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Hbh. BHHELL T, ZIEBA L. BHRETTERE . MIKES BAEREE. Bt /\E. 5MJK. DIC. JHILE
B R BB, DF % BERKEE. BRIBBUEN H . BAREFLERMICITECE
KTHHH, M/MREEZERT . FiEch) o/ BEEHT B MNEHIKYZLY,

4. Ak
IrRUR, HAIRRKRYY A, TXY A UERANRBIEZEEAE—EDORENH DA, B
DD ERIEFERDER, THHLEERICESLOHDDEHLL, HEDLIAILE MERHHIEFEHEH HE—
EROTREMNHLBRETHD EE. BHIFREMAITLEZAVBIBICLY ., RIFEHENED
NOD2H5. A THLERMICIERZRDAENTHONLD, EEEEADRGHEIEL,

5. F&

SRIETTILDONOREERDLGVLDETHAL T, —HICIFBRERLREOND MLTF#E
FFRRT.ETT L. BBESHHE- DM (MXERERE- BRI/ E-BlI%) ICLYRICES,
BARER L. BBNBHEIEDNELL FPRIIBICARTH D, £ /MNRHRIE T, DEFHEC X7
EDIFHREEFLIRR-FERAICELZLLLIELIESH S,
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O BE#DHIFEICHELEHE
1. BEH
#1000 A (BEA 250 N)

2. RImDHEE
ARSI DEEFREEFDEIKRIZEB DA ILADREREL, )/ B &K EERIE)

3. MRMTBERAE
REEL (RFCFERAE—FRMIZHRSDY . EMFHERBIEICKYER)

4. REIDES
DB (RER. SUILEERBEE-IIEBEEL. £EFEA~DXEHY)

5. BOMREZEE
HUY(EBEFTHIMEBIVIAILARERELZTOEBERODEZEAANT A4 2016
(http://www jspid.jp/pub/sguideline/guideline_EB_virus.pdf) ; HAR/NRBEEFSEE . B AL EE
2-BARAREMNFER-BRNMNROBENAFR-EB VML RAREERRE. HH)

6. EEENE
BRAARS42 2016 ITHBIToN-EEESFERAVTEEULENRET D,

EEFBREAREGHDE HAMERBBERMARBENBE T EB VML ARPIELTDEREED
RELIDRNENAF N IEE AR
MERERE EHEAXZRZREEZZMAER DMILRE %Ki AW &
BARDMNERZER
LEERIELE ERAXZEERBHAREBEZER DMERZE i sNIBR
BARMEFES
LEAERIELSE RREMNEMAXEXFRABALEEZMRR AHMOLERESR £BER HAXF

BAKRBEHFER
LRERELE BUXRZREREEXRZREHRE KEHNZFE BHH%R 5ABK
BANRBRREFR

LRERELE FHERFRZFREZRMRE VMILRE HR A &
BA/NRMR - BAER
LRERELE AMKZREZREZHER REEZEEF R KEE—-
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<BMEE>

Definite ZXR&T 5
1SMEEENS EB VA4 ILRARREAE (CAEBV) ZHrEE (ELXFBEAREIL. 2015 &)

1) (R MEBAERRIERD 3 A A L EFHT CEREAMET- LW
2) RIMFE-ITHREMEBICETD EB IMILRY / LEDEM

3) THAREHAL NI NK HIEIZEB DAL RELEEERDHS

4) BRENDEEBLITEGDHIE

LEDA4ERZEA=F L,

HRKE

1) MERMEEZESRER &L, —MRICRER-) D /\EER-AFIREGEZST . MA T, MK, HIESR., fiE, iT
5. AR, B E (FRESKELE - SRBEYE) HAHWNIDMNESHER-RE(EBIRE-FEREB)GEEZET 515
BLEC ., MRRITHS EBY BEEMBRE R >/ RMIKIE . FBEHRKAEE TREERDADIL DL CAEBY
[SIFEHEL, BERRE - B HHEEF B EHRKAE - BURIBEUE L. CAEBY DEIRICEH D, HE@HPLIELIE
EB VAL AR EMBKE R/ HRIEERAE . T #IA2-NK $EARIEY /B MR G E DREEHHH. CDHE

(&, EREBELLTD CAEBY DEZETIEERINLLY,

2) PCRZEZRL, REMEBEZEKNDEIZH THEEFIToI-15E . —#%IZ 10%° (=316) aE—/ g DNA LLEADE
DHEREED, EEDIGE . BEATLEMEELDEENHSDTHAULVEL, $EBEZETIZIX in situ hybridization
E%IZKBD EBEREHEEALS,

3) EB VAL ARZZMMBORE (L. B E, REBBREBE BT RN —XELGEICLLIBET—
H—I5 MR ARAT (B HEAZ. T #EAR . NK #2752 EZ1R58) & EBNA, EBER 5 LMI EB 7/ /LA DNA R EZE
HAaHETTI,

4) ZARME-BRXURETLE. BCRE-REMEE. BRER. BEVUARBGEROXDYU/NE., @i
NK/T fiigU/\[E-28 mERBEIFERME T MU/ \E, REME T MU/ \E-EFEELL) . AR
(77Lvyl D NK filEBRNRRE) . EREREFELEILBRNT S, BRIZEH. REDOBED-HICUT
DEERBREBEDHEITNEFENS,
a) EB A JL REEE AT
BHAKEICKDAIE TE, —MRIZ VCA-IgG ikl 640 £ 1L E . EA-1gG Hufk{ii 160 &L LAY, Hufkilim
EDBEZRELED, AT, VCA-IgA, VCA-IgM KU EA-IgA HiAD LIXLIXE L% S, BE TIIAMEA
SETHAHAENZLD BEEHTIHLGL A ESEEZZRDLEVEFLFET 5,
b) VA-F)T1DIEFE
1. EB 21 JL X terminal repeat probe % FAL\f= Southern blot ;%
2. BEFEERRE (THREZBMERGLE)
c) REHBORERBFEH - 2 FE YT
1. —RE7R BB R
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2. REMERE
3. RBIADH
4 BIFEBRRE (REITDTJYD. T HRZERGE)

d) eEFHIIRE

1. R#EMT—hH—5# (& HLA-DR)
2. —RELRIERE (MM RE [E NK HIRE ] ik - 1K - BHRaEEL L)
3. BIEHAMhAUIRE

<zZWoHTI)—>
Definite: 1)-4)DIBT RTEE=THLD

<EEESE>
UTOEERESE Q2015 FEFERARIMER) ZAVTEEULEZNRET D,

B fE: BMTEBMEB VAILABRRELZHER. 25ER - TERBBOSHEAGRBERET HEH
E E: 28ER-TEREOEHELHHES.

MWL K O BEEE ORI B T 5 BB

1.

Wi BT B B BRAEN . BAEIT RLARIC B LT BRI LB OIUE R 2V AT, W
NORHOLDOERNTHAELIZ W (2720, SRR ORR 2 R T IRARERETH > T, i
SARER H DR A,),

CARIRPAGTR IS BT D EAEE IS OV TE, WY REAERO F TIRREMT O TV SIREETH

2T, HIL6 AR TR b EVIREBZ EMIS W5 2 & 295,

C B JEROBREN LROEIEESBHE T EU LISEY LRWE TH 203, @R ER 2 k3

DT ERNEREDIZHONTIR, EEERONG LT 5,
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HEHRRFABEMERDE=HDFVI)AR

2 EENEEB™Y A JL R B SE

WAER
B Oh x HHERICLIEE (BELRE)
HIRDEEDASHTHL o fAILMDRIERLEFDEIKIZEB Y A L AMNTHIEEE LIENK
(MHEEHBOEHICDNTID2R—SBR) MRICEEL. B IV MEEFHILEREEELD,
qep N HODRLETIHE AEFNEREZERLLIY L/ 8
D FIR R AL SN TLVRLY = < : ,‘ <

sty - o s e} HHRBLMBHITON, TREEE ITHAAIOWThORERER
(MEEHBDEHTONTINS~ER—UBR) ety e s
SRR AN HEIILTLVELY o
(MEEHBDEMITONTINER—TSR)

RHOBRBEELELT D o
(MHEEHBDEHICDNTIDT ~8R—BHR)
BEHEDLERIBICEVNT—FED A GE) (TELALY o
(MEEHBDEBEHICONTINIR—CSH)
IRIEEEEEB YA ABRPELFDEREBDSEA (RS
BEMLDIELE (RIFNIZETEL0) SEEILTLS o (22016 (BAR/NERLEFREE AALKES - AAKRE
(MHERHBOEHIZDLVTINI0~11R—C SR s - AXNRIEASAZRTG D FEHPTAR
http://www jspid.jp/pub/sguideline/guideline_EB_virus.pdf)

2 7y S . I PR BRNERLEFSR - AAMKES - AARERSE
EERODBURESERPRICHENTT TITRRBSA TS O | Pt A s - REE 201 A
BEROHICAWEZRAEZDOAHZE
BEBOHTII0ARFEDEE. RADEBEHOHE
$%Z15H

B Oh x HHERICLIEE (BELRE)
CNETICHEEHFERIZE S TRISNER X ITERERDL e}
ICD10 (% LLIF11)FE=O0rphanet (F—T7RvM) IZHEITS
RRABLVI—F
IR BRI RSN TV SRR DERERD X
BRI RSN TR A CERER L HHH O |EBYRBMBMARILYL/UMERIE. RERABIE. SRE

b L e g s . _ AMED:#AMREBRMIEAREE FIVRBARMEAT

PEBSURBERENRET SFRMCHRIN—TMEEETS | o [mmers il s M AN E NBRBORERRLBIR IR
Y@ EEORR (IR E5IE)

INRIEMBERRICIEESA TV e}

ERBMREZTH-OIBARED., REEGNAOBRERENEEN y EBV-DNAR 8 A I (<A B Tl B8 FIRE (42018448

B
BLHhIE, BERETRHT LY

2. ARBDOBME LCRBAETRO-OHRBENB ST,
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J1 I 975 1 72 B AR IS

1.

=

JNERIE, ABMUTOESRICHFR T LRAMEEBT, 1960 FRICER -F|ES4, 1990 FHLASIEM
LT TS, FIIFELRERFICE—IHAHY, BRIZZV. BBRENIRLEELSHIET, EAF
Tl 20~30%CHERL, BEMGRET OT)UEEZTO>TH2~IRHOND. NEOBRRMELEER
DERERADREETHY, ELTIEEHLFET SH. BEIKE, $FICEXBEIEREFTHL, ENELNEED
DRI BLEEICHIZ2EENRELLS.

2. [RE

RRIFASNAES>TLVEND, BECRENESL-REERICLIIMERNAELEZLND. H
AANZZL EROFEEHIE 15000 A, 0~4 FROBEEEL 10 FAHTY 300 AZBA TS (BEER
[XBRKD 10 fELLETH D). ITPKC, CASP3, FCGR2A 3£ RIEISEIZEH B F D/ TN ERE
SINTWLD. FRIRIE, F, VLR, BERGENRIBESNTERLD, FHEMNLTIHLHD. v/OD
7—UREDREMBNEMIEL, TNF-dZEBADRERY A MIAUNLERTS.

NIBFRHREEICKSERMMENREL, BEHIREICLSMmEMERAE. BEIREOREICAESMEEEDIE
BIZKUBEEHNEL, BEREDEEICKIYRET S (LWHPIEAOBIRELEOEnELNFEELEXRE
<E%3).

3. fEK

4.

AMHOTFEERIE O5 BULDOERCEEICES 5 BREORALET), QRKFEFM, N
B-OBORF OFERES, OUERFOEL (FRDELFE- 1K DEHADELDER), ©®
JEILARIETRER') o/ EAfEAR T, HEFITIZ 5 DU LN ALNS.

BEREZS 6L, RMECOHEEEZESLERE, W5, BE TREH# BEx, BEEFRGEN
RHond. BERTEAELREY, BARELEYTHHELHS.

AR

RMHICEK, REITOTYUEIETAEYUBEONMRERRTHS. 15~20%% HGHDIRIEHIZ(E, &
FEIOTYVEBM, RTAAR, YORRR) Y, A0TFITT, D)FREFY, MBERERGEDBREN
HY, FILFAFIZHT HFRERRDBIELTHONTNS.

BEREZAHLI-ESE, BORELKBIZGLT, PRAEYVZFLHET HRM/MRE, TUEE
R EZNRT 5. BHIRRE -FAECKVDHRNZE-LEE, AT —TILBRO/NA/IRFMHET
S REEIN L, BBREEIVIREDORE, FRGETEICREMIZHET 5.

5. %%

BEIREZZEITTNIEIRITFTHS. BHBIRENEEFELTH, 50~75% I ELINIZEHEL, Z0FH%
[FHBHBRIFEEZONS. PHEELULEOREEIRETIE, BOELOMmE - ER-FAECEDEED=,
TEHHNGRENDETHD. EXETIE, BEIXIFEAELLS RIE 10 £ T 30~40%DMEAARAUE
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BT NIBFEREEREED 40 MRBDDHIEED 5~NZEHDHHERESNTEY, 5% BEHAD
FEmEMREDRRELTEREICLDEFERENS. LHL, RABICDHEEZESLLEGIOMFEIL
7A0—=T7yIThoRELIGIEEN, RABANORBELEBITERNRETHD.

O EHOHEICHELEIE

1.

BEHN

FROREHIL, NIBHFELATIEH 15,000 AT, BEIREIXBEEDILRELE®H 300~400 A, D55
INREMSEREZBET RABIChOREEIOBGEEZET HAEMHOBVREFEL L DOBER
&I 100~150 A (2~3 N/0~4 HAO 10 B AN/F) LRSS, —FH. 2 ERERERE, o, ERER
BEBED)IBREHEESHORADELRIEL, BALETH 15000 £ (AODH 0.01%) LTSN
3.

