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ER:SEHBE (Birgdmik /hER)
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[111-P01-2-01]
NEMBEZEMRBRICEH T SMBMELEZE XS

Ot 1LF, FF RER, I8 II1C, A A, LA K8, TH BN, L2 M, RE TA, & &F,
E&B 7 (tiBE APk /NER)

[111-PO1-2-02]
AIHRERROMEBMES ) —F X9 S Treprostinil IR A FE
Olle BT, R &R, B BE2 145 HR, IR EAT, B 2 Ik MRS, A @3, F

=2 ®A B (1. REAZERL > 4 —AKRRNER, 2 RBAFER L > 4 —AFRROBMNE
HEL 3 RMAZERY > X — KRR ELRM)
[11-P01-2-03]

TARTAORT /= IILEEENE 21T o 1o R DR B MR ILIE A

Ois [, shit #h88, RE — B, AKX 8%, BH FR, 5H =, B BL TN 55, EF €8 (38
INRERY >R — ERER)

[I11-PO1-2-04]

Treat and repairil & > TERFEM G EAEZ 1T o IcfimE Z 5 OB FRIIEBED—FI-H R i3
mmmﬁﬁ%@wi?#

Omf ', BF @5, i 4@, 85 — 5", A% 8", #H 51, 8K 18X, A0 a8, 41 #
21 BEENRERtE Y2 — BEER, 2BEERE)NREEE Y2 — DENENR)

[111-P01-2-05]
MEERMRONRZBEREPICHRHIIC & 5T & 1o LIS RIEMEFRIRED 24

O &, Bk E, HRE BN, B 83, 88 BET, WE A%, 8%, 0% 5, B8 %L (BAER
RBCBEFEOEREYZ— NE ﬂ)

[11I-P01-2-06]
BEHISEL TH 5BEZ1T o it A RmEAa R R E D —HA

Cigm B2, AIE M, B4 =5 (0 BRSITNIRAERE & — EEEH, 2 FRHRAR 1R
*—I' 3. % ?%B—L/J\JL: i) E%t R — IUH@M%%*SI')

[I11-PO1-2-07]
BB RIS i EREICH L TCaldmE N Bz T & > =—7f
O4 78 545, [ 34, A 2h—, BE B, 548 18 (BJIIERAZ /NER)

[11I-P01-2-08]
NEEAR R IR MEEREICHF ST 50

Ot MET, MR 1K, T 37, S48 St, 258 55, RE 27, kB %, BREEE 5 8, A E
X (BFERKZ NEHFBE NERRRSERET)

[I11-PO1-2-09]
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ER B8 #z (RREBAFDIHEEHE NER)

[111-PO1-2-01]1 NRIMMAEEMERICEH T IMEMEEZE XS

OX# 1LF, FT KER, 7B 142, HA HA, 54K K8, TH =N, 1WE N, BRE KA, B #
F, BB Z dtBEARFmE NER)

F—U—F  elEE. WERESEEE. SR

[(B2] NEMREEEEEDEEIC. MelEENEHTII L HI3HN. ZOXH=ZX
LiE+R2ICIFBESMIBE>TWEL, [FHiE] dtBBAERFENNERICEWV T, 2014F18
H52024F12 B OIS EMEMEERE X I FEEZZITLIGBRABDEREICDOVT,
ENEEOEHDEECZBICDOWTHEST LIz, [HER] Sm#MiaiiEs 2T/ hNRE
Z66IEFl . LB EDAEZITT/NBEZ193ER. 512595 ERD S 5. 45 (1.5%)
ThEMEEDEHI BRI NI, s MEED KR ISMENIRMERMSMELE. MERIREEE
aﬁiu EMMEEREMESMEEDR VR EZETH o7, 4EFLFAITSI/7O0T7+X
T77IR EFTIRILT 7 > OFEREHESD SNz 4EFIFIGERF TIXREEDAEE
Y Hm;muzr%&éru FMEIREOANR. BEMABREDRBE R STz TDS552
FEFITIXNELURICH S MEEADINEZ RIS ZZ EHDFRETH o710 AEHIF1EFITIX
EMEMRREERICIIMEMEEEZ RO TLWAED > 7H. BEHNS10FEERIC. MR - K
xRk L CHEiRMMSMEEDRIEHL R SN, REBOMMEILEEDONREZ REL <
TNTW3, AEFIF2ERISREREDELICEDFET L, [&EE] NEMABEEMERED
FBEICEVTIE. BREBEOBREBETCAEERIIHEIADI Y. EiRHHICHMEMERE% F
SES AAREMICOVWTHEEL. THMNICZEOEEXHEIEL TOWKBRELDH S, £ %rb
SZMBMEEDRRIIZETHD. REEDRBCEREHAE LR LI LT, @RI
YA - BIEZT o> TWS ZEHEETH S,
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ER B8 #z (RREBAFDIHEEHE NER)

