEV, [fEEHR] DEFRRIEZHS o fMEfERREE CaELManEZzE L
FEEFEAIC L. EHRBROBEREZHAL. BENMZRL2ITO N TE .
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EFREAFEEDMERBBCRIATRICEERZ MIZL. MBERICEELBEIEROVEDL
LTEZBNTWS, [BB] 22q11.2KRKEEE E MAPCAZ B H L I DERRRIEZHD
FENAREASHAE IC 1T 2 MAPCADSERE F R L ERRR E DESEZEASMIT R 8, [A
i&] MAPCADBRET % 1T - 1= fEBI THr IC MAPCAD —ER % $REX L B F 1R 5T % 17 L\ BERIR (R
YOREERABL. [ER] 260 TVMAPCADBR G Z &5t L1z EM L : £%2H B

(MAPCARRBREREF) « fTRTICEFEZ R D IR L7=MAPCATd o 7o MAPCADMRBFAIIRET
TIIHPE QMR O CZ L < HEERODBAUTHD. REOMIMIREZERSH. —3b.
RSEEAR DT % 328 7. BB | 2 T ORBEMT % 1T, MO 0T I—RETOHESR
EFEIFEEEDH66% T, MR 1H B ICIFRIFREIH S EARFEZ RO T ERFI2  £&2H
B (MAPCAKESIIRENEF) o MAPCADMEMFIIRET TIEHIRIEEZ 3% FIRDE MM D
FEENERE B D, ETHFRB TR ZRD . &R 2REICOARBEM T IET. i1
DN T—TIVRETEEE/AEEE : 0.82. FMHARE : 36/9(20)mmHg. PVRi :
3.7WU*m2. PAC : 1.09mlI/mmHg m2 L BEENIRIXE. fiEllEICLZ2EEED LR L
FIEIARE v /N R ADETZRBDHT.  [EER] MAPCASHHI Tldunifocalization(UF)h it
TEINBehHBD. UFEFICMAPCAD—ERHD MITEIR DB D & D155, BERHAITIX
MAPCAIZHHERI B EBEN (b 2 530, MR OfMmERkE. MahER CMBERICEEEZ K
IFITHREMDHBFIREEZ BN, [#E5R] MAPCAICHERFEMNZE (L 2580, MITENRE - F
BADEZENTREINT
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Omla BK, )| #, 2% ME, B8 BX, KN %, HL St ik BE, 2= 5, NG T, 0 &
¥, EH FH @RNBICCHERE V42— BREAHR)
F—U—F AEmEE. MERREASEE. AHEBE

[(#S] JI/NT I UCCOI-ORBMEBEETIZ. EX2IVBI20RBFAEICL D ZIEEEE%E
L%, 6HT20MEREL L THSIMEFEPHDEHREINTWVIH. EOHFIEREBT
H D BREIEHHIMEILINTLVAL,

GER] 3mEIR, FEREICI AR —= V4 TREZIEHINCO-CRBEREAE ¥ I
SNTce U, EROFYVIONSTIDERZAVOARREZ#HEL TWeo X2BNSREE
RARRIREE#HAHIRL. XBICHBEMEEMNICARR L fzo AR2HBICEEBERMEHI’HIR
L. BERXHR COIBBE RRE TS oM OAL. PHZISR SNz, PDE3PEEZ ¥ FIIRH|
DERETOAZIFERLT=H, PHISEBREL 7= FBIARIE TS MEAE(PAH)Z 8 H 1.
Sildenafil ¥ MacitentanzZ & A L 7=H S o MAMEE L 7=, 2= IE LFIRF ZEE T D
fiS oMIgeE LT, ERCTTIHGRMRY Y NERERE X ) A5 XBEE5Ro. MzERIE
RDBEH o Teo (DA T —T ILERE TIEMPAPA40 mmHg. Rplh'9.64 Wood Unit¥ PH%
Do FREHEFRPICIIANES TV VERBY IO 7—C 23 8EO . UEHS. ik
B B 2=/ M EM MM B AERE(PVOD/PCH)Z 538 < §E o 7o CHMIFRICHIBEDHEEN RV EH
5. RARIAREZBILT 2 A8H B oz, Col-CREEEEDARBERZEE L. BEMERY
PDE3FEEZEDHARZEA LT-ER. > M EEEMIEIIERL. ARI120BHICERL
7co