RIRDHIE

H

MRMIEERAE
SMHAOZEERBRIIHEILTOSY, FIEFlIORRET+H TEHIRELNFKEET S BEARELEL
=HEd, RO NMRBEDOFH-ARIIBEILTOEL. BEIARICH T 2HT—TILAERP/NA(/IRF
MORAFERLASHTHN

RHDOEE

WE

MR

HY

BEREENEE
BABRFEZROMNIEROELEREEDZEEABRERICETIHNARSAUIEDE, hEFEUL
(MEOEABET 4 mm B EZRHRET S,

O fAEHT
HAMARBEBRMRER [#HAMmMERICEHTIHRE] HiR
PHRRARE ERXRFERAZFBRRYIIFREAtLVY— #HiR #HE E#

BANRERSBFR
BE ZEXF/NREH RBESFEUI—HEHER =8 HE
BE RR#L/NEREERtVS— Bk =#F K

B AN RFES
2R REXRZFERtV2 -—ABRETHEZSHR &R S8 =
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<BMEE>
LUTD6DDEEFERDIL, 5 DU LDEREHIBLDZINIGRET 5. 2L, 4DDERLMBHLNE
(T, TBAPICHBLII—ZLLIDMEEFZETEBIRE FERZEEL) HHERSHh, thDKREARRSN
SNNIERELT S
.5 BULERCHER (L, BfkICkY 5 BRETRALESEEHLET)
. W IARBR#EAZ 0D 3T M
. AE. MR - OF0HE. WL IE. OFRFEEREOUFAERER
- AEMRED
- OERRIROEL : (R FROBEHZE., EHLV LI EInOFIH
(EEH) AL -DIEEEF
6. REHIE 1T HIFLIRIETEAR) s NET R AR

—_

g AW N

<EEESE>

PEEULE(REOERAET 4 mm B)ERETS.

BABRBERDHIFSAU T, BEBIREONFEOEAEICL>TUTOLSIZHELTLS. KXEID
BEFEE (AHA) DR FELSEIC, RETRTIEAED Z Ra7ERYANSFTETHS.
1. INBIARSE (F1= 1D LK

RNE 4 mm LLTORBAAMHEILK
2. hEE

RNE 4 mmiB~8 mm ki, ERIE (G mLUL) TEEALAEEHIRNED 1.5 F~4 15
3. BXE

NE 8 mm UL, EREZTEIADEERAED 4 (S8

KW EYE K O HIEE B OBISIZ 31T 5 EFH

1. WA ZWICHW D EERER, AT REICRE L T, 2WRTEEE RICREBROBER R2WGEITIE, Wi
NOFOLDEHNTHE LI X2\ (72770, Uik ofH 2 R~ iERIERE Th - T, il
RHAEZR B DIZIR D),

2. BRI IZ 3T D EIEEAFHICOW T, BUREFERO T TIERMTOIL TV HIRETH
ST, L6 2 HMTRGEWVIREA EM2 BT L L35,

3. 7ok, TEROBREN LRROBEEESBE T EU LIS LW E TH 520, mEERER 4 kbt
5 EDREREDIZOWTIL, EREROXSR LT 5,
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HEEHRRFABEMERDE=HDFYII)AR

JEs o5 14 5 B AR TR

WIEEE
=4 O x HHERICLIEE (BELRE)

HIRDEEDASHTHL o
(MEEHRDEBEHICONTIN2R—CSH)
HDFERARA BTSN TLVEL o
(TEEHRDEHRICONTINI~ER—USHR)
N T - BEAREIHFETIN, F+HTHD. BICEBIRELEL
SAERAEMNEILL TV B~ S 2, Rl _\._
R i OB =TI DER— B8 O |MAIEMEORBETH-ART SRULALLMLLT
EHORBEBELTD o
(HEEHBNDEH/ITDONTINT ~8R—UBIE)
BEMARBIZBENT—ED A GE) (TELLL o
(MEEHBDEBEHICONTINIR—CSH)
EBENLTOMEE (RIETNIZETZ10) P HEILTNDS o OO F5I=
(MEEHRDEHICONTINI0~T11R—U SR QNERUELEREDEEEHE

=6 Ty S A S D24 BA)IGFEES AEER 200242 A
LER6DZMBEEIBFFRERICEVDTI TITRBIN TS (@] Qaz . QAEERSS ?(%%EI 20134
BEBOHFICAVEZAESZOAE NiBFEE£ERE
BEBOHEFIMI0AREDEHE . RADBEFHOHE
BE1EH

=N O x BHERICLHIEE (BELIRE)

INFETICHEEHFRAZ L TRITIN-HER X TERERH, x
I6D10 (£ L<I%11) EF=Orphanet (A —T 7wk 28115 M30.3
FREHLUI—F :

TS P Ty 42 e INRIZIE S0, ERBIIRK, #HEESRBAREGE DM
BRI IRES L TV A RADERERD O |shomermizsing s
I g — INRICEWNAIE R ITTEEHBTITAL. 2L, BREH
BRI HRES T ENRR CRRR RSO O |peAOmERRERT AR EREERATHD.
;}ﬁﬁ35J:U?éﬁﬁ%a’ﬁJﬁ’i—?@‘%1&?‘6Eﬁ%iﬂibﬁﬁ%ﬁ)b—jl;m(:ﬁﬁ?é 1) A4 (CBA T BATEI (B EE SAER)
INRISHEREERABICIEESNTLS D O BEIRENHNIEHRELSD.
IE?EB)J&&%H%)T:&)(:;Z\ZEE"/J‘I RIEBESSH QBB EREN ST

\ X

%
(BLHNhE. RERETTHTELY
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TA>3> (Fontan) fiT {2 fE{Z EE
O BE

1. =
ZLEBENEECHIBENBELENTIHREEITLHF7/—EHEREDEEBEEICSEVT E
BRMEDFESDEREAFNOEREZBMEL - ENRIEIEENTTHS Fontan FHTEDEMRAAIC
BWTHRETDHEE, PILFRED LR KDERMEFEES . RAMEXICLIHEMILETRED
BHEEL, BEODAL BAMTREIR. F7/—E0BEX. £ 5HORERE. ERREEEBRE. 5o
MAF. FFREZE. QA BR2LGE 2 SRFOMETLERET 5. RAWEENBEVFRTIRD
RETHD, TAV A MEBAEEEIE DREICITNREEBERROMRERLLTERIN TS
(MR E 66) HY, ERRITAER M AL T DR ABALIE TO B H A~ DB HI B (TFEIIL TLVEL,

2. 7R
B, FIDEIRED LR, F7/—EDERGE . Fontan MR ICER T HEHOFE D MITEIEIC
EEYTHEZEZAONTLDD, HLVWRE. RE#FIIVELZFHATH D,

3. fEIK
DT EDERELT, HEF. BN, EhiF. SERGE,
TEIRODIEREL T, BE. FEBRRE, K@iaL,
ZOth. F7/—€ . BEEES. FE. HiiEm., HBREE. ZHEBERIECARBSHE,

4. BEE
BEDREFICHLTIE, FIRE, PoOFTUO U EBRBRIATE. 7o048 7000 | RBRERE
DFRENThND, BEEEHILRSO—ILGE) DRELEET S,
FEMRICKLTIE. ZEZEEREICITVD. TEIROREEF (CIEC-B YR AEIREZ RS T 5, £
DEROHLHDEEREIRICIE. 734200 NAROHEZ A A B BR#EIZE (1ICD) AV EIS &7 5 . IMELE
BAEGICKLTIL, ICD R AADEIE LMD, BONRLERBTLOESITIE. DEBREED
R—ZA—NHEZAH DB LD BEENH D,
ERREMBIBEISHLTIE ANRYUES TILISUHREELNHA LN S,
FFEZHITIE. EHMAGERHII—REZTI. EEEREAR Dol A AKID BT EAL
EMThNb,
Fontan L—MIFRBHREAHDHIEE L. BEELEERAETENRONSHE . BABALIE THEG
ZREL- LT, ABEFMICEVBEZITI.
LLEDESHERFAABROCARMARICRIGLEVESZIE. #EA D DEC OEBEDER LS,
f=12L. Fontan i IEIRBE D LS EM AR DR B DM R B EFE TODBBBEFMIE, BRIZENTE
RTELNEL MRRAOEFELELD,

5. %%
RN FPRIITFBRTHD, REITA VIV RERBOEFEE(FA0HARICIEFEF->TLNS,
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O EHOHEICHELEIE

1.

BEY

#95,000 A

RIRDHIE

TR BEOEMITHERICEIEBHELAE. FILEIRED LR . MERESTLEINREIN TS, )
MRMERERAE

REEIL (IBHED R EOHEETEIRGE DX UNEEDAH T, IRARMAAREAITFEIIL TGN, )
REDEE

DLE(BHOFE, AR, ERREMHERIE. FERESLLE | ETETRIRENLER
BiExE-ED,)

HY AR TER. BRNERBRRBFRICTERREH ELRHOZHEELLTEIF+5THY.
RAREZERPTHD,)

EEEDLE

NYHA D IDEEER 8 (T A)ADBER) FRVT I EU L (PEESSUVEE) &R ET S,

O fAEHT

HAMKBBREMESE [ BOERREEEOFRICEAT S I (2015-2017)

MERKRE RRAXFERKE EFHERSF[/NERZR PhEsu

HAMKEREMERSTE EXEOEEZEARETHINEHREOODMEHRAMEEREDEEIZHT=5
QOL HEDT=-HDZEAFDIBELERKEDR LIZH TS IFIZEII (2018-2020)

MEREKE BEIRRFSHEARE 5— BifERR BFH 2

BARNRBIRSGBHFS

LAEFIEYSE EIRRSFAEtUS— LE#HERR BE 2

BARALERENMEEFER

LFERIELE RERZFEHKTE FERS/DERGBM WMAE

LARIELSE EURRSHFEAELVI— BAEXEOERERER XAFH
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<EEEE>
Definite. Probable Zx{& &9 %,

()T MBRIEIRBFD D MRS

A. fEIK
1. TRV FMRERBICE TH5KF . FERTREE. F7/—EOHE
2. IRV FMBERIICE T HENE. BIERIRER, L
3. TAVAVF MR ERLIZH TS EEIRRIE. ZE. FFEX

B. R&EMR
1. M- ELFHIEERRR
{E Na I0fiE (135mEq /L LLF) . Alb fB{E T (3.0g/dL LAF)
;& T-Bil {fED L F (1.5mg/dL LLE) . ChE fEDIET (150U /L LATF)
2. BIfRRERMR
B IDTI— R ETDLEIUHEREDIE T (EF=40%LLTF)
FEER T I— 1R E CHAIE DR EEIERE
3. AEFHFRR
b ERAIRIED LR (15mmHg LA L)
4. EFERAR
e RE (peak VO2) DIET (IEE D 80% K ii)

C. ERIZH
SERMOERIZE TS Fontan FHTE LS D T2 DIEREES

D. BIZFHRE
2L

<EBWohTI—>
Definite: ADSH2IHB U E+BMDSI6EIZEL2IEF LI EZFHI-L. COERIT REEREZRINTHELD
Probable: ADSH1IEB LU E+BMDSH2IEH LI EZHE-L. COERIT REEREZRIILEZDD
Possible: ADSH1IHB LU E+BD5L2IEE L E
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<EBEENFE>
NYHA DILBERES 58

NYHA % %8

(ZA)ADEREFER)ERAVT I EUE(RFE. B EZXHRET D,

1 E

INVEEIIH DN FRFRHIR IS,
BEMNGSKEFRTIIRY . BE. \FREZR. K&HL50 X0 E (MR %
ALY,

nE

BEMNMPEFEOEEFHOGHBRLHD,

REFRE X (XER TR (THRIER

BEFEDISL, LLRAENTEBIZIE., BERER . REBSTEE) TEF.
BiF. IREH, KX®HLHOIBLE B ELET S,

m E

SEQSREFHDHBRLNH 5. ZEFEFICITEER,
BEFEDIL., BFHEBIZIE, FHSITHE) TRF . BE. FREH. &
MHHNTIRDE (R EET B,

MEED=HVA LR EESLHIRSN D,
DAEER OO E (58 NRHRCLEFET S,
HINGERRFBTINOGAEET D,

NYHA: New York Heart Association

NYHA 23BICDWTIE, LT DIEEEZSE(CHIT 5o8LET 5,

NYHA 4348 SREEIRES ABRRERE
(Specific Activity Scale; SAS) (peakVv02)
I 6METs LI E HEED 80%LL
Il 35~59 METs HEED 60~80%
11 2~3.4 METs HEED 40~60%
v 1~1.9METs LT BITREEH ST HEBED
40% K

XNYHA DEEICEREFICHET D SAS [T, TERASIT2METs, @E ST 35METs, TUA (K- AL
YFKIEAMETs, 1R$H5~6METs, BEEX6~7 METs 2B HIZTDEZRELTHEELT -,
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XE’)LE?QE&UEI“V PEOMEISIZ BT 5 EHHE

1.