[111-P01-2-02] ALMIRERFDfEMmMES ) —E IZXt 9 S Treprostinil iz AE
Py

Ola BE', BE &L, B BE2, hF R, JIN 8K, BB 52 5K mes, #a g3 A
W #=2 B8 B (1.RBAREER Y > ¥ —AKRNER, 2 /HBARER L > 2 —ABHRKHRD
BIMENE, 3 RBARZERY VX —AKKEFERR)

F—U—RIFEOE. BRASLTOXFZIL. EHEEEE

(EC®IC] A DFENARME A I /EAE(PAH) ICEGE ST LV Btreprostinil RAEE I, /)y
RBEICEVWTHEMUNRINTWVS, SE. ATHFEREERICNORATTPHI U —F
R0 IR L EREPAHIC 2 SEFIICXE L T treprostinil IR AL Z HETT L T-RBRE HRE T 5,

(5E] ERARMABOMAE—XICHEEF2—JICNT2ARIX—%. TqILEZ—1)l
IZNO 20 ppmER LD v Y V1) — 2% TNENRMD (I BEDEEF 1 — 7 ICEE
L. MAZAIVJICEOETRAFTHRA L. [EAN] Big22. BIR, RBE - BHER
ETHEL. TRAMBEEM2EICT L BER141CjateneFEMiZ 1T o fco fiTEHIM. EAEPH
D7-H3HEDECMOKRBRICEEM ZEATD PHY ) —E D7-HECMON S DEERT A EE
2 ofco 2EIBDECMON 5 DEERREFICEBUPHY U —tE W E L 7ch treprostinilzZ3MRA S
BB ICMITENRENRE LBERR ICRRII L 7o £ DR, BIMHAREE THT L7, [EFI2] 2
BBR. [ TOVNABBOI-ORIMXIN. IFRUPAHDEE B> Tco ATHREETT
DNOM A FEE & epoprostenol g T DIRE THPHY 1) —F L [UEEHEE k18 LBEAIO AT
BlEE B oTce BREICHKINIZD REETH30 cmH,0/L/sech* 5100 cmH,0/L/secN LR T
58 EZ RE LT TreprostinilRAZEALTE Z3. MARICKEETIAERHICEHK
E L1, REFISBHEBMIEICK DMEHITE B o1  [#ER] ATEREEFD
treorostinillR AEEIZ. PHD V) —EADABEEIRE & 4 2 RledEN S o 7=
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[111-P01-2-03] TR FOXR T/ — LT % 1T o IR M DR EMTERILIES

Ohig [E, it #h#H, 1Y — B, A% B, BH FR, 5 =, BA B, TN 55, 25 €5 (3
FERIVNERERE V2 — BRER)
F-—U—F fRIEE. TRTFOXT/ -, REBERE