[£2] PVOD/PCHIZZ K IR MUNDERFRETH 3. EBMBBRIEL DEHP. REA
RIEOHREDHDHDD. Col-CRHEEEIEICPVOD/PCHEEH L7 LS IRE XA L,
PVOD/PCHIIFMEIRE TS o MZIBEL 5 3 FRFARDEETHD. fMBEHNH—D
BWRABELETHD. TDIH. BHEREZHCEERBBENALTET 3,

[#5z8] Cbl-CRBEEREICABEL/-PHTIIPVOD/PCHL RFEICE I ER EHEH ZNEL D
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Ofpg 03, 110 K, #8870 &, RE 815, AW B, /ML EE, BR B GERHUIARARR EF
M FER - NEEFDE)
F-—U—F ! WRBICKBMEME. PDESAER. NE

(BE] NRICBITZMERRICLZMENEICH T 2MaMEAERROMR - RE&MERT
REFIFZ< RV UEA] 16 BDER. Eha36E2H. HEKE1690 gTHEL. AIE
NICUABTE o T FTERBEMMESMEED-OBERAZE L. REFRET21H
Y T —0EWhEni, ERINMBTEEEREBEZEALRRL L. £%6NMBTT T/
TJAINAFREBDEIEARL. GRESNZ 217 TONRKEEZEL. EEBRREEICRE
LB BoToe £E7TNMATRBEOIEY —REEDIRL T, Bk, BERIBEFINE
%Ru/ L/Tx_lm‘rt_\ u& Eﬂ%ﬂ%tgﬁﬁﬁf‘@ﬁﬂ?ﬂ&%m@\ /L;\I] Tﬂﬁ_ﬁ_ﬁﬂ}_b‘iﬁ'ﬁb’cu
feo DEFBONTEDODHTHD. [ERZICHESHENENBRILLFHEL CTEEERES
HZaS5HEBALLE TS, BRREC EMEFRRIEHRE L. 1R6eNARICHEMmMED
B THRABNE A Tz, WECTTRMICZR T I2FEOTEBEERELVFAMDE
KREZRDc, DI I—THisMEIE. FLIBHHCEBRLTHEL TV DEHT—TIL
BREITERALTOLOEREEN 25 ZHAVTEARAK THEITL7Z. Qp/Qs 1.1, PAP
46/22(35) mmHg. PCWP 11 mmHg. Pp/Ps 0.5. PARI 6.0 WU *+ m ¢ BE QA= ME% 52
O BER - —BIEERMAFERICE DQp/Qs 1.4, PAP 30/15(20) mmHg. PCWP 12
mmHg. Pp/Ps 0.3, PARI1.7 WU * m2E THEL. FMEDEEMZRDT, BERAL
BEICMZ T, THICPDESHEERIMNRZEHE L, MIELRENREAR. FETON
T—TIIRERRZBEITHRET 3. [ER] MEFIF21 MUY I —IZH#S
Developmental lung disorderz 4 & L. BHERE. EREFEE. DRI TERLER
CEABHARMEICK D, BEYENRMERRICK ZMEMEIBE LEBE LT, NRICHIT S0
RRICKDMEMEICT T ZEBEWRAEEICIZ 7-PDESFAER|DABENRERE T o
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[11-P03-2-06] £ EKERIRETRZ S5/ ODEFRIIBEICHASMEZ &H LALYIE
HAICBEEE L 1-4%1