AW O D BRAIEIR . BT A ICB LT, Wi RICRe B OBUED 720
BIE, WTFNORHOEDEZPNTHAE LR (2720, HEERIE ORI Z 7~
TERARIEIRE TH - T, MERFRER B DIZR D, )

. TREBAMAB IR A EIEESFAICOW T, MUIRESRAERDO T CIHEENMTHOILT

WHIRRETH > T, HIL 6 22 HH Tl bIEVIREBZ EMI2N W2 Z & &9 5,

LB, SEROREN FEROEIEENESE T EU RICHEY LW ETH D0, Rk
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FEEERKEET L, REEMEMEX, ZAMEEGSE, BELE BEHE BMES AIREXELRLEC
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2300 EBRXS Al A2 A3
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F7AVEIX. BHEICERERERDHOIRETHY. BEFHICIE, ETEOELE., HFERBRkIKZE
HSRMEMEMBREEEI S RERF. —REECGFEDHUHHEE) BHEZEADOREICHE <
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X BRI NV IIEEDHERLGEN L. RADT—2DAHTIIRHETHYECFEEDREEET HH.
UTORRESEICEATIEETH D,
1~ 2HEFBEDOILATO—)LESE
KIEMHEB VRAV NV ME LT ERBAKBIEGRTHL-O. FEERERDI1RER K (ATOEER)IC
EED1/2 BEDQRIEMEZZDEIN, E LRIV N\IVMEITELEBALHECTHY 1 HEREICERERE
EMAEZ RO, MR- RBDOMEBERE -h 7R B RE. BAUHESIVREDRELSEICTLD,

D. BEFHRE
APOBEIEFNEE

<gWmohTIay—>

Definite: A ZHIB B #iif-9HIT. A-BOK1IEH U LZHmI-LCOE R T REHKBERINL. DERE-TED,
Probable: A ZBIEB -9 T. A-BOIEHLU L (BD1IEE.2E) & -L. COERT REEEXRKRS
Li=tD,

<EEEDE>
ERERHERBEDEERETM T, PFEULERRET D,

EXRMERHREEDEEREAM(BEAERAHEEFZS) (—HRE)

149



T o

(¢

I

EWLGEDRBRRE(UTORMSLNThAN DERIRT D)
BRTELGL
SHEFED =D RIS DEMZER L AEERELTLDS
REFENGEYBEN P TELGL
SERERICTRER, MKRREELELTS
BEREABROWKR (a. b LWTFhhh12%EIRT S)
BEHIRGERFICHEINGL 0
BEOREFHROHOIVIE—HNLEESEHRERNIDLDETHD 1
* BEREBIDLWTOBEXREARBEDKRIL a X(E b &T 5,
BRREGEOREEZTICEEEELE-RE(EREZET) DR (UTOHALLNT
hbh12%RBIRT D)
FICEEZZRDHE 0
BEOEREIBELTLD (BRELTEEEFEMNS 1.55D Dk
A5)
hEELEOEREEIBKELTLS (BXRELT1.55D A5 2.0SD DiE[E) 2
EEOERBENFEHRLTLDS (BZ&&ELT 2.0SD LLED&RR) 3
BEOREMEESHRZER. MRERK. HFAHABTICTOVTOFE(UTORMASLTH
M OZERT D)
EEZROEN 0
BEOEEEENHD (BRELT.IQI0 XFHOCMHEELEZAWV-EI
SITN ARG IEEDES
hEEDEEL2EHS (BXELT.IQ50 RFHPOEISTHARARELIZE 5
DESE)
SEDOEEZEDHDS (BRELT.IQB KEPIRFE-ZFYDIKEE 4

BREORESFEFICEAT MU TORMSNT M D%FEIRT D)

R B D7 & [ HEREREE AV ALY 0

AP . BE. DI 1T EMEEEEN DD

(BRELT. ENTNDBHRERICLIBRBEREZRHDHLD)

FFi. B, DR E IChEEREREELIHD

(BRELT. ZN TN DRBBREEICLDIEREZROHLLD)

AR, B, DG E ICEEMEREENHD. HOIVIBEEENDLETH

2 4

(BRELT. ENTNDEHRDOHKEFLEEDHHLD)

~ N 2 O

150



VI EFEQBIL-NHREDORRE UTDHMrNFThNM DERIRY D)
a B L-4EEH A RE

b  {AILHhDITNBE

c AEEFOETHMALE

d 4SaFERIDE

~ N 2 O

A= i

IS VIETOEFMER VR ARELLICREFMEERET S,
(M4EDEENIDOTLHSEE BIE
(2)2m U LDEEAHY. hOMRLI-RREN6RULDIES B
B)MALRRHNI—6RDIFE HREERE
(A)MmRL=HRRgsito—2a0i546 BRE

= -

1 BWEBRRICOVWTEANISAIUESELTHILE
2 RERENGEWRREITASSAVICERLI-LDET D

LI FLUE N OVERSE B S0 B OIS IS B 1 B BB R

1. FAZWHTH WD EERER, RAETRSICE L T, 2R EICREOBEN 2 WA I, Wi
OO DEHNTHZE LR (7272 L, MeEH O 2 < ERAIERE ThH - T,
RATREZ L DIZIRD.),

2. IREBIIATL R B EIEKESFICHOW T, BUREZEHEO T TIHRENMTbA TV A IREE
ST, HE6 A TR bEBEWVREZEMIEET 2L 232,

3. ek, JEROREN ERROEEEDEETEU RIZEY LW E TH 508, mEERER &k
5T ENBEREDIZONTIE, EREBRONS &1 5,

151



HEHRRFABEMERDE=HDFYI)AR

RIEMEER—2RA RO MEREEESE
WEAEE

i O x HHREHICLIEE (BELHRE)
HRDEEHBAS M THL o
(MEEHBDEHICDONTIND2R—UBM]) '
D ERARIE IS TV o
(MEEHIBNDEHRIZDONTINI~5R—UBMH)
AEAENFEIL TN o
(MEE#BDEM/ICONTINBR—UBM])
RADBEEVLELT D o
(MEEHBNDEHRIZDONTINT ~8R—UBMH)
BEHRNRIZENT—EDABCE) IZFELARL o
(MEEHBNDEMRICDONTINDIR—USM])
BB EE (REFNIZESTIH0)AHEILTINDS o
(MEEHRDEHRIZTOVTINT10~1IR—UBH
EE6DBHELIIBFRPERICEVTT TITRRESIA TS X FEREE (&L REV NI IIE) DBMBELITEBIN TS
BEMOHEFCAVEZRAEZDAE
BEHROHIMNIOARBEDEE. RADBEROHE
BEEH
=1 Oh x BHRRE#HICKIAE(RLELEE)
CNETIHERH#RBAZE LS TRESINER X TERER, O
ICD10(HLLIE11) FEf=Orphanet(F—T7RvR) IZEIT5
RELEBLV—F
BRI E R E S TO SRR DERERDL O FRER (B BRIV N\Y MfE)
HBEBBIZEIEE SN TWRWER CERER ILH S0 x
Z:aib‘;tﬂ”;’ﬁff%%éﬁE—?q‘%é:?‘%;Eﬂ%ﬂl)@ﬁﬂ%’]“)b—ﬂ:@l:ﬁ&?é %
N
INBIEMBERRICIEEShTLS ) X SRR B (B, B )IRBY RO IMIE) IFIEESH TV
EREMRER(T5-OICRBEL REEENOBKTRENEFEN
" O BIZZHRE (APOBEIEFNER)

GBLHnE RERETEHT I

152




BREET IV CoA Bi/kRE R RIBFE

1. #BE

WBEEHT7 T IL-CoA Bii/KFEEEZER (very long—chain acyl-CoA dehydrogenase; VLCAD) RISTE(LISIHEEICEHE
BEEDRRMLEEND—DOTHD. REETIEIFAVR) 7 TOREE B BIENAEETINSHIRI/ILT—
FEDZUVA®, BEIEE FBRIENBAGDEE, B85, FRGESEZTINOTL. RRBOEEFLLEOIRIL
F—FENBEKRLIEAL, TH-EH-AHEE DI RIILTF—ERINME T LUERICEELE MmO AZ
FEREZRTIEMN SN

VLCAD RIEJEFEEBARLMEEREET, TORKBIIEBLEL. HFAERALLJIIARHRANCEED
DFRECELEEE-L, EHFROBEHIRETHIEHNDS, ELEEHIC Reve HRERBECIMRRER
SEAEIEEE (SIDS) HRIER TRAET DEH, H'RHLIRICHERGRAELZ 2T DER, RABIZE 5555, 5
HETDOHDEHFEHZ. FEIRTARI)—=2% (NBS) DR RHEE THSH. NBS TlEFEREINZLVEF
LHYH/SH. NBS EEFIDLEMNICIE, ChETOREFCIERONGVDEGETFEERZF DEHMNRONST
W5, COXIGEREMNNDE, EQXIGFERTHRIET 5D IAS M TRV ARRMEEETLL, FHKIIL
D THHWLARBHEERIE MCT 74 —325—°, BETEALTL\AMCT (R EEREIHER) AL/ —DiE
MEVS-BRERECEFFIRICEIRMFERMELZFHIARAONTVIAHERDOIVFO— LT EE
TH5.

EAEICBITEFHERIRRY) == D340y TR (2005 F£~2012 &F£)DFERTIE. #9 16 BAIZ 1
ADHEREETHD,

2. &R

VLCAD #3—K9 2iBIEFThHhD ACADVL DEEIZLD. BEFHERBEDHIEZEOHEIN EHESN
TW5. FERBRERTEIFUVEVRAEROIL—LVINGEREEFRFNZL-HVEEN S, BEE
REMEL OISRV RERIFEYN RAURICRIAET HIHEENZL. pK264E (FEBARANIZZLALNDEREE
HOBVWEETERBHEETRTIENZLD, FHEKOETOBFLLE CIETRAGESH S,

3. fEIK

AERBOBRKBIEED. FERPALLIIEA R RN CRET HHE L. EEODHAECEMIELH
5N, F4RHAIE Reye HRIEIREEAC SIDS #HIEKR TRIET DB E U, 4R HALIRE (ST RUARE O &,
BABTLEEDBRBHERERDICRET 2ENZVN . DEEOCTNICELESTFEIRMN A SN DAEHE
H5B. FAERCODHIERDIV,A—ILIELIELIERETH S,

4. Ak

REMERRAFHEILTELY . RERE-AFRBICIYVELCTEDIEY—F2EETHIE, B
i, DB~ DBEDCETEEITHILEZRAET S, BEEATIE, WAEBKERIE MCT J4—325—%
MCT # AL DEA. REEHEBOFIEAHRIN TN, BEVWAKRELTIE LLOL=FURE RYI4T5
—MEELBRENTHONDEIELHEIN. TNEDHMRIEBREM TH D, TOMIEHEMNZARICEEFTYRA
RIZEAE TV FICHER O ODHERIS OV T AEICLEOLL T IV - LA RETH I ELEL,

153



5. F&

FERBRERILLLIEMGHIEHTH D, A RAITEMBES Reve HRIEEHELTRIET S5E. 1
ENDBEUNAENMTONGNGEFEG TR - HEZHNFREDIITRTH D A4 R FEER DEHFIHNR
BICHBEORBEREE2TLHILIELIELIERBRIND. iBFE, RAZHANBRENBHRESA. RAHIZHENT
LEE YT 2RI RMBRECIANT—, BRREELEERT LN BESATLS. BAETTH
TLERBHOCLDHANDETEETH=OIT, ILEBOARFEBAERS . H I EHAEFHLIXLIEE
BREnd, AEEHELEVES. RABICEVWTLLHELZE DDHETERT LLMESIN TS, B,
bR, AR FRRELRBALEOFRELGYZLZELNHONTHEY . £ EICEIRBEBLLVABRNVLET

Hb.

O EHOHEICHELEIE

1.

BEHY

¥ 790 A

FROME

T (ACADVL BIZFDERHMRENRETHAHN, B THEROCRERPIESIELHY.
[CEHEERDREF AN X LITREBEHATHD, )

MRWEBRTE

RFEL (MCT DFEBHEIRGSURICREREHBROERFREVSEEREGSUVISESFIRGE T,
HAOREDREFFHTELN, RAWLEETIILL EEZEDILO— LSRG FI N SLY)
RHPDHEE

DLE(BEMNDDFHECERHEDIRINEIZHY ., AEPTHoTHRE L RFH DA, ETT
ETRENFERINDG=OD. £EITH=5EHREET D)

HY (RMMNERL . FRAKBL-BMESE)
BEEENE

BAERRBEEZRICIDAERKBEEEDEFEETMEANT, FEELULZRRET D,

BANRBRENREE [ARRBREEDEECHEABRLIEEBIBLIHARSAL OIER- BT
BEUBRAHIOBRI<A -HEHRE]

BARES RAKEXZRARBESS B PHAE

B BRAFELHNRE B AR

154



<EEEE>
Definite. Probable Zx{& &9 %,

VLCAD RISSEDZMEHE

A fEAR

1.

BHEEE. TONhA

EMAEICE > TR S, RBGRIEMREAND SIDS BTSN HI5E . SHEMRIE. FFHEREEFI5E
[ESARIEMRBF LD SNDIEELELN

IDARIER

DFE I A RARESI TIILIEILILERICE LT 5, BEREICEVLWTERON S,

TEMR

DFEICHESISEN S,

FFEEX
REDEEBRICITZLVERZROHLLHAHD, MSABAICIFBALSN TN EL S,
B EEIR

SANF— B BRFUEETIENSN . KRB TRLIILIIEHRMABEEZ RS ERRAER
FIDRLVERNRICHEEZECTENSVDISHL, KETIEIRFEFOPEFEDEHRICRMAELRLLA®
T DRI REOBERE THoTH, FRITEDIZHL, BRHERNPOELDESNLNHS.
JHAESRAER

LA RMRERIHENT, EMBERICIEM N ERICEDIZEAH D,

FE BT

DECESLGM>-RARENCDEER CEVIRITEMBEREICLDIEEIONSD.

BREMR

1.

