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CASPAR (ClASsification criteria for Psoriatic ARthritis): Taylor W et al. Arthritis Rheum 2006; 54: 2665-73

[EREE 5738 ] (EFSE % THS CPDAI D& B IEENE S 58 (SCHK) ZEMF)
RAHBAET K RBRE. (TEERE. 5iL . ERBEDSDOICELT. REDEEZETI,

ARAH B & %
T L(0R) %L
82 EOR) 4BEMUT #EEXER(HAQ = 05)
HEE(2R) ABFMUTTHED ., HEEEEHS.
Fl=I. SEATLLE THEIXIESR
E E(3R) SEMLULET. M OEEESE, HS

RERE
m LOoR) ZL
8 E(15) PASI =10 KLU DLQAI =10
REE (24) PASI =10 THAHS, DLQI >10
F7=I&. PASI >10 THSHY, DLQI =10
EF E(38) PASI>10 /™D DLQI> 10

fTEER 2%
m LoR) 2L
2 EOR) SERLTT. #EEXIEE (HAQ =05)
PEE(2R) SEAMUTTHAINEEREENHD
Tz ABRFTULETH DD, BEEIXES
E E(3H) 4EFULT. M OMEEEENHD

e R 2
m LoR) 2L
B EOR) BHOIKRLTITIEA XL HSH, HEEIXIERE (HAQ =0.5)
PEECR) RUHOIKRLUTICREXNHY. HEREELHD
Fr(E B D AR EITIERE R A H DD HEEILIEE
E EGR) BHOARLEICIRARAHY . M OWEEEELHD

BEHRE
m LoR) 2L
8 E(15) BASDAI =4 THY. H#EEILIEH (ASQol =6)
RZRE(2/5) BASDAI >4 THHN ., HEEIXESR
F1=I%. BASDAl =4 THIH . EEEEELHD
E [E(3m) BASDAI>4 ThY. M OHEEEENHD

80




BHNTIE. 4 AUTEEE.5~6 REPFE. T RULZEELTH T HEEH1H L.

I B 5 F8 0D ST 1
RIEEMERIET X 3 =019 BAEIICIESE. 6 BISICHEAR. HAQ-DI [ 4.59
FIERZE 2 = :PASI (& 150, DLQI (X 0,
fTEEA 3 & ER. £ A7 ILRABOAERICRELSHY . EE OB IZFHIRAH S,
ERER 0 - TRRELODFEARIFARL
BHIBZLT 3 5 :BASDAI [E 459, ASQol [F 11
Bt A

CPDAI (&, RIHRAHE 2t . KERE. B, FHR X FHREEREHIFTMEL . REFDMERRT 51
FHIEBOONTWSRETH D, BENOPHEICHESNDEF THNIL. BHDBRONEAHEFT
E%. LL. EEICGHEETHRCAEITH T D RISTEMNBLMEGIADEEN B2, RIEEH R B M
REMNEREDES TIE, BRINEBIBIENEHICEES L. EENRAFERIZAY TV, ChoDREZBEL.
REMEMRAECLTFSUAREET U BIREEARETEER AR EE R REREELL, CORR.
CRP Z#&EHIHB CINZ A& T, RIEDEELTMES 5,

EEESBODT, HICEEDOTHHEICEEZTHHUTD 4 DIZEL TFHEZITI.

@ FREMEEET% 5 BT LICERLLIERLH S

@ LHIRZL BASDAI >4 THD

® #fE:CRP = 15 THD

@ H4EEEE HAQ-DI = 15 THY. ASHLHEEENHD

DEQEREDEL Tl IEHIEERELRET 5. EEZERBEPIHORNRET S,

EEG]: RIHEBIET R EEMREDM ., MERECEEOREBRENALND

RAEEEET DEIE 2 L T2

81




AHEEHRE

SE Xk
CPDAI (Composite psoriatic disease activity index): Mumtaz A, et al. Ann Rheum Dis 2011; 70: 272-7/ Helliwell
PS, et al. J Rheumatol 2014; 41; 1212-7.
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% HAQ (Health Assessment Questionnaire)
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3 PASI (Psoriasis Area and Severity Index)
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1. BEH
#9 1000 A (BZA 250 A)

2. HmEOHE
TR DREREERFDEKIZEB VAILAMNREEL, U/ B REBERAE)

3. MRMEERAE
REE (RFEILFEEI—FMICHHIRHY . EMEFHREBIEICEYERR)

4. READEE
WE(RIER. ZAXEERBEFEIEBEL. £EEE~NDOXEHY)

5. ROMREZE
HY(EBEETHIMEBIAILARREELZTOEBREBRBOZEAARNT A4 2016
(http://www jspid.jp/pub/sguideline/guideline EB virus.pdf) : B AR/NBREEFSEE BAMESF
2-BARAREMNFER-BRPNROBENAFR-EB VAMIILRAREERRE. HH)

6. BEEENEE
BDEAARTA 2016 [TIBITONF-EEEMEZAVTERELU L UT)EXRRET S,

BEEFBREAREGHNE BAMERBBERMRBEEBH I EB VML ARPELLTDEREED
RELIDRNENAF N IEE AR
MERKRE EHEAXZRZREZZAER DMILRE %iF AW &
BARNMNERZER
LEAERIELE SRXFEEFRERRIEEFR NEHE Hig SNIBER
BAMEFES
LEZAERIELSE RREMNEMXEXFRABAEZMER AHMOLEREE £BR HAXF

BAKREHFER
LFRERELE BUXRZAREREEEPREHARE KEHNZFE &8 BAEK
BANRBEREFR

LUPEFALE ARERERERELRIRN HALRE B A R
AANRIE- AR
LPEFALE AMKERERELTRE ARREES W2 AEE-
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<EOBREE>
MEMEENEEB A I RREIELZTDEREBEDZENARS(4 2016 1KY
http://www jspid.jp/pub/sguideline/guideline_EB_virus.pdf

EHEEEE EB O/ L REEAE (CAEBY) ZUrE%E (BEEFEEIFIE., 2015 &)

1) (GEMEBAERRIERD 3 A A L EFHT CERAMET- LR
2) REMFE-ITHRERBICEITSDEB IMILRY / LEDEM

3) THAREHAUL NI NK HIEIZEB DA IILRELEEERDHS

4) BEROKEBLITELGDIL

LE®D4IERZEA-F &,

SR

1) Mo EAERRAER 1 &1E, —ARICFKEER - /\EIEAR - FFARIEARE 2 ST, MA T, iR, SHILR. #hfE. 1T
Rz . BR. K8 FEEHRKAE - SRLEEE) HEHNILMESHHER -FRE (EBIRE - FRB)GELET S5
BLEC, FIRREITHS EBV EEMKRE R M) o/ BB . FBEFR KA TREIERDA DI, D(E CAEBV [
FEOLE, EERRE - S HHET H5TEE BRKBAE - BURBEUE (L. CAEBV DHEIEICEH D, F@FLIELITEB
DAIVABEEMRE R M)/ HRBERAE . T #Aa-NK a0/ E- AMRLGEDREZH DD, COHFEIL.
HEBEBELLTO CAEBY DEZITIEERINALY,

2) PCRZZRL, RIEMBEZIKADEIZHITIEEEIToHGE . —f&IZ102° (=316) OE—/ g DNA LI EADE
DNDBEZREED, EHEDIGE . BEATHEBELELDIGENHADTHUVEL, #BIEZETIZ(X in situ hybridization
EZ(IZKB EBERRHEZEANS,

3) EB O/ L ARBEAZMHMBE D REIE L. BAIAE., REMABEEFLIEITT RIMNE—XEREIZLERTET—
h—S MR AZHT (B #RE. T #RE. NK #iRa/s E#4Z58) & EBNA. EBER $AULV\E EB 91 /LA DNA A EEH
HEHETITS.

4) FRME-BZRXUEREFRLE. BCRE-REMER. BRB. BEV/AREBEGEISFRU)U /B, #inE
NK/T g/ -85 mEREFERME T #AEU /&, REHE T M)/ \BE-EEHERLL) . BlE
(7LD NK filEMERMRERE) . EREREFLBEILBRNT S, BRZH. REDOBEDHICUT
DEEFRBEDHEITNEEND,
a) EB ™A )L ABSE ik
BIAPUREIZ KD BIE TIE. —f&IC VCA-IgG Huikfl 640 L1 E . EA-IgG ik 160 {Z LU LAY Huikfli=E
BN B&ELHD, MAT, VCA-IgA, VCA-IgM H KU EA-TgA HilAALIELIEB LA D, BE TIXHUAEA
BIETHEHIENZLD, BEEHTIEEL KRS EEZEDHEVERELFEET 5,
b) ¥B-FT1DEER
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1. EB "2 1 JL X terminal repeat probe % FAL‘f= Southern blot ;%
2. B EFEERRE (T HRZBMERGLE)
c) REHB ORI - 2 FE YT
1. —REMR BB R
2. REEBEReE
3. EBADIT
4. BEFEERRE(REITOJUL . THBZERLZE)
d) REFHRET
1. KM= —h—547 (& HLA-DR)
2. — MG RERE B RE [& NK #ESE] - K- - B Egeess)
3. BEHAbAMUIRE

<gMohTd)—>
Definite: 1)-4)DIBT RTHEE=THLD

ERESE
UTOEEETHE (2015 FEFERARIMER) ZAVTEEULEZRRET D,

B BMEEMEB VAILARRELZHER. 2FER - TERBBOSHEAGRBERET HEH
E E: £8ER-TEZREOSHELHHES.

P2 FEYE Je OVERSE B S0 B O I 2 35 U 2 B 9

1.f%v WD ERARIEIR, AT AT LT, BZIrEYE RICR B DO BUEN WA ITIE, Wi
NOFEHO L DEHNTHZE LI X\ (72720, Uik o 2 R~ iERIERE Th - T, il
RAREZe B DITIRD.) 6

2. 1BWRBRAAETZIC 1T 2 BAEE AU DWW TIE, MU REFHEIO F TIRREATHIL TV DIRETH
ST, HiL 62 HMTRGEWVIREA EM> BT L L35,

3. Tk, TEROBREN LROBEEESBE T EU LY L2WE Th 52, EEERER & kb
% EBREREDIZONWTIL, EREBROXISRE T 5,

117



EEHRENERMERD-ODF v I X+

R SEENMEEB™ A L R SE

WIRIAH
=15 Oh x ERREHICLIEE (WELBE)
SRE = . AISHDRBEFLEFHFDERICEBIAILANTHIRAEL
R DA BASH TR el L - '
(HEERBOEHONTID2R—SBH) O |SENGEIRISERL. BY ANV MEEHOIL A%
N . B BBLE TG REFNREEERELEZUY
M OHERARDB LI TLVEL . < 5 ! 3
e oot - e 2S e} IN\ETEE R B LB TN, TR ITAA IO
SAEAEDFEILL TLVRLY o
(e EHIFDEHRIZDONTINER—CSHR)
RADEEZVLELT D o
(e EHFEDEHRIZDNTINT ~8R—UBER)
BEBMNERBMIZEVT—ED AL GE) ITELLGL o
(T EHBEDEHRITDONTINIR—CSER)
IEBHEEBMEEB AN ARLIEL T DEREEDDES
ARS5422016 (ARDNRRELEFREE, ARLKSF
EHEWADHEE (RIFNIZESTIE0)HHEILTLD o £ -BAEEHNZS - BRNEROAENARZETGH; E
(TEEHBOEHICTOVTINTI0~T1IR—=USH HP TR
http://www jspid,jp/pub/sguideline/guideline_EB_virus.pd
f)
BEROHFCAVERRAEZDAE
(e EHFRDEHRIZDONTINIR—CSER)
EBEBDOHIII00AKFEDHE . RADEEROHEST
S$E1EE
=15 Oh x ERREHICLIEE (WELBE)
NFETICHEEHFRRAZE LS TREINERXITERERL e}
ICD10 (3 LLIE11)FEF=Orphanet(A—T7HyR) IZEIF3
RiLAHFVI—F
BEIiEE#RITIEE SN TV SRR DEREAE x
AMED: 1214 EEMEEB VA IV AR E L Z DEERKRED
. P AR RIMEOR L% HELIEBY 1)L ADNA
ANESFVEBRERENRET IARMOHAE S IL—T I FET o EOIETUVADEBEME FHEER) .
YN AMED: 184 EBEEBY A )L R B fE & F D EER IR B I
W9 HDEMMERELEE T 51 DA AT IAH]
DIEE VLR BERANR)
INRIEMBERRICIEESATLSD e}
ERENREZ(TEOITRALN REESN OBRERENEE
hah (@) EBV-DNAE ERRE
(BLOnE BELESRHTILY

118




1. M=
ATIAZIUFEHK SO EHA(CPVT) (E. RIEMRARERED—DOTHY . EEFOHFMHRAIN X
ZRBELTHREMEDDEREIRERET HEETHD, BREETHIHAEXRM QT ERAEZEFHLELY,
CPVT BENRTHIFDER TIEIREEZESH O, BIEFZHNERICRETH D, FMRMEREL
TRMEEELTEH, TADAPMDKERELZE SN, BYABREERINGVEEFRAREZES-TIEL
Hb. TN . FEFORHAZWMNFEEICEETHD. MFEERT 10 RTHLHZ LN 2L, REHDE
ENBELGRETHD,

2. RE

CPVT M ERRRA &, D DFH/MUAELICHKIRIT D)7 /O FvrIL(RYR2) Za—K9 % RYR2
BIEFOEERTHD, DEHHEAD CaITEREICHIZFINTEY., A% CaBEN LRI
[CRAIRTH D, ZDT= . DFFIGERICIZKED Ca? A FH/MakMs RyR2EBEL TSN 5, ZL T
IR#E#R . Ca? ILFAoH T SERCA (Fh/MEKIR Ca RO Z@EL TH/MEAERIZEIRS ., #IRER D Ca®
REFSEITIETT S, LML CPVT BEEF TR, DAIER LN TLERER RyR2 HhoM Ca?')—IM4E
L. DFOERERENELD, D CPVT BEIZHEITAILEREIROER LR S, 0
R Ca? B REIZREET BB T (CASQ2, KCNJ2, TRDN, CALM1, CALM3, TECRL) DZEEMIHESIN T
WB A, SERE (FIEL, ZD AN X LIFBASMZSH TULVELY,

3. IR
BEIOR RN RO Z /M0 EHEIA- D EMBIL->TELS K, MR

4. AEE
RRE (B 7 Ovh—, TILAAZR)  ABIRHIBEZSZLITHFIT 2 LIERETH S,
HE Z A A BB HEN RS (ICD) :ICD 12K B av I DN FEMIM AR R &Y IDEEFREARASEFL .. BREE
NE#BTIZEELH D,

5. %t
10 R TRIELEZIHINDZEAZ, R ZAO—3N=T—2(IDENA, 20 RETIZIMELEZE RS
B R XA A AN

ZHR 10 E£TH 40%D BE A M LEZE KT (Sumitomo et al, Heart, 2003)
EABDIGE.S ERTHHEEDKRHOLELLGEDARNINERIEL, B TOVH—AEREEELTH.
W& 10 £TH 20%D B FE I IDMELEEFEL TLVS (Hayashi et al, Circulation, 2009)

O EHOHEICHELEIE
1. BEH
#3 12,000 A
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2. FEFEOHE
EREEE RYRZEEFEREICES. CBARMICHIEERELN. TNANZXLRKBALMNIENT
LV,
3. MRMERAE
PRIAEA TG RRES SVHEZAA R R#EENER (ICD) L5 MFEENERSN TV,
4. REIDHEE
B
WFHREEHN 10 REEFTHY . MR BIRESCICITBEYZEEADLETHD.
»HY
HRS/EHRA/APHRS Expert Consensus Statement on the Diagnosis and Management of Patients with
Inherited Primary Arrhythmia Syndromes (= KES ROt Y X Heart Rhythm, Europace, Journal
of arrhythmia 2013)
BARRHBRIE EGEUETEIROZEICET A1 (ERH)
6. EEENE
ITARTD CPVT BENRYDFEETRAREZ KT AIREMENH D, XL ANILTIE MEIEDERE. &
HOEE. BMEKDIETIRIIEE N EEND,

O thsmiRtt
BAMRERAREER TEETREICES CFEREERORERRS & UBLE - BEEH
5B+ HA K54 DAERICET HHI%)
BEARE BEERAY B WL B
IRERLESS]. TARNRDEFES)
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<BMEE>
HBEUDRENG S KEEARAV VY RAOBHEEISEE T HEBENRET S

(1)CPVT Ml

A fEAR
1. MZELE
2. %k

BH#EMR
1. DERTEEROREMAN ARIZHIRIT 32 ARIMEEIE S0 =5EA
2. CPVT DIRREEGFEERESE

C H Rl 2T
FXRM QT ERERE

D EEFHRE

1. RYR2IEGFDEER
CASQ2BIGFDER
KCNJ2 B FDEE
TRDNBIZFDER
CALM1, CALM3 EBIZFNER

a b~ N

<zZWoHTI)—>
Definite: B M55, 1/MD2
Probable: B M5H1FI=12

<EEETE>
ITARTD CPVT BENRYDFEETRARZ KT AIREMENH D, XL ANILTIE MEILEDERE. &
MORE. BERKDIETIRIEEWNESND,

LI FLUE N OV FE Sy B OIS B 1 5 B B IR

1. JRAZENICHO DERAIEIR, RAPT RSB LT, R EICRBEOREN2WEAITE, W
NOFHObDEHNTHELIL R (2721, %%ﬁ%ﬁ@ﬁ%@%%ﬁﬁﬁﬂ?ﬁﬁd@?%of\ file

RATREZR B DIZIR D, ) o

2. JRRBRAGTRIC T 2 EIEE D BIC OV TIL, WU EFAEHO T TIHREMTON TV DIRETH
2T, HIT 6 2 H HTH b EVIREE %EEW\#I WrsZ L4 o,

3. 7B, SEROREN LR OEIEESE T—ELL LIZEY LR WETH D08, @ERIENR Z ikt
D EBMERBDIZONWTIL, EREROXSR LT 5,
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EEHRENERMERD-ODF v I X+

ATASEIUER SR D ESEE(CPVT)

WIRIAH
=15 Oh x ERREHICLIEE (WELBE)
HRDEENHASNTEL o) FREEGFITHBALTLSH, FEDOHEBANFT+2T
(TEEHBEDERITDONTIN2R—CSER) o
M OHERARDB LI TLVEL o)
(e EHFEDEHRIZDNTINI~ER—USE)
SAEAEDFEILL TLVRLY o) RIRZFEIZKZaba—)LIZEEE. ICDYavIIZ& B0
(MEEHBDEHRITONTINBR—SHR) ERBROBILEELD
RADEEZVLELT D o) IFREHIZI0RTHY . REIMIZHI>TBREMNEH
(THEEHBDEHICDONTINT ~8R—UBER) EEELB)RINEN
BEBMNERBMIZEVT—ED AL GE) ITELLGL —1 ) zm
BT DHEE (RIFNIZESTZL0)AEILTIND o)
(MEEHBDERIZOVNTINT10~11R—USER
EEBOHFICAVERRAESZDAE
(THEEHBRDEHICDONTIDIR—CBHR)
BEBOHIII00AKBEDEE . RADEBEROHEST
BEIEE
=1l O x ERREHICLIEE (WELBE)
CNETICHEEHFRRAZ AL TRESNIEB XITERER L O
ICD10(£L<I%11) Ef=Orphanet (F—T 7R Yk) [ZEI1+D
REBHLV—F
BRI BRI E SN TOSEBDERERDL X
gﬁtﬁ;tﬁ%ﬁff&fﬂﬁéﬂgt#éEﬁ%"@lﬂibﬁﬁ%’%’?“)I/—jlatﬁm:ﬁ?i# x
N
INBIEMBEERRICIEEShTLSD O
%gﬁ%ﬁi&%lf%f:&)l:%?ﬁﬁﬁi 1%“%5@@%@#%;*@*&@7&“%& X Eﬁii?@%l:iﬁ{ﬁ??@ﬁliﬁﬁﬁﬁﬁ, LZ‘;E’C[::EL\&%
(®LBNIE RERECRHTAL) ABNS.
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ESEIRE G = ODFE

1. B=E
& 2R 44 2010 A IE (Arrhythmogenic Right Ventricular Cardiomyopathy, ARVC) [EHEZEDAERFZ 14 -
RHEIELBIVEZEHRDODEREBIREHFEET S EEMHRETHD, BRRZRITEANCL>TELESH,
—RERIIZ(E 30 Ko 40 RITHT TLEFEARTHRIEL . HOFENRAITETL. REMIZITEOT
LEXRT EEGITIOBENDLEIZLGEILELH D, F1- 10 KTLEFEBIRZWMFRIEKRELTRIEL.
IMELE SR EE BB D TE<TR Y T D= RARFHO-ORARMICH=5IMEELEET HERET
H5bo

2. BH
ARVC DEHRFERIE, MEEEERFELTHETITAEY —LFI—FRITEEEFEERETHS.
ARVC EBEDH 60% T AEY —LBEEEEFEELNREINS, LHAL. CNDEEICLIAELH
OFREPRFEIED AN X LIZDWNTIL., REFEBEINTULEL,

3. IR
10 RUBZRICDEREIRICKSKH - IMELEEET  DEFRZEIROBEENAETIIL AZEDEENDS
ADFEELTRIEL. £BMHO5-oMEELSHEEH 5,

4. Ak
BIREORETHA-ORBEETG FLEEDH,
IDEFREIRICHL T MABIRERS | HEAAA R R#B)2F (ICD) HEAAH
TIL—2a v ABRNENEIEELHAD . RENDHERICHSILDTHAO. BHLZ L
IDAEICHLT: MEIRIRHF]. FIRHF ., BOFDO®RE
EREFITIE AT DR ODBEDEG L35

5 Fi&
B DEE : ARVC Fimd 439 A, 48 AWNIMFLEZRL (Flh R1E 25 &%) . 25 ADFESN T,
ICD ZHEZ CFEMNT= 351 A 301 ATESEMEDETEARDBEN RSN, ICD HEAAHKIZ 10 AT
Tl D55 2 BILDRBERAET 3 ZIFDLFEICLLELDTEo1=,
(Groeneweg JA, et al.; Circ Cardiovasc Genet, 8:437-446,2015)
HATOHE ARVC LEEFELI-EE 75 A% 64 FRT+O—LIER. 114DBEVEEMLOLEFE
REZL.5 /MNETLI,
(Wada Y, et al: Mol Genet Genomic Med. 2017 in press)

