Pediatric Cardiology and Cardiac Surgery 33(3): 211-214 (2017)

Editorial Comment

7 % v 2 NS & EE RS PIE

KA F5hfE
TR > 2 — NS - BRI

Fontan Patients and Protein Losing Enteropathy
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HHRHEESE (protein losing enteropathy: PLE) DFESED FRFIK & U TG Z1E S K 5 SRR E (F
LA D IR MER SO0, e, RIEME, 559, MBEMIME ToOFEBMEICZEMN A U 55 E (Menetrier's Jis,
Zollinger-Ellison SEMHE, UFEERTESIGR, 7 InA F— X, fwhe, %), TLUTY 2/ SROAZEMIRED
HB. DIEEICHES PLE OFIERX TN S OHT, FAREE LT RNRY VSROBBEERIRICET L E 25
N, 722 M%D PLE EHIE T ONHICET EEN5S.

M bR IO 4~13% ICFIET 2 & TN, BEMICEIIL, itk 10 X T 20 4 T PLE F&JiE [0 R 1% 92 K O
86% L &N % V. EVERESEIIZEE > Z—Tld 6 B ALLEAELE LTz 399 FIrilitsb@l < 29 1 (7.3%) IS FE
U, flif% 10 BT 20 4FC PLE FEJEMLEEH 1 96 K2 UF91% Td%. Mertens 5 0D PLE DJRHEIC B9 % Z Rk Fe 5,
ZDTHN 5 KU 10 FOIETRHEEHRIZH 50 T 20% EMd TEKL, 74 > 2V BEOMHiLIREEH O & A
BONTRERF IS SIS D TRNED LWV S ERIZEENMRE SN D, LHL, BETRROE
FEREZ DML S PLE FIEER D FRIEHSMCKEL, FLDAA I 7 ) =y 7h 5D Tld PLE 2HiED
SEEN U 104REERITR 4 88% & 72% LT E N Y, ENIERESEIIZE YL 2 —TOZT NS EFERE BN T/ 4
85% & 62% TH5 (Fig. ). LWLEDS, {KIRE L TZDRTCRETHNEFTZAS.
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RIZITHNL L TOWIEWE DD T + > 2 B350 PLE JEHE THIE RN DIGHIEN H 2 FRED IV T ADES
NIZREDDH S, FEERDLHELE LT D SV CVP, ZTLT2) RIEDFHETHS. TNbEDOREFZIEHYRERT
LHMBEENTWE Y. LEW->T, EBEL LTNRCINSD 2 KER (55 CVP, RiE) DFEME L ZDxHl
&%, IR, WIRICK > TRET7IVT I R0y T7 U VEDIMBEEAIOHITE & W > oL & & Uzl il
E5EV. ARMAHE E DBEEERBENTVAEDHS TRV, 51, PLERFEDOIREE LT Vikh,
PRI Y ST IREE NS A 4 B UEEIR DS SN TWV3 Y. AT, ok, PLE B TIEREIR MK
SiE &0 o TE OB IHER R R DORERBE TH B AN VR EL LY, TNEOHHEEIHENDR GO HEE
MEMNZOEMZ X0 @M CREREDIC LTV 5.

CNETDEZL D PLEEHICET 2MENH S DD, Z0DZ UIEFREMELALETHD 7, —HOIERF
TOHEMENLT U EMTOREFNCEH T E 20 ENEAHEIGEDN DR EN. TOREBDOFR DD S Z DR
JRARIAICIEE ST, BIRGABDHAIC VT EMSIBBEDNRIZITHI L TWERY. LW > T, ZOREER
T OIS X B 2 FERE B ICH DV IEBEIC RS 5 2 2 Wl NH 5. BRFE TR T O “F&7 1D
WA BEEN S B R B4 L SN BB S, R AEHE RS D S L TWnis T & THEIRS B 1L
STEVHE LNy