Mm% - AL ZERER R (Cut Off [EZEETE)

1B~ e bt B s (B4 b B BERAER /far AR TEILEE > 2.5, MEBEASRARS /3 ENR X BB EIL
tb > 3.0) FF&BREER LR . & CKIYE. &7 E=7 MfE

M7 IAILZF o

AEEMERNFHERTARY)—=2F TIE, C14:1(B3EE 0.4 pmol/DD LF . C14:1/C2 LL(BEEL
0013)DLANZLEELRMATHS, HERPRHAZBEDLL EHICE>TIE+DRHELDE (T AHK
M7 VIVALZFORTTIIRENRERTELNIENDH D, COBRIXMET LV IIVNIL=FoRHETS
CENHEREEIND,

IERAER X BRERE

FRAHM) 2/ \BRASEEE E [E fR 4 SE MR ZE AL = in vitro probe assay VB RETERIE N AR ESENLFR
REE7 5,

REMR

AERTIE, FHEFDICAHELAALN ., FEIXAHHE A Ol red 0 B TORRIGIFIEHBABERE
ZoalEEOmMR L%,

155



C BRI E2

LUTOEEEEANT 5,

(AN IUYREREZET VAIILAN) BEKERE . AR B MAEE. thD BB REE.
BRRTRHEDDIE. S/ F—42E-9HER

DEEFHRE
1. ACAVDL BIEFDNEER

<gWohTIN—>

Probable:

FERIARD) ==V R EICKBRIERME B2 TREFEMNLTOI7MILERDH LD,
FIERTRERUES : B-212B T 5EBHENLTOTI7MILERD . ABLUB-1, B-4D5507%<EH1DLE
EZRHBHED,

Definite: EERICMZ.B-3 XUV D DV ELKEL—DTHREREMNFTRZZEHDILD,

156



<EEEDE>
ERERHEBEDCEERE T (BEAERRBEEZR)EAVTHEFELULENRET D,

o o

(o]

o o

(o]

W EDBBRRKRE(UTORMrVTIAN DERERTS )
AREELGW
SHEBRED=DIZfAIL M DEYZERA VB REREL TS
REBRRNGEYARNPETER
SMERERICTREERE MBHMEEZLEETD

BEREBEROKREUTOHIALVThM DEERT S )
BEHRGERFICBDENG
BEOREFRHLIVIE—HHUERRFHIRNVILETHD

BRIV IZHRBELTERI AL ENDHEEDEERENDETHD
FHRILVIERBLTERT L EDERBERENTCRFT DR (BB BERED
HEABETHD

RERBENDETHD

BRREBELGEORBESICEZRREL-RE (EEZEL) OMR(UTOFHALL
Thh12%ERT D)

FIZREZRHLL

BEOEREEIBELTLS (BRELTEESHEMS 1.5SD DiERR)
PEELUEOREBEIBRELTLS (BRELT 1.55D M5 2.0SD D)
BEOEREENFRLTLD (B&ELT2.0SD LLED&RR)

REORAEDFEEEN. MRER. HHETITOVTOHFM(UTOFNGLVT

M1 DERIRT D)

EEEROLEN

BEOEELRNHS (BRELT.IQI0 RGOMHEELREZAW-BILSITHHE
RREEEDES)

FREDCDETZEDS (BRELT.IQ0 RFEPLEHILSTHNTRARELGEEDES)
EBEOREEERHS (BZRELT.IQB KEPRFIFELEYDIRE)

REDBBESICETHTME (U TORILLT M DERRT S)

AP B, (Difa & I REREE AR

FHiE. B, DG EICBRERERESENIHS
(BRELT. ENENDORBHZEREICIIREREZRDOHLD)

A, B, DG EIChEEREEREENHD
(BRELT. ENENDORBHEEREICIDERERDHDHLD)

TR BRE. DG CEEREREENHD. HOVIBIBEERNVLETHD
(BRELT. ENENDRBHEDEETEZEDHHID)

157

AN = O

A~ N = O

wWw N = O



VI EFOEML-FREEDRRE (UTFOHRMLNTINDERIRT D)

a BEILI4EHETRE 0

b AISHADNBIALE 1

c BEAEFOZLTHHMIALE 2

d 4SmEFERILE 4
KREE
I MIETOEFHER VR E RELLITRRETEERET 5.
(MA4RDEEMNMDTEHDEE BIE
(2)2RUEQEELAHY. M OMR LR RN 6 RULEDES =P
()AL RAEA 3-6 ADIFE e
()AL= REN 0-2 ADIEE BRE

1 ZEWEBERIZDODWTIIHARSAUESELTBHIE
2 EEBENGEMABRIIHAARSAUIZERLE-EDET S
3 KEBENLGUBERBABRIIAARSAVICENLI-LDETS

KO BEERVEERESEOEGICEITSBESEE

1. WRZEICAVDSERKRER ., REMRFICEALT. ZHEZ LICKROBESEVEEIZE, WVThOR
HDOLOEANTHELI AL (L, HRERDBRBZERIBRKERETH T, HERAIRRLIDI
R3).

2. ARFRRICEITAEEE SIS OVTIK, BYLEZFMEED T THRNMTHONTNSIRET, El6
H AFTRLEBVREZEMN MY 52EET 5,

3. BB ERDEEA LEDEFEENEEFT—EULICZALGNETHLY ., BETERETMIET HL
ARBREREHEICONTIE, EREPRDHARET Do

158



HEEHRRABHERD=HDFVI) AL
BRIET S L CoABIKRBERRIBE

WHREE
B O x BHERICLIEE (BDETESR)
SR OB/ THL o

(MHEE#HRDEHICOVTIN2R—USE)

HhDFERIARABIIZ SN T o
(MEEHBOEHIZDONTINI~ER—TUSH)

SRR AN HEIIL TLVELY o
(MEEHROEHICDONTINER—TUBR)

RAOBEBEEVLEET S o
(MEEBBOEHIZDONTINT ~8R—TUBH)

BEBARBICBVT—EDABCE) [TELEGL o
(MHEEHRDEHICOVTINDIR—USE)

BENTZMEAE (RFFNIZETIED) NEILTLND o
(MEEHRDEHICONTINI0~T11R—U SR

LE6DZMELFBEFRERICEVTT TITEKRBIA TS o ¥ah: BAEXABEEFS  AFRB: 2015548178

BEROEFICAVEZATEZDAE

BEROHEHMNI00ARBEDEE . RADBEROHE

BEHE

B O x EHE#HIcLIEE (BEDES)

CNFETICHE#FRIZERTRIFSNERXTERER, O

ICD10(HLL<IE1 1) EF=Orphanet (F—T7rvM) 128115

P St ICD10: E71.3 fRRABAMHIEE

BRI E#RICIEESNA TOSRBDERERN, x

EERKICFEESATOLRIWVRFE CTERERIEH SN x

fﬁ?ﬁ&lﬂﬁ@ﬁﬁ’éﬂ%&?’%)Eﬁﬁﬂi‘\‘-’ﬁﬁﬁﬁ)b—jliﬁ(:ﬁﬁﬂ'é <
\
INE SRR TSN TN o %g%gﬂiﬁﬁ ERBEFTHU BRETILCoARKREER
Ef%ﬂﬂﬁ’éi"l‘)’éf:&)(:%?ﬁﬁb‘l RIEBGHDRHRERELNEEN
\ X

%
(BLHNhE. RERETTHTELY

159




3-EROF-3-AF LS L)L EE I FE

1.

4.

Bz

3-EROF-3-AF LY )LE)LEEIME, 3-Hydroxy-3-methylglutaric academia (HM MfE)IXIka R 7
[CEWTACL U EILBRRL TN REEICEEL HMG—CoA Y7—EDRBIZIVELD . BEBHKS
MIEIEDEETH S, 3-hydroxy-3-methylglutaryl-CoA (HMG-CoA) )7 —tE REBELMEENDHELE
LY T 100 BIREEDIHREN HEMGEEEBE T, KFBTIL 2017 FETIZ I HIOMENHD. HFBAH
HREIC, ZDEIDZLDEFLELSBRICETOE=7IE, REMETIF—X, FFEEESLRE
ST EMBEREEZE-T. Y REICE TS Reye HERBDRERD 1 D715, HEALLR
AHEE MBRTVIALZFUOMBRLHY, CNOoDHFHEAPMTRELZTOIENTE, ERTRRYY
—Z U D—RAREEELO>TNDS. RELZWN DOV RIE, EELEMBERELZESLIHELSTE
FOMBENDETHS. RABICHRAELY ., KABITIEMBERE. DEHE CEREILLI-EFLIRESN
TEY, BARICEW T+ 24740 —7v7 | MBSV ERETHS.

3-ERAF-3-AF LY LAY JL CoA Y7 —EZa—K T BEIEF (HMGCL) DEFEIZLD, LMLEAD
BILEEFEETCHEEENELLLE, REBEPLIHIMNZL,

ER

BELVEWVERICTENREEEZRET 5. BMEREERHES. B8, 7O RZL5 2R,
EBrAHoN, FERSHONSD, BIEHERELT. TANAPREEFLGENROLONLHIENSL D
FIEDAHAMESN TS, FMEREE. I RHADEATEELTRET 5 EbH D, HAHITENT
LIEMBERERZ T HEAHYIENDETHY. TN BN, ZEGEDDHEDERISEE
L. EHMDIO—REFOEENVDE, MNEHOREREELL TORMFESFEEZER. TADAIK
BRABIZENTEHERT 5,

aEE

BEEELE ARETHONDET I MENEEIL. RAORBIRILX—THEIT N AREEDES
[C&-THLD O, IR ERRICHEZDHZEFTKREN, COD. ZEEZHRTEIENEETH D, F=
AMSURETA—Sa52ERATILRERED BRIV /A VFHIRETVVELNS, A0 —ZF+ 552N
WETHD. BRIVNAIFIR. ZREETHZEERABICEBLETHS,

EWEE L-HIL=F> :30-100mg/kg/day CDHREIERARAIZHNTHITS,

SO NNRE AR EZROLTEMAREEETHD BMBEICE 20% 5 )L0—R%E
Iml/kg TEHEL. 100%REULEDTROBEECEREMBACOREEHIET L, REETIF—2 XD
E.S7 =7 MEICHT DREREZTL. CNSHAARMICOUFO—ILTELRLMEAIZE, T OH
(2B (2 kDMK F L BEETTS,

5. %%

160



HERTYRARD)—ZU T2k TRIERICEEEN ., RHITEENALEMBEZ FHTENL, FEE
FHPEEZRLTERGRELRAFND L. EEQENENFREERT 50, SHHADH
EABNSE, RTELIEYVEEDREER. CTANALBEDRBEEZRY . RIEROAELY ., BRKRIIC
FREARELTOWTH, BREEIRELTHY . RBENEBEEILELRETHY, +20REARE. RE.
BERZIZLELT D, BRERPWLECLICEY, 28RFEFISDBHED =HIDAEZEFAEL=EF DR
EHHDH. EABIEMBERETHRLTCEECHBREEZSLEMNDRESN TS BAIZE
SIEHICENTHL TR EERABBEING TN DBHEGECIYRTT IREEELTFRICLGSHT
ENEZLND,

O EHOHEICHELEIE

1.

BEHY

#15A

RIRDHIE

B (3-EFAF-3-AF LT LA IL CoA YT —tE%EI—F 3 BB InF (HMGCL) DEEIZ LS,
LALRILEGFEECTHLEREENELGLLGLE . RERLGHI NS,

MRWERERAE

REESL, SHEBUE VIR DETEELE DBEAELH AN, IRAD-OHDBEAEILEL,
RHDOEE

DHE RIEBOAELT  BBRMNIZIZEZRELTOTEL, BREBIIMRGELTEY  KENEEILE
KETHY., +HHRBERE. RE. BEEMREIEZVELT S,

HY (BARERKBEEZRTERRSNBEANIT(0HY.)
BEEENE

BHAARRBHEEFZFRICIDERMERBEREDEERTMEAVTHFREULEZRRET S,

BAMRERENREE [ARRBREEDEEChEIPRTIEEBIELEAIESA0
fE R BT RUB R O BRI - HEFE

FEREE BAKEXZRNRHEST B PHAE

SIS EERYNRE HIE REHE

161



<EoBREE>
Definite xR ET B,
3-EROX-3-AF LY LAV ER MG D 32 B B4

A JEIR
1. {Em¥ESEE
e, BHEE, SHRGEZRDL. SHERIIRBUET IR AOREREEZILND
2. FFEEX
FFBERREZ 5L B0 BIFEE2 T SR A S0
3. MHRER
TADNAPHMEZEDEHZRDHS

B M DIRMLEHBRERRR

FREHEE T

3-ERAF-3-AF LG JLAAVEERD 3-AF LY ILAAVEE, 3-AF LT ILEILEE, 3-EROX LA FERAE
DHEHIEMMNAHDND, I 3-EROFX S -3-AF LY LAV B IEARRE ITHBHTH S,

oF I EA:
TUIHIL=ZF ORI T C5-0H R OHT-HE (X 3-AFILUOR=IL CoA BILARFLS—E RIBEDLEESHIL
REIS—ERIBELREDENNVEIZLES, LHL. [REEHES T TEZHIEIBZZTHS,

D EEFHRE
HMGCL &z FNEE
27LUILDIRHEREZEOHS

<BEBLLLIBREMR>

1. M- ELFHIEERRR

SEHICET O BELESAAONS, REETUF— R OFT7UOE_7IEREERDHIIELELY,

2. MHBF7IIAIL=FonH

C5-OH AIL=Fo D LFEIMFEHTH S, ThlE 3-AFILYARZIL CoA AILRFLS—ERBIEDOESD
WRFLS—ERBEGETLLER TS0 ROFRPEBEBEATHWUETHS, Cut off {EIEL>1.0 pmol/L &
SNBN. BRV—Z VTR TETRGDILITTEET S,

3. BRIEMAIE

YU NBROIER R SR FMREE AV -BREEATICKDZEHNAIETHD

<EZWOHhTIV—>

Definite: AMSH1IEHEB LU E+BZiE=9 5. D Ziml-LCOEMNT RSKBZRNTE1D,
HERTARY—ZV I TRESN-SE FEHBRREKTHISEELHFET N EDEEITENTHLBZ
anf=9 M. D Zim=L. COBA T NSKRBERNTEDD

162



<EEEDE>
ERERHEBEDCEERE T (BEAERRBEEZR)EAVTHEFELULENRET D,

I UG EDBRIKR(UTOHRMSVThM DEERT S )
BEREELLGW
SHEBEDT=OIZfAIo M DEYZERANBREREL TS
REFENGEYLERNPETTERL

d 2URERICTEREE, MRFLELEETD

o o

(]