Ol #4618, SBT 5=, 5540 Y8, 52 BAR, 31E B A, 1L B2, B A, Al BA REBX
K EFER NRR)
F—0— ) DERRRIEE. £EABIGER. WS hEE

(B8] DEFRKRIBEASD)DILRIICHEMEPHZEH T2 CIEHTH 5, ELKE:
ARIEFR(P-LSVO)Z £ S ASDICPHZ & LIAE10kg R B THRBEEZE L 24612 R L - D TR
&9 %, [AERI] FERF : BRIRHAICP-LSVCZ s S . ERR39B6H. AE3247gTHE,
£HOOII—RETRI2mmOASD. PHZER®H . F£E6NBICHEEZITL. Qp/Qs
2.2, mPAP 37mmHg. PVRI3. 8EMITHD. BEXRETRFERTPVRI 1.73BMEFTETL. &
AZ T IIVARZRE LT E£RINA. £5ES8.1kg(-0.05 SD)RFICIERRE IO EH PR/ IERITH
fii(TC-ASD)Z 1T L 7co EMI2 © 1ERR38IE6H. AE2896g T4, [UEBMERE DMENH
D, £R7HBEOLOII—KRET. P-LSVCZRE1TmMm®DASD. PHZER® 7. £%&11H 8.
{AE8.5kg(-0.8 SD)EFICKEEZTTUL\. Qp/Qs 2.4. MPAP 33mmHg. PVRI 1.7BAITHD.
TC-ASDZ HEfT L 7zo FEMI3 : XXAAZE1F. 1ERA33:B6H. AE1348g T4, AEBEBMARN
HD. EEHNBDDII—HEETRIOMMDASD L P-LSVC. PHZERH . 1H4DAB. KE
7.5kg(-2.2SD)BSICHEEZ1TL). Qp/Qs2.6. mPAP 29mmHg. PVRI 2. 1BITdH D, TC-ASD
1T L7Tzo SEBI4 : 7EAA35B1H. FE1616gTHE, 2RI ABICKEER TEEE S
ZL. DHEBCOILARZERINARZEE, DI I—BETR12mmAOASD L P-LSVC,
PHZER®D =0 2100 8. {KE9.5kg (-2.2SD) BHICHEEZITL. Qp/Qs2.93. mPAP
38mmHg. PVRI 448G TH ol BBREMEFAERTPVRI0.3E M X TET L. TC-ASDZ LT
L7ze WINOERHIEMMEERE DENERBXRLETCUEREZRED & S Bminor
anomalyl3EB®H A M >7ce  [ER] P-LSVCEHDASDD—EBTIZOAEPPHAELIREAD 5
EIT L CRBHOBENADNVELRAREELH S, BEFEERTHEREICTCASDZITR oo
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[11-P03-2-07] OERRIIEEICH T B RERRD.OER 7 BV oS AR
fimmES & U EFARREO T

OMEF KBS, =18 2 (BELFHERRE NEE)
F—J— R DEHRKRERE. DBER. FEFH

(B8] ODEFRRIIEAEVSD)ICHE W THEME (PHETRIICFHMEEEEHIM T3 L ISE
ETHD. —AT/IENBRFETZ. EFHERRIAOVSDEEICH T 2/0BK (ECG)DHHHY
HERETNTED, LUaT, B#20RV1>17.8mm, RV5>30.6mm, RV6>23.4mmIi3 3L /BHEF
MELDFRARFTHZ e xHRE LT ECGFAENFEFRICERATH D IEEMNLH D, &
IR CTIIFLIRAAFEHADECGRR R C PHETT, BAREHOBEEZ 5T L7z, [FE] 2018F1AH
52023F10BICHEL, Bit1-3IC0ERREZ RIT-RMEVSDEE Z XM RIC, HPRDEZE
R BRARBICERT L 7. PHETOFMEICIZ OB AT —TIIVREFRRZ BV . Q%Eﬁfﬂ@
HMEISERBEFROI I-MEZEICHE L. REEAERECIETHAEREREE X 4 S EFIZ
BRA L7, [$5R] VSD 4261 5 5, mPAP>20 mmHgZ = L 7=D X346 TH b SRR -
f=. mPAP>20 mmHg®DiERI T I B8 18BF 52 TRV5, RV6HEEICED o 7= (p=0.006, p=0.01
). RV1bEEZRIERAD D o7 (p=0.1). ROCEEHT T, RV5 (cut-off 34.8 mm, AUC 0.95, =%
£ 0.89, 458 E 1.0), RV6 (cut-off 23.2 mm, AUC 0.92, BXE 0.85, 15 EE 1.0)Th 7= £71=,
16BN B7AREZ R 7-. BARREHEE TIZAE 1 TRVIAEERICIE (p=0.005), RV5, RV6H
ELMER % = L7z (p=0.007, p=0.3). ROCEEHT T I3, RV1 (cut-off 17.8 mm, AUC 0.8, XE
53%, 452 E 93%), RV5 (cut-off 20.3 mm, AUC 0.7, IREE 73%, 15 EE 64% ) Th o 1. [E
K] SHMMRMYPHY 2 3VSDTIE, FLIREAEEAH SECG_ETRV5, RVOIBE Z 538 2 AJRE4H
=W, —7A, ECGFRROZM MDA VVEF TISEAMEZBFTE, TI—REHEEOERD
BlaEr 3. [#538) VSDOARTAHER1ICRV5>34.8 mm, RV6>23.2 mm%Z R $IHE, PHD
E1TZ TR L CRIHOFMZREI TES. —7A, Bi#s11CRV1<17.8 mm, RV5<20.3 mm®Di5F
BISEAHELEFTE 3.
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[11-P03-2-08] FYIBRDFIHTICKRELZRRENER TH > ILIBMZ 4 DRI LA
B AREAZE D —BH