O EHOHEICHELEIE
1. BEH
#1000 A

123



2. REDHE
TRAEY —LEEEGEFOEENFLRRELD. BREAN=XLIFBHASMIEINTLVELY,
3. MRMTEEAGE
IRBER (T SN BEDH
4. REIDHEE
EERMILDICD HEARAAFICILHIEELRIIBEEZVLELT D,
&Y
ARVC diagnostic task force criteria (Circulation 2010)
6. EEENE
R R CREMBEEICE D(EEENFBITFELLRL,
LALEGEFRMTCHELEINZELIEEXVYITEFREFRTHAICLERELTHEY . SEREEE
SEMNTREICSEEZOND,
(Wada Y, et al: Mol Genet Genomic Med. 2017 in press)

O thsmiRtt
BAMRERAREER DEETREICES CREREERORERRS & UBLE - BHEEH
5B+ HA K54 DAERICET HHI%)
FEKEE BEERAY B WL B
IRERLESS ], [ARNRDEFES)
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<EEREE>
Definite. Borderline %% &9 %,

ARVC diagnostic task force criteria 2010 D EZHTE %

ARERRR
1. HEEEELEELE
REE

(LTa—FrR)
GEB(CHATHIIC akinesia A dyskinesia MENHY . M2 UTOLTFMN1DEHE=T,
R CTAERHBOILRAREZEH 32mm LI L
(AEREBEHY 19mm/mLLE)
R TAERHEBOILRAREZEH 36mm LI L
(AEREBEHY  21mm/mLLE)
EEEEEILE FAC A 33%LUT IEH 46+7%
(MRI)
B EEEIZBFRRIIC akinesia AN dyskinesia MIERIE A B INFENA DN D,
H"D UTOWThh12ZEm=T,
-AZEOIRRPEE (AKREHEH=Y)H 110mL/m Ll E (BH) A 100mL/m Ll E (Z %)
-EEERHEM 40%LLT
(BEEEE

- HEEEE(Z/HFTRIIC akinesia AN dyskinesia AMEHIH DD,

(LTa—FrR)

AEEBE(ZBATBYIZ akinesia H dyskinesia B3HY . ™D LLTOWLWT 129,
-RETAZRRHEOIERRIED 29mm LI E 32mm R ((AKREHEHT=Y:16 LLE 19mm/m k)

EECTAERHEOIRKRIAEA 32mm LLE 36mm KiE ((AREEHT=Y 18 LLE 21mm/mKiE)

-33%<FAC=40%

(MRI)

- R EEEZFHFTRIIC akinesia Y dyskinesia MNIEEIEAR EIFEA A DN D,

H"D UTOWThh12ZEm=T,

-EEDIRRRPEE (AREREH=Y)H 100 LLE 110mL/mkiE (B4) A 90 LLE 100mL/m %k (&)

-40% < A ZEBRH FE =45%

2. AEBROEBFIHHY
AEEE
T REF HIARAT TR D AR HRE AY 60%K i .
LEBHEOKHEERN 1 YT ILUEIZH#ENS,
DRRDHERTHEBOBEHERNAHOND, HAHNIHLNEL,
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SREPHIERAT TR DA HERAAY 60%~T75%,
LEBHEOKHEEBRN 1 YT ILUEIZH#ENS,
DRRDHERTHEBOBEHERNAHLOND, HAHNIHLNELY,

THER
13EULTELARTOYY (QRS 1E=120msec) AELNMEEDRBIME)—FVI-3)MNENLUBETT
BROREAENH D,
BRULTELAMTOVIALEIMEEIZ VI, V2 FEDRME T IRAH DD, VA-Ve DIEH T RAH 5.
13U LTEEAMIOVINHY . VI-4 DIEE T EHH 5.

. B
N

. BRoB-EEDE
REE
AHIMER —R(VI-3)ATaVK (QRS KDEDLYNS T KDBHDOEICRONSBHREDHHIE
g B 5,
ME T OER (SAECGIZHLNT GRS FRAEELBET 110ms RBDBAIHNT, BEBL (LP)
DI3D2DEEDIH1DLULABME,
Filtered QRS duration (FQRS) 114ms Ll E
2>k QRS [E1f@<40 ¢ V (low—amplitude signal duration, LAS40) 38ms L\t
Root—-mean—square voltage of terminal 40ms (RMS40) 20V LLF
EEEHITOVIHEIMESIZHELT, QRS KR EAEZERFMEAY 55ms L L

. TEEMR

EA#E (T MaVF FEAEENRE TaVL FEAGME) TEMT AV /R O FEFHREF T HREEDOLE
b

TAHBEEIFEHOLHMT OV R OAERHBEEOIEFEEE - EHFREDLEHIR
RILA—ILER T 24 BEREIZ 501 @A LD DEMEEIS NG

. RIEE

MAEDDMEALETARVC LEESN-—FHMBEE (B E1/2DEEFERELTVSHF - RBMEK)
AN AV

O B FHTTREZMNIC ARVC LB Sh-—FHRMBEIN D,

Ml ERFEDEFIZE LT, ARVC IZBEL-RE LG DHBIEFEENRESND,
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INELHE

IREDZHELETIIEETERLMA, BEIZT ARVC LN E-—SHMBEMN S,

35 FRGETRAEEFLT- ARVC EFONSH—EFFHMBEEMNS,
RIEBEZMHDVNIIIREDZEELETARVC LEW SN -ZEHMBEE GEBEFE 1/4 £H) D5,

B #AlZ
HRMETLERIDFHE. YIILaMR—S R TIVASEREE. IR REE.

D EEFHRE
TAEV—LBEREEFNEE
WIATIREOD, BHBEICLEENTHEY . REZTHENEFLLY,

ZEoATI)—>
B DHEAIT REEREZRIIL
Definite: ADSBLELANTI—ICHENT, KEZ2IFE L £ FLEAXREE 1 BHHL/NEE2IHH ., £/
BEEAFHZ®EE-TLD,
Borderlie: ADSHELSATI)—ITHE T KEE1EHL/NEE 1 BB, FI/NEEIEBEH-TID
Possible: ADSBELGANATIV—ITHENT, KEE1IER ., F(E/NEE 2IHBEZH-TI0

<EEESE>
R R CoOMBEECE D(EEENBIEFEELLEL,
LALEGEFRTCHELEINZELIEEX VI T EFRETFRTHAICLERELTHEY . SEREEE
SEMNTREICGSEEZOND,
(Wada Y, et al: Mol Genet Genomic Med. 2017 in press)

KW K OV FHEE OIS 2381 5 B

1. WA ZWICHW D EERER, AR REICRE L T, 2RTEE RICREBROBER RWGEITIE, W
NOFEHO L DEHNTHZE LI X (72720, Uik o 2 R~ iERIERE Ch - T, il
RHAEZR B DIZIR D),

2. IREBILAR IR D EAEE SISOV T, BWUREZNERO F CIREMTDIL TV D IREE
ST, HIT 6 22 H M The b BIRTE %E%##mﬁé LT B,

3. k. JEROBEN FRROBEIEESFHET—EL RITEE LRNWE TH DN, mfRERZ ke
% EBREREDIZONWTIL, EREBROXISRE T 5,
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EEHRENERMERD-ODF v I X+

{ETEIR SR E D FHE (ARVC)

WIRIAH

=15 Oh x ERREHICLIEE (WELBE)
HRDEENHASNTEL O RREEFIFHRESNTNED ., TERETEL60%TEE
(TEEHBEDERITDONTIN2R—CSER) ThHY. BEELEL,
D IERAR I IS T ®)
(e EHFEDEHRIZDNTINI~ER—USE)
SAEAEDFEILL TLVRLY i s . . e =,
(= R DB =D T | DER—SSHE) O ETHEDKRETHY . RUFEDHRIERTEE,
RYHOBREELELTD ®) 1R TLEFRBIRTRIET 5202 RHRDOES
(e EHFEDEHRIZDNTINT ~8R—UBER) EELT D,
BEBMNERBMIZEVT—ED AL GE) ITELLGL . —1 38
(MfEEHBRDEHRIZDONTINIR—USHR) O BAATOSEEIF205 NI ABEESN TN,
EENTDHEE (RIZTIIZETIL0)HHEILTND O
(MEEHBDERIZOVNTINT10~11R—USER
BEMOEFAWEZRAETEDHE
(TEEHBEDEHRIZTDONTINIR—CSER)
BEBOHIII00AKBEDEE . RADEBEROHEST
SE1EE

=1l Oh % ERREHICLIEE (WELBE)
ChFETIHEERRRAZE S TRESNERXILERERN, O
ICD10(£L<I%11) Ef=Orphanet (F—T 7R Yk) [ZEI1+D
REBHLV—F

ARVCIZHE M DHEDN—DTHY . thDFRM O
ERICIRE SRR ESh TLDEFBRDERERD O ﬁ(#fg@ﬁﬂ-mﬂxﬂ-#ﬁiﬂ) IFEE#mELTHESh
W%,

/_ﬁ%awﬁaf@%@;ﬁm%amamzuwamﬁ‘;u—mm:ﬁzﬁ O oL EEICET ARERE IE BHB2)
INRIBH ERAICIEE SN TS, O
EREMAEEZTAOITBHEAEREL, RIRESS OB BFLERENSE
nasn X BIEFEWHIEERENRAETIEGRN
(BLOnE BELESRHTILY
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Erdheim—Chester & (TJLR/\A La-F TR E2—¥RF)

1.

BE

TILR/INA Ls - F T A2 —%F (Erdneim—Chester disease; LI T ECD)IEIES U4 )L/ AR 14 $B F5 Bk AE
D—ETHY. 1930 FITHOTHRESN THOEATEHEFA LI REN GO LEMFELERETHD,
VTN MR OEBKMRANREIZEEZEL, B, PR&EZER O DOER. i, B, KE
BEERDIZRFITRALTHRAGEREZE Y %, REREFALA EETEGFEENRE LG LHIE
BHRELEAONTETCNS REMUNSHRLGT-OLLDEERMNANRICEETIIENZ FE
[CENTHAHIEN LMD ERICHYETHY ., FARELHILIN TGN, RENSEZEETICHY
ADoHELZETHIIELEL 10 FHEDEHHENINMMNEIELENTIELGLY,

2. [RE

ECD DREITELLFBATH =M. CRNETIZHNABIEFTHSD BRAF EIZF NRAS EBIEFH
EDEENBOHONDERENLEIN TS, LWL, REFEERCEECDEREFER-TBELA
MEBLFESh TS,

3. fEK

4.

FERFIBH THBURICHT=HD, LIS <RONDEDELTIE, BRE () 5 ) OPEAEER (8 3
). BRBALCKEGREETHIRAMRE K2 (K3 &) . RBEICISERBR (K 2 BN BENZEITLND,
EHERELTEIRR BER, KERD . BFLGEND D MIZITIER. BIRES. BICTER. RE
& IRERZEH G E DIRBIAER  EBRFGE DMERER . K LABEOHERERGE DR BESE.
IDORHNG| BIFRBELGE DIRBRIERZES T ELH D

BEE

ECD MAEERIIREZBEIIINTOENA, /04— TJxOVFILI7IFN @) ORT (o 4—TzAOV o
(PEG-IFN a ) BABERNEL I ENH D, TDOMDEFELL T, BIBERERATOARIZLLEYAE. B
IS L TOMSHIRBHERE. BEMNRBLTVSIGE IARMUIBRGENTONEIELHHH, T
NETRLEHNRERONT . FHLIVEFREDERNMTHONA TS, TDMIZ, BRAF AEFITHEHIRNLS
Jx=7 (vemurafenib) NENEDHREL H D,

5. %t

ECD DFRIIAFARTHY. I TIX 6 B M EELZEMNS 32 v ALUARIZETT . HAHWIE 3 ELERE
(L 50%FEE, RELBEINTVWS, BEFRT TITON-RAEMETIE S FAEGFEN 7 FFFEEEHRICE
RTFELBIMERIZHT-H, BEAHEBO KRBELGLLEARIILINTOVEVOLNRIRTH S,

O BE#HIFEICHELEHE
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1. BEH
100 AR (FAEVEZLB)
2. HmEOHE
T~H
3. MRMEEAE
REEIL
4. REDOEE
WE
»HY
6. EREENLE
»HY

O fAEHT

AR BBURARER [Erdheim—Chester & IZET HEFAE
MERKKRE RRAZFEFHMERRE 0K -BHEAE B8R FREX
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<EHREHE>
ECD Mk #

A ERR

FERIEHEH TR IEITH 15D, LLBEMZLROoN2EDELTIE, B (595 B)) ORI ER (5 3 3.
HEHNOKIBREETIHBIE-KRL (FI3E]) . REAEICKIEIMERE 28] RERBHEENZEITEND,
LEMERELTIERB. BRRE, AKERLD. BFLRELHD, thIZIXIERE. BIRES. BICILER. BEFEGE
DIREHIER BBV RIALE OEBERAERK . ZIHHLEE CHAHRLE DR BIEE . > D0RHIH] . BifF
KRBELGEDEHRERES - ELH 5,

BREMR
ECD [ZREMGIMBRERN RITGVA. BRRE. BIUVHBBZICTTRENISIBHEHERT 5.

TSR P R
*99mTc Y UF T S74—IZT. AMHEDORE B EMIHDEEETE
Xp [ZTHAIRFEDREEBRIHDBEILE

ik OEEEE

-BAMEBE R R IR OB IR R E T B T ATV TN RO BB~ D ZENEDHLN D, I,
HERFE. 2RORFRURHE L., BIERGHE T, o \BREESHK. V-t REEMRGE,
GBS N\ — RNy UEERIDOXRIE

- RE S - CD68(+), CD1a(-), S100(negative or low)

<gHohTI—>

O Major criteria

(1)ECD IZEH T AREMBIGREE TS, FENLOBBAERICTHREMIZIXIEFHA (lipid-laden 7 #H 4
BR) D% RS ., #H#Bk(X CD68, CD163, Factor Xllla (54 T&HY . CD1a & Langerin (CD207)(XfE4ETH S,
Touton D LEHEMEEZLIELIEED S,

(2)BICER L ECD [CHEMIFTREZE T 5., HFHMWGAMRLE Xp LOFICTRER BimdiFE(XE#in
o) BERIFEORERERIHOBEILLE. BAHE. HAVIINLDREBR L. 9mTe SUFI 574
—LOHRMEDREETBHBE T ERHBOREERETHD,

QRBLSNDIFFEEBALIIC ECD EEZONSREL 2 U ERET L, BLUSNOFREAIZIEEEE (hairy
kidney) . KENARE B (coated aorta) . fifl VNEMREDIEREGL) DR, PRE##E, RIEE. KE(ZHRMEH
BEGE)EET.,

(OERBDRRS . S5 I REAREFEBEERAE A5 Rosai-Dorfmann f&. Z DD H BN ZFE/E ECD LD
RIAFAREI R R BERN T 5,

O Minor criteria
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(5) BLUSDIFHEEMIIC ECD EEZONDIRESF 1 HAiE I 5H . ECD ITEHT BEERAEIR - #IxE 1 DLL
FETS, BHMERREIERE. REERE - BENEENIFIE., RIREH ., REFETHD.
(6) JRZEERLIMDIE{EFIRE T BRAF V600E TEZHT 5,

Definite : Major criteria M55 (NE&EL 2 DL EFE-T,
Possible : Major criteria (1) D #AZi@f=L. ™D Minor criteria 1 DLl EZ&ET-F,

C BRI E2
ST IV AR ERIE . BRI B A REEE., Rosai-Dorfman disease 75E , =1L, S5 L\ R AA
HABIRIEE ECD [CDWTIXE BT A ENH S,

D EEFHRE
BRAF V600E ZEMNKF IR oNHEMESNTLSA, FREDHEBIETRESNTLVELY,

W FRER 60 mLLE +3 A
“CRP>=3:+2 &
PR EIRREEE TS, HILRREERA TS +1 A

BEREO~DI 4 AU LEES)RVE. 2-3 mZ PRV RIE. 1 RUTEEIRVEENFET S,
[Erdheim—Chester fRIZBET 2EFHEID 2016 FEDHETIEPREFHRBITENTNDET 127 £,
6.99 . 2.7 FLiEHoTWVS,

W EYE K OV HIE L 3B O BN T 31T 5 B FH

1. WA ZWIC WD EERER, AR REICRE L T, 2WETEE RICREBROBER RWGEITIE, W
NOFEO L DEHNTHZE LI X\ (72721, Uik ofE 2 R~ iERIERE Ch - T, il
RHAEZR B DIZIR D),

2. BRI IZ T D EIEEAFHICOW T, BUIREFERO T TIERMTOIL TV OIRETH
ST, HiL 62 HMTRGEWVIREA EM> BT L L35,

3. k. JEROBEN FRROBEIEESFHET—EL RITEE LRNWE TH DM, mfRERZ ke
52 EDRERLDIZOWTIL, EREROXSR LT 5,
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EEHRENERMERD-ODF v I X+

Erdheim—Chester & (L)LK/\A Ls - FT R A—9F)

WIRIAH
=15 Oh x ERREHICLIEE (WELBE)
FIRDHERED S M TR o
(THEEHBDEMITDONTID2R—CBHR)
D IERAR I IS T o
(e EHFEDEHRIZDNTINI~ER—USE)
SAEAEDFEILL TLVRLY o
(e EHIFDEHRIZDONTINER—CSHR)
RADEEZVLELT D o
(e EHFEDEHRIZDNTINT ~8R—UBER)
BEBMNERBMIZEVT—ED AL GE) ITELLGL o
(THEEHBRDEMICDONTIDIR—CBER)
EENTDHEE (RIZTIIZETIL0)HHEILTND o
(MEEHBDERIZOVNTINT10~11R—USER
j j SR ARZARHAEHRLLCARLEO T ELMERO M
EEBOHFICAVERRAESZDAE AR AR, FRABRAR . B R, RESBSOECDDBHE
(MEE#BDEHRIZDONTINIR—USER) IS BEEE A L IRAS L VBB ICECD SRR O A B ERISH
EETV. ChIEY BRERIZH T BEFOBMET AL,
BEBOHIII00AKBEDEE . RADEBEROHEST #I80A
BEIEE
=1l O x ERREHICLIEE (WELBE)
CNETICHEEHFRRAZ AL TRESNIEB XITERER L x
ICD10(£L<I%11) Ef=Orphanet (F—T 7R Yk) [ZEI1+D
REBHLV—F
ERICIRE SRR ESh TLDEFBRDERERD x
é*;ﬂs;Uﬁ%ﬁiﬁéﬂ%t#“éEﬁ%’%lﬂibﬁﬁ%’%’?“)I/—jlatﬁm:?ﬂi# %
N

INBIEMBEERRICIEEShTLSD x
%gf%ﬁi’éi‘wét&)l:%éﬁﬁbi RIBECH DEHERENEE

N X
(BLBNIE REREISRHTSLY
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BREZHIDEFTYIRILIURE

1. &

FryRILRUREIE, YN OREBEBERICE > THM O TonEIEIO— D) o/ 8RR E
THAHAN RED 1 DOEEICRETHEPLHE(REE) &, EBOBRICEN DS FOEICH TN,
INBILERRBAOBEENKECEL D, EHRIDEFYIRILIVAEDIE, ERANILRIIAILR 8 B
EDNALNENERRTFTHDEDONHERMELFOEF vy RILIUBELTHEICRIISh TERIND,
BEEZHLDEFYYRILIVREE A 2—O/F 6 MAEIZK DRI /HEIR. BMiE DR
KRIEKZZEL. 2<LDIHE. BHEORBELSD,

2. [RE
THATHS.

3. fEIK

YUNETRERR. FFERAE. 2. R Rk, BT AOAALN ., LEICKD. FIE. BiEK. BES. ME
MORMRZE. fe MELE. BEE. MEELE OISR, RIEHEFES. AA 7IO04/F—2 X HisREND
RE. N EE (FIRIBEEETELRE) BEDZHHEREET 5, MRRETIE. E~/NEkEDER
m., &/0—2nEHr<saJ )V lfE, & CRPIMENHHND, ZL<DEFI TIET ILHIHKRRATFA
—YEEZRT M. LDH FEE~BEOIEN S, & IL-6 MEAALN ., MIEHD VEGF LEEL R
T M/MRIERIEZ RBELTEMLTWSIENZ LD, LEICREZMLEHFIZKDBLERDD,

SRBBEZLDGE. BER, HF. AL LE TRIRICREL . FEMATHKY EETT D, —FIC.
RBOZELGETAMLBOLESMICRIEL., 2RIETLTEEIL T 5H10H5.

4. Ak

ERRAEKAEM IS S CIIEABRTRARTI H5ELHLIN BERLGEDEREREIT 5101
TEBNADDBEELGD, EEEOREFERPBEDHZEICIE. HATEETILRZV O (BRHREK
DG A [£~0.3 mg/ke. IEEHERI A LN DIHE L 05~1 mg/kg IRE) TERDBMERA . EKRH
WELE-ORRICHET %, BERVLAMERNSE., FRREFERMNRMEE L, BOMGEICER
HRBREELATS5E (EEESETHEEUL) IZE, M UXITDOHAZRET 5, B R TEE
ETHOTH ATAAMR RS THRKEKHIVILEBEZOETA+2IUFA—LTELGNEEZLN
BHEEICH MV ATTDBREEERT b, iFERBELEDOICATAMNARNTEL LHIFSN DS
BEICIE. MEAREL TR UXIITEEMTAHVTELL, LOLHETHLEETH S,

5. %t

BATIE, Z<DIGE . BIHEORBEES. BUBRETAILERNENSN , Ea FRIFLLEH
RIFTHD. LWLEGAL, MEERET SERETHAHABRET H_LEFRAENT | £EICDT=S
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R aRERBECSND . BRETLLTHIEMMBEE. BHEEET.AA 730/ XF26 6
THE EMTFENEBILT D EEELTIE, BRFELEMEBAZ V(L. BRRTEELEEOHR
EMAENA—RAOEERLTHOEWSEHMIAEL) , —FBDESFITIE. FROEHMEZETRMELLL
BRMEICREL. REICM/MEBRD CEREREESELTEEILT Do SOV OTERTIEL, BEED
BHPEFEZTDOLOICHRERNSL BB DEOICRADBRNADNBELLD,

O EHOHEICHELEIE

1.