E5IC, D PLE OFHBOWEND, BHHERICOH T amin T NEHMENMECTETWS. Thbb,
EHL.OMATEIRED L@ Z, (OIELATS O Z i3 HERE B OHEIT0Z N 5 BEAEFLH & DI & DRI Bk U 72 iB
IR RAI R E 5% 10, Fie, AFTHREL Ko/ NRIIZ S OHBH L Z R T 208N H 0, EHEN
TW3 7+ & BEAF#E (Fontan-associated liver disease: FALD) & C OfLSM D & BHAMETHS 2. &
BI, KM, daraiEEZE L, BIRIRTNE LA BRBEAD QOL [ I & 7 Ot & fih T EEx
HETH 5.

TNHEDT END, T+ VR VEZD PLEBIETIE, £ < OBMENGEE L RIICEZNER, BRNNHE
EEASB.

CNLDOERFZEHRLEND, BHLORIERTHIZNY, 9§, BEELOBER T+ 2 VBEHEOBEL
ZOEHORER & Z N5 DAMEFENOME I UHGEZR L, FRICE#H Lzwv. REEEGRETHO, HED
PLE [EHICH D O EHENZ K DIEMZFHE L TV 5.

1% 5 D PLE F8HEHR I 401 Bl 23 5] (5.7%) T, PLE @2WitedD 5 4K U 10 FFAEMFHRITHL 68% & 54% Th >
7z, ELTWa. FRaliO#HE EEIC, PLE BEZRTRIENEL TS, LHMLAEND, R ZORRCRIETE
<, DT T OREDEH ORI Z MRS 5 NS, MOWME LIRS, AR, EHE RSNy
5. EROFLLARENE (FIJRHI, ACEI/ARB, Billis, PDE BHESK) OV NRBFICHE SN, kDR
¥ & 117z Bosentan, Sildenafil, Ambrisentan *® Tadalafil &5 DfilllE AR T 61 % DEZFIEHAINT WS, Fz,
e L & U TR (61%), TCPC fin#fffie i & Vo 72 RHA#E (65%), T HIC, BAS® AT
Y MREICK BB T + 2 2 )V— MRS 2 HIF LI h7— 7 )ViG# (43%) LEMmAICHEI TS n
TWa. TNHDELDHSIDIFEALEN CVP IR T ZHIELIIGETH 5. £z, 96% DIER T Ik 845 O Fiik
REDEEINTED, THSBEEOEEEO NS LEAEOETMEEINS. ThoDHNchhbHT, 20D
HREERNEEMRBR 260% TH -T2 LTWS. 50D PLE 3iEfd & Tk & OREMN S & CVP, EVLOdiE, %
U TRV ELZNFEEDNEVIECRE BT 2 C EARENTVS. TNHRAAIZ Y =y ZDRAEORETH
BEWVIELR EE CVP, RO TLEIGEN, S0 NYHA 75 A, Z U OLDEAREIROGEE & OFEWIELRE D
Bl —EptE S % 2.

SEIOFEHS DX & 1Z T, MMM S DHENSLEOND T + % Uitk #E D PLE SHHERNIC T %
BRSO PMERENT NS 219 2N 50F:E, PLE OJEIK & 75 202 R Uiz 1T, DiinfTHke
O E L, BEICHT 2108, OIMERICES 2B F ARG ORH, © LU TRESET, £k, BHEER
DERE LIRS TWVD. TNEDRFEHIC OV TORMNI AR TIEHNATERWVD, T+ 22 it D PLE I
BILTCOELEFHEICOWTUTOXIICEEDB T ENTEEHE LAV,