(B2 - BH] XM OEE (CHD) fiifEPHADPGI Kt T EE SR P EERH TOER
EHETH D, AR OEEFMRICEEDOPHESH L. EpotFfigI=EL. 20&ktEL*
IINTANBRTEIIARAZRRLLOBRET S, [EM] BLE. BEFRRXIIE. PH.
FEEEEDINALR, BWELOII—CTHOEBMEZES. DEHT—TILIRETH
MEHEH(Rp) 7.02 WU/M?Td o 1o #ROFHIMEHLERA(Oral)2# TRp 3.98 WU/m? ¥ k& L
etz DERBFEABEAMmM fenest)Z TR o 7co DRBEFME. ZRMAER4.8 m/sM E
72 D Oral Tldsuper systemicDIRRETH D MEHIHIF TE S| EpotFhirt Iz M LT 4
ng/kg/minE THEE LMEMIFINTREEAD, 1FERICELFINTICBRTE L, [ER]
IDREEMRFOMERTIE. i/ NSIAROWER - REIEEIFBASHTHR L EITLMIE")
T TSRO EN Tz Flow BLFRET2q14.2914.3RK%ZRDHI=H. PHL DEEE
IEFRBETH > 7co PHETTICIZEOEICKL 2R, FHEER. REEOLEHNIESHIICE
ELTVWHBEENRH R EZ5ND, [fEEw] ARICXH LT ZL2ICEpoBANEEET
HoTco OralDH TIFMITENREMEIGH REELIZE. EpoldBMTHD. ZDORDBER S ATHE
cEz 6N,
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[111-P01-2-04] Treat and repairic & > TERFEMNARH#EZIT o IchiemEZ# S
IDERRIIBED—HF-H 7 o3 MBI REX O £ H

CEf =, 2% @8, i #8, £5 — 8", A% 8", BE SR, Bk EL", An 587, Fi
HME2 (1 BEREINREREE Y2 — BESH, 2B EEINREEE Y 2 — DEMENR)
F—TJ— R LBEHRRXIIEE. EME. treat and repair

fimmEPH)Z # S DERRKIIEIE (ASD) (. FimEE (Rp) AL ZE TICAE
g% 7= T%. A TIERp 3 UBENL - m2BA £, FAIFLEA S < AR VEFIIE. FilEILR
EZEAL TPHOREZ R THSAET S (Treat and Repair) BEMEREINTWS,

Sl treat and repairZsTERVICHEIT L. EBRFEIICASDZBASH L 7o fER 2 RBR L fc D TS
T30 JEFIX13m M. ERA35E. AE880 g THAE L. MBRNICUDAREN S B, 7rEF
ICERDIRERZS = 2Z2HICASD (TRFLEY) ML, fREENZ/F > TRENOEFRRXIIE
S OAEH TH o fco 12REFDOII—TPHA DN, DBAT—TILEEEIT o7

FEHEOERRES mmHg. FHEFMEIARE 62 mmHg. FEAREAE 7 mmHg. Rp 8.75 UE
fiI * m2. Qp/Qs 1.15TdhH o7, Treatand Repair®d A L. 7TVt X% EA%

ICRp 3.79 UBE{ - m2. Qp/Qs 1.93RpDAREZHR LT BBE LI I—DFMENSH
HBVICASDEASHD A & L. 13mEICES/0EZ B W TASDEDBEZ 1T o 7co C DIRICTHE
TLICHERTIE. HEDEE3E. WEROBRHEEREDETANA SN 15D T—
TIILRE TEEMBARE3S mmHg. Rp 4.2 UBMI - m2. Qp/Qs 1.1 TH o7 /NIL—2FF
SHERER % 1TUVASDISREASHRTRE C #IBT L. ASO 11 mm TR L 7z BB HEE DPHL R
LTWeh 20 CHMEILEREZ I, TOBREHPHOBREIIASNTIFLAL, Treat

and Repair COEZFERI R IS B AEEE & & X Sz, PHEREFEGISMIMELREOH#REH
ZFLLWETNBZD KEGAITIIFMIMELETEREDOEREICE > TPHOREIIEDSBH > T,
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EMmME - fhfEER2

ER:SEHBE (Birgdmik /hER)
ER B8 #z (RREBAFDIHEEHE NER)

[111-P01-2-05] MEEEMEZRDOANFZBERRDPICHMIEHMMIC K 2ZEATEZ E/-L
-2 R M mEERRED 24|

O/ /), Bk 52, 70 B0, & &%, &% ma5F, WE A8, 5, (i g9 BE %5 (B4R
ERAKFr5FFEHERE> 22— NERD
*—TJ— R fEERIREE. A XS5 —fR/. ZESATE