6.

BEY
31500 A

- RFRDHEAE

FHAZ—O(F6DFFHREENADNDH, TDHF IEFER)

. IRBVERERTIE

SHERELLCRIBRERTOAR, MR T (IRARARGL, )

. REOEE

DB (—RICEBELLJIERRTETIEDRBTH D, )

HY (FARVETIERD)
PRBICESF IR I VRO EEENFE—EEELESEERAVT. EEULERRET D,

O fAEHT
HOAMARBBERMIESEE TIE. BUHRERYU/N\H-BHEEERT T vy ALK, TAFRO EIREF
TOEREEDSWHELE, EERSEORIE. B -BROA(FS/ODEREICET HHEME

MERRE KRAZPEXREHRR (XD FHRIEHEARSE) HERR TEN=
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<EEREE>
Definite ZXR&ET D,

A SEIR
BEHOMBEEICERLI-(ERE1cm DLED) ) /\EEZED S,

B. REMR
Do\ F SRR ORBRABATENTROVTAADF vy LI HEOBBEBRICEHT 5.

1

HFmER: U /NEROIBREERDDENE. BF eI MEDEE, REMRIEDEN,

2 REHEE .Y/ NEROBRAR, EREOREMEOEE, MEHFENRLNDIIEELHS,
3 HFMEREHEMBEDRESGE 1. 20;RE/MR.

L EFRBHMAARZRLTOSD, ZELZVOT, EMREEICLSIBHENEELLY,

C. Rk

1

EES

MERBEFERME THEEME) D/ E, ROF DU E, B ARE. B2NA . BEMDEIE. it
A FEENAERNT D,

R

EFERMEMBEIE. RCUSHER. Vv F7REEAE. MY ITSXTREE. EEMIU/N\E X, R
i BEERAE  IBMEEIME EB AL RBRSE, Bt HIV BREBEZERNT D,

BofERE

SLE. &I F. Sx—J L UEIRHGEERN T 5,

ZDMDELULIEREE T HEE

5G4 BE @R . FRE IR IETE M) 2/ \Ei % . POEMS fEREE. HILaARF—S X SR PRI FTESE
BduvE (BEE) X vyvRILIUEGREYNEN1EDOH . HEWNIENARMESURRATEEL—D D
SEEIZRBLTNDID)  ERAILRZXDAILR 8 B (HHV-8) BAEF ¥y RILIUIF (RESRLEE =
ELTZHHV-8 BREDREoNDLD) E5 T 5,

<EZHOhHhTIN—>
Definite: AZ =L +BD WLV &L+ CERILI=2 D
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<EBEEESE>
TROEEESFEZAVTHFEULZNRET S,

REEZSHOEF Y RILIVRISERLT, FEEDERDOVIT AL ALONDIEE . BEEET Do

RAEMEM:Hb 7 g/dL Kl (T FUEDETDENCLEHER T HIL) . X E LML IR IER
WMmMEEI HEM,

/MR f/MRE 275/ 1 L RS T M A AR AR R 1= (L8 MR 4 O /MR A,

BEHEEIEE  CKD EIEENFEE—LIyT D G5 FzIX A3 TR T 51568 (R15E),

R E B MDOMIEEA AN, REFFICLERBRAZET D,

MRS K  FERBFID-DICRLF—L BT HEEDHRKHHNIEKDETE,

IDAE EF 40%KimEIE NYHA IV EDIDEEEET,

REZM SN RETIOAF—L RTERT SBHFES (., DI, B, CHILE. kR, b
PRZ%. R, BB, FIEW D BERFOLT ),

BEICRALGVA, FEOWIT IO AALNDGEE, PFEET D,

RAEMEM :Hb 9 g/dL Kifi (T FUEDETDENLEHERTHIL),

m/RGE A I/NMRE2T5/ 1 L Rifo

BHEEIEE . CKD EEENEE— Y TORICKLUT HIBE (R1SH),

R ZE FEMOMEE Ao, BEDBEWSETTFRRHENAOND,

DAL NYHA T EF(E I EOIDFKEEET,
REZMSN-ZRET7IOAF—L RTERT SRHFES (B, D, B, HIEE. Wk, b
FRZ%. R, & -Bf. FERRBEFROVT AN,

LREICERELGMGS . BEET D,
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(%&1)
CKD B EHH|E—hTyT

EARES Al A2 A3
REOQES
(9/B) E® |EXEOR | AEEOR
RER/Cr t
(g/gCr)
0.15%#% |0.15~0.49 | 050 Lk
G1 E‘*Mﬂ =90 % = Lo
ERE-3E -
o G2 EETF 60~89 % -] AL
A ~ -
(mL/% G3a '§§ TRE | 45~50 "’ ALos | #
/173 m) T T ——
gap |TEE~EE |\, 4 Lo 7R 7R
S e e, | | U P b e
G4 |WEET 15~29 7 S ~
F3 L LS
85 |(Eskn) <13 7 7 7
S IWTERYE J OV S 4 M OIS T 51 B B T

1. R4 2WHIC 2D ERRAER @E%ﬁ# B LT, W LIS OBEN R VBT, W
NOROLDEHANTHZELILZ R (272 L, SEpoR 2 T HRRIERE TH > T,
HAEZR B DIZIR D, ),

2. IREBILAR IR D EEE SISOV T, BUIREZNERO T CIREMTHbIL TV D REE
ST, HIL6 2 HMTRLEWVIREA EM>HETL 2L L35,

3. o, FEROBEN FRROBEMEESFE T TEL EIZY LBRWETH L0, mEERERZ
5 EDBEREDIZHONWTIL, EREROMR LT 5,
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HERRRAEMERDEODFVI) AL (FREESHOEFYYRILIUR)

BHRMELHPOEFYIRILIVR

WAER
21 Onhvx HHARHCLIEE (REGHE)

EHEOWEL RSN T o |FEEFBTHE. Eo, DILHRIEL A I—OA
(HEEMROBHONTID2R—SSH) FLODHFELETHIN ., TORELTHTHD.
I DIERARA BTSN TLEL o
(MEEHRDEHITOLNTIDI~ER—USHE)
SARATEAREIL TV O |BETROLORAMARE, BB R TN ERE
(HERHFDEMITOLTINER—UBH) DHTH%.
EHORBEBELT D A
(HEEHREDBHITOI\TIDT ~8R—IBH) © |EEERREERALTS.
BEYAKRIBICBNT—ED AR CE) ITELAL o HRMOHE TIE, FRERILI500AZE
(HERHFDEAITONTININ—SSH) EERTLS,
- - . FEBI LY RSN, BAMBLRBRE
EROUBMRE (UFThIET HL0) HBILTUS R A

s 2 Ayl O |BRICTAZSE~OBHARESN, FAKUY
(HEEHFORMONTIO10~T1X—TBR <FEEOREREABREHLRH P,
BEROHEIAVELAEEOR gzl ey b o Rl L

ok . At DEBBREL D10 O 5 R R T RNHR I
(HEERBORIIDNTION ISR BREN LR B BB BT VT LA

FELECHHSNL,
BEHOHEDI0ARBEDHE . KADBEROHEE
SEEE
"R Onvx HHARHCLIEE (BEGHE)

ChETIEERARNE AR CRISNRRR T AERERD x
gggg%;&(il}:)if:@'phanet(?]’—??*\yh) <5135 ICD-10 Code D47.22: Castleman disease
BICIEERRAIIEESh TOSEROERERD x
FESSUBREREN LT SWAMCHRY L —T ST x

N
INREHEHERRBICIEEIN TS X
(BLBNIE. REHESEHTELY E(RABEOLD), 16,
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TAFRO fiE {3 B

1. §}=E

TAFRO fE{REE (L. BAOHAVERAGLIZEEHAWDITEIMEIC, RE. £ 5 MHZE (oK -E/KEEE) . I
IMREADERL, BES. A, BEREX (FEE. VONGEX) FEELGEEZEIEFRERKET
H5. BHDBE—FEBIZEZEET . 2010 FEHBIZEKY Thrombocytopenia (/MBI AME) , Anasarca (£
5iZE. WIE/K), Fever (& . £ 5 K fE), Reticulin fibrosis (B REDMMBIRHIL. EHERBKIES),
Organomegaly (f 2812 K ; FFRERE. ) /\EIfEK) &Y TAFRO FEIXEE (RFF) ELTHRESN . TDRIZEHL
BIDFEDHERNTND, U /N\EERRATREAIGE DRIEEIL Castleman HHRDBEEEL. BRREH—EB
[FZHlME Castleman f5IZEL SN, TAFRO ERMF T HRENBE~ERMETHY . M/MRIBD AR,
BHEEEE CHBEEEENRRISEBLELOI —ATE/O— R A Yy R U ifEld B I f-7
WaEE  BEERTIEZ RIS Castleman REFERLGSIEBHUEEZON TS, ATASAR
cyclosporin A 7 E D & HIFIF . tocilizumab, rituximab 7 E DB MBFIAHRE SN EE . ¥R LA EICIKDR
HOEHFLEFEL. EHERO BN RRGT-OH . ARNDHHELZHEBENIDLETH D,

2. FA
FRRIEFHATH D, BENLEHEMETHS=O. oA DBREENREELTHERSA TS,

3. R
% 2 5M%ZEMK-EKETE) . I/MREDEHMER ., BES, 8. BREX (FFEE. )Y
INEEX) . B8R, FEE. BEMHLERNER. GEMNARLNS,

4. BEE
ATAAMR(RE~/NILAER)DETITONEIENZL, ST EOEFIFINDHTERT 5, LHL.
ZLDEBIIATOANRERB B ICEEET 51=80. ZRAEELT Cyclosporin A, Tocilizumab, Rituximab 7%
EDEEEETSH, —RARELTEDERARLBEUIMN L. EF-TLVEL, M/MREDDEBIES S
BITIL, TPO ZRARVEFNZE (romiplostim, eltrombopag) MEINT HEAHESNTLVS,

5. %t
ZLDEFITEENINSERAEICEFERNBIRLEELELD, LROABEERICLY. EEITIEHLE
ET D, ZLOEFFRSHDHIFREEDELT D, HRAARIZHENM CERBBEETNELCEE
BAEERIE 1 BIRREREET 5. SERELTIE, BREEARHZLY,
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O EHOHEITHELEE
1. BEH
#9 150~200 A (AR &D)
2. FEROWE
TH
3. MRMAEAE
RIEIL(RTAMRNKEE =1L/ VLRE L. Cyclosporin A, Tocilizumab, Rituximab %2 &)
4. REDOEE
WE(BREICADERNLH LD, SLITMFEEINDE)
5. PDMREsE
HYCER 27 FE BEEHBRENE $HAMREBEAELSE |
FFREE, TAFRO SEIZRE DFEILD - DIAT (H27-HEAFEE)-—AZ-008 DA HE)
6. EIEENSE
(ERK 27 £ EEFHBRHFEMR #HAMREBRMREEX |
HIRKEE,; TAFRO FEIEEEDFEIL D= DAL (H27-HE5@)-—F8-008 DEEEHE)ZALT
Grade 3 LU L (PPEEUL)EXRNRET D,

BAt AR S RENREE (90, I i BHESERT FvuR LTI, TAFRO JEiE
BEIOBREBOBDILE, BEEHEORE. BI - AROH 512 OREET 2REHZE ]
FERESE KBEXPELHETRT CERS THOHETRSE) HELE SHs
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<EEREE>
TAFRO fE{REE
(EXEFEEREDL., 2015 £F)

(FoErE %]

WA EIER +/MNEB2IEB UL LEE=J15S TAFRO EMRFFLZMTT S,

f2fEL BRYDNEREDEMREZRNTHILEAHY . ERFTRELR) U /\EHAHIEE L, £1RTEN
ETHD.

1. WZRIEHE
OW&ETE (R-REK. £ 5MHEE)
@Im/MREAD (10 B/ 1l Kifi) - AEBBAITORIEE
QEETHAMDFEEL (37.5°CLL L) Ft=1F RfE RIGHEE (CRP 2 mg/dl LLE)
2. /NEH
DY INEiE & T Castleman %54k (Castleman—like) DFF R
QEBERRME L RARMEIL) F=IX BHEXKIES
QEEDFFIEX (FF-IRAE. o/ \HIfEX)
@EITEDEES

3. BRI REKRE
OBMES:BHYU/N\E, SREEHE. PRIEGE
QBECRENHEER £5MIT)TIM—T X (SLE). ANCA BEME X7GL
QRELSE BB RRE ., )y F 7 REE . T4 LJR. EAE MM/ E
ERE (SFTS) &
@POEMS fE &R
®lgG4 B ER &
©TEZE
@M et /N REL A 2B (TTP) /A I 14 FR S fE IR B (HUS)

BEERIE
-TAFRO JERE# Tl&. £/0—ME v Y RJ UV IEE#HTHS
(IgG H¥ 3,000mg/dl ZHBA D EITFHTHD) -
-BAL MG M B R IEERHIELY,
-11;%& LDH AMEMNT 5F (EFHTH D,
-1;E ALP [XBEZET HHIHM LN,
-FFERIE (L CT EHE CEHETEAREDLDNZ EXRGELEDIETE R U/ ELREEZFSTRTH S,
)V NEIEXRIEER 1.5ecm RFEREDLEDHN S KREGUNEREEER )/ ELGELTSMETH
%,
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‘B R TEFv I RILTURIETBRIN T RERE 1ELIELY,
SR M/NMRBRAE (ITP) 3 B R TR T REKFEIEELEL,

<EEEDE>
BEEENE
EIRBICAOT7ZEDIT. ZDRFRICTHET 5.

OFRETE-- BE3EER
Bt TEHLAEIK; 18
Bt TEHLAZREK; 1R
SRR LRACHGESHEFE(ER+H) ;1R
@/ SRR
m/REE (R/IME) 10// 1) Rig; 18
/MRS (BR/IME) 55/ ul Ril; 2=
/MRS (BR/IME) 15/ 1l RiE; 3R
QEETHD R RIERIEEE-- SRS
2 37.5°CLAL 380°CKiE F1=I& CRP 2 mg/dl LA L, 10me/dl Kii; 14
F 3 38.0°CLLE 39.0°Ckii Ff=F CRP10 mg/dl LAk 20mg/dl Ki; 24
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152



<EEETE>
EEEDET. BEEFEHRET D LOL IEROBEN LEENEERE S EFT—EULICERLELAENET
HEN. BELEREZBRET DENMBELGLDITOVTIE. EREMBORNRET B,

Eil

S i

UTOEENT IO ERBITERNEEELT S,

1) NEJOEY 8~9g/dL LT T, &£/ 2 B LD FRMEREMEHE LT S
2) Ix')F 500ng/L LA EDERBRIFEZFRDH S5

3) BRR/KEE. BRARILARAE . PIARILASSE . ffie MIEfE/REZE 2T 541

153



HEHRRABMERDI=ODFT VI AE

O/F R MERSE.
WAIEHE
=1 O x BHEHICLIIEE (WETIES)

RBOHIEN S T o |REBETFHEAHBLTLIL. FECEALF+

(MEEHFEDELICONTID2R—SEBE) NTHB.

D MERARIBILINTUVEL o

(MEEHBDEHICDNTINI~ER—SSR)

A ek sm) O [HESEESEN. WADKHDARAKILL.

RUOBEBEELELTD P 140 M SE A G [

(HEEHBEOEHI-ONT DT ~8R—SB ) O |REREERHEI-BBESS
AIRTDRETE S W LA T, RFBTHEHIR
EDREMOE, BEFEHKI00ARFEEFEEIND, F
10~ EEDA Mt MEFRE (KFY) TIL.
1998 F F TICREL B ML B MAEFISOTEHI D55,
FRMEN664(16.6%) THY . ERMEDIHEEHERIK
FROMERFEA T 1%, FRIKEEREERENS.9%. HI5EI7
3.5%, BIGEEAFRMERE2.7%. FLTRREAES D
EfE08%EFREL TS,
—h. COHEEEHEOFMBREDYIT24TELT

, ELHEE OB BKELERIEA O 7 MBRE O BTRIA

BEHDARAICBEVT—EDABCGE) ITELAL o REGFAZEBRIESNI=IEMNL, BIEFREICED

(MEEHFBEDELICONTINIR—CHBE) BESWMN ARG =, =, 7A—H (b A—4—%
Rk RB MRS HBRA K EEEERD
FMERFEDRY)——U T REICEALIZZEMN D, K
HEENARICEITEAXREBROMEMORELLT,
BIEERRFMIKEICRONTHEENS DI EAHELA,
245 o1=, 20164E IR 5T L 1=80M| D S Rt A M 4 & 1
FEBIxt L TR B IR AR EL =& 5. 591 (73, 7%
DWTHEZHNELA, RUVEEINEVVERILER
BRI TR I ERAE(29B) THY . RITE MR O FFMER
fiE (851) . B ImMEAE IR MERIE (X5 TH>T=o

EENTZHEE (REEFNIZETZE0) NHEIILTLND o

(THEE#BEDERIZOVTINI0~T1IR—USIR

EEROEHZ AN -ERERABTEDS %

(MEEBBDEHICDONTIDIR—CBER)

BEROHINI00AKRBDIZE . RADEEHOH

B%E1|A

=1l O x BHREHICLIEEWELTHE)

ChETIHETERFRRAZE S TRESNEBREEBRERF, x

ICD10 ($L<IE11) FF=Orphanet (F—T7 1w IZETH D58.8

RiEEHIVI—F ’

B RMRICHEESATLSRRBRDERERD x

zjbfﬁ&‘chU%‘Eﬁ&'#ﬁE%T%J:?’éﬁﬁ%"&.iﬂibﬁﬁ%"ﬁ’j’)b—ﬂﬂ&l:ﬁ&?’ «

N\

INRIEMBERRICIEESNTLS D (@] LERESS

EREREZITHOITRBREN., REBEELN DERERENEE

hah (@) BIEFEW

(BLHNIE. BELZIRHBTILY)

154




EIEVEEX—E (PK)RZHE M

1. M=
EHNEOFRMIKBEREEAETY ILO—R-6-) U BEREIKREER (G6PD) EEEICRVTHEOE LD
DNEILEVEEFXFT—EPKEEETHD.
PK RZMBMDOZEFFERSE 0 MASHAFEFTLERICES, FFERPEEEE CTRAMNLHIHN
HEHT. RYTEBEAOEENTRET S, HICFENRRERXZEEFLEFET 5.
NEFELBARSEEEHERETHY. FMBKPKGEEDIET. PK &Y L OEFEDRAKBEDD
FMERRERE. B&U PKLREGTFEEDREICKYZHT S,

2. &R
FRMER/FFEEEILEVBFFT—EEBET (PKLR) DERIZLD, £KAD T10%HDZRAEURER, ZDMX
TIAV VT ER. JU—LVINER FUEVRER TOE—S—ZRELGENRESIN TS, b
DERIZKY . KERFEEBENEESN, FMERKICEHTHATP EEIETL. BRSND Na/KRT
HREMNMET I HETHRMERITI K 1A EREL, lKIZHR->T. AR TYI/OI7—VICERINS,

3. fEIK
FERHORR-SAEFME, BESOMEAM, HE, BA. BEEXGETRANINDIIENS L, FEE
D—ERIEEMHABEELTVNDIENASIIZEIN, Y EITOBHEMBIEREGE LRIRIZZR
MSBEEXEHLCTV BEEFEROEHEICKY . FREFAREESRN, BHEROEEMHLIEF
BERNRRENFCEHLEREEETT CENHLMIIHESTS,

4. AEE
HAREIXEC FMBREMP IV EREHTRE DRERENEATH S, Hb A 8g/dL [ZiET-AELVE M
BB mE R O (XM A ER 275, BREHTICKY F 18 2¢/dL D Hb E_ L FEAVEARFHE RS, B,
ERNT1H3 D, EEFICKIZEMEBMIETEDIRESFINH S,

5. F&

EEGICIEREGPISHEMGHOALETHIN. SEOENFHRET HLFEE. KEEF. B
ERGERETRMEHFRKE LGS, BHRICITEALEREM/NMREOEMICEY, MREEZEHT
5BI0%H 5, BRI, $BRZEHC-ODHFL— DR EETZIE. PRITHEINSA. QOL
ETFIEELL,

O EHOHEICHELEIE
1. BEH
#3150 A

155



2. FIROWE
THGEGFEESEAELTLD)
3. MRMITEERE
RHEL (HEBEDH)
4. REIOESE
B (RAEENGLD)
HY (RARIHERDZ W ELE)
6. EEENE
EEENET. EEFERNRET D,

HAMKEBRMREE EXUEEHISEOSHEE - EEEN B -LEAIRSAOOBILIZETS
SIS
MREARE ATKZE iR FERH

156



<EEEE>
Definite. Probable Zx{& &9 5,

EIEVEFFT—F (P RZHEB MO EELE

A SERR

1. FERPEEFEORENHD

2. BRR. BUNGEDEEEMmER

3. HE-BREFIEEE

4. ZRMUHBRIE (RERRINE. MIEERE. - BHERSE. ABETIE. TEIR)

BREMR

1. MK EEFHREFR Ho £, MR MBRIEM, MELILEL LD LR NI OEET,
EGREMR: BEEG. BEZEMTO—. B CT TIEAT S

3. RMKEJLEVBEXF—EEEET

4. FRMBKAEFEPREAEE

C B RIE2 kR

UTDEREEERNT S,

HOefEHAMMEREM, REERBATS OEVIRE. RMKBEEEE. FLEANES OE VIE. oIk mEek
BEREEE

D EEFHRE
1. Rk FRECELVEVBEYF—EEEFOERRRTE

<EBWohTI)—>

Definite: ADSHAIEE LLE+BMDSH3IEH LI EZEI-LCOBEAN T RNERBLERINL. DEB-TLD
Probable: ADSH3IEB L E+BMDSHIEH L EZH-LCOE AT RERBERIILIZTD
Possible: ADSH3EB L E+BD5L2IEE L E

<EEEDE>
EEENET. EEFERNRETH, LALEEROREBEA LREDEFEESBF T EULIZEELENET
HHN . BELERERRT A EABELZEDITONTIE, EREMBRDOIRET 5.

