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Editorial Comment

FFITAE e A & KRl i

+H h
RELE 2 SRS R DR > X — /N

Hepatopulmonary Syndrome and Speculations about Its Related Disorders

Hiraku Doi
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X C&Ic

a0k, FFAfEERE (hepatopulmonary syndrome: HPS) & [MRfiliF i/ (portopulmonary hyper-
tension: PPHTN/PoPH) A[EFFCHIEL, & 5IC Noonan JEMERENFIET 2 05, BLWERIORETH 5.
CNBE3DOEED S B, Hidat KIC MBI A DN & BN B FIERERIC D E, FUEBRARRIED re-
view TIRFTCHIRZIE DN TRz,

HPS E&R & 22U
FHEEBRREE OGRS OHE & U T, MEEIRENFRIET S EAH D, %4 PPHTN (PoPH), HPS &
PN S, SEED review Tld, HPS OZWiEHEL LT RO 3 HEMEIF LN TNS M2,

1. FRBDFE

HPS &, BYHMNEHHREORET, HAEENMZMT THRIET 5. PIRETEDTZWEETERIEL S 5.
KK SCOFERI D K 51, SN RIFEREREF DAL, PIRETREE PMIRIAIEER S v >~ OIFE N TRIES
52LtHb. XoTTTTWHAPRELR, TPIRETEDOA HEZ 0 9 PR -CPIIRAIER > v > b 7%
BOEMENE ) IHRBEREA ZNELEXS.

2. (BEEZERMEDEFE/A-aDO2 DX
s S UTRBRICHE T 2R ERIE G- T, —AESOmE, A-aDO2 BIAD 15mmHg L -
GERIC X 22 EE R L 65 L LTl 20mmHg) ZBWiHEL LT 5.

3. MAOLEDIR (SR v b)) OFE

S g5~8um & TN BN EMIMTED, HPS TI3 $100um L FICHEIE LTV 5. BRI D A % 758
HRENFET 5. NS DFEZ R T 2EEN DEEDOHOMEL LT, IV FFAMLII—DH%. b
TR ZRA Uik < SR U BB BEOKZ V3D, S0a0Y A Xid 10um ML EH D, chziiEd s e
ANERIE ICHifE S N, SGal@EFE A O0FEICEHNGV. BHILE OILER, &2 WIEEFIRENFET 5 L, K
EMFEED LTHELBEICETT 5. TNZ2LTad—THHETZIETHNY v > FOFENRENE T L Lk
2 173).
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—Ji, $10~60um OEHET VT I VR CO"Tc-MAA) IV B HHIMFT S > F Tk, ik 0 AKMiEM il
BICHIR S N D HMED, fEOICER LS, £ 5. CNUCKOMiINT v~ FOFEDNREND L LD
i, e OERMENS Y v Y M REGFRTE .

IV F S A NI O—EGREEEVAERIEICHE . SRRT BET R 4 BRI CRMHICREE T E % 2 A,
Ty Y M ROBUEENEETH B, MR > F2EbETITS T LT, ERNETHIZHIETZ 5.

RELEE - T

HPS OFEHIEIE PPHTIN & 000 <, FREEFHD 5%H 5 30%EL T3 V. Liiftoa Y F 5 A
h T a—k AT RETTE, BR8N 50 Bl DL IS EEIREZ D TWa. 7272 VKRR IMIED
S E 7% grade 3 & grade 4 1IN 1061 25%) THo7z ¥, ROWEN 5 E, HPS OEHEZT- X 7%
WEDZETFHDB E, 0 OBETRNIMENMEL TV EEZB5NS.

HPS IZHETHETH O HATRIEIARTHS. HPS DAMIC K D IHRRDO T4 B X7 3 5T 5 & DOMEN
%Y.

= & &

BETERADEITEZ VD, BILOHIENS1E, NO &8I X BHNIME OfsE &, VEGE %/t U7z ifiy e
PO TUEN HPS OFR D EREZEZ BNTETVS 2.

DA & © HPS B Tl OREBICYIEE DN SN EMHSNTED, Micsir % NO #EESTEDNRE &
1, HPS OANIMENLRIC NO W 5 LT0»a EMETN TV .

HPS #£35° HPS OFYEERE T ICHENT, 25 JIFEEMIRcoME X2 R -1 (ET-1) D
MAERE FADHERENTOVED, BIMETIVCEVTIRTY R V2B EKDS 5, MENRICIFEET % B2
7k (ETB) AMEALITHN < WML ENTWVB LS. ETBIEMLIE NO FEAZ RIS B IS HEZ 7259

FEAHREERZICENT, BEMEO NI Aar—y g URMHPT Y R 32 v oEnhRy 5N 3 & O
NH5. HWETIVICBOTEINSITFEG U THIRAANDIER - <717 7 — D OEFEREEDET, MiNT
TINF-a’2EDY A MAA U ZpEAEL, TNHH NO EEZTHET 5.