I BEREBEROKREUTOHALVThM DEERT S )

BEHRGERFICBDENG

BEOREHFRHLIVIE—HHUERRFHIRNVILETHD

BRIV IZHRBELTERI AL ENHEEDEERENDETHD

d BRI IEBRGELTEATSLEDEEFENGRFOE (BEL) BERED
HEABETHD

e REXRBNMDETHD

o o

(]

I BRAREBCEOREEEICEZMEL-RE (EZEZEL) DR (UTOHHDL
WFhiM1DZRRT )

BICEEZRHEL

BEOEBEI/BELTLS (BRELTIEESEREMS 1.5SD Di&ER/)
hEELEOREMENBELTLS (BZXELT1.5SD A5 2.0SD DiEAR)

d BEOEEEMNFRELTLDS (B&ELT 208D LLEDERR)

[\

[on

v REDFHESREER. EER. BFHAETICOVTOFE (L TFOFHNLLNT
N1 2EERT D)
a EEZFEDHLEL
b BREDNEEZZEHS (BRELT.IQI0 RECHBELEEZRAW-BIIHTHAT
RELGEEDES)
c HEEOEFZRODS (BRELT.IQ0 RFECEHILSITHNFAIGELREEDES)
d SEOEFTERDHSL (BRELT.IQ3B REPIFIFELZYDIKE)

163

w N = O

N



o o

(]

P B (DR E IS REREE AV 0
A, B, DG ICBEREEEEN DS 1
(BRELT. ZNZTNDRBBEEICIIBRBEEREZRDHSHLD)
AP, Blg. DA E Ich S EREEEENH S 2
(BRELT. ENTNDEREEICLIEKRERHDLD)
FRhi. Bl DS [CEERBEEELNHL. HOVIBEERNVETHD 4
(BRELT. ENTNDIEBZDEEFRLERHLHL0D)
AFOBIL-NMBGEORRE UTOFISLTFIADEERT S)
EAW S 0
IS DN BIDLE 1
AEEFDZTNMADE 2
AmERERNLE 4
KREFE
I MIETORFHERUVRE REDLELITRREFTMERET 5.
(MAFEDEEMN1DOTEHDEE =i
(2)2EULEDOEELNHY. hoMMmLzREaEN 6 AL LDZE =i
(B MRl R 3-6 RDIEHE PEE
()AL= REN 02 ADIEE BRE

EE

PHEBERICOVWTEHAINSIAUESELTHIL
REFENGEYBRIHAISAUICERLI-IDET S
RERENGEBEREBREEHARSAVIZERLI-DDET S

ST HLYE N OVEE FE A3 B OS2 38 1T % B B A
(CHW D ERAIEIR, AP RSB LT, R EICRBEOREN2WEAICE, W

1. WAk
NOBHOLDOZHANTHELE 22V (1277

ATEEZR B DIZIR D, ).
2. IRWRBMGTRICRIT D2 EIEEDHIC OV TE, BYREANERDO FTIRREMTPIL TOSIRETH

-,

[ERURGCRAVEIING > S AR/N %Eﬁfﬁﬁ\# WrsZsed o,
3. 7B, MERORREN LR OEIEESHE T ELL LIZEY L WETH 505,

DT ENMEREDIZONWTIR, ERERONEGEET 5,

164

L\%ﬁﬁﬁwﬁﬁ%%ﬁﬁﬁﬁhﬁﬁ%of\%

R T AR e 9



HEEHRIRABERERD=HDF VI AE

-ERAFI-3-AFILY LA ILESISE.
AR

=4 O x HHERICLIEE (BELRE)
HRDEEHBAS M THL o
(MEEHBDEHICDONTIND2R—UBM])
HDFERARABILEIN TV o
(MEEHIBNDEHRIZDONTINI~5R—UBMH)
AEAENFEIL TN o
(MEE#BDEM/ICONTINBR—UBM])
RADBEEVLELT D o
(MEEHBNDEHRIZDONTINT ~8R—UBMH)
BEHRNRIZENT—EDABCE) IZFELARL o
(MEEHBNDEMRICDONTINDIR—USM])
BB EE (REFNIZESTIH0)AHEILTINDS o
(MEEHRDEHRIZTOVTINT10~1IR—UBH
LD ZMAEIBEFRERITBVTI TITEESh TS (@) 2L . BAXRRBEEFSE  KFBB:2015F47178
1)‘%,ﬁﬁkiL%v:r{#x_%E")i—“:{;ggfrn»ybfzhfg;ooﬁ?(:mmt%j},ﬁr%f;ﬁ??u
BEMOE AN -E2RATEDSE '2));—@2;%3}'? Efﬁfﬁfggggsgg;gfﬁﬁz(m;g%%tgiaﬁéggé%?
EE?;?&%H%I:;Uﬁbnf:g@iﬂlﬁlzb)SWId)ﬁﬁllﬁfﬂiiéhf:hé%l:1WJ!DiE)JD
BEHROHIMNIOARBEDEE. RADBEROHE BIESNTVOSDIEHE
BEEH
=1 Oh x EHRERICLIEE (BELHFE)

CNETIHERH#RBAZE LS TRESINER X TERER, (@)
I%Eé)a‘lggi,é(il}:)if:Orphanet(?}'-??*‘yH!:BITZD ICD10: HMGILEE E711
BRI ESRICIEESN TV SRR ERERBN x
HBEBBIZEIEE SN TWRWER CERER ILH S0 x
?ﬁﬁ;lﬂ%ﬁﬁ%ﬁﬁ&%%t?éﬁﬂ%ﬂlbﬁﬂ%’f}b—ﬂ;ﬁﬂl:ﬁ&é‘é %
N

=) oo e — 4 #H#5:103
MNRBIERERFISEESA T oM o & 3-EROX S -3-AF LY LRV B
EF%EJ]&’E%H%;T:&)I:;Z\EET:%‘I RIRECN DI HERENEEN

\ X

GBLHnE RERETEHT I

165




REDRAFUREE

1.

M=

REVAFUREL, ERETI/BRABERED—DOTHY . AFF U HKBEYPTHEIRESRTA
UIWNMAICEE T DCEICKRYRET S, MAICERBLIZARESRTAUE RPISRESRFUELTH
MENd, MATORESATAVOERICKY . MERNKEE., TILI7 VEERBEFROER (T4TVY>
R E IO BREECIRER) ERIET 5.

RESAFUREDIERE ., AFAZUHIRBICKYRIEZHHEETHT HENTE, AFF=HIR
RIFEERBEITILENH D, LHOL. Y RA~HANHATIZLDBEREREDHTHREVATAUIE
ZaAUbA—)LTHEERETHY . BEEREICMATEEEERTHINIIV (VA REZ V) E6A
FTRIMBENDHD NIAUBREICKYREVRTAVFBAFIVEENAFAZUICEBENS, TOREREK
EVRATAVREFETTEM. AFAZUERFRERT S,

REVAFUREIX FIERIYRARD) -2 T HBIRETHY . AN TORESMEIL 1/80 HALSsh
TWa%,

2. [RE

— RIS REDVAFURIE XS REF =4 BERLEESR (CBS) RIBIED LZEE LY, CBS DRIEIZEKY
RESRTAUDNSVRFUEERT HARBBRAEETIN . REVRATAUNERET 5, CBS [FEAZY
B6 R LT B0, EFIY B REICKYMPRESRTAUDERMNERT HE23 B6 RIGEM
HHMN. BRATIEHTH S,

3. fEK

4.

HIRAIEEE . MMEE. TADA . BHERK (ABES. 15073L)

BREE: S8R, VERIE. AIEE. B, N RBGEED IV I 7 EREEAER
BRER: KBERERBISEET SERGE DIV I 7 FEIREFRAEIR

MEREE: TEIRMASIE. MEE. WNEE, KBIRERGE

aEE

BRI (AFA=UBREMI) ERAWVAFAZUSIREICKY. MFRERESXTAUEZE 50 tmol/L
UTELDESICEEEET D, LML, BLDOEENRA~BABITLEIEHELRBREZHRET D
CLIER#THY . MBMEELLT. BEEERTHIRIIY (WA RIFTV) OBHRANBETH D Y
ARZF U DEMIEIRTE. 4481 A gTHY.RBIELT 11 BLAEIZIE 1 B 3g. 11 EERFAITIE 1 [
50mg/kg & 1 B 2 BROKR 5T ELICHL-THY. 11 RU LGS, EffifZ(+TH 8 FABEMMBZ
LB, EA3Y B6 RIGEIZDNTIE. EAIY B6 KERSEZAFAZUFHIBBIZHAT S,

5. %%

PAERIARD) =0T DE ALY RERCABRN SN HRICEHMA TR, £HFRITEAR
[CEELTHELA ARIZGY R GMAREDRTAO DAV MA—ILNELONGEWNES© H 5. 1

166



[CIREFBERNSRARICEI Y ERFPREFET IRFLELLHOH, £EEERB L THREH
T HOVEND D, AEZHRBELTVSEE, MNFPR, EGTFRIIBLEL. BXCEREZET S
REETD, KRBT, ERGAMHEZESLSLVERBETOBEBHEABENANLETHY ., EOE
KCTEEEEZONDEETH D,

O EHOHEICHELEIE

1.

BEY
#3150 A
FIR D

TEA(CBS B FHERLAEERNEETHLSA ., ALEGFEETHLRRBEFCEEFHNNHH_ELRE.
RFEOHEE. RENRBATHLIRAHAZL,)

MERMRERE

KL (AFAZUFHIRBORIAVRRICKDRIED FRLIEHHIEERRELEN S, IRAAETIZELY)
REDESE

WEGEEMNAZMBRERED)RAZIEEICHY ., AVFO—ILAFRRIZARDETEEILT 20, £EIZh
=58BEETH)

SEZ)ERDOREAGI (—EDH) DIKR

o | ERYA y E43uB6 | AEILY | WRE RHREE . BED
| 2oy | B | BERER | (papri | 520 |(R840)| (o) AHHE. TOf EERA
1| %@ [ x| 28 i Gl & | VB6, EEE 7ACYY | KSEBE, BIE, SRBIEE il
2 Bl B 158 = 5 12¢/B | VB6, EfiE. 7AEYY KEEEA, TAhA MR AR
3 Al X 1285 & ] 8¢/B | TAEWY, Z7V'tY | KEBEEE, KBERFEESRE | HRAR
4 [l X 5 ] i 6g/H VB6, EfE Tk SRR ZhH
5 Bl B 4% Fid i 8g/H | VB6, ERE. 7ALY By AREIEGL REFEL
6 | %H) | B 0% i -l 8z/H | VB6, ERE. 7ALY By AREIEHL ;F
1 %A | & 0 i & 7g/B | VB6, Kk TALY HERIZAN %)
8 | %®H) | B 0% i -l 8z/H | VB6, ERE. 7ALY By AREIEHL ;)
9 | BAE) | Xk 0% Fid 5 6g/H | VB6, ERE. 7Ly BT ARSIHEL e
HY (ARMHERL ., ZEMNKALI-ZEIESE)

BEEENSE
HARAXRHEEEZRICEIAARERBEEEDEEETMEFAVTHEEULEZRNRET S,

O fAEHT

HAMARBBERMREE TEXRBEREQOLEECHOI-52EIIEZBIELAAFSAO O -RET

BrUVZREGIOREICHIT-HEMRE

HRARE BEAXRZRERNERZSH HR pHOME
EMXP/NER BE PMHEA

HY ®R

L

e IS

167




<EORREZE>
fEE Z 5 (Definite) DHZEXN R ET B,

REVRATF VR DD E#E

A ER

1. PRERREE MNES. TADABBER (=Y FH)T(EE. FL. 152%E)

2. BREE BHEREVCEESR -VERIE-QIZE-BH-MZE - R (RILI7 U AEEEERRER)

3. BRFERK: AKBAEREICER T 5IAMR (EABRDIZEICIE, 10 RFETIC 80% L EDREHITKEARERE
2T 5). ENE

4. MEREE: SEARMASSE . MER. K2 ERGE . KENRAZ B

B#&EMER

1. Mik-EEFMREMR
M AFA =2 E{E (1.2mg/dL (80 umol/L) LA E . E#4E: 0.3-0.6mg/dL (20-40 tmol/L) )
MAHRESRTAUEIE (60 tmol/L LA E, EHEfE: 15 tmol/L LATF)
FRAPRESRFUHM (REE: EETEIEEINGLY)

2. ERBREMR
fimizEASEERELISE L, WEEFRRZRDO5,

3. AEFMAMR
BHEERTRAL,

4. REFMR
BHEERTRAGL

C R

1) BAF A=V MEEE-9H&KE
AFFZUTT/VIVERTSEER (MAT) RIBJE
MU RIBE
MAERHFRZEOERSE

2) BREVARTAVIEESE-THRE
AFF U ERBERRIGE
AFLUTISEROERZETER (MTHFR) RISHE
REVRAFUREEHEIAFILIAVERMAE (A/NFIUKBEREE C L)

D EEFHRE

1. CBSEIEFOMTUIIRREERZRDS,
2. VARAFA Y B EREESR (CBS) BHIET : fRHESFMRE, 1) >/ 3FEBK

168



<gHohTI—>
INREBIUBRABREFDIZE :C DT RNTORBERNTE, TEEOVITIUAEB-LI-LDEHETED
45l (Definite) &9 %,
CADWThM 1 DUE, KU B-1
FADWTFRMN 1 DLE BKU D-1HAHLME D-2

HERTRARD)—ZU 53 L RRERZL ETEERBICERINE-EE  COTRTOEES
RO TE,B-1 HBDLNE D-1H5LME D-2 DWLZVTFhhEiET=LI-t DEHEE Z B (Definite) &9 5,