FI"

UTOEHENT IO EB-TEGETEEET .
1ANESTAEY 10g/dL LT TEOBEIAEZE £S5

2) E MR MREMEL TIEINES OEY 8g/dL FHFTEHLVE
3) IR T2 E Hb10g/dL IZ[E 18 LARL VA

4) BRI &Y 1 E Ll Ef/MMRIEN (80 75/mm3) MMkt I 5451

157



HEHRRABMERDI=ODFT VI AE

EILE ES+—+ (PK) RZHEM

WAIEHE
=1 O x BHEHICLIIEE (WETIES)

RBRDEBENRASH T o REEEFEEANHBALTNSN, FEOEANT+

(MEEHFEDELICONTID2R—SEBE) NTHB.

HDMERARMNB LIV TUVAEL o

(MEEHBDEHICDNTINI~ER—SSR)

A e sm) O [HESEESENS. RADKHDARAKILL.

RHOBEBEELELTD P 14 A ST A G (45

(HEEHBEDBAIOINTINT ~8X—IBR) O |FERLERRILGEETL
BEFREZICKYBEYNHETTES,
AIIZH1THBERDHER #9150
RILLEST-EAE: REEICL LB

BEYLARBICBEVT—EDAKGE) ITELLLY o 1961 EICKREENKREIN, LIERKHLECIELHRE

(THEEHBDEHIZTDONTINIR—CSH) MIFIFI0%LL EF BT TET=, 20055 F TIZ1054], Z
DEDI0ERTISHIAZEISNTHY. gz (LD
K. BEX) TREHIN TLSHlE & 5HDH L1500 L H
FtTES,

EENLTSIEE (REFNIZESTZ30) AEILTNS o

(THEE#BEDERIZOVTINI0O~TIR—U SR

BEROEH AW -EZRAETEDS X

(THEEHBEDERITONTINIR—CSHR)

BEBOHEII00ARBEDIZEE. RADBEROHE

B%E1|A

=1l O x BHREHICLIEEWELTHE)

CNETIHEERFRAZES TRESNEBITERERM x

ICD10 (L<IE11) FF=Orphanet(F—T7 v IZETH D55.2

RiELHIVI—F ’

B ESRICIEESN TLSERDERERL x

z%fﬁ&‘ctU%E.‘ﬁ%&'?ﬁE%%t?’éﬁﬁ%‘{.iﬂhﬁﬁﬁ'ﬁ’f}Iz—j’(iﬁm:ﬁ?i?' «

A

INRIEHBEERBICIEEShTOSD (@) HEREST

EREREZITHOIBBREN., RIEELN DERERENEE

nan (@) BRoW. BiETFEW

(BLHNIE BELZITRHTILY)

158




RAREEANESOE S

1.

BE

FEHREANES OE VL (unstable hemoglobin disease; UHD) (XXM AMmMMEB MDD —KBE THY. F' O
EVEBGETFORBEERICL>TRETIE—ELETFHRTHD. EENETOEY (Hb) DFEFEICKY., fFEE
(FREMIm, @EANHENH LIRS OFKIEGGE SEEKEE-T, a- BV REVERLGTF
FEREBARLIGEGTFENHY. BRAROMILBELEFOELLN—AICEENHIIGEITAMERL
T, BELEREMHEGHKAZLS, AHROBRBFEAICE TEHAEZLE (de novo mutation) [ZXD
HAEFIELIELEEEFDOPICREHINDGD, TDBEEREETALEEMIERHONLL,

AmAEEMICHEBLIFRMERFELL T, K/INFFE (anisocytosis) . % F 14 (polychromatophilia) H38 %,
ARE Ho MNFRMBRATEML TEBRT & Heinz IMAEFEIEIN S4B ENFMIKRNIZHIRT 5, FLE
Ho fEDEFEFITIE Heinz MEADHIRICKY FRMER S EREEAEEF SN, AR THRIMEKIED —EBA
Heinz IMAERIZTEZEYELN S, MM F CTELS AN E M TROOND LS F AR MER ., BERTR
M Ek (schistocyte) NEREREN S, COLILFMEKERENROHONIZHE AT OEVTLEMRE
AT/ —)VARECIHIAL. EFERBERKBBSLVELFRETEMERE T HENHRES,

2. [RE

JOEVEEFOBEERICLD,

3. fEK

4.

FERAORR-EEFEE. BEANMEEN, BE. BR. BEEXGETRAINDG, FICEREEE
ZHICEMAEREILL, BFREINDHIEAZLY,

UHD DEHIIZIL. @ Ho 5 (HbF, HbA2 DEE). @ Hb FREMHER. @ Hb FERER K
(immunoelectrofocusing; IEF) BNiAZBETH D, Hb D EIE—HRERRIRBEELL TEMAIEETH S8 FRMEK
i BE CEAL VN RIBRK SR M ER OHE AR MER L E M RO ONEMEE . FF Ho R EZARDIENFE
T 5, Hb 73 EHRE T HbF, HbA2 DAERHIIBMA RH N DIHFEITIEL, EFRERERICTIKEL. Hb F R
TEMERERAS IEF XS 5.

BEE

BHEAMMEMICESH EETORE. AANREOHESLVEE. BR. Z R4S BEELRE
DEHEZZRELTEEITAEAHMERTET D, Ho8g/dL RiEmD HHIE~ FAEH. 452 E HARZ IR M Bk
B ANBEEFICDONTIE, HEIREZE R T 5. FEICESH EDQ EFNEED QOLZR ETEMNED
MEETHD,

UHD DAMIFFESIEICELLHA., EHHOMENBNESHAONERNTMOMANROHLNEIE
MNZWN, HEETMENBEODOGEERMYRCILEZBNET 5120, HEZLIBTORED R ILEE
RGN BB EFIOREICKIYFRINIA B MBI ER T HEFITIL. FERATICREDHEE
[FHERRIC K> THLEB TERNIEE T2 ITERBAT 5,

AEJAEY Tg/dL RiEDEMEAMMEEMHITIE, FMBREMOBEIE LS, #3520 B ED IR
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FEFEEmMINEGICBELTE, MFT)FAED 500ng/mL & A -k m CELBRIE & 6t A\ E
L1551 BHFIRBEFL—MRIICKDBEEZRIET S, TTJF D 1,000ng/mL KiF&AEdKSI1Tavk
A—)L9 %, FRIMBREIMIC L DEBEIEIZITT 72502 RO RNREZ SN ATRETH S,

REEFMIKEMTEIFEAETXTOBRNEEMEGN TRDOONS=, FBRERETNETH
%5 mETIL 25~50mg/BH. TN LIEIL 5.0mg/ BN EHETH D,

5. %%
EEFICIIERAISEHEMLZEROAVETHLIN. SENBMEMET SHEFIEE. REERH. BD
EWRGESERISMHEFEKELDS, BULGHMN. HBEZHC-HDOBFL—IEIDOBREETAIE. F
BIIHIEYREINSD QOL ETFIZELLY,

O EHOHEITHELEE
1. BEH
100 IR i
2. RROWE
R
3. MBEMIEERAE
FHESL (FRIBREN M L 8K L — M EIIC R DR EFRABR BN E OXHEAR)
4. REOEE
VE(BER OGS TEHNGHMESEFL—IORNAR)
5. PR
HY (FARVIERDZETEZE)
6. EEENLE
BEEENFET, EEAERHRET D,

HAMKEBRMREE EXUEEHTSEOSHEE - BEEN B -LEAIRSAOOBILIZETS
SIS
MREARE ATKZE HiR FERH
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<EEEE>
Definite. Probable Zx{& &9 5,

AEEANESOE VM DS EHE

A SERR

1. FERPEEREOBRELNHD

BRRK, BUnhiE g8 ik

BB GETHERSINLSIZEOE MA K
BIE-EAREFR-(EERE
REETHHEDELLMZRICEKEGEERDH S

a r e N

B#&EMER

1. miR-HLFMBRERR Hb BT, @RmekigEm. MEEYILEY LD LR NI OEVET . AEY
OE YRR

2. EREMR: BEER. IFEZESTO—. i858 CT THEHRTS

3. AVTaN/—ILEHEBBE : FREANETOECDBRE

4. NEJOEVEBRERIKETERE/N\UFEIHA

C H Rl EZ B
UTOREEERNT 5,
HofEEamEm, FEMKRBATS OEVRE. RMKEEREE. RMKERESE

D EEFHRE
aFFBVOEVEEFOEERTE

<EBWohTI)—>

Definite: ADSHAIEE LLE+BMDSH3IEH LI EZEI-LCOBEAN T RNERBLERINL. DEB-TLD
Probable: ADSH3IEB L E+BMDSHIEH L EZH-LCOE AT RERBERIILIZTD
Possible: ADSH3EB L E+BD5L2IEE L E

<EBEEESE>
EEEDET. EEFEZHRET D LOL EROBEN LEENEERE T EFT—EULISERLELAENET

HAN. BELEREZBRET D ENMBELZLDITOVTIE. EREMBORNRET B,

UTOEEOWT I EB-TERNEEELT S,

1) NESAEY 10g/dL LT TERM 2 B EORAMR M EZ S5
2) EHHLFRMIKGIMEL TIINES OEY 8g/dL ZHEIF TEAL VA
3) BEfEfiTHRE Hb10g/dL LA EIZEI11E LARL VB

4) REFEMTICEY 1 FLEf/MREEIN (80 75/mm?) Ak 545l
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HEHRRABMERDI=ODFT VI AE

RTREANESOEVE.
WEIRE
=1l Ohb x BHERICLIAEWELESR)
RAEDEBH SN TEL o BERETREHSHBELTONEA, HEORBANT+
(MEEHBEDEHIZONTIN2R—USH) NTHB,
HOFERIARABILEIN TLVEL o
(THEE#HBOEHIZTDONTINI~ER—USHR)
3L £ NFEVT T N
ﬁﬁgg?ﬁ;ﬁgéégﬁama&—v%m) O SHERE(EH DD, IBADI=HDARA AR,
REOBEEZLELTD P 7 A SE A g (3
(HEEHBEOBHIOLTINT ~8X—ISR) O |EEBRLEMRILEIEETL.
AFRTORETEZEHIEIBO TOML RFRTOERIRE D RET
Mot BERIZI00ARFHETFEEIND,
FERI0~NEEDQRMMEER MEFRAE (KEFY) TIE, 19984
FTICRELBMER MAEFAIITER T, B REMEALE
B 1 GEXAIHA) 18741 (47.1%) . FAEMREAES OEVE
(PNH) 99451 (24.9%) . RULNTHERMHEAY664 (16.6%) TIH o= LH
L. ZORETEO~IFICRELL-AREBOERONA—FLE
FATOER A,
—77. BEF5H2004~2008F D5EMIHT=ICRELI- LR M
AOEEIOEH (FETEAADRERZMER. FR214E)T
e 2182@'10)51?1#ﬁ?‘ﬁg?zﬂ(%.;%)# ‘wijléﬁ Oﬂg_iﬁb;?
BEMMNRTIBNT—FDOASGE) [TZELAL 151 (35.2%) &£72%h0~ 9% T ‘IEL'CIL‘ L=, ”_j’ D EEHZE
e o 5t - oo (@] WT, IR T2%% i 8 H0~ 9% FIE D 55 K A I 14 8 1fn A% fz Bk
(MEEMRDEHICOVTINIR—USHE) ShTVEBEISR AL ANS AIZGHDEREBMIER
MOEE, FREFMERMERFEHHRET,
LROKXHFUTE, EREDSEBGHEBK IR MEBRAEHT1%,
FrIMEREEREBAEA5.9%, Y537 3.5%. EiatEHE A R MERE
2.7% FLTARREANEST OEVAE08%E B> TWET , /MNRIEM
BERFHERE A—(2LDE, BRIC210EU LDREEAES A
EVABRATRESN. TOSLERIH DDA B0%FEE, &5
IZZDIDTRREANET OEVELSNTLET , Hb KolnldE
HEDEFITRYBELE DN TLEH, ZOMDTRENEY
OV (X1 ~MBIRETHZIEND, 2IAELTHI006ILL T EE
zZbhb,
EENTZHEE (RIEFNIZETZE0) NHEIILTLND o
(MEEHBOEHICOVTINIO~T1IR—UBHE
BEHOEICAWNV - EEREZEDOAE
(EEHRDEHIZONTIDIR—CS])
BEROHEINIVARBEDEE. RADEEROHS
S%E1EA
B O x BHERICLIEEWELHS)
CNETIIEEHF R T ERTREIN-FERITERERH x
l%ggg g’;:,élg‘l—}} F1=Orphanet(F—2J7 R VM) IZH+5 1CD-10 %L
BRICHEE#BITIEESN TV SEROERERM x
NEBLUVERERENRET DABRIOCHAR T L—T (I FET «
5
INRIEHBERABICIEESNTLSD (@] ERES8
EREMBEZTDLOICHERLED . REEGN OBFRERENEE o )
nah (@) ANEJOEVEBRBRIKE. BEIEFIM
(BLBNIE RERZETEEHTILY
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HEGEMEERICEESE V/5 BT (F5) RZIE

1. I =E
BoREMHERMERESE V/5 BF (F5) RZAE (WLWHEE 5 AFAUEES—) &, MK EET 51
DICHELRAVINVETHD F5 M ERXECEEETEEVEATELGEDT 520, LTIDFzHD I
MM TEILKL G TY, B THEITEN DI GRY, BRIZHAWEBEMTEGLE TSAENELE
EITHERRTHD,

2. &R
BEHARIZES F5 DIEMEE (A1VEES—) O, F5 LD REBEHEESERINTRICRESNS-DOIZF5 Ak
HhHIEN, HMDRRAELHIGEENENEHBISh D, SHEERERB-RE(HOB S RELKRE.
BEMERE. Bk THGE) EHE>TLEN, EFORNFRITFHREE (ERERBENR DAL THD,
BROICHECMEL TELEHIITHETHD,

3. fEK
BOGE®RRYE F5 RZEOHMAERT, BOHTEETHIA ., REHMAOHEEHMAZL, fE
Bl BRENSBEMEDLDETCRLDEEEDHMEREERRET 5. RELOEEDHETRTIE
BlIELIELIEFET %, RICKEICHMLTREMICAY, 2av REBEECTIEEH D, HIC. RTHOF
I MZESCEEAEOARRTHY FENNETH D,

4. Ak
A. LEIEx
BHEDE=OICIE, FTEDEERFIMETLTOEINZEND THS, A RAREPLHICILEMEEEFE
BT ERENHSD,

BOREMERXME F5 RZETEEBMEHMICHL TGREONIIEMEZRE T ILELHD, =12
L. F5 RMERFIEHHRSNTOEL DT, HERRMNRESH HVITREM/NMR(F5 ZEAPICET)HE
EIRETHIENZ N EBEHONEIES TE., RSO TREICEBHRET 5 ETH S,

B. HUAIRIE BREREE

HEAEMEERXMEEERFRZEDEDRRIEFHATHIN. ThETNORERFIZHTIHED

AN HMOFRRTHAD T, HEBRELLTRERIGCTNATEESMADEEZLEDLILELNH D,

FEBICE>TREMFEDMRENELY | BE— A RISHEREINGL,

a. BIBRERTOSMREDLHAI0TART7IRREDRENFHENENTHHIEN S (BE IR
BISHIELY) , HEPRIR . IUARfE. BREFELEDHLHE L. BIBRRERTAMNEDRESEEZ D,

b. SAEIEIMMEDEBIZIX)YF 2T (rituximab) PH A UORKRYY A, THFATIUREDHREELE
B9 5 (RIS L),
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c. BE.BRAEAL/707) U WVIG) [FHEESN TV,
d. ILMARICH LT DGR AE—RISIRET HOICMERME, REREREZLEET D,
B2, BEREMERXYE F5 RZAETIE. REFITE P BREEZZRR TOMERBEERTHIL

NEENTHS,
5. %%
HOREMH®XME F5 RZETEH, BRICERICET HEFNSBIEMNGEHMET HEFETEETH

Y RRICENLTREICOI>TBET DEFB DN, SoI2, Lo ARBLERICHER T HEH
LHESNTLDDO T, EHRHREZECRYUIBORBEENVETHS.

O EHOHEIIHELEE
1. BEH
#9200 A
2. FIHOHE
T (B REERREORENE TSN ENBBEINTOAEL, )
3. MBEMLAEAE
RFENL (RHERECREMFIELE AL BN+ RSN TLAEN, )
4. REDOES
DEGAET . BREBRERYERT,)
5. BHiE%E
HY (FERVHERE B AR IEM¥SDOBMRLE)
6. EfEENE
BEVERICEEEME1EL ERILEFIZEEMEL. RRET S,

DELSBHEFRERDL WALESRETREL 6 RELHOEAROIYTALIORHO
R LT & MBI DL OB R
REE WHAFESNS THRES SBKE —HOF
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<EEEE>
Definite. Probable Zx{& &9 5,

A. EERE
(iBE 1 FLRICRAEL-HMGERLH S,
(2) /85K GEEM F5 RZIE) DREEHIEL,
(3) HMEARDEEEAZL, FFITBEDIEME R SME. FiT, IR, 2GS I -HmbAay,
(4) fugEZE P M/MREGE DBEIIR S LG,
(B)FEMIRE (B-2) T F5 BED/N\TA—F—DEENHLBE F5 &M, F5 RENEEED 50%
L)

B. REMR
1. —iRMMERRERE
(1) H MR BE LIER
(2)APTT BLUPT: LT IEE
(3) M/MRE - BEIFIESR
2. BENRE
(4)F5 ;&M (F5:.0) : b TELIET
(5)F5 iR E(F5:Ag): BEITELIET
(6)F5 LLIEM CEE RE)  BEIFIELJET
3. EZMARE
(7)APTT B&LU PT REREHBRTIUEES—RTH D,

FEBI D3R LR E RO MBFASEEICHTUESL T, 3T CT2RMMEL THS APTT BXU PT %
BET S, FRSIZTHNIETRZE I TAVEES—IEtH. LRZEICHTHONIETAEES—E 1 TH
HEHIEST S, BH. UVIEERKERBEOIL—TR7UoFaT7I ST BREERICAPTT LU
PTZAELCHLEERHEOERINZHONSIOTENREEE) . EIHRATHD,

(8)F5 /12 EE 24— (BEHIHIEF) AN FET S,

HEAE : —EEDREFBMITICFR R ICEERRUESDMFELESL T, 26:/H 37°CTMIEL

THhoi&TF FoSEMEAET S (NERATE),
(9 Fs BEMK I EET D,

FEEESHKE, EICHARBR (AL /TOYNE ELSA &, A L/9ONEGE) ZRANWTREZH
[CHRHEINhE.F5 /VEES—, bbb hiil F5 Bkt REFNAETRESh, MEICE
795 F5 BEMALHBICKRE T HZEMNAIRELD T, /. AEMFIEEDOR. EMROHIE A
BRABERCERATHLIEHFIND,

*HMAEREELG DR F5 BEMARRBEFNLZHILEFET HENBESN TSN T, A-(1) EA-
(5) DHEVEDIFRERIRICEDHIEL,
4. TDDORE
10 IW—TFRF7oFAT TV EEHDWDILRIEFREEDZ S (E. 1 CL- B,GPIIAARLIRALIAIEY
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1eG ZRIEL T, F5 A1V EEA—DRREDBIEETH LR ERRN T B,

C. #AlZH
NSMERRGEEGHE F5 RZIE) . ARMESE V/5 BF(F5) -F8 A RZAE. £ TH R F5 RZIE (1&FE
P& RN ERENEIREE (DIC)2E) . GERIEM) 5 X/10 AF(FIOR ZE. BCREMHRMESE X/10 AF(F10)
RZHE. ETOZRMEE X/10 AFFIORZE. GEEME) TOMAVEVRZAE. BEREERXETORNA
VEVURZE. ETOZRUETOMAVEVRZE. B REMERRM F13 RZIE. Y VBB RIAAEIEEET
ExEBRNT D,

<EBWohTI)—>
Definite: ADET+B®D (9) Ziwmf-L. CERMNLI-ED
Probable: ADET+B®M (7) XI&(8)ZFimf=-L. CxERIILI-2D
Possible: ADETZiHT-9HD
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<EEESE>
BEIFERICEEHMD (1)~ A)OWFThhE1RUERILFIZEEMNELARET B,

1. EfEHIM
(1) BEn pY73 i 1
(2) BEEMGI. EEMBOHM (FIZ L, BBERN, EHN. REXAN. [E. WER. BERER.
BESIE, BEN. DERA., OV /N\—F AV MEREZES AR HME)
()NES OEUESe/dL U TOEMBHS NI 2g/dL I EDEFELGAET OELERTES
=9 Him
(4)24 BFFERNIC2EAGLL EDE2MH AT FMERE M Z HE LT HHH M

2. ByEHIMm ™
FEUSNDETOED**
* BARGEARE RS A B M ETAE (UBAT) 35 B 2T 52 LEHR
CERMRUVERMEOHME, EECELTLEMAEEERTAE

P2 W IE N OVERE FE Sy B OIS Z 36 1 % B

1. WA 2N WD ERRGER, AT AECE L T, 2 LICREROBEN 2WGE IR, WTih

DD DEMNTHEL AR (T2 L, BRI ORIl 2 7~ I BRRIERE Th - T, flgadn
RE72 b DIZIR D),

2. /Af’?%ﬁﬁ BIZBIT DEIEL DU OV T, BWEIREFEIERO T TREMTOAL T2 RETH -

T, HIL6 NAR TR EWVIREZEM2HET S Z & &7 5,

3. ok, I“Jj(@iaafyi# LD ESEE S C—ELL EIZHEY LR WE TH 203, SRR ER 2k T 2

T ERMERHDIZONTIL, ERERONRE T D,
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HEEHBRABEMERDE=HDOFVI XL

BEREMRRIEEEEVSETF (F5) RZE
WIRRHE

=

O x

BHREHCLSEE (BELER)

RIFOWBAESA THLY
(MEEHBDEHRITONTIND2R—USH)

LD ERERAB TS TLVELY
(MEEHFDEHTDONTINI~ER—USH)

SABRAENREIIL TN
(MEEHFDEHICONTINE6R—TUBM])

RUDBEBEVLEET D
(MEEHFDEHCDOVTINT~8R—USH)

BEBARIITENT—EDARCGE) IZELGL
(MEEHBDERITONTINIR—TUSH)

BRI EE (REFNIZESTZ30) AEILTNS
(THEE#BEDERIZOVTINI0O~TIR—CU SR

ONNORNONNORNG

BEROHEIANERRAEFDS X
(MEEHRDEHICONTINIR—TUBH)

BEBOHEI100ARBEDIHEE. RADBEROHE

SE1HHE

"M

Oh x

BHERICLIEE (BELRS)

CHNETITHEEHFRRAZ RS TRESNRBXITERERN

e E R 288IZ5E 1

ICD10 (£L<IE11) FF=Orphanet(A—T7RyM)IZEITS
RiEEHIUVI—F

B E#RICHEESA TV SRFOERERN

e E R 288IZ5E 1

2;5&3532U%E.‘ﬁ%&Tﬁ’Ei\]‘%t?’éﬁﬁ%"{.iﬂhﬁﬁﬁ?{.’f}b—j’(imnﬁ&?’
A}

INRIEHBEERBICIEEShTLSD

EREPMERTH=OITRALES, RIRBECHORATRENESE

nan
GBLHhIE, RELETREHE TS

BEEV/SAFEEDT A RERSRBEMFHA

BRHRE
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ERMEBEREEE (CAKUT)

1.