—HEMETIVICBOTE, BER - 707 7 —VDRINCIINIC R U TSR VEGE OIFEEME T, i
HEMEEEI NS LS.

a &
BUEARMEDRG S N2 NRIARIEIR 2 < Y, ANRAEZ BIE TG, FlOSNRIaRE R T5C &
L7%%.

1. EEMEORES - IS

PR TR B R MR ATEER > v > FARK & #H 2 SN BIEFIIC BV T, KEGRLD K S ICHERMP T —T
JVIRHRIC X % ¥ v ¥ MFROUNHEAZEINT 25505 5. L LEEST THEIGICET % 3> o3 a0, kil
ST N 7 — 7 VBB CHIBZIT S MG 55 ¥ W, MIRED EFIC X 2 IREZERAKR E, KEXRS
TIVINEC AL S S, FIzBIETNE T, /VV— 7% 8Iic X B8RRI TMAREDY 20 mmHg LU FICf# &
D, EXEETHAMIROEIEDHER T E 252G EEX TE .

2. FFistE

DIniid HPS BBEAN DR O Bifiid <, HPS BAFBMiORE TN T Wiz, L LIS, FEFITE2D
BRI BIEIICIEH B E DD, HPS ZrEDRVIER] & ORI RIS E ko7 9,

—J7 HPS I3HEITETH D, iR D BRI 22 R WIEA DO FRITEND, XD HPSIZIFEA LD
FEGI TR %, BUETIZERED HPS 3B LA, IHHBROMISE 22505 19,

R URBEENEE L /a5 &, el ERBICERRVE RS, A, MgEBICREIEz, Tilios s
WEE 5. ULne HPS O#EITILLELHYE. K - T PaO2 A 70mmHg 1239 % B IZAFE M O MG Zih % X
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TLEZD.

HPS LiEiR®R
21T, HPS & OIGEMAFDBIRICOWNT, FBKEL 5 FEHIC DX RN THS.

1. HPS & PPHTN

HPS & PPHTN &, MM DLk & U & W o WROIRETH 20, & BICHHREICED 2 MG ERYE T
Ho, LHE-S ZHEZ 0. HFEE, FRCMIRATEER S © > M SIET KRS, HPS 75 PPHTIN, H5 Wik
Z DMANEAT LTz D KHE XD K 5 ICARHC S FS BIEFIOMENMFIHET 2 L AN E, Hd LI RIERT OTF
EFEDONS. ZOBSNSTEHITXREZIEET-1 THAS. MEMEIcBWT ET-1 5% A 28K (ETA) Z/T LT
BELMHE2 L TVE T EIGEHTHD, PPHIN ICHBWTE ETA DG EHEEEZ 515 Y. —/THPS T
& ETB OB 5D REDN TS, ETA & ETB DIGEHDRO N E S LTA L 2D, HPS & PPHTN OFEZ 771
BEDEM7EDON, FEMIFREE0.

2. HPSIZx¥9 % PPHTN &A X5 —f&® (HHT) X9 ZMEhikiEmmiE (PAH)

TGEF-B superfamily D—ETdH % ALK1 A, ifiN> v > F2G0t L5 % HHT OFEKEIETFD 1 DTH ST Ll
K<HIENTWSD, HHT OKEN S PAH WRIET 5 Mi5MH 5. ALKL &, PAH ICB59 5 —77, MW v
YROBKICEBEELTWA T EIc/ks 7. 085 PAH OFFEIEE T & LT BMPR-2 DEEAHISNTVS
7, BMPR-2 l& TGF-f superfamily O—#§ik £ TH 5. BIFED & T A HPSIERNC ALKL 75 EDFEEHZEDH BN
T L DM, WiNT v > k& PAH ICHEDFSERT DAL 2 AlReltZ2 1, HPS & PPHTN OB f%
&% A THIETZE .

3. HPS & Glenn, Fontan fBRICEH T BRI + > b

Glenn Ifif TEIRESS T KEIR-IFERIR ORI E R Fontan JEFNC B THINS ¥ > bW T B T &id, /N
ERETM TR X <HBNIFRTHS. EH5 Thepatic factor] MIIFICIHRALBRWEDIIET S E0H AN
LDHBHENTE A, K> HPS TiE, giidod@ b ET-1 0L R M2 U ZDMOYIE DT AR ENFIED R
KEEns. ERGOLTz, ULHBAFENBES T % 2 DORREICIHEW T, AFFIIREDIMIFMNICIAIES 2 PIE DR A
DEREVS KT BFIERA A= X LDWNT 2DIFERET LEDD, SHOMADERMINZ5E-> T N3
e LNEW.

Fontan 7EER COMN DA S ¥ > MCBIL, THEEBNOMENLEE (DO&H) Tidix < FFAOME OUHEN Y v >~
MIE DI « IKEICESG L TWADTIXEWW] & O speculation (ENZIFERZFEHIIEE > 2 —) %, HafHIC
Lic. ThdElz, MEOHREIHHD/NT Y ZADMRD LD fi S & BIKRENERTH 5.
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