<BEEESE>

ERERHEBEDCEERE T (BEAERRBEBZR)EAVTHEFELULENRET D,
ERRHBEEZZOEEESEIT, KRB (ERWGKBES) D= £EICO=58RELELT HEHA
EHALEEEDBTHEEER TONDLICERSN-LOTHY ., RBFEERBRLTLVD, BENELTLES
THLHE T SBRFDEEEDBERANS LML, HAERMNOERMIZEENFEL, HEBERMLZDEL
ECRRET O TVSAERMERBEREICEAL T, ZATIEHEL,

I EWiE DBRERE(UTOHRMLVTIANMN DEERTS )

AREELGL 0
SHEBEDT=DIZfAILMDEYMZER VIR EREL TS 1
RERERNGEY BRI P TER 2
d SMRERICITRERE RHMLEZLEETD 4

[\

[on

I BERBABROKREUTOHMASVTAMN DEERTS )
BEGHRGERFIZBHEAGN 0
BEOREFHRHLIVE—FHHUTERFHRILETHS 1
BRI IZRELTHERTILENHEEDRERENVDETHS 2
d BRIV IERGELTERATIGEDEBRENGRFTOEN (B BERE 4
DWENBETHS

e REXBENMDETHS 4

T o

(¢]

i} BRRELGEORHETICEZBEL-RE (EEZSO) ORMR (UTOHMS
WFhh12%RIRT D)

BICREZRDLEL 0
BEOEEEINBRELTLDS (BRELTEREEEMNS 1.55D DiERR) 1
PEELUEOREENMFELTLS (BRELT 1.55D M5 2.0SD DiERH) 2
d BEOERBEAIFHELTLS (B%& &L T 2.0SD LLED&ER) 3

T o

(]

v BEORMESREZER, MRER. HHETISOVTOE (AT DML
THhMDOEERT D)

169



a EEZRHEL 0

b BEMEELRDS (BLRELT.IQI0XHEPCHBELELZAVEEISHTA 1
AIRE IR E DEE)

c HREREMEEZROS (BLXELT.IQ0 KEPCEISTINRATRELEEDRE 2
&)

d SEOEETFRHD (BRELT.IQ3B XHFLEEFEELEYDIKE) 4

\' REDEFEZICETA5HE (U TSN LThh1DEFIRT D)
a [P, BHE. DERE ITHEEREE AR 0
b BFRE. B, DEGE B EMEREENHD 1
(BRELT. ENTNOBHREEICLLIBREEREZRDLHLD)
c . Blg. DEGEIchEE#ERENHDS 2

(BRELT. ENENDEBZEREICIHERZRDHDHID)
d fFiE. B, DRGEICEEHEEENHD. DAV EIBEERNIDETHS 4
(BRELT. ENETNDIEZOET£ERDHHLD)

VI EFOBIL-NMGEDRE UTOFASLTIAMN DERIRT B)

a BEILI&EEL TR 0

b ASHDNEIDSBE 1

c BELEEOZTHNEMHIBE 2

d SEGEFERNLE 4
=i
I MVIETOE AR UVRERELLICREFTMEERET .
(MA4RDIEEN1DOTEHDIEE BiE
(2)2EULEDEELNHY. M OoMALREAHN 6 AL EDZE =i
(B MR- REA 3-6 RDIFE PEE
(A) AL RE 0-2 ADIHEE BRE
EE

1 EWEBRRICSOVWTEAMNSAUESELTHIL
2 REREMNCEWAREHASSAVIZERLIZLDES D
3 KREREMNCESEREBARERIAAISAUVICERLI-LDET S

MWL TE K O BEAE L ORI B 1 % B9

1. JRAZENC O DERAIEIR, RAPT RSB LT, B BICRBROREN2WEAITE, W
NOEHObDZANTHE LI AR (2720, SREEH ORI 2~ BRRERE Th - T,
FRATREZR B DIZIR D, ) o

170



. TREBIATR ISR D EIEESEICHOWTIL, WUIREZHEHEO T TIEEMTHONUTOWARETH
- T, HiT 6 22 H M T b EVIREEZ ER 2 2 L L35,

LB, ERORREED FFEEOEIEE S C—EMU RITEY LBRWE TH 508, @R R 2kt
B2 EBMEREDIZONTIE, EREHRONER LT 5,

171



HEEHRRFABEMERDE=HDFYII)AR

RESRFURIE
WAER
B Oh x BEHE#HICLIEE (BELGIES)
RO AL H THL o
(MHEEHBOEHITDONTIN2R—CSBER)
D FIR R AL SN TLVRLY o
(HEEHBDEMRITONTINI~ER—US)
SBEAEMNREILTLVEL o
(MHEEHRBOERITONTINR—SEBR)
RYPOBEELELT D o
(HEEHBDEHRITONTINT ~8R—USHR)
BEHEDLERIBICEVNT—FED A GE) (TELALY o
(MHEEHBOEHITDONTINIR—CBER)
BENTZMEAE (RFFNIZETIED) NEILTLND o
(M EHBRDEHICOVTINI0O~TIR—UBER
EiR6DBUTEEFEFRERITBVTT TIZERRSN TN e} 2of: BAZRARBESE®S  KFEH:2015F4A178
EEHOHFICAVEZREZDOAE
BEROHEHMNI00ARBEDEE . RADBEROHE
BEEE
=1l Oh % EHRERICLIEE (BELHFE)
INFETICHEEHRRT TSR TRISNEEBXITER B, O
1ot g;f;&‘i‘_ 1F?$T:Orphanet(7]'—77?~‘yl~)l:?SH‘%) 1CD10: E721 SHTs/EAMEE
RIS MBI ESN TODERRDER KRR M O IV U RIESE DTS/ BB R E
BAFAZVIME  AFA =TT /Y IVERSEE R (MAT) R 18

HEHAICITIREESA TVEWNVERE CERERIEH I, O iE
fﬁ?ﬁ&lﬂ%ﬁ&%ﬁﬁ’éﬂ%t?‘%)Eﬁ%"iﬂi‘\ﬁﬁﬁ?’uﬁ)b—jlim(:ﬁﬁﬂ’é %
N
INRIBMEERRICIEESATLS D e} HERRBEEE SRES19. REVAFURIE
IE?%B)J&&%H%T:&)(:;Z\ZEE"/J‘I RIREENDEFHRERENEEN

\ X

%
(BLHNhE. RERETTHTELY

172




1.

M=

EEMREEREE . AREHOTHEEIMEICEY. REICBTIEFOEEEEIERETHD, ER
ELT, BLEFHEER. Bt EEORENRELTHOND, WRITRNEER ., SMEE BEXUBED
ERNEETDLDCEEER) A HSH. RER IFEFIFEB O HEEIMEICLSFMDBRAEEELT,
NBRRMEIFEETE N IFELRBSNIFELREPOEFRR O BATERGCENSSOELLE
BHET D, NEB IFFIRRFOAFAEENEICLIFEMDRARZS LT [RBEIERBSNDIE
HRORBFOEERIEOREETHHEET D, NEREA 90~95%ERSHEHO . SERRTH 5%, BEERIT
BHTHTH D

2. [RE

EHRDRNIGCH R, BIROAEGE CEH D RHREER D RREE . BTTREEH RIRICE D, KHEE
BOBEREEICEIIBMMMEC AN T EEZLNTVSD, RED EHEGRERIETFTHATHS.

3. fEK

4.

REE TEIRFRICEENTMEEM. MR 5 ETREFROFIRAERSh . EDRY)
NOFEVERET S T . BAURFOEEDNAREFEET NEE TEEFEHFARERICTEER
B, BTSRRI R T 52 &T BiRNE . EOREG. KEREDEREET D, WTLDZELAEICR
Y AHIENTET 32 r—Lav e ELEETEND,

Y
AEBIHT SRAARE AL, RENBRELL TERFRORBED RELBAT SR
(EERM) CHREENERSLELHHL . WFREAMEIET BREDIEFURIEAL, 58
HABEEEL TRERR IS LTIk, RIEEER O— D Th B FAR BB O VIR0 R RS O 53 D3BEAS
ERAT B-DDFHL Ty SE AN RRRER A 2 BEEN DS, SMERHLTIES AR
EBU, RYURRERORIREG~ 0T AFELEN TEBLBEATHA TS ARETHHN, A
EHREOBEILENE THY . REARDBETHS,

5. %%

FEORHERE OB T AR E | #FE LN OWREREEIXEE THD, TOMDEFHEHHERGLA ., FEE
BEDOICEZFMAEOEMZRTY, RISFIEEISEYTELEDIDREEZETHL1HD
A, BRBERY BHEEFREMELN,

173



O EHOHEICHELEIE

1. BEH
E RN TH 4,500~9,000 A
2. RIFOHE

TH(BAESAC=ZT7HRETHHET HRBA L)
3. MRMITBERE
R (ERBELZHRFTETLRBEDH)
4. REIOESE
WHE(RV)XRAERZDAMREHRANDFAEREZELIITBEOMENLETHD)
5. PEE#E
HY(ESUEEREOCHEESLIVEEESHEOREICETIARIMTHERL. EFEEESE
6. EEENE
B REREEODHEESSVEEENEZAVTHE

O fAEHT

HAMEREBBRMAER EEURFEERELCANRARSERICET SR
MERKKRE AEETIARZARZREZHER B HEHEE

174



<BMEE>
HERFZERRET D

WAFHEUTOTRTERTIL)

1) REREICHEMNREVCEDMEZROEL

2) FRIROBETAE S LIS OUREBHEREICBAS HVEEEZ RO
3) FEERTICEASIVEHAM - DERIEREA L

4) JERD6 hAULEKETS

5 PARMZTERAERE -HERBEEALGEL

1. EEZER
R FICRENRICEEESCRELTUTOEFERZZL., BIEFRYE, B2, BREN vIGE
DERRHIHEER T 5.
MER LY

DAREE . WG REEFROBFEDDOFEY
)FPEE . BTiHIEE DR YN
AFFHILGE D SBA
HBNMEREE (DEFEDRFLLE)

5 gnEY
DARER . W[ R IEEE
)T HEER ., BTt HYR T DRI PR
IFPEF . BritaI7s B DERER (F D EIRY)
HENERE (BEFHREE)

SH A
Az =] gl_j

REE . NEREOmA DERZEHFELD

2. BELRDHR
DELIKWVEEDENHS (NERE BB TIREDFERE . SMRE : ST 0NTRE)
EBECORRE., RERICIEFERSERGVOLHEKXT S
DENFE, UEFE. BEF. BF . RECREERVERDHVITHKT S
HBFETHORE. AABDHITRETILERANRROPAN RZHIBETERER NEILET S,

3. REBOFR
DUEEENLREERTR
BEEERICRHL CRAEDICTRERN MG FORNEH DV ENELN AL,

175



2)NMEREER LIS DR R
REDEREMNICTERAGEEO TRLE L, BA-RUDRELCEDTHEET LA bhbd,
ABRERIVY
RICFZELTHALERE HEDURT S MREERORERBGE XY BFHFERN — R
ERN

BERRIGE
DRVYXZASHS D O BIRBERE RWKERHADTAICEYERERDHES S
BB EFARE—EHMRITOTHEERAHEKLEL

5. HEAIE&E

REL ERADT=HDRA
AEEEFRBE | 4-5 Hz ORPINAEDASALNHON, FIBSDORRRETEETHS
EERETEEDADANHELLZN

BERMUERFIEET | RESOBBICAVTERNA—BEY. BRTI2E08HD
ERABICE>THETHTENSL

DRAEEFEES BN REE QBRI E5T S

2 IRETD

ERER LB R ABIRC E BT B

ERAR. DEREEEMBA LY ERREOFENTRETHD
ZE BEEDLICRERENALOND SEHLUEBBHEDRE.

FED5IE@EL. BYIRLLHS
<E>HICLREABLEEMREFESNIEHIIELHD.

PETEEDERN

HERH 5L\
WZASH O 5

FEERK 3 IEELLE 3 HELLE 2 BE
SELILBHR - _
3. REROFR — 3 REUL ~
4. BRI — _ B

5. SEAIEZH ETEE — — —

—_

N

2 IHEAMUE

176



<EZWOHhTIV—>

<FEXHI>

WAFHETRNTHE L ULTOVWTAIZEZAET S

DEEERE 3DOULEDH. A DOl5. EAEER IZEETES

DEFEERE 3 DLULED. B D2 SELLGHMRIFLIINS. EREROAEIOVWT g 3 DLERED
%)

<ERLMEI> HBEBETARTHLZL.UTOLWTAAIZRLT S

NEEFERE 3 DLULRBHEH, BAIKEBESE TERRLY

NEERERE 2 DBO.MDM2. SELLGLMRIFIEN3. REBORRIFEILI4.
BEREEIOWTADE 2 DULERDD

177



<EEESE> IEMNEEELEHEMNEEEZUTOREECLEN>THET S, THEMWEEEILIVH £H
HET. EFEEICRAIHEH - DEMXEEICKLYETHET 5, TLT. BEOHEASHEICKYREHEE
ENEETIOMANEEENHEZL - T EEUREFEETOEEESHIET D,

<EBHEEE>
1) Voice Handicap Index(VHI) 24 gL\
T:0 R
25~49 m:1 =
50~74 |R:2 R
75 mEE:3 =

2) = IR X EE

REBEICKELG BEOHSEENTED 0 =

REBICKEEHIN BEOHZEFENTED 1R

REIXELHY . HRETF ERISHDFIRLH S 2=
P BETOISH D EE ., FEEBOFH RN H S,

REICKEAHY  HREF LRASHETRRELHD (HoT-) 3 R

B REPCAGEEVERTDESGof- HFEOOHFYEZ YL =, L
F-IBEHELDHT=,

B ENE2)DEHAN 0~2 5

rhisfs: EL 3.4 &

E OE: EE 5.6 =
<EEBHEEE>

HEXHF. BELUBEHARFEICIAREDMERFMICIYITI. MEXELTIFLUTO XGEFRAL
%, fthERETE (LR (2 & B VAS (Visual analogue scale) FHEiZ S EICLTHELY,
1) RERE!
TR PALELBICECAII FETUDLEIZEFFVWERDORMNH D]
2) 5V ER R
[REBLIERTEVERTTRABIZHYFT I FENSSOLESLEBOEELTFITHEONS