B=E

SERMEREETR (EF) (Congenital Anomalies of the Kidney and Urinary Tract, CAKUT) I, {Ef AT
(BEERREBHEZEY), ERRE (ZERUEERABZEL), BELR, REKEFOKRLGETE
FREBIEEFICKDFAEMRBER, GELTAETIHITHS. NEEBUEERR MR CKD)HAHLIEIRE
BEF £ (ESKD) DEADEREETHY, TOEHAZDHEBYLTERIBOTEETHS. KESHITL, it
[BRDFHELEEZADLLGVERBEMDODERETHS—F, EHOBBEED—DELTERBERZ
BHITHIFMERBELHMONTLS. BRERICZL ZEROEHIZEEEREREZIILOHET HEER
BRENDLETHD.

IEFEGBERIITHATH LA, EITLI=/NEEBMEBFEMR (CKD) D 60%% H8H 5.

2. 7[R

ERXNEE, REROEBREETHS. FHALZERIETHATHSIN, B, RBORLEICET 5EETF
DEBELRERFINEHICEELTVSIEANEEINSD. I TIZZLD CAKUT BEEERFITRESN,
F-FRIREADEEIZLD CAKUT DRELH SN TLNS.

CAKUT DREEEEFELT, HNFIB, PAX2(BanR—<ERBEDREEEEF), EYAL, SIX1(#ESE
& (BOR) FEIZE D REEEF), SALLI (Y X -JOv I REGRBROREEEF) BEDEICEERF
BIUVEERFGRFEI—F T 5EEFHARTEINTLD. LML, CAKUT BLEEEFDELFEEN
BEINLEDIELARD 15%F2E 1T EF 740N,

3. fEK

4.

REERDEFEALICE ST, ERFZBIKIZHT-5H. ZOHTRECERRE, BERABEFICLL5EHEE
BEEL FAEMRBRBICESRBEAEIZDTONS. CAKUT [CXHBHEEREL, RiEMEARESICE
%8, ZR, WRREBEF M)V LMEGEDEBREEENFHTHS. SHITETINIE—REGIEMNE
BHEEEOERTHSRK SlE, DEEES, B, BREEGEEZETD. SHITPMEOEBEEE
REEETHREMEDE, BRBICIEFEKB/NNSIER RS Potter FEIRHFZEL, SoIC2/NEHZEE
CTHER, REDETZXY. RBAZEDERELTIE, FREBRBREE, ER-RR FRE#ELSVFEFLON
3.

EGRELHRAGBRBES (ERM-BRERBEGEORERE, KB - KREGEDRBEBRES,
BERRESERGE)ZET S EARERHLENH AN, REBNOEZTD-HFEMKRTHY, HERHK
TORIEFELL.

AR

FICFREERDEEISH L TBRFBRNA (FD) DB ELLES. BRE~DETFHO=8%, BEL
IETUVRICZLWEET U OA TV U ERMBRAETE (ACED 07 o OoF Too v I RBHERE
(ARB), k4R E R F DX EHLRIN TS, REIBFRLICENIEEN -BHENDELLD.
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5. %t
INRIEH B ESR (CKD) D# 60%% HH5, /NEHIICKEAT AR L (ESKD) ~NEHETL, BREBEGE
. BRIl E2Z T2 E1HHN. REPBF 2D EE CKD ELTHAICBITIHEFMNSZL,

O BE#HIFEICHELEHE
1. BEH
91,500 A
2. FIHOHE
TR (—HEETFRENRESNATINEDH)
3. MBEMLAEAE
KL GHEBREDHTHB)
4. REDOES
WE (ETHTHS)
5. BHiE%E
HY (P THER)
6. EEENE
THREDEEELE-TH0E, REAEICHLTHRBGIRERN) ABE2ETIL0ERRET
3.

O i1EmiEHT
EASBHNEAEEENE BANKERSREFEELIT IRBRADEL HANKREHCET I3
B BBEA RS DL IR

LEREY RS EE BXHEERAE V2Bl - Uy~ F BERE EE ARRS

AABRMES
UBEFELE LHEALEWAR ERE  ALD—

BAPNEHEZER MNRBEKRESR

LEFIELE BEIABEEMIEtCU4—BR-UOYF-BREE BER BEES
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<BMEE>

CAKUT [&, BREERDMERE HADEE) DRI THS. 055, EICBEHEEEZRTLOE, BE
Mk, ERAE, ERAETHS. BRUATERABEOZHELEICST. ERAEE MCDK(ZERMER
BB ERMRET D,

BERRE

BHEEE THEDBRKRMRICKYEEL, BERREIZTEHRT 5.
D BEEHLN BFFEREL. 80mm RFEDE/NE
Q@ BEZHRZE(DMSA)IZLDBHIEDRKRS

LEDD, QLbIZiHt=10.

SEREERAE

BHREETEEDERKARICEYED, BRIREICTRNT 5.

ERRERR EAEF K, CT, MRD)
ORNMTFRIOERNMEHRFEREND
QEERGEREFHESAGN

LED®, @&bIiHE=F10.

LUTOREZRNT 5.
EREKEMSEMERT ERERSHSEMEERE, RONVE HEERE REMERKEER,
RMERMBEMRE %, FHUEBEE, BELE B BUHES fIREXERE CLDREBHE

<BEEESE>
BREEN S R-EEE T
CGA NHEZRAVTHRBLUL HAIVIEMREZLELT DEFENRET S,
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RRE EARKS Al A2 A3
HEFRS RPLTIER i #&57%7“5*/ EJEJ&T%?‘E‘/
(mg/RB) & &
R7IVTI2/Crit
(mg/gCr) 30 ki 30~299 300 Ik
= ME
278 REATE EE BEEAQR =SEEAR
ZRERRY (g/B)
BiEE REA/Crit
N (g/8Cr) 0.15 Kifh 0.15~0.49 0.50 LIk
Z DAt
EEE L
G1 =(a =90
EEE- -
G2 | gmEET 60~89
BE~
GFR zﬁ G3a F;%Efﬁ:'l‘_ 45~59
(m L/‘}Z/ "
1.73m?) E~ ~
G3b | =T 30~44
G4 | BERET 15~29
KPBE R
G5 | (Eskp) <15

EEERRESER -GFRES - BARRA(A4hE AR T —JICLWEHET 5. CKD DEEERET, K
HETL, DOBEECREOVR 7RI OXT -V R, & |, ALV 00, 7 Il OIEIC
Z2F—I N ERTBIEEVIXTIEERTS. (KDIGO CKD guideline 2012 % HA A %)

XPUTEENRUVEERE D ROBSCHITSBEEIR

1. FREZRRCAVSEERIEIR, IREFTREFCRU T, ZIrERE F(CFBRORENMVSEICE, WITNOKRHR
DEDZERAVTEEL AR (LU, SRR OFEEZRIRRIEIREF THO T, 2RI REREOICIR
3) .

2. AEMARECHIIPEEREDAOVTE, BYREFHNEED T TABEMTNDNTOSIREET. EiL 6 1A
B TROBVARRZ ERTNHIRTT 52ELT D,

3. BB IEROEEN LEEOEAEREDFEET—EMU LICRELRVETHIN BEERERZIG T 22N
BREOVTE EERBBROIIRET D,
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EEHRENERMERD-ODF v I X+

HRMEBREES (CAKUT)

WREE

=1L

O x

BHRHICSIEE (BETHE)

HRDEENHASNTEL
(TEEHBEDERITDONTIN2R—CSER)

L DERERAB TS TR
(HEEHBDEHITDOLNTINI~ER—TUEMH)

SARITENHEILL TV
(MEEHBEDEMHITDOVTINER—TUSM])

RUOBERELELT S
(HEEHBDEHITDONTINT ~8R—TUBMH)

BEEDAERIBICBENT—FED AR GE) (TELALY
(T EHBEDEHRITDONTINIR—CSER)

EEMEDEELE (REEFNICESTZE0) ASHEILTND
(MEEHBDERIZOVNTINT10~11R—USER

BEMOEFAWEZRAETEDHE
(TEEHBEDEHRIZTDONTINIR—CSER)

BEBOHIII00AKBEDEE . RADEBEROHEST

SE1HHE

1]

O x

BHE#HICIIEE (BELRE)

CHETIHEEHFRRA TR S TRETSNRRXIERERN

FFFDIRHSE T EEEL:

ICD10(%L<I&11)FEF-Orphanet(F—T7RyM) IZHI115
REBBHEIVI—F

BICiE R #RICHEE SN TV SRABDERERN

%(;Etsotlﬁiﬁff%ﬁiﬁéﬂ%i):?’%aEﬁ"j’%lﬂi’@ﬁﬁ"ﬁ’?‘)b—jliﬁﬂ(:ﬁﬁ'ﬁ'
N

PREMRFERRICIEESATNG,

%gfﬂhﬁi’éi‘lfét&)l:%\iﬁﬁbi REBEIS S DFEHRGRENEFE
GBLHnIE RERETTHTSLY)
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* IO
O #iE

1. M=
FTOVET. BRECEREREZROIEETHY . BBFNICE., ETHEORELL. BFEREkEZ
FEORMEBMEMBRBEET S FERL. —REECGEESHHHE) BEEQOEEICE DS
cliopathy THD, BIEHRIE. TELTERBRLEERERTA MREGHLH S, TOHEEE, /NEH
TOMMEBHBID. §9 4~5% ZEHZ. FEMBELTIE. RPBFLICELEHH L. ALRRTOUE,
EEMRTIOVE, REHRRIOVENH L, PTLRUVEENSVLONEFERERTOVETH D, BE
PWICBVLWTILEGFEMPWUETHD,

2. [F&HE

—RIBE (primary cilia) DEER]. FEEHIEBIZKYFEIET S, Primary cilia &, IBEENEDMETH
Y. BZEHS<DMBCIERICHEET . BICHTS primary cilia (&, FRED apical surface IZFHE
T35, ZDREELT.HIEANDL T FILEECHBELS. MEERGEICHAET S, T4hhHE
primary cilia DEE(L, [RBEDHICEFLT . BELADEBEN. HEEMEETZ5ITREIT . REERLGT
F. —REGEHEEICBEIS T IEBDETFOERETHY . BAETIE 20 BOEGFHAREINTLD,
ANKSG6, CEP83, CEP164, GLIS2, INVS, NEK8, NPHP1, NPHP3, NPHP4, TMEM67, TTC21B, WDR19, ZNF423
ETHAN BFICHYFRRRBGFILRLERESN TS, LHL. TNOTRTOELGTFEES
BOHTHEGFEENHIAT BT LA FHITHE - (15~30% FBE),

3. fER
FRBEREEIEE LD, B8R ZR. REKXRMBREDIET. RFR-ER. EMERELGLETHD, 1T
DEREZET SO METE, BREBEESTVCEMLGEERT  FHEICE, BIVERZEE S S5
155, I FIEERRLEIMEAE (Senior-Loken fEMREF) . BRIKEBID KR (Cogan FEIEEE). /MK KERE .
FHAMEE . BaES R EER. BB CERORBELENH S, FREHLUDEREIL. FHERE.
Jeune fE&EE. Joubert FE{XEE. Oro—facial-digital (OFD1) fE{&REE. Meckel JEIRE L THALND,

4. BEE
EEATIEEN UEAREIE. REHBELEICELTAENTTHN S, North American
Pediatric Renal Trials and Collaborative Studies (NAPRTCS) D¥REZIZLH . RIEIZXH T HDERBZIED
FEBEIIEECHLRIFTHS,

5 Fi&

FIFX2fl. RABTLITERET S, Subtype [TEY | REIBR2(CESRENELD FLIRATOVE
TlE 3~5 MEFT. EEMERTOVE T 13~14 BE. BEHRTOVETIE 19 REBEICKHBET L
1225, 3 2EHHEEDELVEIETFTHAS NPHP1 TIL. large deletion [&. point mutation &LLEL THEIR
PREBNLVEETHD,
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O EHOHEITBHELES

1. BEH
#9500 A

2. RROWE
THEHORRECFOEEDOESIEHLNIGO>TLSA ., HROHEEILTEH)

3. MEMIEERAE
R HEBEDHTHD))

4. REDOEE
DHEGETHEOBHEETICELRORELLD)
HY (BABREFER. BRNEBRFEFER)

6. EEENLE
BHEEDEEEZH-TLNERNRET S,

Tk 28 FEH#AMREFHRMESE (HOMREBRARER) 1B BRFROFDHMIETERBEFIC
B AL - BEA (NS0 DREL IR

M7ERRE MFRXFEFHAENR &Rk HE —©H

SEMRE ERARZFEPHMERR/NER iR M A

BABRFER
LRARELE AHEXFERAM & Al 8-

BAPNEHZER BADRERFFS. BABRES
LRARELE EEXE EFHMERR/DER R N 8
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<FMREEE>

Definite, Probable Zx{& &9 5%,
(RO 1 DBMRELE

A JER

1. BER-%IR

2. ®R-ER

3. FR¥E

BREMR
1. RBREFRR
a) {ELLEFR(1.010 LLTF)
b) EASFEAR(B2-I/ASIOITYUEE)
2. REMR (BHBFMMR)
a) WHMER
1) BHEZHRDOETDHRMEEDEERILE
2) FRMEEEEOFRRAIMEEL
b) ZEMR
1) FEEARIXADHIR
2) FRHE-RE~OHRRE
3) FRME-MIERHEL

C RI7AVEBZEHRIBIMER
a) BRREFR-BEERE
b) FEMERNFEEET
c) FFHEREREE . RHRHESE . Caroli 7@
d) fRAOEE @EREREMIE. Clo)
e) Jeune JEI/&EE. Joubert JE{REE. HEEIXEE. oro—facial-digital (OFD1) JE{&E¥. Meckel fEIREFE
[CHBITHBEHEEEEDE 6
f) REARTIOVE. RRNTOREFRLEREEOFE

D #ERIZZ B
B BT . Lowe FEIXEE, ShaVRU TR, DSREMRMIE. BRMSES. MEEBERLEICLD B
BFEEEXEETHE

EERFHRE
1. BRORREGCFERERDDILD,

RO RRBEFERETT . 8. REEGFORMERDORERIEEMED 15~30%(2LEFDT=
. SEREILLEAIFREREGCFNRESNDAELEABHTEL,
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*1 BHORT7OVEQREREREEF

Gene Locus Protein Chromosome
NPHP1 NPHP1 nephrocystin 1 2
IVNS NPHP2 inversin 9
NPHP3 NPHP3 nephrocystin 3 3
NPHP4 NPHP4 nephroretinin 1
IQCB1 NPHPS5 IQ motif containing B1 3
CEP290 NPHP6 centrosomal protein 290 kDa 12
GLIS2 NPHP7 GLIS family zinc finger 2 16
RPGRIP1L NPHP8 RPGRIP1-like 16
NEKS8 NPHP9 NIMA-related kinase 8 17
SDCCAGS8 NPHP10 serologically defined colon cancer antigen 8 1
TMEM67 NPHP11 meckelin 8
TTC21B NPHP12 tetratricopeptide repeat domain 21B 2
WDR19 NPHP13 WD repeat domain 19 4
ZNF423 NPHP14 ZNF423 16
CEP164 NPHP15 Centrosomal protein 164kDa 11
ANKS6 NPHP16 ANKS6 9
IFT172 NPHP17 IFT172 2
CEP83 NPHP18 centrosomal protein 83kDa 12
NPHP1L NPHP1L XPNPEP3 22
NPHP2L NPHP2L SLC41A1 1

<gEohT3I—>

Definite: R 7AVEDRALLLHEEFEEEZRD . UTOEBAEHELTLD,

OBLERNEEINTLDIES

FERTRADOBHEREETEEL. M OUTOVTIANEEDHZLD

(7) TREF R (BHABFEMAR) IORRERRD20%BH . /DB 1. [RREFRINSH1BELULERH
=9+m

() TREFR (BHABFMAR) IORERED12EBH . /DB 1. [RREFRINSE2IBE#iHE-T
S 30)

OBERAEREINTLENGES

FRFHDEBHEREZEL. M OLUTOVT AL ERHHED

(7) TIRBREFMRRINDS>L2IEAZ#=L. D OFAT ASKREZRNLELD

() TIREBREFRRIDS>BIEBULZRSO . ™MD AF=(F C DERZT1DLULREL.D OFATNEKEE
BRIz D

Probable: £ 7O D RERELEDBIEFREZRD . UTORBZEH-THD,

OBABRMNRESNTILVDES

FRRFHDBHEREZEL. M OLUTOVT AL ERHHED

(7) TREm R (BRABZEHAR) IOBLEFRRD 1 2ESEMED 1 DL LERO . HhOIREFEFMRRINSS
1TEBUEZBETIO
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OBERAEBIN TGS S
(7) RERTHADEHERETZEL. A OUTOVT AN ERDHHLD
[RIREMREINS>5 1 HEZ#EL. D D&M T NSKREZRNLEZLD

Possible: 17OV S DREEAELHEEFREZZBOHEVL, U TOEHBAZHTHD.

OBABRMNREIN TSGR

RETHADEREREEZEL. M OUTOVTANERHDHLD

() TRER R (BB R) IORFEMRD20%:BH . A DIRBREMRIOSH1EBUEZ® =T
()

(L) NREMR (BHEBENAMR) IOLEARD12ZRH. M IIRBEEMRIO>E2IEEE#H-TE0

OBERAERBIN TGS S

RRAFHDEBEHEREZEL. M OUTOVT AL ERHHLOD

() TIREEFRRINDS>H2IEB ZiE=L. D OFA T ASHKREZRNLILD

() TIRBEFRRIDS>HIERBULZRO . ™D AF=(E C DIERZ1DLLEREL.D OFRTNEKEZE
BRoLLI=b D

<EEERE>
BN ERREEENETEEICZLETIED(TRRF). HANINWTNOBEHEETH>TEREBILT
F=Lt 05g/g"Cr UEDEDZE, EFELLTHRILVRRET HET 5,
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A RPVTIVER E® MBEPLMTIVE BB TAMTIVR
(mg/R) ! |
RPAMTI2/Cr ke
(mg/gCr) 30 ## 30~299 300 KLk
REALTER ER HEEAR AREaR
(8/B) ! !
REA/Cr i
(g/8Cr) 0.15 %M 0.15~0.49 0.50 kL.t
i:!ku 290
EREAQ | o
ageF | 90~%
oo~

PymEF 45759

P~ "
BgEF | 0~

BEET 15~29

| KBEEL
(ESKD) <15

BEELNAR .GFRXY - HARXAEAHOLARF-JILLNIVETS. CKDOSERLRT, =
MEFL, COEECREOVR7ERMINRF-J¢R2C, ® , 2LV, #EROKILC
AF=INERTIREVAIQBLERTS.

(KDIGO CKD guiddline 2012 £ 1 KA L2 K)

LW EEUE S OVEE AP OIS 1231 5 B FIH

1. JEA NV DRI, AT RS LT, BREE LICBBRORERR2VEAICIE, W
NORHOLOZEHANTHZE LR (7272 L, SEEFR ORI 2~ HRERSE CTh - T,
RAREZR L DITIR D).

2. 1HIRBAATZIC T 2 EIEE A FIC OV CIE, MY EFNEEO F CTIHRMThIL TV DIRETH
ST, [H 6 2 HM Tl bEVIREEZ ERIS B2 2 & &35,

3. ek, FEROBEN FFROBEEENHESE T EU RICEY LARWE TH DY, mEERER 2k
DT EBNMERLDICONTIE, EREBRONSR LT 5,
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EEHRENERMERD-ODF v I X+

WIRIAH
=15 Oh x ERREHICLIEE (WELBE)
HRDEENHASNTEL o
(TEEHBEDERITDONTIN2R—CSER)
D IERAR I IS T o
(e EHFEDEHRIZDNTINI~ER—USE)
SABRAENTEIIL TLVEL o
(MEEHBDEHRICDONTINBR—CSH)
RYHOBREELELTD o
(e EHFEDEHRIZDNTINT ~8R—UBER)
BEEDAERIBICBENT—FED AR GE) (TELALY o
(T EHBEDEHRITDONTINIR—CSER)
EEMEDEELE (REEFNICESTZE0) ASHEILTND o
(MEEHBDERIZOVNTINT10~11R—USER
BEMOEFAWEZRAETEDHE
(TEEHBEDEHRIZTDONTINIR—CSER)
BEBOHIII00AKBEDEE . RADEBEROHEST
BEIEE
=1l O x ERREHICLIEE (WELBE)
ChFETIHEERRRAZE S TRESNERXILERERN, (0]
ICD10(£L<I[F11) FEI=Orphanet(F—T7HVk) IZH TS
EEREF PN S=E
ERICIRE SRR ESh TLDEFBRDERERD x
NESFVEBRERENRET IARMOHAES IL—T I FET o MEBRIBROFVHAMR BRI T OB MELE-
5H SEAMLSA DOREL IR
INRIEMEERAICEEINTLS, (0]
EREMREZTHOITBERLDL, REELNDERERENEE
nan @) BIRFRE
(BELHNIE RELEZTEHTSLY
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IN—A—JEIRRE/ XTIV USEIERE

1. M=

SERMRMERAERSICE - TET HEERBFTHY., 1)IEA)Y LME. 2) REETILAD—V X 3)
ELZU 4A)BTIVFRATAVIEZRL, FIRE. ETEOER. BETRGE ZRMWERE#EHLL
CLEDMMBELT D, R ERBETABIHBFINTE . TDER. BT ELFLEFEHLHNBAS
MY BEFREEGEFIISRE D ENGEIND, N—F—ERB LTV TILI U AEEEELERR G D
SERMEITICENHLIMEENEL BRBES TIXREESNTEDODN TS, RE TIXMEIREOFEM
MG, ERMIEFRAMERAEREREELH —LTEENLIENH LN, BIKRDEBRRKRIRIFTIE/N
—S—fEREEE . FVTILIERBEVSHERBOANLEERMEINTOSIEMORIFEBAZHRIGT HL
Ll EEZHICHE LTI ETFZEALAETHS,

2. [RRA
AWADLIL—TFIZFITT S NKCC2 (1 BI/N—2—fEIRE) . ROMK (2 B/\—2—fE{EEE) . CIC-Kb(3 &
IN—HR—JE(EEE) . CIC-Ka S KU CICKb [THED B HT1=vbTHD Barttin(4 B/NN—2—EEH) &
-5 EEFNEETRET D, —AXVTIIVERBCIHEMRMAE L RMABIEICKIETS
NCCT Za—r I HBEFDEETHRIET .