ORnk &, ZRE BN, TH 5%, B @8N, NR A%, 8% B5F, B8, 48 2%, B8 %5, /MR
C(BRERXRZFCEETFEOEREY 22— NER)
F—U—F  ERIREAE. FYIFR. O ILEE

(EC®IC] FEREAEPVONIHFRIKRBETHD. RETZ2EMCMHRBEHSEMICES
EFINZ W, AL L TIAIEIME IS Y 2 31 ILERMICE L IYIRRMDIET I NS HN
BATERLHRATH S -OBEOERCNARRICERT %, SEIAPVOICKLS#EDRTE
MAMCETIEO>Y O—ILTE Y. [EXZBERED LEMYIROHIMZ L 7-—flZ &8 L 1.
ER] 10R&EB. TEEEPRIIEIEICX L. £%&54 BRIOODREEM Z 1T, Mo
DA T — T IIVRE TIEMERIREICA7mmHg. £ ImmHgE EAZEE RO N, B LE
figEIRDERRIE A L— X TE 0Tz BECTTIFERRAZ TOAMERROIIMEZERDH. DA
EEMBFOMTFARE THEMEROMOBIIEILTEL > 7H . EORATONAIIFEL
HBrSNEIRDATIRT LTz, MEBRBBIEREFRL 1A 4RFRICERARMZ I/ LARKRL
foo EECTTIFAPVO & ABEARD S AEMADQRIEIMEDFREXFRH. BWMDFRERE & L ThHb
WHEIAREONT=. DMEAT—TILRETOEMBROTLAEZHR L. AIEIMEICHL
CEZEITLTco ZDRARZETZIEMAS5ME 6 mRHIC—ET DHD. 6mFFICITHER
BIMEICN T ZCEXRME L 7zo TORBMIIMER BB LN, IREFICEMDIBEHE
L. BEAROEICNT 2CEZMEITLIE. LA LEHRANICEMIIFEIEESESREEE
MITLIcE C 3. [ERRED S EREXEARDOMER CMEDERLREZERD . £D
7o, CEQXRIIPRTER & HIMT L 10mEHIEMYIBRMZ B L 7o, MRZBIIRTF TH .
[ZR] PVOIFHERRENFE LI5S IEMEREEMISER A5 BDIRT AR
EMAEEL %5, MYBRISEIBER R DEFHENH D HETRRICEEDNRERLN. AN
BlD &S ICREZMEmEAICOEDREREZRD ZIHE. BMICKH T DCEOMRIFBEN &
it L. FYIBRZ T 2HENDH B,
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RX2—HE (11-P03-2)
EMmME - fhiER1

BER:FHK (KREMERKZ NERD
BRIk EX (BEZRAZEZHRNERFZHE)

[11-P03-2-09] > O ARELBRESZ 1T o IiiiagREREREMEORET S
FiiE%ARIRZEAE IC & | B iR (B&H)

COEA BT, & #A, R =", ki HE', NEh &', BiE SF, 85K BR2 )\E EA2 BE
EARR?, i S B B (1L AREMERAZ R NRH, 2 KIRERERAZREE NROR
MESNE, 3. KRERERKZ R RIEZER)