BSOS (I M /B CEREETH S 0 &
(VAS:0-25mm/100mm)

178



i
ot

he B
I
Ry

<#

&

NN
wa

R

At PR EEICHB T PHBEEZ PP RS TR

(VAS :26-50mm/100mm)

BSOS EICHBMECHBEEEZRE, BEEIY D50 2 =
(VAS:51-75mm/100mm)
BASEOCREDMBMCHBEEAZ L EETIN, EBICHESHTRY D50 3=

(VAS :76-100mm/100mm)

0~1 B

A
N
Ilﬁ\\

BEERE >

FTHNEEELESNEEEOHEASDOEICEY, UTORICLEN>THRENEEREZHET
%o

MEER DI EEE

FEMEER (NEDDEF)

0 1,2 3,4 5,6

179



| &2 —3
EEHRRAEHERDI=HDFyI) AR

WIETHE
i Oh x BHHREREHICKIAE(WELRIBEE)
HRDMEH AL THL o
(MEEHBDEHICDOVNTIN2R—CSHE)
D FIARABIIL SN TLELY o
(MEEHRDEHICONTINI~ER—USH)
SBRSANHEIL TV o
(MEEHFBDEMITDONTINER—SBM])
RHMOBEZEEVLELTD T
(R BEDEMIZDNT DT ~BX— B ) 0 |MERATHS.
BEYMNARBIZBOVT—EDAZCGE) IZELEL o
(MEEHBDEHICDOVNTINIR—CSE)
EEMNTZIELE (RIFNIZETIED) NHEILTLND o
(MEEHBDEH/IZOVNTINI0O~T11R—US]E
LEReM BT IBIRFERITHBVTT TIZEESh TS o] 24 - BABFEREEYS FKiEH:2017F
BERDECANV-EERABTEDAE
BEHROHIMNIOARBEDEE. RADBEROHE
$E1EE
M Omx BHRRE#HICKIAE(RLELEE)
CNETIHEEHFARTEE S TR SN RREILER KR X
ICD10(HLLIE11) FEf=Orphanet(F—T7RvR) IZEIT5 1383
REBLHIVI—F
B ERRICIEESN TV SRR ERRRN X
BEHRICITIEESINTVEWNERR CTHEZREREHLHH o] SRNZT

ﬁﬁ3:5otU";'E.’f%%iﬁ’&i’#%J:T%;Eﬂ%ﬂlﬂbﬁﬂ%’f}b—j’liﬁl:ﬁﬁé‘é o (S S EE OB ES LU EEE S SO ST CET A5

MRIEHERERRICIEESNTOSD X

Eﬁ%ﬁﬂﬁi’é%(‘réf:&)l:;l\iﬁffﬁ‘l RIZBISHORHEREN TN
N
GBLHnE RERETEHT I

180



RF5\ FIAREASEIE

1. &

Ao FIRRBARAE & (&, FFPIERE S DTS FIIRDEAEICKYPIIRETTEE IS EDEEFZE LS, 25E
LT, RRERMEFSPIIREAEE LGER N PIREAREES H 5. /NEOFIIRETEEDSHIFEEIC
FOHVOPREFSEEEL TRVEENEL,

2004 ENEMZEREER(BRELR) OHTEEIL 340~560 A THS (2005 FLEEFRE). Bkt
(359 1:0.6 EPPBEMHEIZE U, HEEZHBEEOEL L. 20 MEKBN—F L. RIZ40~50 HRIEHE, 21&
MOE—VZERDH D, EEZEIFOFHERIL 40 RATERTH S,

2. [RAE
RFESFNFIIRBAZEDRE ERETATHHH. MEMREE., MRRERE. BHIBHELEED
EESEMNHEESN TS, B FEMEFSFIIRFAEEZ S REBELTIE, A RE X, BE. FFEE R
PEFIARETTEE (SA ST PR AR BREABE &, ER . BRERAFHEEN MO TIND,

3. fER
BEEICHRLHEMMEEE - BFIRE. ZrRTERIRE. PAIRE STHEE 4 BIRAE. BE/K. FFEME. i
&, BEIE, B, FFHEEEELEDEZRETRT  MNRICBLWTIERREEZSEES-LTWSHINEL &
Mm%ZHEIZZEINEZENH S,

4. Rk

BHTHMIRETTEDAER (BIE - B HARE . IRAE. IBHRETTESE) IS A LT DBREMNFILITES,
F=ELINLDEERIEFIREZBEY 540 TEHGL, FIRITEFEIRE T —EERTT 516, Howd
HIEEICHAMDORIREARKAEL, BRIV AEFEEIVEEEIZEL, ELKERLZMIRE
D=8, FBIEHMZRTEREHMELY  HINE S avIIZES, 51T, FIRKBRER (BIE m1T
) ZWT BT EMNSL FFHEKAE CIRKANHIEL. REABEZVLELT S,

BEFIREICILTE., HinP OFEFI TIE AT RAHRONI/NIL—2 R0 RF—TENMNR B AES
U, LRSS EREFMEZET S, REHODOEHITIE. BENRFEFTRESEICLTHERE
BABRERIEFHFENETS, BMFMEEELTIEZEFM. TRIEBRVO YN FEHZEET S,
NRRFEREDOGFRAFMELTIEEBEHE LU TEHRE - § LB MITERT (Hassab FH) ZEET 5,

BB LTI, TTRERMELSERL CTHFETAEMMERIEDNIGE .. BEFHIELFEK
DARBEEITI ML BFRIKEDEZES . Kl OFEF TIEA REHRONMINIIL—2F R F—TiEMA
RERAERETL. LIDRECHSIMERNEGELCREESFMEERET S, —FHLEONFEONT-FEHI T
REREER. RREFEFEER. NIL—UFAZETHETHEFHIRRZERZ M (balloon-occluded retrograde
transvenous obliteration: B-RTO) , Hassab FfiZZE T 5,

RS . BRASRETUEICILTIE, ERRICEHTHER (BRE. BB)AELVEE BLUVBENREES
ZohbEEDMBKED (/MR 5x10* LITF, BBk 3,000 LR, FRllsk 300X 10° L TFOLF b
IHH) CHIMERGE DEFENLHY . AFHEEHEH UL VE S TIXER 72 IR EIARZE 2 fiT(partial splenic

181



embolization: PSE)Z L LRI EEET 5,

5. %%
2005 EELEEFFATIMABELI-ABEBE - FRICET 285 (2 103 ) TlE, 10 EEBEFREL
933%ERBIFTHD, BEBHIKEICTAHIMaVFO—ILAFETHY . BEHIREIZELTIIRR
BAEMNEISEIRSATHY .S FEEEREEL 421% THo1=,

O EHOHEILELEE
1. BEH
340~560 A
2. FFBOHE
THRMERRES. IEEERE. BHEETEEOBENHESATING)
3. MBEMLAEAE
RHET (B - BEIRE & PIIRE TTESE (S 3 B A T 4F)
4. REDOES
WE (IR ABAARED L)
5. BHiE%E
HY (FRUAERL. FENKBLEBEDOH IRS1)
6. EREENE
HREROEEENEEAVTEERE I L EEHEET S,

1. EEFBREFRREMENE HEAMEBRFBRMREXE (HEAMRBBERARESR)

T AT DR -IRERRBICET ST I

HEREKE FTRRAZEFHAHZEE FTEHE Z)I —

FIRIITEEES S KRR

NINKE 2EHRER BN #

2. BEG BRI FERREFNSH AN RBEBRARERVNRAREDOHR D H AT EEREBDBIT
HEraELZEDEDR LIZET A% U

HERERE RAKXRFZFXRFREZRZRMUREH NEAREIBFHIT CELER

3. TBXR/NMNERZR ITEBR/NEREBHLHIFRFER)

LEERIEEE KFFLERBRERR NER TEBME IEHEES—8

4. BXRFEFERZETE (Hepatology Research 5% 2017 F16# PIARMITEEAEH 1K >4 ) Corresponding
Author i Hif %=

5. BAMRETEEFRETE

182



<BMEE>
FFo\ FIARBAZEIE D RO B 2

WN = >

o8]

- EEEIR-BRERE

. BEEHMIREHIMC K5 T,

- FRIE. BEEE R ARAROD BRIR. BRAR B EZELIELIER DS,

NRREEDSZE T, MREEFHVMERRMEZE-IEAHY . NFRIEEADENH D,

REMRR

1. —fREMRR

C.

1) MEBRE: —DULEOMEKSDREDETRT,
2) HRERE BERBICEEFTHIIENSLY,
3) NBRBEHRE: LIXLIELEEIL B DRBIREZRD 5. MIRETTERE S BIRE L+ =15, BERE.
TEHIEBLEICWDOD LEFMMEEFHIREZRDDHENH D,
EREERR
1)#BE K. CT. MR, fEEERE
(a) FMIEZEEOH-FAPIIRAFAZELZRGRIF AR NTERORELZZRD S,
(b) BEDEXRZRD D,
(c) FFifREIFERE CHEBOEMITBE LRI ENSLY,
(d) EF CT T.HMEBEHOEEZETEFBETEBOREEZIEMERDLENHD,
2) ki IRBARE 2 P9 AR
FFAPIRDEAEZ RO D, FPIERI<H T HREFHERIZIMITROFENZHAT, O 5 ERKLE
BEEZROS,

REREMR

1) RO PRRFTR : AFFIERICPIRA B ORAELBHRKELZRO S FREIFLRTEETHS,
2) PO R AFO/NEREXFIFERCRESN. FRPIIRKIIFEFL TS, FIAREICEEE
DRIEMIDZHE, BEDRHELEROLTENH D FEZDRTRITEL,

by

NE SRR ELTERHEIN . FHRAICIYREARLGDIENG—RIREFTR . BEREMRE. RERE
FRIZE > THREMIZEHENEIRNETH S, EZHIFEZGREMRICERMTENHZEANEFELL, FED
FRIBFR P RIRT R IXB A TIIRL BETICERL TR S NSRBISFELRE. FrRIEPIIRETTELE. / Nk
F7VERR. FAERKE. RFEEFRE. ERMEFRMEE. BEVAILAERFX., FELEHORFEER
THERFEEGETHD,

D.

BIZFHRE

ZEL

183



<EEEDE>
EEESBARTAVC. IEULEERRET S,

KEADBZEER I PDROFEEER I BLUAREENER (R 2) TR

BEE I WA, ATREFEROE,

BEEEIL: FRZZHHLDOD. BEEELEL,
BEEEN:FARZED. GREET D,
EEEN : SEFBHAHRSN. NELEDARERT D,
BEEEV: FAEGVLITHLEERMZES . EFREREET S,

(ff&)

1. BE- B EATit iR

(+) :FIREZEEH DD, HHIMETIEEL,

(++) : B HMMAFHIREZ RO LD, HIMDBREALZNLD, ZHMERE- BFIREL LT RE - B

IRE MR ERAT RECEHEE (B AFIRETTEEFR) TFIIREFTEERY KR (58 3 bR, 2013 &) |
[CEDE F2 UEDID, FlF F AFICEAREEFTRERDILD, BFEHIREDOSEED

“hIZ#ELD,

(+++) : B HIMMEEFFIREZ RO HIMOBREZET 500, EFEHIEDESLINICELD,

2. F’EJHJRE"" R

(+) FIRRETTELE M B RRE . RE/K . IR, fREE. EMD55— DL LIFEHEEDH DM, BRED
%&Uﬁ;h\o

(++) : ERRAR DI BAREDLELT HEDE—DLLIEHEDD

3. BKEEHIR

(=) AFIRBICEDFETFHIHIRO LD, HOoTENBEELLGVED

(+) : HESKRBICRAHFKEDFIRIIHAIN ST OEDOEYDEFTE, BHD 50% EIFEFL
T,

(++) : HRIRBICLDFAKFEFIRD=OMBIZHEEL. BRD 50%U LKL TS,

4. GHIEEHM
(+) J|E., FEHLHLLAEEBEREDELERNERHD

5 FFr£
(+) A2z, MEFHLEYILEE 3meg/d U ETHHEEE(BAFBFSEEENE. F 12
BRILOUROSH L 1981) I ELULEEERET S,

() EFTERIRE & (3. FIRMRIEO P TRE - BEIRE U O, ELLTE - THRMARMIRERIZAEL
SEREZ LD, THhLIEE -+ 165 - G- 5 BERHRE. RUELETH D,

184



(GF) FIARTTHEE M B RGIE (L. MR, MIERE - IR T R O M E DRk -ZENEHTHY . FIIRETT
T B CFIIREFTEE M GEIC D TES FIIRETTEE M BETE., PFIIRETTEICHSIBIR LA ZS
DEL-BHRBEOES A IBRDZELRL. m-BURFER. #RENZ29 5, PFIIREFTESE R E T,
FIRETTE ISR ERIRICHIRE M R E BN E R EEE S 5,

®1. RAREEENE

¥ EEE I I il I\ \

1. Bl B RAE IR — + + b +++
2. MARETTER R — + ++ ++ ++
3. BKEEHIR - — + ++ 44+
4. JHLEHIMm - - - - +

5. FF£ — — — — +

EEEHEHBEOPRTRUVERDENERZZUEERELL. EERE N UELERRET D,
IMNEDBEFEEEHEICUTOSEEBZMELTRL,

6. HREE

(+): 5K SD Ra7h-1.5SD LI, -2.0SD Kiif
(++) : B & SD Ra7H-2SD LA, -2.5SD ki
(+++) : HEK SD Ra7H-25SD LT