3. fEK

FTRTOBRBITRWT, REFOERGELSRBREHEITEN S, F-. BEICBVTHLRER. HIE
FREICKY, EEBICHEEZRTLEH D, BLTESDBVLOZEFATIERYT 5, KEIDZRO=H.
BIRICXMEEZ XS ELEL, TEAVILMEIZEY QT ERZEDHIEAH D, KRBV OBFHIET
RDBEYTHD,
1) 1B NN—A—fE IR

FERBZEL. FKBS, BHEKRE HRETZHS. BRAKRIEZRD S,
2) 28I N\—F—JE (% EE

FERBEZL. FKBE. BHARE. BRARIEERDH D, HERHK BIEEHY D LMIE ., KBS
TIR—VRERBHDHIELEHHMET S,
3) 3BY/N—H—fE%EE

HRB(CHEIND, FKBSEEMINDIIELHIN, FEALDZE . EHE - EHAERKRETHS,
AHMBRHIAEEMFRETHEREINDLIIEA S, BRKIEITEERDHAL, Gitelman FEIREE D
THD ABHILD Y LRE. BT A LMEFRHDELHY . RIEZEELOERINHLIMEELH
%,
4) AT N——E(REE

FERVBZEL. RLVEEYTHS, AREE. SRERITESIBRKERERBICET 5, BEHHEE
S OB BREEEETERD . RABTFE~EETT 5,
5) FuTILIIEIREE

IN—E—fE R (C LB LBRPRAE WK (L ERAE TH D, FEHALIEITIENY D LIS (CLESRE D REAIET S
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2 LMEIZHESTRAZ—ERTERREINDHMNIFEAETHD S VHLYSRERERD . KRE
BO-RERDFANHEHIEN S BERKTERAOMBRIRETHOH TEA D LMELZRRIND
BFICEDHEENTIEELD, SHEEICRHDERELT. BER. HFEV. HHABT. TA-—HKHEEZ.
REER (EVEY, FOFIEE) | BiF B R RILICESESFELRENAH S,
Z0M LTFORITRTIERMSHY . FUTILIUEEHEETEQOLDETEROHLHIENFHESN
TV (Cruz DN et al. Kidney Int 2001, 59, 710-717) . T BDIEIR I/ \—F2—EIRERCHELEL TLVS,
F GitelmanfE R EBRFICHEITSERERI-MT IRESLO0E

FuTILT AR (%) BEE(W Pl
g 1303
B2 B2 i) 0.172
EFEL B 40 00005
S H 34 0 0.0009
BEER
LMK IDET 44.2 0 <0.00001
BAHET 70 4 <0.00001
miTivhA B4 40 0.0001
POEE R B DA 1.7 WA, WA,
e - EE 52 28 0.048
BN B NA NA
it 54 36 0.141
Bk
2 [ BO 24 <0.00001
£ B46 36 0.066
R 50 16 0.004
(s} 16 12 <0.00001
b1 R 119 4 0273
HaEBLsS 90 20 <0.00001
{EmE B2 12 0.00004
BRI
g et 8 NA NA
(e 16 NA NA
i E 16 NA NA
ERRE 78 20 <0.00001
B 62 24 0.002

4. BEE

AV LDWEFEELT, AV LEE  MTILVRRATOVE, TORETSUTAOGRBER. 7V
FATUOUEBBERIBERGE DREEITI T BT ROV LMEEHIBE. 7T 1 LEF
DIREZETI BREITHWBBICHKIZHES=Y, LUA, TAZ—GEDERNHIRLIZY T HIEAHY.
ABRMBENLEEGDHIENLIELEH D, TORZT IV TAUERBERKIFEALEDHFRTEDTS
A4 BIZBWTIEIENTHIEEN S QT ERERBZERT LAHY . EDHEEEHYV LOFHI
DHTHET D REMENEL BUEEROBENDETHD,

5. %t
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FTRTORBEICEVNTIHERMICBERENEET T OMRES DD,

O EHOHEIHELEE
1. BEH
#9600 A
2. FIHOHE
EN:
3. MBEMLAEAE
KR (BREEMER LU NSAIDs DR E4E M%)
4. REDOES
DEEYHNLERETOEESLUBRLICHT ZARCERERENDELLIBENED)
5. BHiE%E
HY(1977 EELEEEHRCTHETL, BABRERICTERBSN-BIHAELHY)
6. EEESE
BHERREEESECEREICRYTEED. HAVENThOBERETH>TEREAILTF=
U 05g/g-Cr LEDEM ., BLUBEEFICEHTEEEESED 1 LIEITRLTI2E0FERELLT
HEET B,

O thsmiRtt
BARBHEHRERNS BALAESKETREL B DREROR LD WAKSEHIET 50
B DR AKSA L DR IR
UFEFEY FRHMEE BERPALRESTRHNHRBENRY A58 HREA

BABRFER
LRARELE HAKER-BRERRANE HIR RB—#

AR/NERES
UPEFENE BEAFAZRELHRHARRBENDE #5038 HREA
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IN—B—ERBE/ VT IV VIEREE DS M A2 (R IEERD

WASH
1. &A™ LMmfE (M;EH) 2 L :3.5mEg/L LLF)
2. RBIMET7ILHO— X (MK R HT[HCO3-]:27mEq/I LA L)

SEEH

1. ML= F DM

2. MEE7ILERTAEDEM

3. EELZULLIEME

4. ¥KiB%Z.  BE. BHERKRE. BRARIEBEIUEHILDDLRE (1B 28 \—4—fEEH#EN @ DN

%)

FKEZ, BE-BHERESSVHE (AR N—2—FERFHNERERDND)

6. BT R LM BHIILSDLREDWNT NAEIEHEA (3 BN—F—EF#EFETYTILIY
FEIRFEN RCEEDND)

* FERA—6ICYTIIESHMES . 3 BN—A—FERBEOAEENEEZD

o

Rl A

UTDHREZRNT .

1. ZRMZER: FIRF - THRIOFER, EEFKER. #EHREBETFIRE. BEMEL, BEOF/ITIN T
L= LB TWHRSEME/N—2—/FITILIERBEERET .

2. hOEGHESER - BEEE. R702% . Dent f/. SFAVFY 7R, BEE2BEAEREHILD D LME
(Autosomal dominant hypocalsemia: ADH) A E DEXRE B RMEHEEODSKEEHLE. £XEyO—IL
THIE, COLIZERBIZEWT, RAHKDREZETHILHHY . TOHZEE/N—F—EEHLOEAILERE
[CR#THASEL H D FIZ. AL LR B (CaSR) IR F (CASR) DEMRERICKYRIET
% ADH [ZH£LY, BS ERIBRDIREELEHKIET ST ENMEIN . SEN—F—ERBL N FEINLTENH D L
MU, CASRIZCERZBLTHIFEALE DIGEN—F—ERBKEREZESLNIEN D REZHEEIZEL
TIIN—E—ERBEDO1BRCIEFLGNLET D,

HIZFHRE
K1 ZSEBITERTFLMEITI. WETRERER L=V I —ZAVEITICEY., TN TOREERERN
IR T HEMNAIRETH Do

>
LUT® Defninite 2% &3 5,
Definite: W7AZH 2B %ML, BAKEBLZRNLE-IOT, EGFEM CTREEGFEENERE
SnfzH 0,
LUTIEZHDSE LT S,
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Probable: wZAG#H 21IBEE Zimi=L. BAKEZRN LI DT, BEGFRN CTREEGFEENEE
SNTLELD, SEZEDSLIEEZHE-TIO,
Possible: wZAGMH 21IBEE Zim=L. BAKE1ZRNL. SEXBHDSHIBBZHE T LD,

F S S—ERE. ST TR ERORE

151 f—4— 2Hd s i —H— R 4%iri—8— 4bFl s i—5— HoFTi
WERET sLei2Al KON CLONKB BSND CLONKA and CLONKB SLC12A3
=] NKCC2 ROME CIC-Kb Barttin CIC-Ka and CIC-Kb NCCT
il Na-K-2CIFE A KF4 i CIF %L ClFwb 4Tz ClFv b Na-ClFiRE i
FRaAE &Y &Y =h &Y #Htl ML
Ak E R &Y &Y #=h &Y &Yy wL
mESEEE + =+ ++ + +++ +F et
Bomik &Y &Y #=h F #=h WL
FHBEFE &y &Y &Y &Yy &Y FRIzER
{E Mg I L L Bfi=&ht BFl=54 BI=aht i
RdiCa = b- | E~ERH~® {E~EH~ E~E¥%~® | 14
SRR fis 464 iR WER. LR fislE i i R L
FRFAFRE JoEIFICHEER  EEFICRES  HATHAFICRES ? ? HATFAFIRERS
BiE i R E ki iE EBE APFCESLEN B, REFCERLER
<EEENE>

LUTD1) 3L 2) DEEZFB-TIHEEERRET D,

1) BHENrRI-EEESTE
BHERFEEENBECEECZLETILO(TRF. HAINIWThOBERETH>TEREBRILTTF
— Lkt 05¢/g:Cr LEDEDZE, BEELLTRVHRRET HET D,

RRE EARES Al A2 A3
TERR R7ILVTI TR ) ?%157%7“5 > E:E'lé/ﬁ%js‘/
(mg/A) & 4
R7ILTIr/Crit
(mg/gCr) 30 Kt 30~299 300 LIk
= mE _
BR REAEE - BEEAR =SEEAR
ZRETRRY (g/B)
BHEg REHB/Crkt
R (g/8Cr) 0.15 ki 0.15~0.49 0.50 Bl b
Z DOty
E®EEIE
Gl | =@ =90
E¥E-iE -
G2 | gEET 60~89
ﬁ =z~ —_
(m L/@/ p—
1.73m?) =~ ~
G3b | it 30~44
G4 SERT 15~29
BN
G5 | (Eskp) <15

SEERRESE -GFRES - EAREA2ZE&HbE X T—JIC&WFHET 5. CKD OEEEIFET, K

HERE, DOERTREOV XV ERINDRTF -V HAEIC, &
AT—UNLERTBIEEVRVIELERTS.

, ALy, K oIEC
(KDIGO CKD guideline 2012 % H A& A28 %)
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2)BEBEFEICHITAEEESLE
1ULEENFRET S,
ECOGCKEDEZEZFDOEAED 12) AAYERLLT= Performance Status (PS) % 35|

0: FolKHELCETTESD, REAMERLBELEENFIRGATAS,

1 RAERISHELVES EHIRSNEHY, HITERET, BUEROESTOERIFITD CENTES B8
WRE. EHEX

2:HITAIRET. BADHDEHLY DI EIFTT N TRBELA MERITTERL BHD 50% U LIV
TBIY,

3:RONZBFDEDELYDIELATELL, BHD 50%LL LEAYEMEFTHEIY,

4 . Fo1XETHEN, BRDEDELYDIEFFESATELL , REICNYRNEFTHERIT,

KEMBERVEERESEOEGICEITSBEEER

1. REBZEICAVSERRKRER . REMEFICHALT. SHEE LICRROBENBVEEIZE, WVTh O
HOLDERNTHELI ARG (L. SRERDBBETI BRKERF THoT, HEMTRELGIDIC
RD).

2. BERFABRICEBTIEEES I OVTE BYLZEZHEED T TERAMTHONTLSDIKET., EiL6
H AETHRLEVVREZEMNHIMT 5-EET 5,

3. GHEEROEENLEDEEESFFT—EULICERALGVETHLA ., BELERETMRIKTHL

ARERZEHEITOVNTIE, EREPRDOARET S,
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HEEHBRABEMERDE=HDFVI XL

IN—B—EREE X yT LI EIREE
WIEIEE

=

Oh x BHREHCLSEE (BELER)

RIFOWBL LA THLY
(MEEHBDERITONTID2R—USH)

LD ERERAB IS TLVELY
(MEEHBDEHCTDOVTINI~ER—USH)

SABRAENREIL TN
(MEEHFDEHICONTINE6R—TUBM])

RUDBEBELEETD
(MEEHFDEHCDONTINT~8R—USH)

BEBARIISENT—EDARCGE) IZELGL
(MEEHBDEHRITONTINIR—TUSH)

EEMNLTSIEE (REFNIZESTZ30) AEILTNS
(THEE#BEDERIZOVTINI0O~TIR—C SR

BEROHEICANERRAEFDS &
(MEEHERDEHICONTINIR—TUBH)

BEBOHEII00ARBEDIHEE. RADBEROHE

SE1HHE

"M

Oomx BHERICLIEE (BELRS)

CHETITHEEHFRRAZ RS TRESNRBXITERERN

oy

@) FEFDIRHESETWEEEL .
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. FREZHRCAVSEEREIR IREFTREFCRAL T, ZIREE F (B ORENMBVSECE. WITNOKFHA

(BRELT. ENENDORBHZEREICIDERERDHDHLD)

d FFig. B, DRBCECEEHEEENHL. HOIVEIBEERNDBETHD 4
(BRELT. TNENDIEZDEET£ZRDHHLD)

EFEDORIL-NRGEDKR (UTOHMNThNM DERRT D)

B L= EA T 0
RIS DRI BE 1
AELFOETHNONBE 2
d 4AaRFERNADE 4

o o

(]

REFE

I MIETORFHER VR E REDLELITRREFTMERET 5.
(MAFEDEEMN1DOTEHDEE B
(2)2EULEDOEELNHY. hoMMmLzREaHN 6 AL LDZE B
(B MRl R 3-6 RDIHE PEE
()AL= REMN 0-2 ADIZE BRE

1 BZWEBERICOVWTIIHARSAUESELTHIE
2 EEBENGEMABRIIHAARSAUIZERLE-EDET S
3 KREBENLGBERBAERIIAARSAVICENLE-LDETS

WIEE R UEMEE DFEOEILCH T SEREIR

DENZANTEELZ ARV (L. SRR 0iFE% R I BRARIEIAE THho T, SR RERBDICIRS)

SEBERIGEICHIIBREIEEDFACOVTE., BYREZMNEIRO T TEEMTONTUVRIARET., EiL 6 1A
B TERLEVMAREZEEINRIMT2CEET B,

. BEEIROZEN LECOERERDAFT—ELU LICZIEUVBRVWETH N, BEELERZHRETI dTehw

ERE(COOVTIE, EEERDOTSHRET D,
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EEHRRABERMERDI=ODF v Y1) X+

BAFA =V miE
WIAIEH

=]

Ohvx

BHERICIIEE (BELRE)

REmOBBEBNRAS,NTEN
(MEEHBOEHRICOVNTIN2R—UBE)

M DIERA RIS TR
(MEEHFDEHRITOVNTINI~ER—CS]E)

AR AN HEILL TLVELY
(MEEHBOEHRICOVNTINER—UBR)

RHORBELELT D
(MEEHFDERITOVNTINT~8R—CS]E)

BEUNEKBICBENT—EDARKCE) [TELAEN
(MEEHBDEMHICOVNTIDIR—TBM])

BHALGZIHESE (RIFTNIZETEH0)HEILTLS
(HEEHBOEHICOVTINI0~11R—UBHE

BEBOMIICHV-EFREEDOSE
(MEEHBOEHRITOVNTINIR—US]E)

ALiEE 281152001 ~20013FEED M TOHERTRARI)—=VJ &R BEEICE OEH %1

112

BEUDHEIMNI00AREDNEE . KADEEROHS

$%1mA

=1

Oh x

BHERICIIEE(BELRE)

CHETITHEEHRRAZTE S TR SRR TERERL,

ICD10(HL<I%11) EI=Orphanet (A—T7 YR IZEITS
RELHLPI—F

ICD10: EAFA = MIE E72.1

BRI E#RITIRE SN TLSRFDERERN,

2’&7'5&ﬁ;Uﬁﬁﬁiﬁ’éﬂ%t?’éﬁ}fﬁM\bﬁ}fﬁﬁ)L—?”liﬂtl:ﬁaﬁ'

INRIEERERRBIIEESNTLSS

E?{i&%ﬁi}ﬁi?&l#éf:&)l:%?ﬁf:’ﬁi RISERL S ORRGRENEF
N
(BLHNIT BERETRE TS
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BREET7 L CoA BR/KFRE R (VLCAD) RiE%E

1.

BE

SFAVRITRIEORAICEFEL. REEHEO BBILZIESERTHABRET VIV CoA fiKREE
ZF(very—long—chain acyl-CoA dehydrogenase: VLCAD)D RIEFETHY . ELBARLHDEERXE LS,

SRR (IIRIES. RIEFHANCHAERPINSEEDDHECELELZRLEGFFEOBUENEYETHD
HERBEMNG, ZLA R Reye HRIEIZREFOCILYRREARIE(SID) ELTRIET DELY RAFER (FF
) HRACHRANRICRE LENGFRAEECHR. FAETEVEERHERTZRLICETIESR
B(BRHEDIH D, FERTRRY)—=U ) Ttz HLERERRTRR SN - BERDE
fllEE DIRBEMZHFEINSE T, REFMBEEEENIZHET S,

HOEIZBFDHERTRARI)—Z0T DA Oy MR (2005 F~2012 F) DFERTIE. #9316 AAI
1T ANDERBEETHS.

2. [RE

VLCAD DEFEIZFTHA ACADVL DEEIZLH>TIEI D, KRB TIIEHBABHOERLIEFLHIK
B, IO REFFEOHHKEBOREERBAN R EEFGLECL>TREKBMTL2TMY T, fE
MEERHICR DI RIVF—EENERCIE. D BBHABEEEZ(TOTL, Tzl CORIPIRE
TR7MAREENTHOALENIZBEOLT ARV IILI—RWEESN DD TS B MEEE
L. EEGHRHRROEEZEET S,

3. fEK

4.

RIEMREIIKRE2DICR T EHIEAHED, T7005 AFICEHRHAITEMIEE L SID A° Reye HRIE
IXBFELTREYT $15E.B) EICFEHURICHEGRMBE P4 /N F—LREDBRHERELTHRIE
THEETHD, B TMMDEHBRABHERELRK. BRREOIENZELELIENS N REZHEH
VEHLEDBERHANDAFMNFRLLLBEEL. BELEETOEPTMELTHRET 5. BRABITIE
RET HEBFHRBE CIA T OEVR, SANF—  BHRLEEDERLHoND, Ff-, DFHEEFLR
BNAENHMONTEY . DEEPCENICELLITEBIROBEN H D FERPOCILRARRAICRES
SREEFITRHLELIFIVA—LLAT=VWDHEELNA#OND BRABITHAFEEHDHEEEH
SBINHESN TS,

AR
RARMAREIIHILTES T HEMARICEEF D, BISHERISOVWTIFARICHLEDLL
FTRERINEEST DEFEHYIO— LR THELE DL,

AU RILEDTILI—REETHWRETV., BILTTEZ . DHECENFRZEN AN
EEREMEBREITI,

B BEHEE-£EREICLYELLTTEDIE Y —FEEEL., BEEH. DH~DBEDEFTEZEITS
CEITH B L-AN=F DE 5P HAERAEE (MCT) . SEMB—2RE—FLHED TR ENTONLEN
%L\, EEGITIEAEMGIRN1THNh D,
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5.

Fi&
AREDBAREFHALHTEVEIA S EREFEONTOVEWD, —MOREFEF TEERFETR

RTHS. ALHRPAREHC OV THLRRISEHYGDERSTONENSE S XER TR -MEEHTRE

LITTRRTHS FEHURICLGLHLEAURBA 2L >TRTET AL DL LEHRESN LA K
ABICHET DEFIEDTIA/NNTF— HRELEDFHERDILO—ILITR S TIFLL, #iHTT 5.

FTIEF. 41 DBEUDDHEREFDBELEIN TS, HELGEICEY ., HHVEHELLLEFLH .

BABICEWTIIEE. 1R, ARFHEELKBTEDERELGYFLIDTHATIENDLETHD,
AEREENBALGOIITRGI TIIHERICKBT EARLIY LI LBHIEARESNTEY . EEH

FTERLTEEZFEN O FO— LRI TS,

O EHOHEICHELEIE

1.