[ C&IZ) FEEsE (pulmonary arteriovenous malformations: PAVM) (3G AR IC
LB EBMAMAER T THC. HER/RE. BREMOABREA. MENRCEELRESHEZE
ZL5%, S MEEEMEONRBBRRPICHRLEMICK BEAEE S LI2fl%Z
BERLIDOTHRET 2. [EAN] 13BF. ARMERNREEEUEEICT LT, E#&I10D
A. 3mEFICEEAR TFMZzR A BERIEEHINTOWAD T, Sk B
AR TOBEFMERICRERRSPO, 80N DEMEMENERHM I N, BEDRER. TX>5—K
ICHES IRIZRMEDPAVME BT E Nz, SHD SIRMDEICEHSEID AT —TILERMZE
L. SpO,Id80—90%EBRIFICETHE LT D%, BEEMEDETIERLANS
NARBERRZ ML REDT—TILBEROKIAZRETHR TH o1z, 13WF. REICEE
TR L TRIN. ODffgEDNTONGDRSEEAREINLA, Mmoo d> ~O—)L K
THOIET L. [UERFI2] 16mBF. ARUEHBRMC A IOT 4 —THRT7420—-7T v
TENTW =, 15mEFIC. mAIERRERIC T 2 BEARMFRIXIERE CTEMETE SR
HEEEIN. ERERECTE TMIC3AFRDMEIEIEN KR SN, 16RBICHT—T
JLERMIZITUL. SpO,I1d88—96%ICTHE LTz, TR, ERIBABDRERX =R LIhE
BL. TOBROBBIZRITFTHoTco AT —TILABEIDARICEETHNTVI L%
RRIN, EEARXSNIAESMEBRAE TRT L. AFCTICE DEMU FAMZEE
PSRN, ERIFEMEEMEZHENT. [FL®] PAIMIZERERTH > THEER
BEZRL S 37, AIRRBROBBIEEZITOONRVWEEZI SN, —/H T TH
MPAVMDIBEIE. BERICHPAVMDILACHAREDHIRZRL 5 57, BREERCE
FEMERETH LB CHBLREGEERE #0—7 v THURETH 3,
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ER B8 #z (RREBAFDIHEEHE NER)

[111-P01-2-06] BERHICEL TH S BEZIT > ALt AfmE I I ZBRED—
1l

Ome E#'2 518 8, &5 2383 1. KRB \BREER L Y 2 — BREH, 2. PIRHRKRE /)
BHE, 3RRFAIVNEREERE V¥ — OEMENE)
F—U—F I EREBRCE. SAKE. ST

(B2] AMEfRafERxgIE, MBIk & GMEERAEORICIEEEMANRIBEL TV
BHWRETHD. ZIIORFTHEZEH LAV I T, FHER - L REICHSHRERKRE
ET3eh VAL BB b IChEmE, SitihKEE, M, DRI ERRRE
DEHEZZHRICEZEMICED CeHZL. [BA] 15mDROHHADIEREEDEM. 1> 7L
I OHRENSFRAE R DIMEBERNBERSEENTON, BEEbMamMENEEL
RN e B o T ER2h B RICREFB ORIT 7 224 - MUBEE, 13K CathicE L
TBICEEORERIE - FRAL RO MR THEE - ATERSREENTON, artsa
FENAE ISR I E S S NI=BEEL H 5. DI H T — T IILEE TEMSIARD FHE
30mmHg EEE&R T 27mmHg), fiMEETE 9.4U - m2 BEREBR T 8.4U - m2)THho7:.
FRMABEHE) X7 DEBREMIC SmmDATME (1 >3 EePTFE) =ML zMm1T
HiEM(ERMEAR-GREIAR/\ 1 /N ) Z 1TV, TR 3ERIIFEMEARE 21mmHg (F18, £
22), FMEETE 2.2U - m2 (B 3.1, E7.9)riimMENREZREZ L. LHLANS, it
MR > F0 5714 —TIIER 80%ICxt L THME 20% T, L > b Y EOAMERKDIZE
g o ®ENR SN TULAL. [ER] BEHHUREICMITEEMNITONIRSH)ISHE
RCEZHEET 1HDAHTH 3. NEFITIE, FREFEMEIMEIFEE CXE L, FFRERMH M
PEHEKED ) RVIFEBHBTEREEZIS5NZ DD, AMOEBERFIRIFME E KEF <
IEZEbh SR of. £E6HNBEEB L IER THEIRFENM TN THMRICHREDRSE
NREOSNBD 2T T2HREDHD, XEFADHEET 3. X T, MHIFERITIBE L 748
MEMNSOHMABICEEIRL7-Z eh 5, LLIRBHICAE £ 28 LARIN A ZBEaYIC1T
STENLELVWEEZSNS.
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[111-P01-2-07] AFERRICH S M IMEREICK L TCCaldinErEMTH o 7=
—15