®2. MNEIRASEMRSEE

HF EHEE I
6. REREE — + ++ ++ +++

=
S|
<
<

KEMBERVEEESEOEGICEITSIBEER

1. REBBWICAVSERKER. REMEFICEL T, SHEAE LITBRRORENGNGEEICE. WThOk
HOLOERANTHLELI AL (F2EZL, SRKRROBEBETIBRERFTH T, HEFARERLGHLDIZR
D)o

2. BERFABRICBITAEERESEITOVTE, BYGEZHNERD T THRMIODATLSRETHO T,
Ef6M AR TRULEBVREBZEMAHIMTHEET S,

3. LB ERDEENLEOEEESFEFT—EULICKALGVETHLN ., BELEREHRETHL
ARERZLDITONTIE, EREPRDARET S,

185



HEEHRRFABEMERDE=HDFYII)AR

FFo\ FIARBAZEE
WHREE

B

O x

BHERICLIEE (BDETESR)

SEROEENASHTHN
(THEEHBEDOEHICDNTIN2R—TUBHR)

HhDFERIARABIIZ SN T
(MEEHBOEHIZDONTINI~ER—TUSH)

SRR AN HEIIL TLVELY
(MEEHROEHICDONTINER—TUBR)

RAOBEBEEVLEET S
(MEEBBOEHIZDONTINT ~8R—TUBH)

BEBARBICBVT—EDABCE) [TELEGL
(MHEEHRDEHICOVTINDIR—USE)

EENLGZHELE (RIFNICETIE0)PREILTD
(MEEHRDEHICONTINI0~T11R—U SR

LE6DZMELFBEFRERICEVTT TITEKRBIA TS

P

BHAEYS BAMRETEESS K2

o

BEROEFICAVEZATEZDAE

EEREY

hE

BEROHEHMNI00ARBEDEE . RADBEROHE

BEHE

B

Oh x

EHE#HIcLIEE (BEDES)

CNFETICHE#FRIZERTRIFSNERXTERER,

ICD10(HLL<IE1 1) EF=Orphanet (F—T7rvM) 128115
RiL/BLVI—F

BRI E#RICIEESNA TOSRBDERERN,

EERKICFEESATOLRIWVRFE CTERERIEH SN

fﬁa’s&lﬂ?ﬁ&fiﬁ’é%%&?‘%)Eﬁ%"iiﬂi%ﬁﬁ%ﬁ)b—jlim(:ﬁﬁﬁ’é
N

AR

EINEHRMERTHRELTEYES,

INRIEMRERBICIEESATLSD

E?EB}J&&%H%T:&)(:;Z\ZEE"/J‘Z RIRBISH ORHFEBRENETN
N

%
(BLHNhE. RERETTHTELY

186

174



5 R4 RB 18 Hi IR E
O #=E
1. B&E

SRMBEIRE L (&, HMEEZECHNEENRBMEICHERET 2AXREDHBEE T, B - B
EARBERZEHIDIILDENS, L. FRBEEDLEEZHESHLH B,

REEXFSCHNBEES L UFRNBELNRBMEICIRL. 26ICE - BESREE 24T SR
B (1) @ la & Ic 2L IV-A REERUBEENLRELEER LIz, F1=. Caroli &.
Choledochocele, FANEM Ia R, [c B IV-ARLSNTHE - BESREEDLZVBRENRE. & &
(FERMEEEIREICSHRN &2 LTz,

SERMEEELRAE TIE. BEENERCLELIEEHT HHREE D+ a5 1AI0 BB (nar row
segment) ICK > TR DRHEENEE D, F/-. G T L - BESREETH. EBEENEL.
FLEEEMENHEALEEE S RBICRIEAE NS, BEREEANBEISERY 5, BERIEESERE
RICKY EEAICRALEEBREIBEATPOI D TOXF—FIT&YFEEEL. BELEDOBEE.
BEZRYEBIZLTEGRFERZEL, REICEHLHASATLD, -, BHEEFERER
[CEBEADEEN~NDERNELCTVSDITHLNTHY . BRREE~NDESHEDONT NS,

2. [RA
AEEYLER X R D R R ICBEEL TLN\SET AN A NT. E-EEAREE DR LK L
RSN TULVGELADY, L 4 BEFETISECS 2 EOBAIBERENSHERENIBAEORRERLT S
BHNENTHS,
3. fER

BAE-EESREEHARID 1990 F£H5 2015 FFETO 26 FHICEELFTHEONI/NE 1,258
BIDREFIZENT, MNETIE 92.8%IFEKNHY, EHLDILAER (68.8%) . IBSR -IEM (51.2%) . HE
(28.0%) . H34(24.2%) TH 5.

4. BEE

ERDEEIIHAIDLT, BESNNEFHAEERNSALET, HEREEVIR - EEBEMOEIG &4

%, T ILREEVIRMEDIEE X, FRERICHLTIEIREE RS OEERLT—2, FIBEEDRE.

AMERICOVTIIAMERZSENARSA VIS IAEN, BEEXICOVWTIIEFEEZDIEN
FEREZEAARSAUITRE=RGRHABRNTTHONS,
5 %%

INR (89 28~32%) [FRA (£ 9%) [TEERBHEROMAEHN S VIEABESNTEY, REER
ELT, HBEDHR., BEDILR., BEREEOERTETERS. EARLGENBIONTVD, F=,
SEREIZ—BEDLOP, BRETHEMEDLONSVEEDEFHAH S, = A 24.1%, /MR 9.0%
DREGIZREBEREENRHEND,

BABZEO-RABRBELVSBANLIT ILREEVIRTRICS VD TLEERXZRYERELEZY. R
ERERRT BH1H 27~107 SIZEVWTRLN, 2OKSEHIHS WO TIXRTRLI-RRAAEICINZ . B

187



ER M OHUIR. HANEIHBIEZDEAENDELLS, FREAELCERHOIVIEEERZEDEHHE
AFEIF MR 10 FREE-REMZNTTRET HENSB, Tz, RENF 3:1~41 THEICSUVE
B8, Eik-HEZZEICBEEREDSHETRTEN DL,

EHIC. AMOEBABRLLT. BXRE-BESREEMRKITIE, 1990 EALEFEFETOTHY.
TWEFETIZ/NIR 1,258 i, BLA 1,280 BT, 5 2,538 DKM EIREEEZEEERL TS, C
NS DIEFIE 2012, 2017 FIZ/NE 482 . A A 354 I CEIEFAEZETo1=FF. /MR 482 HlD 55, 51
(10.6%) [“HLERFE B VIBRMT & (LS HHE (FRE X, FFRIER. B BR) 2RO, EEE2L EOEHIF.
44151 (9.1%) o1=o CD35 322 BT AN ITELTEY., 28 51 (8.7%) AL AEATEL EHHIEZER DT =0 HNIE
15l 354 I TIE. 43 5 (12.1%) IEHHE (ABE X FFNEER. X BR) &R EEE 2L EDOREFIE 34
151 (9.6%) THot=. FLHDE, SERMARBERRAE B E T, ILRBEVIRMRICH, EEE 2L L OfE
BIAVNR 9.1%, LA 9.6% FELTHEY. REEENDELEZOND,

O EHDHFEICLELEE

1. BEH
#13,000 A

2. RRDKE
TH(E-BESREEOREMF (THRBASATOELD, A% 4 BEFTISESS 2 EORAIKRE
oM ESNDEAEORERE LT HHMNE )

3. MRMIEERAE
R (MERAEBE VIR - IBEFEMAREFHTHIN, TORDEE L, BX, BEROHFRERICH
TEF RO I EEASRIEL)

4. REDOESE
DE(RREE VIR ZICIEE X -FRER. BER. BROSHELZAL. EEE2LL EOREFIA/NE
9.1%. BN 9.6% FELTHY. FICRARIH>THRPIMBEELGSVICZOFHARNIDE)

5. PMEE
HY (E-BESRERLEAMNNSAUELVREE 29(5):1-4, 2015 [Z16F)

6. EEENFE
HY (EEEFELAVCEEE2ULZETHBONRET S, 45, LEODEFERERENSZD
EEESMBFEAVNIE, HREBOH 00%IEREFT-EEEE1ED)

NNREAREORVH AU EREREDRITHEZEELZERDOEDR LICET HH R

MAREKE RILEXZEZRMRF/NENBZDH KR CEER

— e EEAN BANEZES: BE AOEE

BEFEMITEAN BRNENEZER BER BKEE

BAE-BESREERRE 2K #H FH

188



1. <BEREE>
LUTOEZRICHV., ZHEEICYUTIEDILDELEREBEEILRELZHT 5.
E&
FERMEBEIRES T, MEELZECHNEENRBEICIRT HEREDHEHEET. E-HEARE
BEEHTHLOELS, F1ZL. FREEOILEREHESHILH S,
DHEE
FERMBEILIREDZEIE. BEHEREE -BESREEOEENEGREEHEFENIGIASN-HE
[ClEnd, F-FZL. #A . BLEEICLHEEREISER T 5B X M. Z RIGIBENRIIBRN T 5.
1) BEEHEROZ
FEEYLARIE, BBEE., YEREML. IR DRHBESE (LMY 5.
1)EERE
FEEEL, BEKEZE. MRCP, CT(MD-CT ® MPR{&GEEGE DBEIZEDMNSELMEEIZES T, #4
BEDORLILELI-BLEONEREAET 5. BERE. FHIKYELLTHDOT. FEHABEROLREE
SEI129 5,
2) YR ARER AL
EEILRE, MEEZETIDET S, F-. REEZSTHNEE OHREFEFICHFRBEE A ERL T
W5H1% . ERMERBEILREIZE D5,
3) YLk RE
WhaRMRE (L. ERIE EAE (FHiEE) B D2 DI2H FoNn b,
SRMUEEIREL. FAPEE1)D 2 B I B, IV-A BTRESN ., UTOLSLEE DR
BESEIZT S,
(DHRERLT=#2REE O+ 15BN AL NS,
(RN RIEENS=ZE SR LEA CHBAICR SMEE T, BEESRBOEEEA
FRBMEICHRIRLTLS,
QFMIEENRBMEICHERL TLSIHE (E . FFESICHEMIRELAALND,
MHIFABEEDIERHEZNEY LROBELIIERTZORELNH D,
2) E-RESREEDODMN

[-EESREEDZME., A XMERENEEDZHICHETHY . FE-IBEEEREET DA 2013 (C
HEILTEWT 5,

E-IEESRESLE. FRHENICEELREN+ _EHRENCTARTIEREOHREETHD, E- 8
EEREBBOZWICIL. B, FIEBUZNREICI>T. BELEENEBICRVAEEEL>TERT
PARBELUHTERT AL, FLEEELHEEN T _BEENTERT IR T IVLENDH D, ER
WL, EiEAEEES (ERCP. BRI EES. MPEEEFLGELE) 1. EUS £1=IX MD-CT ® MPR{&Z:
EERAWS, F-. &7I5—FETE. E-BEAREEOHFELRITRLTEY B WEHEBZIEL S,

189



<BEHOHATI—>
FERMEBEEHREDSHIT. BEMREE-BESREEOWMENFEEB/ LGS ET S L.
Ha. BEREICLSBEEREICERY 2&XME. ZRGIEEIRIIERNT 5,

r-'"_']"‘u _d_____.—-—"-'--u\ __,.-'-"_-{I—‘-..\
. ' '
Eﬁaﬂl-r ’&,_jfré«- }Qﬂ“—
AN Kﬁp £§_
(| /",k:" : -~
g X &
1 - It m
g e 4~
. - . ':A! ‘}'_)
2 M X
S " /___,r’ _-/_,-—

[V-A

2. <EEERE>
BREE2ULZIETHHEOMNRET S, 4H. RA, REEURE (LT, FH%E) 22 T-HRE
EENRET B,

1LEBRE . FHFICIYEREBEIREISERY HER - IENGCRY, HE-TERELEELL
& LVIREE

2.EEE 1 FMFOBRREZ A, ERUEBEEIGRECERY R - IRNHYELLERED
BLIH30D, CNITKDHERFHOFRONEEZLELE LBVVKRE

. EEE2 : FMiFDARRER TN, ERMEEEIGRECERY R - FTRICK 2 FKFEDOHIR
PHEZVELTDIRENLO, ER1FRHT1HOARGREZLEET HKE

4. BEES  FNFDORRER TN, EREEEIREICERY HER - FTRICK 2HEKFEDOHIR
CNEELELTHIREDNEO, BE1FRET2RULOARGRZLEL T HIRE, T, &6
fERRA R A TS IREE

<EEEHEER>
1. FFHREREE O 5T
1) M&T—%
1+ : Me ALT, AST, y-GTPEM 5% 2B LI LT 100 BT Ll EA
RHLNDHED
2) Child-Pugh X7
24+ 77931

190



+ 10 "/LL
Child-Pugh X7

HA b 14 2 8, 38
WE
Rt B L E3; 4 LEragE
RE sk R T8 HER
& = L el imgidl) | 2.0 i 2.0~3.0 3.0
mAF7LT I Alilgdl) | 35488 2.8~36 2.8 il
7o b ETEE ) | T0#E 40~70 40 4
LEREIRES
& AMEEX - BEXZEAA 42 2013I12E£T 5
BEE
CBEVFLAICEERERE LA, ABRBRIIBHETLEVLED

2+ BREIFLAICEEXZ 1RREL. ARBREZLEELI-LO
S+ BEIFLURNICEEXZ2EULEREL. AIREBRZVLELLZLOD.
HBVEEEMMES &6 LI-BE
AR E R PMTE A
A 2HDRIEFMR
A-l. R CEEBREFHSIELHD)
A-2. MBIRE : RIERIGFTR
B. B+ 5o/ R
B-1. MEDOHIRF/-(FEE
B-2. MEIRE A HEEIRERE
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522 A.BOWLWTIAZERDDLD
E A-2: BEMIRPDOERE . MECRPIED LF . D REETKRT DR
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A-2: |RIEFRR WBC (% 1,000/ i 1) <4, or >10
CRP (mg/dl) =1
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