BEHN

#1 800 A

RIRDHIE

T BRET VI CoAlKREREI—RTHEILFTHAOACAVDLOERENRIEICEHAE T 5, F—
DEGCFEETHO>TLERKBIELGDLEH D RAHDOBEKRGDERLGELZED TREIZITRAE
BEEAZ,)

MRMIEERAE

R (LR THIHEFHONIL=_F U5 MCT NEREEITIETRAMREEH TONDATHE
HELNH IO IRAEBENHEILL TV, F- BEERICOVWTOEIAEETLL AEICEISTEE
DERDIVPO—)LIZLIELIERETH D, )

RHDOEE

DB (ZLOER TEEITHOIZVIERABGT 5EBEZ5ND, F-. —RRELTVWSEEICENTE
BRRICAMBETIENTASA, KEEOAMIBELHILTA-ONDBE - £FEE. EMEEDL
EHHGREBESIERVEEINEECHOI>TRETH D TRUSNMIERABRICEV TSGR
ANF— HREEOHERNBELEFTERHICTLHIEELE L. CNoDIERIITEDABEICEST
FLIFELIFEFara— LA RETH S, )

HY (FARMISMERL. ZFEMNEELI-ZELE)
EEENE

HAAERRBHEEFZFRICLDERMRBEREDOEERTMEAVTHFEULEZRRET D,
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O thsmiRbt
BRRERAEE (ERRBEREOLEI O SBATEERELIAA K54 O - KETH
£ UBBAHOBEIZA - HEFEL (BHID

HRRESE BEAKPAFR ARE AR

AMED 8 ERBERALERERRE HERYRARI ) —Z VT RHREEEDZRICERIHSIET VR
RIHBAER] GREVD
MERRE KRERZXRZER HIR REHFE

BANMNERMZER, BARRRBEERFER
LFERIELE BRXFNREE B /IEhE
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<EEEE>
Definite. Probable Zxf& &9 %,

BREET I CoA Bi/KFRER(VLCAD)RIEAE DT E A

A SERR

1. BEES. TL0hA

BEMBEICL->TEIS, DEGREREND SIDS LEZMENDIHE L. RHRE. FFEERESEZEIHEE
AR LI INDZEELZLY,

2. IDEREER

IDEAEE (ST REIFEF TIILIELITARICHET 5. BRIV TLRoN 5,

3. TEfRk

4. FFEEX

RPEDBERICIZLVERZROLILLHHD. MSHICITHLATENIEL S,

5. BRBER

SHNF— R BRFAMEETIEN SV, AEETIELIIUISERHREBEZLZ KT BRHEIERFEO
BUVBEIRICREZREITENZVDICHL. KETEREBOTEEDEHRICREFRILOTUL. 4
DEIZITFREOBRETHO>TEH, FRITEDIZHRL. BRHERI PO ELDEFNIH D,

6. SHIELZREIK

Y REFRERCAENT, EMBERFICIEENEFRICEEIENH D,

7. REEF

DHICELLEN - MRENSDEERCRYBTIROBERIEICLEIEEZLND,

BSELLULREMRA

1. Mik-EEFMREMRR

&~ I bR I AE (K7 b BERERE RAER /K87 b AREILLE > 25, BRERERAES /3 EOR T BREEEILLL O
30). F&REERLER. & CKIE. B 7VEZ7IME

2. FHF&iBERER

BROEETHEFBERO LFZRHLN. BIFEEHLTVSIENZL BREZMLSEITLS,

3. B CK MJE

FREFICBRESETL. AUHICITERBEITEDIIEN S,

4. BT UEZTIIE

SMRENICSELLLIENHLIN. BEITEEFTOLRIZEEFLIENSZL,

5. REMRR

FAERTIE, FRHEFRDICRTRA AL, FREFAHHE LS Oil red O R B TORRIGIFAEHEE B EEAEL A
EFEOmMR LS,

C W DRMELGDHFHIAIRE
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1. MAB7VINAIL=FUnH

AfEMERWFHEIRTRARY)—=2F TlE. C14:1(5E{E0.4 umol/DD L F . C14:1/C2 th(ZE1E< 0.013)
DEENZELEELHRTHS, FERPRHPZBEDLL EHICL>TIE+HLEHEDR(EAHEMT S ILA

IW=FUORHTIIEENERTELVIEAH D, COBEIEMBETVILAIL=FUORRNETIEDHESN
%

2. BTN
ACADVL BIEFDENEITI AEETIIEEGFRERBEN LB RIFEHERZETRT . K264E (FHAAI
ZL{RONDBEFEUNBVERTHY . ALREH OGRIERHEELIEEN S,

3. [ERABRICEIHRE (in vitro probe assay HULIEEEREEAIE)
RIEHMMY BRI E R SRS MRaZ L= in vitro probe assay IZH1T5 Cl4 ZibELE=RET7VILAH
IWZFUDEEMREA VLCAD BEREMAE CHRREHETOMREZET 5,

D #RIZE

CPT-2 &Ri8fE. TFP Ki8fE. ¥ ILRILEEINSE 2 B E D RBEISHEERKHHEEENERNIZHMN D, BEREND
DHDER IR THLIENEHL. L5 C DZEDIERLLELHFHRBRELITOIETEANTHIEH DG
LYo

<gEohTI)—>

Definite: EERICMZ.B-3 XUV D DV EL—DTHREREMNFIRZZEHDILD,

(1) REAMBELUNTIEIADINASTDIB1DUE + CDT1+CD23D551DLULERHDIED

(2) FERIRARD)—ZUTFIZEBRIEMBICEVTIE. CHO1+C D 23 D5H1DLULERHZED
Possible:

(1) BEFELUATEI ADI NS TD551DUE + CH 1 2BHBED

(2) FERIRARY)—ZUTHICKBDRERMBIZHNTIE. C D 1 #EH 5B D Definite, Probable x5 &
EER

<EEEDE>
ERERHEBEDCEEE T (BAERRBEEZR)EAVTHFEULENRET D,

I EWGEDBBEREUTOHIrAVTAN DERRTD )
a JBAEZEELGL 0
b XEFEDEDICRICADEYZEAVEEREHEELTLD 1
c RERENGEYRENDEHTEGL 2
d SMREFICERER, MKRFEEDLEETD 4
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o o

(o]

BERBABROKRE(UTOHALLVTIAMNMDERRTS )
BERIRGERFICBHENGL
BEOEBEHRHHVE—FKWEEEHRNALETHS
BHRIWIERBELTERIIBEDHEENEETRENDETHSD

BRIV IVEMBLTREAT 0 EDEERENGRFTDRL (BB BEREAD
REENDLETHD

REXRBNIDLETHD

BRREGEORBESICEZRBEL-RE (EEZEL) OMR(UTOFHALL
THhh12%ERT D)

HIZREZZHEL

BEOEEEIBELTLDS (BRELTEEEEDDS 1.5SD DiERR)
PEELUEOEREEI M BFELTLS (BRELT 1.55D M 2.0SD DiEAR)
BEOEREENFRLTLS (B&ELT2.0SD LLED&RR)

REDOHEMESREER. MEEK, BHETISOVTOFE (AT OFMET

A 12%BIRT D)

EREZROHITN

BEOESTZEDS (BRELT.IQ0 RFOMHMELEZRAV-BILHITHA
BELEEORES)

FRECETZEDS (BRELT.IQ0 REPCHILSFTHNTARLGEEDES
BEOEEZROS (BRELT.IQ3 REVLEIFE-EYDIKE)

REOBBESICETHHTM (U TORILLTINM DERRT D)

AP . B, (Dif7a & I REREE AR

FHiE. B, DG EICBRERERESENIHS
(BRELT. ENENDORBHZEREICIIREREZRDOHLD)

A, B, DiaEIChEEREREENSHD
(BRELT. ENENDORBHZEREICIDERERDHDHLD)

PR BRE. DG ICEEREEREENHD. HOVIBIBEERNVLETHD
(BRELT. ENENDRBHZDEETEZEDHHID)

EFOEML-FREEDRRE (UTFOHRMLNTIN DERIRT D)
BiLf=4iEA AT e

D DRBHBE
AHEEDSTABMNBE
£ ERN D E
BT

I MVIETHOERFHER VIR E mEbEICHmRFHEERET 5,
(N4ABEDEENIDOTLHIEE
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(2)2HUEQEEAHY. M OMELE-REHMN 6 SLEDEBE ERhd
(B)MEL-#mEh 3-6 mDIHE FEE
(A)MEL- R 0-2 ADIEE 2Pnd

EE
1 BWERRISOVWTREIAAMNSAUESEETHE
2 RERENGEVAREAANSAUIZERLI-LDETST S
3 HRERENGEERBARBRIAARSAUICENLIZLDET S

SR WTHE N OV FE A3 B DTS2 36 1T % B IR
1.

AW O D ERARER . MAAT A ICBI LT W LI B OBUE DN 2 0IEEIciE, Wi
NOFRFHO S DZHNTHE LI AR (22 L, SERMORE 2 R~ ARERE CThH - T, i
PAAREZR B DIZIR D, ),

- ARIEREBARRR ISR D BIEE D BIC OV TR, HYIREZFEHO T TRIEMTOIL TV 5IREE

2T, [HIT6 2 H A The b VIR %[:Efﬁﬁ VHIET 5 Z L &5,

C B TEROBREN EROEIEE NS T EU RISEY LRWE TH D08, MR R 2 ki3

HZENRNEREDIZHONTIE, EEEROREET 5,
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HE#RRRABEMERDEODF v I JAR T

BRIHT 2 ILCoAR KRB (VLCAD) RIBAE
WHRE

=] Om x HARBICLIEE (BWELIES)
RIFOHEIBHEL N THL o BRAHDOEERBDERL EEEH THEICITIRAEHR
(THEEHBEOEHRICONT) D2R—CSE) HEHEL
HDFERARMSBIL STV o
(THEEHBOEHKICONT] M3 ~5R—TUBMHE)
SRR L TLL MRMISET SBEREEI S L O LRSS
o _ o o3 (@] 3L H BN, RAHOHERTARICHEEDL SRR
> AMBEFEILT 5-ODARENEELETHD,
REHODBEEZMLELTD i Gtk prie i g
pi a o ss (@) BRASATITARBRELE ST NNF—, HREGELEDOMH
(MEERBOEMONTI 07 ~8X—I5R) FERAE LR & RHI-T 5B LB,
BEHLSERBIZBEVT—EDOAE CE) ITELAL o
(HEEHBOEHKICONT) DIR—UBE)
EENLTZHEE (RIIZNICETEZIL0D) PEILTLS o
( THEEHROEHICTOVTI D10~11R—=CBH
BEROHIICAVW-EZREZDHE
(EEHBOEHKICONT) DIR—UBE)
EEROHEMNMOOOANRFTDIZE., RADEFHOHEET
SE1EE
=] Om x HARBICLIEE (BWELIES)
ChETICHEEHBARIZER TRE SN ZERIIERER, (@]
ICD10 (HLLIE1 1) £f=0rphanet (A—T 7y k) [ZHIT
)
RiELEHLUVa—F
BECHEE#BICIEE SN TV SERBOERERL X
?%f&Uﬁ%ﬁﬁ&ﬁ%t?6&%%%&%7»—7@%E#E <
INRIEHEERBICEEESA TS, O
ERBMREZ(T5=HICREAEREN. RIEELS DBGRERENS Bz F1&Z (ACADVL)
Fhdh O BEFMRE (BRTMHBIZE. in vitro probe

(LN, BERECEHTELY

assay)
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3-ERAFI-3-AF LY LA JLCoA(HMG-CoA) ) 7—H Ri8%E

1. BE

SPaVRYTIZEVWTAA LV EIEBIRET M AREEIZEEL HMG—CoA V7—EDRBIZKYAELS. &
2EARLUEECDEETHS, HATI00FIREDRELFEREIHLEET, HAETIHOFIOHBELH S,
HEHAFTEREIC, ZOEIDOEFILIEANBRHAICET7oE=7MIE. REETOR—2 X FHEEEESRE
EESIET OB MBEREES-T.

AEBILRAZEICKDRIE -FEEFHNARELEZ oM. FIERIRARY)—Z0 T D—RAREBR LML
T3,

RIEBFOALELY  BBRMICI-EARELTVTL, BEEEF#RGELTEY, RN TBEILIZKETHY.,

THLEEBERE. RE. BEREAEZVELT D,

9 hATEMSNABREZ T TN A SmEFICRREDPMLI-CLISEY ., 23RIFISDFHEN-HILAE£%E
RELIEGDBEN HD. RAADHREGFDOHELHY . ETEFDHELSN TS,

INRHAICRE LIERICEVNTE AU REROEELHIRMEEEICLY, MEDOIEDOTANADRE
ABIERCEh . MABICENWTHEEDBRABEICLGHEFL S,

2. [BR
3-ERAFXFI-3-AF LT LAY JLCoAY T —EH#I—KR T BT (HMGCL) DEEIZ LS,
LALEASEICEGEFEETERREMN L, SEENERLDILE, FELOBENREHLHE LIS,

3. fEIK
1) KM EFE
Ent, BHEE., 2FRGEEED S,
2)FFEX
FHREREEEESIEL LY,
3) HEAE IR
EmM#ECLDHBREBELLT. TADAPHIMEEZEDSHEEDS,
4) I ERFE 7R E DIEAR
5) AR

4. BEE

1) BEEE

REBTHONDIET M MEEMBEE . RADKRBEIRIILT—THAT N AARELEDEEFIZE>TELST:
&, FREERICHEZDZEIIKREN, CO-O. ZREZEITHENEETH D FFITHE R EA X385, 65
AXRBTIHAEFRLU L, BEBRZEZTLEVKIICT S, F-AMVUREIA—IaFZ2FERALTEEDB RS
DN HIREITVGEAS ., AR —Z+ 25,
2) EMEE L-HIL=F>:30-100mg/kg/day AIN=_FUD_RRZ%=FHT5=HIZHRET S,

3) SMHD XL
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EmMEEHT-60. RETHNIE 20%5 )La—R%F 1ml/kg TEHEL. 10%EEL LOIRIEES O ERE
R CMEEEHET 5, ZOMIC, KRBT UR—ADHWIE. 577 MEICKH T EMEREZEZTL. B
TUEZT7MEARFIZIVFA—)LTERWMEECIE, O IR SERIZ LD MEFLEEEITD,

5. ¥

HERIRRYY ==V T ICE-TRERICZESN, BHRITAENALEBEMEL FHTENIE, REFIH
VEEFBLTEELGHELRAEND,

L. EEQEBRILENFREEGT SO, SHHORIEINENDE RTELEZYVEEDHKEERFLRED
BEEEERT . REROAELT BRMICLEZRELTVCE, BREEIRGELTEY . EBHENEEIL
ERETHY, +RLERBHRRE. BE, BEFEFIZTVELTSD, INATOMSNAELTZ T TS 55EE

REERETLIZCEICRY, 23BEFICDIEDR DDA EERE LIERDRENH D BLAEAD W HAE
B ESN TS,

INBHAICRAE LT ERICE VD TES MR EROFTELTRMREEICLY, MO IEDPTANADHEKIE
MElERIIh BEDABENBEICLIEREZL,

INBERTZ 1 TSR U S TRAELIESIELHY . ARSI TIEZ M SN T ST TLAHIRHEEEZS
nd. BAGSEFICEVNTH R iaENMEMRSN G TN DBREGEICLYRTTILEEELT
®BITHBIENEZOND,

O EHOHEITHELEE

1. BEH K50 A

2. HmEOHE
TEA(3-EROFXS-3-AF LY LA JLCoA) 7—EEI—R T HiEEF (HMGCL) DEEIZ &5,
LOLEICEERFERTORFEESC, EEENRLGLILGE . RELOBENRERAGIIHN SN, )

3. MRMEEAE
REESL, SHEBCE IR DEITEELE DBEAELH AN, IRAD-OHDBEAEILLEL,

4. REOEE
B RIERED 70 59", BEERMICIZEZARELTLNTE. BREEI#BELTEY  EBENBIEILE
KRETHY, +HLGRBHR. BE. BEFEEZWELTS, 9 VA TZMSUsFEE =T TWwic
25 5 ISR A P Lz Z L1280 2 SIS DAIED 72 DAL & FIE LT IERI O M2
%, BRAMOPPIEF] bW S TS,

NEEAICRELESICEVWTEEMREROEEGCHIRMEEE(CLY, MEOIEDPTADA

DRENSIEE SN, BEEDEBBENDEICLLEFEZL,
HY (BARERRBEEEZRTRABSNZEAMS1OHBY,)

6. EEENLE
BAERRHEEFRICIDIAERERBERSEDODEEETFEZEZAVTHFEEULZRERET S,
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‘EEFBRFMREFENERAMERBEFRENRERX (HOMREBRRARSER) ERABHHEEEDE
EICh-22 BRI BERELEAMRSAODER-BETE LU BREROBREICEIT-REHR)
MRARE BEXKFXRZR £8IR PR
MRS/EE FTRERKE #HiR SHEH

-BAERMEREMRE BAMRBRALHREREFERIARI) -0 HRRBFODRICER

ITAHRIETURBIHE]
MERRE BKREXFEXRFR Hig FEEHE
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<EORREZE>
fEE Z 15 (Definite) DAHZEXN R ET B,

3-EROFL-3-AF LT JLA) )L CoA(HMG-CoA) ) 7—HE RIBFED ST EHE

A FEIR
1) B mAEFAE
gt BHEE. 2FRGEEED S,
2)FFEX
FHREREEEESIEL LY,
3) HHEAE IR
EMAEICLDREELELT. TADAPHIMESDEHEEDS,

B REMR
1. —RIRRE-RRE
SHHICETOENENAOND, KRBT OF - ZA0BT U EZTIEGREEZRHDHIELZL,

2. MAFZIIVAILZFoNK
C5-OHB-ERAFIAYNLYIIILAIL=ZFY) D EEIEHEBHTHS, CNIEX3-AFI/ILUOR=JLCoAN /LR
FUT—EREBECESHILARX L S—ERIBELRETHELERT 5=, RORDPEEEESFTHWNET
H5,
cut offfE(E>1.0 umol/LESN BN, KRRV —Z—U TR TETELRDLZEITEET S,

3. [ROEHEE T
3-ERAFL-3-AFILT JLAAVEEXO3-AF LT ILAAVEE . 3-AF LT IILRILEE . 3-EROX AV H ERE
HEDHMIEMNAA SN, L PN ATRETH D, FIZ3-EROF I -3-AF LY LAV BRI AR E I
HHTH S,

4. BERENM

D M\BRO KSR FHREEZ AV BREEREICLSZHATETHD.

C #RIZH
TUIHIL=F o TCo-OHE RO -G B (X3-AFILYORZJLCoANILRF L S—E REBESLESHIL
RES—ERBELEDENNADBE(ZLD, LHOL. RPEHES T TEMIERSZ TH S,

D BEFHRE
1. HMGCLEEIZFDNZEE

<EZHOHhTIN—>
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1) £%52 (Possible) :BREMREDSLMA T ILAILZFUoRTNBEDAHDIEEIZRE.

2) FEFEZH (Definite) : EEEITMA T, RPARESITICTI-EFOF S -3-AF LT VAV EBEEECRBEY
ERDELDEHETESHET 5.
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<EEESE>
ERERHEBEDCEEE T (BAERRBEEZR)EAVTHFELULENRET D,

o o

(o]

o o

(o]

W EDBBRRKRE(UTORMrVTIN DEERTS )
AREELGW
SHEBED=OIZfAILMDEYZERANIaREREL TS
REBRRNGEYAERNPETER
SMERERICTREE MBHMEEZLEETD
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HOLDERVTHELI ARG (L. SRERDOBBETI BRKERFTHoT, HEMTRELGIODIC
R )0

BERIRRICETAEERESEICOVTI, BULEFMEED T THERMIOA TS RETH- T,
Ei6A AR THRUEBVIREZEMMS MY 5 EET S,

3. GHEEROEENLEDEEESFFT—EULICRALGVETHLA ., BELERETMRIKTHL

ARBERZLDITONTIE, EREMBRDOIRET 5.
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EE#RRAEFMERD-6HDFv') A Cowdend®)

N9 T UREIEE(CowdenfE IR EE)
WIRIAH

=1L

O x

BHRHICSIEE (BETHE)

HRDEENHASNTEL
(TEEHBEDERITDONTIN2R—CSER)

PTENBEFDBEEARBIN TS,

L DERERAB TS TR
(HEEHBDEHITDOLNTINI~ER—TUEMH)

SARITENHEILL TV
(MEEHBEDEMHITDOVTINER—TUSM])

RBHEREIE HAFEDHTHD,

RUOBERELELT S
(HEEHBDEHITDONTINT ~8R—TUBMH)

EERYEAGERCBRIEERESREL. BER
PEM. ERREBHEGCEERET S

BEEDAERIBICBENT—FED AR GE) (TELALY
(T EHBEDEHRITDONTINIR—CSER)

500~600A

EEMEDEELE (REEFNICESTZE0) ASHEILTND
(MEEHBDERIZOVNTINT10~11R—USER

EH LRI TOMEEEER

BEMOEFAWEZRAETEDHE
(TEEHBEDEHRIZTDONTINIR—CSER)

BEBOHIII00AKBEDEE . RADEBEROHEST

SE1HHE

1]

O x

BHE#HICIIEE (BELRE)

CHETIHEEHFRRA TR S TRETSNRRXIERERN

FERR2TEEICHRIILYIREH

ICD10(£L<I%11) Ef=Orphanet (F—T 7R Yk) [ZEI1+D
EEREF PN S=E

Q878

BICiE R #RICHEE SN TV SRABDERERN

%(;{)Etsotlﬁiﬁff%ﬁiﬁéﬂ%i):?’%aEﬁ"j’%lﬂi’@ﬁﬁ"ﬁ’?‘)b—jliﬁﬂ(:ﬁﬁ'ﬁ'
N

BRHLBREREERRSHLERIR—L RHR
Py
=

PREMRFERRICIEESATNG,

%gﬁ%ﬁi’éi‘ﬁéf:&)l:%\iﬁﬁbi REBEIS S DFEHRGRENEFE
GBLHnIE RERETTHTSLY)
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Peutz—Jeghers JE{&EE
O ®#E

1. #=E
Peutz-Jeghers SEIRZEEISIBEBZMRCEHILEDBREMR)R—REOR. O ERBEPILET
LRIE.HEOEBRMEHEETIEEZBAREBELRECHERETHD, EEBAEBEEGTEIHINRAE
ZEDH 50%IETREENGVIMEB THD. NEBERF THONDBREER)—TIXHELEOBRE
ROBTS L . AR AR DS D F B M R OB BCIKIBENFHE THY | Peutz—Jeghers R —TEEIEN T
AV
BRRIEFTATHY . IRAMAREEEN, R)—THho0HMIZESPBMOBEEREFRITIENSL,
EEICHEVEROEEEEDNRBEHNREEFITL. LLEBMXELR) —TIXNREME TR
T 2ENH D, 15mm LLED Peutz-Jeghers RU—TERE T HEILHEERD RVEEL. HEkkA
BOALETHA-O. GEBREELRICEEFLLTHIETILENHD,

2. BH
F19BLBEKEB L(19133)IZFET S LKB1/STKI1BIEFNDEREENFRERTHAHEEZ LN TLY
DM, LKB1/STK11 BEFERIZKVED ISLEF TEEEMRIR— A OBREE-TOHNIEF
BTH5,

3. fER
OF. O, fERELEIC 1-5mm [FEDBRMIZEDHOND, BRI RADOAEHKRE. REDR
NIZT—EL TS, BEBBEAMSDBEMHILDIRE L7, Peutz-Jeghers R—F X4+ 28BS
EEERZICZRHONDIIENZ L, R)—TBARDEBILYRVIFELNA R —THEKIZKY., g H
MICEHEBE-EMO. BERICKYER. BHLGEDERESIEEIL. HBABRNIBRELLGHIL
A JAN

4. Ak
RBDT=HDBEEIFLE, Peutz-Jeghers R —T 2L D EEE FKAE L-IEITITNERITIBRA —
RTHEN. —EFMCTRI—TOUREToTEH AR —THNRRICEET S EENIL—2
NIRBEORR - B RICKYREI/NBICTFEET DR —T OREBRA AT REITE 5Tz, 15mm U EDOR)—T &
FEBRRKEOREKRMELNHY . BEMICHBENUREITIENEELL, FEFICLITR)—TORER
EIXELG->THEY . ZOREFREICELTEHRMNGBEET 1 6 M ANSHES LITHBRELITL. BYERL
RNRBHTIRETICE CTHREBRE CHEFMZEB LN TED,

5. F&

B ERICx L CRBEFHERYRLITONESN TIEMEREEICLEAEELBYIRLZY., EEER
HERELLYVTEHILTEDERD QOL NERIZETT 5, ik EEERLIZESTIEIZDRIZNIEE
BBREHAATHEBRICKVAREDOFEHBEALSERICLLEILLENTIEEWL, REFHHATHNDHEIIC
NIRERABRERYEBELITOTWSEATHNIEL. BEEFICKELEZEERIFT ILEHL, ZDf:
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HNIIL—VRBENEITRIREGEFIDER TR, AR, BBEENEETHSH. -, HILEZE
HE-BHESREDSRIRETHY . EMHGT RISV RLBLETH D,

O BE#HIFEICHELEHE
1. BEH
#5 600~2400 A

2. REROWHE
A8 (LKB1/STK11 BIFEREDBEBRATERESNTOSA, RUR—L ARAEE L TH)

3. MRMEERAE
REEL (BYRUITORBRIVEROARUENEFINGD . FEHARERETHD)

4. REIDES
HE (BGERICRET HR)—F 2T 2RBEABREFRYRLITIDENH D)

HY FMNEMRSBOIMER LB IEEICERNLI-LDERRITITER)
Beggs AD, Latchford AR, Vasen H, et al. Peutz—Jeghers syndrome: a systematic review and
recommendations for management. Gut. 2010 Jul;59(7):975-86.