O4 7 5i%, [@ H34, 1hE 50—, BB & 515 18 (j8)IIER K NER)
F—DJ— R EER. BelE. CafEE

(BR] ARAIMAERRIZEIR1/15000F CHE SN BFEREET. RABHETORBLERE
R(IERIBIETHIS50%. ARIEETHE0%E FERRTH B, MEFKEEDHI20%IC
fisMEEZSHL. BEISHST 5, HAITEMEBERRICH S MaELEICY L TCatdin
BRAEWTHoTERNZREBELI-OmRET 5. UEH] 2m&R. Fr'BHBICAMER K%z
5. VBREDOHEM3SE3IE. FE1310gTHE, £RICAMELR. OEFRKR
B, EERFIRERCEZHLc. £BFDILTERAL2DI-HEFE «- ATELEEZ MG
L. BRLGF7/ —EE EEZRELL. FHtERMHBOESREEZRAICEL. £%6nAH
TREVIAMZRT. MehEz&# L. MMENERE C L TMacitentan. Riociguat.
SelexipagDE A - BEZHED =, 14D E TREFIRIESR % BERT L 7o —B1LEZR  (Nitric
Oxide; AF. NO) BEBIEREENHIE. NICURAARZEL 7. 1RI10DB DA T— 7 )L
B, NO 1ppmi%5 T CHi#ARE66/23(44)mmHg. BfifAIFELL0.80. FiMEHEHT5.6Um?2
2o t=h'. NOHLE THIBIARE108/72(86)mmHg. FAIMMELL1.26. FHMEEHT16.6UmA
IBE, CiEmEaEHRICK DMEREET ZHEERTEL Nicardipine 0.4mg/kg/day % BitA
L7co 4mg/kg/day £ THERICNOBER L. 2/R8H A OBFMRFICIENOIE T THZRE
78/30(54)mmHg. BifAMIELL0.73. FMEEHAS.6UM?iEZ RO, [ER] Cattii
EiF—Eo/NBFEFIREmEMEEE ICEMEHNONZIHERILO/NRICHITIERRSITZ
LWe FEFD &K SICNOWAICHKTET BAERFITIIMME DBEAREICEES L TWLWD L
AN, CafmEZzH I MENH D EE X B,
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ER B8 #z (RREBAFDIHEEHE NER)

[111-P01-2-08] /NEERH BV BRI IS I EERIE IS 55 5

OFaf MET, AR 18, T 57, 548 S, 758 558, R 2F, B %, BR KER 75 8, &
RNEX (BFERKRZE NEHFHEE NBRRSEKRST)
#'_"7'— F . ):ILH-FH\ Hﬁi%[ﬂl}f\ %’&HE%