F—U—FIFMEME. MEREE. >OULX

[B52] HERIERERE (TAPVO) MR OFERIIEZAE (PVS) ICHT 3O LARE
BREDEMENRE SN TVEIHEBTOHREIEDEWV, §E. >OULXLERER
ToIROBIRAIZRBRL IO THRET D, [EF] 27 HA - BR BRREE] Tha35E
1BICAE2646gTHE, HERICTAPVCO LOFEE) 20, BE13ICTAPVCIEEMIETIT. 1T
RICPVSZE R L2EIBF M E 1T, £%4D A, 2KIIFHAEL. B2 2AXANXTV 2 E
B, TORDLBILAR. 2N, MEMEBEZHSPVSZEDERLILIO. 1HMAEICX
T bRBREICK LEEMINIL— LA ZE LT £RI10D0ARLD IO LREERS
*FAL. BILAMZE YT 282, 3B ECPPER L. M#FRMEMEMmME (PAH) HX
EEMZR LT 1% INARIII10EIED/NIL— LK Z T L 7=h. mPAp :
57mmHg. TPG : 27mmHg. Pp/Ps: 0.93. PVRi : 6.4WU*m2 ¥ PAHD#EITE RS 17
& 2RIDARICHEREBEN S o 1o N T 7 DA E Lice 27T HA. BE. I
WREETHRZEZPRICRE L. KR, RIERIZIT ol MBEBEDFMEILL ) >V NEILER.
FEREAICAMERZER LAY I/O7 77— 22 HERH. [EXMADFRBERD e FRED
figeARIE X 7> MR Z DIAEDIMERIRICHRIBEZ RO 1=, Fi/EEIRISHER - RERDOIEE

ZERORENIZIZFEEE L TV R ERZ ZHERD T NIBIR TIEHIRIBEZEREDHZ32HDD.
NIRBZISSRDLh o Tce  [ER] F/NEIREAZEY U DNEIRE W e FRARICEET
BFREROT. 2OV LREEREZToTVWEN, FMEEIRICREIRERZFEH. FFICH/)
FIROABERZISEE TH o1 —FH FVNSARDBZISPFEEREICE & F D BT & 52IRD
REDEEICTRE#ZEEH. POULRICLZIZEHL TR INT .
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RX2—HE (11-P03-2)
R - FEER1

BER:FHK (KREMERKZ NERD
BRIk EX (BEZRAZEZHRNERFZHE)

[11-P03-2-10] fsfmEEiE MBE B MR RO MITHREISMFE#RIREZFRTE S
h?

Ol 3512, =P 357, ig4n B2, @ 128, Sl Ef, 88 K5, BK A8, 24 B—5,
T8 AL (1JCHOAM KRR, 2.8 A FEF S ERKR)
*—7— R ! Capacitance. TAPVC. PVO

(B8] #EEIEREE (TAPVO) figiEslRk%E (PVO) IIFRARTHD. EIAFE.
fiTAIPVO. TR IWESEN) RVAFE LTHSNTWS, MITEIREAIED S 55
I RORAFZRIESNIZRS TRV RATIIFERRDOEH T — T ILEEIC K 2 FHMEAHMlT
HBPVOEFRTERVHIRETZ I #BMNE 33, [HiE] TAPVCHT#E11465] (B7264).
FiRFER14 [7-50] BH. LOBERE60A @ O34 ¢ FORE30%  EEENH) IIxFL
T. MEEHICOEN T —TILBEZER L Tce TDERPVOSHHE X IESHBID2BEIC DT
T. MERFHOMMITEIREIEEZ LR L1z, [BR] PvOE#114] (B76l. L.OHEE4E) :
DSR2 FOEEAR  EEEH)) . PVORETIEMTE74 [29-278] HTH o1o 2HIIC
HULTPVORRRRMT (494 [82-143] H. #IEIFM#%82 [72-133] H) Z17o7=h. 55
ABI TN BAURNICBFE L. M OEHT—TILEEIXME30 (29-41) HIZfTo 7. PVO
BHE (1146) CIEEHE (1036)) DLEEISUATDED . FitHs 7 [5-14] Hvs4 [1-
18] B (P=0.8) . TDOMEEL26% (25.2%) vs 45 (36.4%) (P=0.3) . fhi#iE . 5.36
[5.01-5.49] vs.5.29 [4.71-6.12] L/%/m? (P=0.9) . FH9FHEIARE : 16 [15-20] vs.
14 [12-17] mmHg (P=0.5) . FEHAREEAE : 9 [9-11] vs.7 [6-9] mmHg

(P=0.4) . FRMIEIEFGHE : 1.3 [0.8-2.5] vs. 1.3[1.1-1.91WU/m? (P=0.5) . Bl
F /N R VR 1293 [1.80-3.33] vs.3.40 [2.77-4.25] mL/mmHg * m? (P=0.9)
[{&R] MBRFHOLEHLT—TILBREL SIFHEPVOEFTR I B IIRETH > 7=,
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