1. B¥EE  PLETREOFHNIFZEEN S ZFHEENTVB X1 TRIEOHFR) & & CVP O 1IcH 5. HIE
EREL S G, — RN 2 DR TR L U T JSEDON UL L 7 208, BEKErEE, i, 7 LobSF—,
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Z L TOARELEMERNZIEDRRK A NS S ORIEMNRE L L2508 L&V, & CVP ERIC
A IDIMATEIEM R RN MNE 2 5N %. HlLTld, CVP LADERKMNLT LS IEkO AN H &
JRRETI37% <, FALD & OBIHAEE & N2 ARIMEHGUR Mtk S IB@Ey)ic B Lo DRI & - T
WBHTR T 4 VR ARBRMSEMRE TN TS 107, LD > T, FHCHTEMEN T C O ki s
ik U T B BN ELT, ERDHUOAEHE- LM ELRE TRONUDSNEETH D, T L 2w LT
H B[R D B T L 2T 2 EN D B .

EEL  PLE FED S OHARFGHE L & BICIIE R 28707 IV T 2 VO IEFEOHFHINEE L 755, Lizh-
T, PLE OB HIER BEORERER L, BEEHFITINZ, TNELIZKBEOEFOEEEE L2 QOL
EREABLDOINT VA FEGK U EED RNV, SHOBEHS DML TEZ S THEH, 2L DT+ ~2
itk PLE HZFICEHT 2 2 < OFfi X Tld PLE FIEBR D EFRZ IR TL Y RARA 2V b & UTf@iihis X
NTwa. LML, PLEEHDZ X, FHC PLE BEAEWES T, HRIOARZEL, WH O, HEAL
R THIHE X% % 2750 QOL DX FOEIRNH %, TNHIZEE & THEE D QOL HF N FHEE ORI
BCld e CEELMET, 2L OEBEEEZEDC OMBEOMISICHER LTV, SHBOMIKIE T, A
FHEDRRII I TIEH B D, D QOLEXZ—7y k& LI AR EXHEZ Z BN, QOL [ kic
M) 7o it BRSO BRI D 2GR E TH 5.

T Bk - PLE FESE RN E O L FIRFIC, QOL MMliGICAX N 2IKHETH 5 T & 2 ik I 2 08 HH
%. LIEWoT, Mgt » 2P ER U BUR T, Z O PLE BETH 3D CEELBETHS. T+
>R TG AR AR M R M DR R F IS U )" Ot 2 HIE T FIiTh 200 E RETHEND 5.
T VA RO R E Z UL, BT LKA HIREFEOMHiE ‘QOL” DK FMWFHl T N2 LEICZ DA I
WBHETHZRNETHS. Ak D PLE FIERTZROOMITIREDFEN M D 5, Fr il i O gk,
F 7z, HhitkDE CVP & PLE FE L BHACHE L Tz, UL L, HEHIRXEHEIE PLE FIEROBHEEZD
CVP I3 BIFAFERDEED CVP L DERIEEL TV ETHB ¥, E5IC, PLE FEH O EMIZ D%
JE BHC AT % &, —Wi R m CVP ORFZ G L7z, BH5ICE CVP Z5 | THK (R &k, E
W) Zffo TW0B T ENEFEALTHS. Tiabh, PLEREEZOMRETD CVP 5L, “CVP
MMEL TE PLE RFIET %7 LWV S HERITIE KVICRERIA %S, & CVP T —RIEEIRTH 2D, Lidws
OIRER RN T CVP RABSICERETS. LENS>TECVP DT 4 VR VEHETIE, “BER TH->Th
ARER G| CVP 2 NP5, H2WIEEEFEEZE LS CVP OFKRER5 T+ 2 )b— MEAEEDfERE
KOPFRICSESH B T ENEEEEZ .

BRIZRIC, TS50 PLESRREICHIA, MHEIERIREE, AEIRIGRIEEFGE, HICdRsEEH TN TW 5 FALD #1755
DRER LT 2 2 NEEIHEDREDIND S, KL DffiRZ2ED, BTl “MER TH-oTE TRV
Wit bR O 7 — T VIR 72 5 8D TR BERII 2 i1 T3 2 sk W HEIN L TV % ODARFSSR R Od@hm & 5 4
ZD 18).
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