Bx  RABER TIEFRBICHEVEYIRD LUIE LIETThN. 1/30EFD MRS E £ TIChhE)
MELRZRTEHREINTVDS, MENGOMERBEMIFHESIELCEZSNTEA.
fir i Z 588 % < THIREMRM TIHFEMNIC M2 MABIRE & MEkmEY €71 >0 %
RICHBESNEB>TE . —A. NEBOFRMERIGEEDBERICHD. RERICH
SEAIFOESPHMMAZDOFEIFFELRHZ V. FAERITNEELSDZFBICEWV
THMBMEEREDRKE A & VWS RFEZREE L -, A% | MBI S MNEIGES Z bR
<. FHEMERZER % 7= (S UIBRBI DERRARBE = BT L oo #&R | MRRIZFHR MR ER S4B (5t
KME—RIFEARE ERE1Fl. ERATIEZHEORVERMMER RO S = 2 —iEZE 361).
FEmtIBRER 26, RIAmERAREA R AMEAZ AL Fl. FIIERRIE16.95%(15-195%) T2HIN G R
RIFHERI TdH > Tco FAEIRDMILIEFT2.95% (0-135%) T, HIRIAEFICHEHTEINMEIRE
35mmHg% 8 X T EBIE 46 (57%, 35-130mmHE) TH D, F911.5m(5-15m%) Thim ME
Z W LTce 7HIRRSHIT71%)EF FEERDMIIO D5 FIH7FE 4-10F)EI SEEE LRIER
xR LTco AEE3ISMmMHg EDRERIEX35mmHgREDAER & L8 LBNP (287+320,
14.6+12.8 pg/ml, p = 0.013). NT-pro BNP(1626+2635, 49+34 pg/ml, p = 0.033)h'&H* >
e, EEERHE (64.6+3.1, 63.5+0.1 %), EE?IE%EEEHH& (90413, 100+7 %N), EE A&
#(21.4+4.9,26.9+2.3 mi/m2)IcEIE A <. FfEERE 1#97{:‘%\%%?*0)%3%73\1‘-@311
Too #&5M - RBIZEICH D/ Hﬂ@)#%ﬁi-?%%"ﬂﬁ%m CHEARE IC_ ERER % R
EGIHNEET 5. ETRNSHMEBERERTH >74BlD S5, 26IFFEMmEEICHEL 71
A 20UFN0OFEULAEE LR ZROT. HEORAL £ HIC. RENAGERHED RAIX
TH5o
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[111-P01-2-09] EFEFL K MMERREANIL Z 7 1ZfRERIC & 1T 2 mAlfi D MmiTEhRE
~ MBI & s NE DRI ZE{L~

Otk @81, LAt B—8R", Bk M, MM BE, F60 %27, TH K—", XA ¥2 kA 223 H
R RS, KB E—" (1L AUMAS R NER, 2 BRI C ¥ 5k BERERAER, 3AMASE
iR B AR

T — R REEEALTT. BOSER. ST

(B8] EEMERBEANILZT (C(DH) IIEER I SMEIE (PH) Z55H 5. BRI
FHADEIBZFICK DMTEBRPHAEBIE S 0%, =RAAIZEAS D THV, XI@BAFMDRED A
THh3., [BM] EECOHMZRICERAMOMODETEZITV. BYLRPHEEREZBIEd. [
%%] 2017 —23F YR THE LEECDH 386D S5 5. NICURBREFICPHE &4 LD A
—TIBEEZEITLEIMFZRRE L, MUK > F9 27« HomAlffioffmmEET
(Rpl) B, PHIRTEES T1ERSH. 2ERAFIC T+ O—T v THREZT oo [
R] 11512 BRI Z=(F. LTEE0.09 (0.05-0.12) . o/e LHR32.9 (20.6-36.1) 7o
foo 7EBA37 (35-38) E. HAEKE4.2 (3.0-6.8) kgT. 6HIHIEEEH (AVSD+DORV1
. MA1fl. Large PDA1 . TGAI1 . TOF+PAPVC1%l. VSDII 1) 7=>7cs £fIICU
AZEL. 3B TECMOEA. 7HITPGLEE. Bit2 (1-3) TCOHEEMZZ Tz AR
2840 (36-79) H. NOWA22 (7-55) H. APRE145 (113-207) BH7Z o7 BEERENHFEE
ZH9%l. BRIRE7H. BROPHE7HIIE 5Tz DATIEREE (3-7) ICEKE. 2 TBRIFRSE
TTITLN. SpO, 94 (90-95) %. FIIPAE22 (16-37) mmHg. Pp/Ps 0.37 (0.21-

0.93) . Qp3.8 (3.1-5.8) I/min/m?, Rpl5.2 (3.0-8.2) WoodHfi + m?72 51z, ffAlvsE
I THMRS > F1865 vs 35%. Rplid5.0 (3.2-28.0) vs11.4 (4.7-103.1) . Rpltk0.49.
BAIRpIA B WERFIZCBAIRpIHED o7 (p=0.03) » 1EFEH. 2FROERAIRPII4.1
(2.4-13.1) . 5.8 (1.8-10.2) . #£fRpliL6.5 (4.6-18.1) . 8.7 (4.7-13.9) f£>7zs #I[E
ERIRpIN = L\FWJLiPH#ﬁﬁLTL\tO (ZE2] FECDHMRERIZERIRPIDE WERIF 7
fIRpIHE <« EMBHAPHA M L TUWV eo MADMITEIRZZER L LEENUETH D
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