Pediatric Cardiology and Cardiac Surgery 31(4): 223-226 (2015)

Editorial Comment

SIAEPIRAARELS > M
PRI 5 FESEE 2 ARG A2

KM i
JUNRS NRE - /NRABELS

Portopulomonary Hypertension and Hepatopulmonary Syndrome
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FERMEPIIRIAIEER > v > b (CPSVS) BHMiTIdH 2D HEZHR TRATEE T 2B TH D, W « IBHFITHE
TRLEEDIE RN, UBEORES U RS Lk 51, B4, MsmiE (PAH) ZERICAHTZ L
WIS MMCTE > TE . WA TE PAH DJFRO—D L L THEEMNEESNTED, UL 2EOMERSENE
MEREFID TH#HZ A R TH 5. iz, KHELERERKIC PAH £ F7 / —E2a0d 2EHMEHAENS.
CPSVS DR RBIIIEF ICHIKIRNEEZ BN, BEOREI YR ORERZ LA T 5.

FIRRAt = MESRE (POPH: Portopulomonary hypertension)

POPH & 2013 4D =— X4 Y O TPMIRESGEREICHES D L LTHES 5hTWAH, ThIIFIEE
BT U TOBIERIZ FICHE L THED, CPSVSIC X% PAH # &8 25 DM IZUMNIMBIC S 5 L EN TR,
UL, BEDHRYTTOXSEICHEDLNTED ¥, AUHEERE T2 HHRINICIIEZRT V. BERLIE,
MFICHEWVT PAH OFERTIZELL TWA L EZBNEZNS THS. AR CR#E NS 13T OMmEIHEYE
P AR M ENERIRET % C LI K 2 IMEFHE O IMENIEOZER, 2L T, ¥y > MIES i
FRHAHINC X 2 IS~ D shear stress DVEA & HEME LT3 Y. CPSVS IC & L7z PAH DOl s s g1 d s
WG, STEYEEIINE, MRTERTH D, FHERZET 2 POPH EEHILTWS 2 Y. BAFEEICHIF 5 POPH O
72CIE, PAH OFSIEENEE IZATBOTEIE R ICBEA R {, v > MEDORERY, @ HE T
H5 ET-1 OIliPiErE > LS5 L EbN TS, O DL Y vy Y MIEDFIED PAH ORIEICE S
LT3 EEZBNS. 5%, CPSVSIC X% PAH DG MTERFDOHICHGE E NAMEH LIc e 2 A TH 5.

FFimyE(®EE (HPS: Hepatopulmonary syndrome) & POPH &4

N> v > F2A9 285, CPSVS TH HPS LWV S RAMEDNTWAD, HEANICIIERZHTSED%
EWLTWa. LA~L, POPH &ABRICHEEDGm I TH D, FIEET B HELL TV 5 LT N 05
mE Z OFRHZHNSD L L9 %, HPS IEARMATMELE & MBiicE BNy > ) Z3REe L, KU
NABNC K BF7 /—EB 2GS TT. > T, LNEFEDIRW CPSVS BFICTF 7/ — BB L 72355 ilid)
RO & 2B BN R NI R S5, ET-1 B ET-1B ZAKICH AT 5T L TNO EERIEL, ZOREHE
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FRMEDIERET 2 & EZ SN TS, iz, VEGF OFEAERINC X 2 S B IS e FliEh i IR H B O — A & H#EN
EEINQAYIRS

gz S & 0% 5%, HPSIC POPH ZA0f L7cHEDEULE NS, Pham 5 review of literature Tld 7
{5l HPS & POPH Z5EL T D, DS 5 54iE HPS AL, 141k POPH AT, 14i& HPS & POPH
WERFCEZHIENTVS 7. HPS & POPH &\ 5 MK T ZIRENBITE LU RABHCFET AHFICOVTIEE
EHHS M55 TEWIRWDY, Zopey 513, MIRH: LA &K > T bacterial translocation 2V C D, RHED ME(E
EEE ML, TV R VREELE RS EEL LTS Y. ET-1 5 ETA ZAKICH A9 U MU
N, ETB ZAKICHE T NS MEILRENEESD TRV EEZDNS.

B &
1. Vv b OEICHT S8
1 &S

VY MERERS U BREELTEXOD E S MW % 7z DI PIRIEZ IEREIC IS 2 080 % 5. 4
F—=TIE Y v Y MIENANED, FEICKRERNV— Ty MBS TMRELZNE T . %
FPAREAS 32mmHg & O KT AU — IS, @EFAU HIMICERRETS LT3 MEN D EH %10, WETIR
28mmHg ZHHEL LT 5.

2) B

POPH *® HPS OFEMFh 5525 L, EOJEFE VTR TNS 2G0T 2N E V. K0T, Wk
HESHTIC M LT BB TR E U IR A BB IRE L EZ S, TNV Y~ FOBEIE 2 R E CICHRMET
BN D B 78, BB TIHELEADEIVEVSWEEH S 210, L, v v MIEDKEVEAIC
&, FRIOGOIHENZIHICHEITT 2N ZEEE 2, 2 WA TH > TELEW LIt d L IdEE—E
HBIRETHB.

3) AF&

A IVER

WL ODNDMENHENZH, SR TETNETIC I aAIVIERZITY, & TOERFNC IV TIHEARET
Holz. FREIRND Y ¥ > MEANT Ta—F3 5. MFESAEEERL, K5 AELIELTNDHBERDIC
IOVERETZONEE L. FRELTIE, 1ZEALEDEMCHENTTRHRMICIZ I A VERDIJEEE Z X T
5. 2120, BOKERMELZZ 2 DAL NZANVETINEEST, FRICKHHZELIXNELD 5.

NIV—VEAETHITHRIRER (B-RTO)

IR/ —=)VEROENENZERTHD, RABEEK TR LELRBITON TV R HETHS. ERIEm, 148D
HHiamE THNE CNDEL ELERWTRETH 5. URTE 2HORBADH D, b5 EFENTIERNEDS
N, BEL, HWITRICEE COMNLHZ2ET 30, NETRERBAN DTS HHEH 0K S 7% 08 b
ERAR

NEIHRERRAT

N v > S DGRV Z S E 5 21850 e, HANICIEAN S ¥~ bR e 5%, BEE U IZARME
BUC KB HENDH D, FEEROBICHIERIED 5 - ifx & ORI Z NIRINCHERETE 5. LA L, fERICIE &L
TE5 S TRENKEL
4) AREER

HT— T IVREIC K B FHZE FMIIRIEDA S M EHAE R Ral > TW BRI, W7 —TIVikEzEiDTzv». —
Ji, BUEE DG, SRHINCHEFICHZE S B TR THEMREZIE T 2 2 ENEE L. iz, bdko
X5 S MCMIIRIEDESEZ Fal> TWT, “EEETIHEL TOLIEGAICIE, MIDIiRE N B 7z D BRI 7%
PNRHAEERD EIL & 72 5.

5) #R

T v MIEREMTRWC ENE EMSIIC D572, WINOBREZEINT 2I1ICLTH, HifTaiciEy
CT RIS 217> TME O E T2 EREICHE U T ARENH 5. 795 ThriFhud, EEICHRZET 5720
Th5.

BRNRBRSBFEME £31E F45



225

2. POPH ITx4d B 3aiE
1) FhmEHRERE]

POPH LY Ft U VREMMNEELL TWE WS R D, TV R UZREETEEOBFHENTHIE N 5.
7z72L, CPSVS BB IIMHHEENRE TIEH AN LFLTWVE T EHEL, Ry 2 UV RE5DEEIEMBERDO XD
WIETF 1 Y DRBREARARTHS. £oT, FEENDZNEINTVET VT VLY RV EFERT 5 EET
H39. RARYIAT T —EHFRIE)HMELRANTH 2P, MERLEZEC LMREZ R X850
BEMER DB T & &, AT IVTF 7 4 URE%IC HPS WEL LIc b VWS MLt H 5 2, MELRRE
WL 5%, BEDWE T CPSVS D POPH I LTRE Y R Y, YIVTFF 7 4 VRV RE DR E NS
MO MELTIE POPH BGOSR LTI, EROBHTy > 7TV E> &> (0.05~02mgkg 7 1) 255K E
THILELTVS. 6BAA, Y vy MIEOERE L BEEDPRLEERRRTH B0, ThEfAeD
BIGRIIR 25 NETH 5.

2) aEROKE

T MO - HRE U RIS X > T HPS 32 K OFEFIT, F7 /—EMilEkd st sbhTy
%7, POPH I DV T MBIIRE LM B HF A ERLdT 25 LIZELWV Y. AREITE, v > hIE DR
%29 % & TPAH OETIIBAC T EMTEEMN, EFILXTEE->THEST, MMERRAREGZEL TS,
BB ETRZADHEIT U, RSN R A0SR 21T O NETH O, FHZE - IREOHEEED S M A 5.

PIBR/IE & BFREHE

CPSVS OHIUC MR RIEE U < EPIIRIKIE 7z 1 5 SEGIMNFEET 5. BRI TE 6 HIDKRIE, 7 Bl DI R 2 R 5R
Uiz, BFRPIIROGEEIC DOV TIEERE CT THIE N TWVWE T EBZ WY, KEGHRXO X S ISR THNFAR
EHRETZTEE—DDNETHAS. HT—TIVRETY v > MMEEGITHSOREN N TEE T 2D E
KEEM RS ETHS. DUTHMIRDEY S NAUE, PIREOIMEICHE > THHBEZED TWIFIEX VW EEZ
5. FBRICHEHITIE 3 Bl CT TIRMIRKIE & ZWi E N TWRERNC, WM CrIROIFIE Z iRk,
AT—T VT v ¥ MEICH LT aA)VERIZITY, MR HE, L Twa. D%0, MiIRX
BIIEHBR LD RN E ENTWED, JEFZERT 5 2 & THRBMZRARET S ENTE2DTE RV EEZ
5.

BIZHE R

CPSVS DJFREE I 2 M IXIEIF R, HE—, < XUV T aryl hydrocarbon receptor & FllikiE DR
RN D % DB TH B ¥, SIEDKHHLO & 51C Noonan FEREEHC & HF L 72 S BUKE. (5
BITHIPEDNDREZ G L TED, heterotaxy EOBEHEFSHNTWS T 5, MERKICEO TS HDE
LFRENERICH2Z L DbNS. SROVZRICHIR LIz,
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