6. EEENE
HY (ARMTERL-EERETMHEZAVTEEZIEERRONRET D)

E-bhd
CNFETHIEEIZ 15mm LLED Peutz-Jeghers IR —TE2HLE-CEDHBE,
N FET Peutz-Jeghers R —TIZKYGEBDBREDHDE .

O fAEHT
HAMABBRMAER NHLERMSRESFRRBEOERKER LRUTALLD=HDHRE]
HRARE HEBFIIERNKFE FEHER BIIFH
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<EEREE>
Definite ZXR&ET D,

Peutz—Jeghers fE{EEE DR

A. FEIR
1. OE. O, EREAEEIZ 1~5mm ZEDBEREEDS,

B. BEMR

1. BRREMR BEER WThHhDOBEEEICARESER)—TERH5,

2. REA R BREMR)—THHIEL R OERERBR . #IEFH RO DS O T B R D BeK g
EDFTR%EAL. Peutz-Jeghers R —T EBWTE S,

C. &Rl

LT DHREZRNT .

RIEMRGIRIELE . HEMR)KR— X, Cowden /. #EETHEREILAE . RIEMER)R— X serrated
polyposis. Cronkhite—Canada JE{&EE

D. BIZFHIRE
1. LKB1/STK11 Bz FDLEEMEERE

<gEohTIN—>
Definite :
1. AZimfzL.BD 2 IEEZ#E-L. COBAITREEEBEZRINLI-ED
2. AZET-L. BB Peutz-Jeghers FEIRFFDRIEEEZ AL, COEA T REEREBERINLI-LD
3. BM 2 IEE %=L, MG &I Peutz—Jeghers JEIZEEE AL, COER T REKRBERIILEDD
4. B—1%if-L. B— 22 HORETHZL. COEAT REERELRINILIED
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<EEENE>
Peutz—Jeghers JE{ZEEICDVT., EEL EFIEEHFTONRET S,

E-bhd
CNFETHEIEEIZ 15mm LLED Peutz—Jeghers IR)—TZ2HLEZEDHBE,
N FET Peutz—Jeghers TR —FIZ XY ERDBREEDHDE,

W IE N OVERE FE Sy B OIS Z 36 1 5 B A
1. R4 2N D BRAE IR *ﬁﬁfﬁﬁﬁ? CRAL T, BWrEEHE LISk B O BE DR WA

NOEHObDEZHNTHAE LR (2721, %’lﬁiﬁﬁOD%};i@%%?Eﬁﬂ?ﬁﬂiﬁf‘%of\ file

WATEEZR B DIZIR D, ).

2. 1BWRBAAGTRIZ IS 1T 2 BIEE /I DWW TIE, @MU REFAEHO T THEBITHOI TV DRETH

2T, HIT 6 2 H HTH b EVIREE %Eﬁﬂ?ﬁ\#ﬂﬁﬁ“é LT D,

3. 7ap, JERORREN EREOEIERE D% T EU LIZHEY LRWE TH D0, MR ENR & ki 9

DTN DIZONWTIR, ERERONEGET 5,
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EEHRBRAERERD = DFv9'1) A (Peutz—JeghersfiEIEEE)

Peutz—JeghersfE{REE (PJS)

WHZETEE
=1} O x ERREHICLIEE (WELBE)
IR DHEENBALN TR o LKB1/STK11 BIEFERIZEYE D LS TRIEE
(MEEHRDEHICONTIN2R—USR) HRYR— AP BEREETZT O LA
DR RIRROBIL SN TLVEL o
(TEEHBDEHRICOLNTINI~ER—USHE)
. . N ADIOOAREEREN, BEEERELEICZE
AR EDHEILL TLVALY : R K A
£ oo _ o3 @] SEAYIRA— AR TH DM, —EFMICTRI—TF
(HEEHROBH=OLNTIOR—ISR) DYRET>THHARI—TRRLIRET B,
RHOBEEZVELTD o HEICh-UELEICEREN REL., FEFECEM.
(TEEEHBEDEHICDNTINT~8R—USHE) EERMEEZHILID,
BEHARTBIZBNT—ED AL CGE) (TELAL
(THER R DB DT DO SE) O |f9600~24004
EENLGSHESE (RFEFNIZETIID) NEILILTNS N T ;
(HEEHRO BN TI010~1 1<~ B O |FHERBECBREREER
EEHOHICAWVERRESZOAE
(TEEHBEDEHRIZTDONTINIR—CSER)
BEBOHIII00AKBEDEE . RADEBEROHEST
BEIEE
=1l OMhx BEHEHRICKIEE WELHS)
CNETIHEEHRR RS S TR SN KRR X IERERH @] ER2TEEICERITLYIZEH
ICD10(HLLIF11) Ef=Orphanet (X —T7H k) 2815 Q858
RiLAHBLUVa—F
BEICHEEH#RICHEE SN TOSERDERERL X
é*%itsotUiﬁ.‘f%&‘?’ﬁé%f%t#’éEﬁ%"ﬁiﬂi’@ﬁﬁ%’%’?“)b—ﬁliﬁt(:ﬁﬁ?’ o ARBIERREZSEERARSHLERIR— AR
\ =
INRIEHRERABICIEESNTLS D x
%gfﬂbﬁi’é%l-rétmlzﬁéﬁﬁbi RIEESSN DEHKERENEE
N X
(BELHNIE RELEZTEHTSLY
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RIEMERESR)R—2 R

1. BME

BEENS. EOLOTEHOKRGIREZZDIERXEABHEGHEOKRETHY . WETHEIFIF 100%
[CKBENRET S, HIELEZTOMOBRISESEFLEBESLUVEEBSEOMERENREL. B
T OREIER T REARERZHEIHE Gardner FEIRFEHT D,

KGEOCBE. T IEHREOSREBIRVEETHIN. BEEECTHIAERTAEAFOREHEEL
B TRAEAREREBEDTREDSE 2 (i THD, £EICHIZYE. + . KBICIRESBGEL TSR
RAEL. ThICKYEM, B, TH. 2UEL EEEHEERE. HILEBBEELLELEILYS,

RARAERENG, BEREDTRAEARCIREIC KD EE CHRGEMEREF O IEEHFD
EHICEBT D,

2. [RE
APC EIZFOAEEMRRINZENREICEELTWSEEZONDD ., BEOLTAENNELEDOHRE
[XFEATHD,

3. fEK
KIBIZEHDREZRDEETEMINDZZENZ L, TRAEARORY—T L DERECE. EE
filxn, HEERBES, Hln, B, EEAMEEREROHIENHD. + ZIEHELEREICLS2H
BERXRDORENDHYZS, KIE. B. TZ1EH. BRIBELEICEARLELEEGE . TNODERIFEET S,

4. Bk

KIGHES (BRIE-&) (TR AEERWABEI KBRS RET HHIICKBUIRES G52 L (FHMX
ZEIER) ThD, IZEABEELT 20 FRTFHIATHNIS,

TRAEARDBEIZDONTIE, WELAZEB BTG ARBIZEMEE. FHMLREIERIND,

B. TZEBEREICKHLTIE. RU—TORB\EMFER LB VIR, T ZERUBRN THONEL, TDHE
SEIELERZBHLA TIEALY,

EEICOEYREICEEHEERNRERE. KIBENERERE. B8 CT.MRI BEITKYRI)—=2T
TEILELRHD,

5. Fi&

SEED 2 fETFREARTHD, HILEDRENSDHMOCEA R ERECL A M, FEEE
[STRET3HELHD ERD I KBETHY. 40 BRTITIF SOU-KIBEHFEL. ThLISS
LBE. T HRBESEAERETRON,

O E#oHERELEE
1. BEH
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%9 7,000 A

. RRDHEE

T (APC EHDHEEEENOREEOTAE/NOREKF EITHTHS)

. RMIAERAE

REEL (KEGEOBERIZITTFHOXGURTEAENTHEIMN. TRAEARZDNTOBRESTHEIIL
TLVELY)

. REIO®RE

DE (20 RENSTRAEANES. KiGiE. BiE. T2 ERE. ZEOWRIENEERET D)

HY (BIEMEXRBEZSEAISM2. 2016 £, KBEHRESE)

. BEEENE

HY RMERDEEESFLZAVTEENZEEHBONRET D)

< EJEH >

A KBISR)—THBEEFEXRBURE. TEOMROVWTIANEETEEEERELT S,

1. ZILIIUE 3.0g/dl UTOEFZILVIZIVME

2. ANESJOEVE 10.0g/d LTOEM

3. GRAE-ZER

B. KESICADLLTIEIERNT REARICKYKBEFZILBEELHELT DHEERARIRE. HAWNLRERNT

AEAREN 10cm LLEDEBEZEELT B,

C. TR FLBEREICLYARMEXRERELZDD

AEB.BEA.CEHEDOWINMEHTEERRET D,

O fAEHT

HAMABBRMAER NHLERMSRESFRRBEOERKER LRUHTALLD=HDHRE]
HRARE HEBFIIERNKFE FEHER BIIFH

<EEREE>
Definite ZXR&ET D,

RIEMREMERIR—2 XD AL
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ARERRR
1. KEERRERE. RERE
KR 100 fE LU L DRRFEMSR—TZ2BH 5,
2. KIEERRRRE. RERE. RIEE
KEEIZ 10 ELLE., 100 ERFBOREMLR)—TERDH . RIEMREERIR—CAOREEEZET 5.

B B AIE2
EEMRYER— X, Cowden Ji ., FEETEREILAE . RAETERYR— X, serrated polyposis.
Cronkhite—Canada JE{&ZE¥

CERFMRE
APC EIEFDETEMIERINFHEREET 5.

<gHoHhTI)—>
Definite :
AIBE®D1. F=132. . CIEHOWT M ZEHE-L.B DEMNTARSEEZRNLILD

<EBEEESE>
TEDEEESEERALD,

1) KERYR— X
KBRREFTRNSEEREFFERCHET D,
TROMROWITNAEETHELERELT D,

1. 7ILTZUE 3.0g/dl LTOET LTIV MIE
2. ANESJOEVE 10.0g/d LLTOEM
3. GHAE-RER

2) +fElHERIYR—2 X
T EED EfEE 5748 (Spigelman 733 HERIC) ZALS,

L7 N2 =
1 2 3
RI—T# 1~4 5~20 >20
RY—=TDKEZ(mm) 1~4 5~10 >10
BRE BE PEE =
HREIEE B ER~HER HWEK
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BEtER Y—RASURAE

0 0 4~5 EEDARBRE
I 1~4 2~5 EEODNRHERE
I 5~6 2~3 EBONRERE
1 7~8 6 WA ~2 FEEBONRKEHRE

6~12 HAZLDOHNRBERE (EMRICEDIF—RATUAMN
1\ 9~12 fﬁiu\f

EAX=3:0E i

- F 4l
% + ZiEkaE FlT

3) GardnerEZEICEITHATAEARIEBDEEE SR

Grade 1 EREN DAIZFE | R RE10 om, &,

Grade 2 BERENDAIZHEE . XKE>10cm, HAHAWNIZHE,

BEERES LU, HAHVIBEEICHEE  FRE0em, B IEEHLD, BERE. KBEL

Grade 3A .
THhOMREBEL,
(1) REESIV. HAHVIEREEICFELE, RAE>10em, BRIEHE. BERE. KT
Grade 38 fE. MEFAZENTIORRELL,
QBREES SV, HHVIEREICRE . RKXE. BREEOLEV. BERAZRER (T
£) . KBIE. WThbhEE-T,
Grade 3G BREES SV, HHVEEEICFEE ., RXE, BRIEEHEN, BEASEZ GRLEL,

fFEDEEMAEZRDD,

MEAERBE—TAEAR. TRAEAR—KRE. F) CINLIZHESLEHLTEBI K. HHLY
Grade 4 [TREEELR,
(QOREER2AKE 5T S,

RN CEERNDTAESMRIESEZESHLTLSIEE, BERTAEARIESDEEE TS5,
TFTRAEARIZEYEBEDYIME, EXGHEEEEENE LS AREMENH D15 E L sporadic case DEFEEHFEIC
#L5%,

< EfEHI>

AKBITR)—THRBEF I KBUIRRE. TROMEOWI MO EETIEZERELT S,
1. 7ILTZIUE 3.0g/dl LTOETILITIVMIE

2. NESOEUE 100g/d LLFOE M

3. GERE-RER

4. HHEEZH 1 B 10 TULLEDTH
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BREZICADLLTEERNT RAEANICKYKBEF-IEBEEZVLELT DHERAERE. HOWLIIEERT

RAEAREMN 10cm L LDEFEELET S,

Ct+ielmFLEERRIEIC kY R MERERERAEL =D D

AEB.BEA.CEHEDOWINMZH-TEERRET D,

ST HLYE N OVEE FE A3 B OS2 36 1T % B B A

1. R4 ZENIC O D ERAIEIR, BRAPT RSB LT, R EICRBROREN2WEAITE, W
NORFHOLDEZHNTHE LI AR (2720, YERFORE 2~ IRKIERE TH - T,

RATREZR B DIZIR D, ) o
2. 1BWRBAGTRIZ IS8T 2 HIEE /P BIC DWW TIE, @EREFHE O T TIERAThIL TV 2R EE
2T, HIT 6 2 [H T b EVIREE %EEﬂ%)#Lﬁﬁ“é L LT 5,

3. 7ap, JERORRED EREOEIERE %S T EU LIZHEY LRWE TH D0, MR ENR & ki 9

DTN DIZONWTIR, ERERONEGET 5,
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EEHFRABPMERDE=OHDOF VI AN KEEREER)R—2R)

WIRIAH
=15 Oh x ERREHICLIEE (WELBE)
1 EIRDEEEABHSHTHLY o APCEEDBENREININREOT REA RO FEMFE L
(MEEHBRDEHRIZONTIND2R—USHR) FATHD
o |MDIEEERABISN TG o
(e EHFEDEHRIZDNTINI~ER—USE)
. N . KIBEDAEIZIE N EEL THHMXBYIRRMTA
SRR ENHEILL TLVEL i T ol e ol
3 TR s DB DT | DER—SBEE) O zﬁ\gjﬁﬁéb,Tz%4l~t_ob\'ca>,é.‘$§,£latﬁ4b'c
4 |RHOREELRLTS ) o 0BENST RAEAR, KIE. B, +ZHE5E. %
(e EHFEDEHRIZDNTINT ~8R—UBER) EDTREME A A EEET S
BEEDAERIBICBENT—FED AR GE) (TELALY
5 [(MHEEMABOERI=ONTIDON—SB ) O |#7000A
¢ |EBRGBMEE(RITNISESDLD)BHEILTIND o BEURBEZSEAAIES12 . 20165F M. KGEHZE
(HEEHFEDEHIZONTIN10~11R—C SR E31
; |BEROHHICAVEREBEEDSE
(THEEHBRDEHICDONTIDIR—CBHR)
8 |BEBOHIMNI00AKRBEDEE . RADBEROHEST
BEIEE
=1l Oh % ERREHICLIEE (WELBE)
1 |[ChETIEEHRRAZEE S TREShZER X ILERERL (0]
9 ICD10(£L<I%11) Ef=Orphanet (F—T 7R Yk) [ZEI1+D D126
EEREF PN S=E
3 BRI ESRIIEESNh TWDEFBEDERERD x
4 |PESSVERRRERNRET SARIOHRT L —TI3hITHFETS o AARREHXGRIEEARS, ARHLBRESHE
5H HEEEIELERIR—AAESR
5 [/MNEIEMARERBICIEESATLD, O
EREMREZTHOITBERLDL, REELNDERERENEE KIGRRFRE ST ATEELL Tz OB TIXARLVAS,
6 |[hdm X RRBEGHRETHHIAPCEGTFRELDUTAEIC
(BELHNIE RELEZTEHTSLY ADTWV3,
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HEMRIR—R

1. #§}=E
EHLEICREDOBERENR)—TTHLIBEEMR)—THERTIELEARERECHEETHD,
EEEAEBEHEGTIEHEIN. 1 25%IEREFEDLZVIIEFITH D £ER)—THIL 5-200 FBETH
Y, AL, FRICKYEBILER. BREE. KIGREE . i R-ILERARERICHESINS, P
HRER-DNER-BGEOAXRERERE. WAFE . Bt EHMME Y RIE(hereditary hemorrhagic
telangiectasia; HHT)Z &6t 45 ¢H8H 5.
EEFVRMRI—TICLIBEBBNEREL. ZO-HEHEIDOFMELELTHIENEL, BHEEER
BEECTELH D R)—TREECHYRGELTHRET 5120, RABDOEENTARTH D,

2. [R&A
TEHTH D, —EDEH TIL. Transforming growth factor(TGF)- S R IKIZ KA MatEFEINHEID 5 F
IMEERZNLT, HIBOEECT RN R EHEHT SESINGETFTHIE 18 BLEARRBIZHE
E9 % SMAD4EIEFEFE 10 BEBAERRBICEFELET S BMPRIABIGFDEELNBDHLND,

3. fEK
EELYVHEIELBICZRTHR)—TIKIGERE. HMICKVER. LENZEDHLND, ERREHES
BREICHESEEEME. BEXBEETL0H5, PRERRDMER -BEFHOEGHIESERS
HHT &6HCELHTM, MEZE-9155841H5.

4. BEE
RADE=HOBEETLEVD ERDOEREGE>TNSRY—T I L TIERNRERFERRA . RIRENIZ
A EE#EZBOR) =T (ZIEN R TIBRDHEREIN TS, BREECEOFHEMIC 5mm UED
RY)—=TITHLTIERBREOBERAZELV . T EFZFHELTERTAOMNEERBRE
(non—steroidal anti-inflammatory drugs; NSAIDs)D A& MNEHE SN TNV,

5. F&

REHDIEFIN 20 HETICRET . EEFICHEBICKURET DIENZREBEITNITEIZES
ELHBH HRIDGERDERICIVEGERBEZECIHEELHL. BEBOFHELIVHILLERED
BHRER OO, EHNG LR, TEELERNRRRE. FITILNIIL—VINEGRBRE. hTEILRRE
[CkBRI)—=U T DB ETHD,
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O BE#HIFEICHELEHE

1.

BEHY
T (BXRBEILFRERTEETU7—Mo(3 80 ABELHETEEND)

HIRDHE
B (SMAD4 & BMPRIA Bz FEFEEDOBEEINREINTILNS)

REBERTE
REEIL (RBHEHIRIRIE—)

RYPDHEE
LE (BRMEICEBYS=0H)

HY (Jass JR, Williams CB, Bussey HJ, Morson BC. Juvenile polyposis—a precancerous condition.
Histopathology. 1988; 13: 619-30. % & IR IT{ERL D2 ETE %)

EEENE
HY RMERDOEEEFMEAVTEEHNZREHBONRET D)

Definite E7=I& Probable [CT TFEEDATRDWITNAEREHLEEEEHET S, EEFZIEEHBEONRE

ERE

1. Z7ILJZ{E 3.0g/dl LLTODIETILIS MG
2. AESAEVE 10.0g/d LLTOEM
3. IGEAE-IFERE

O fAEHT
HAMABBRMAER NHLERNSRESFRRBEOERKER LRUTALLD=HDHR]
HRARE HEBFIIERNKTE FEEER BIIFH
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<EORREZE>
Definite, Probable {5 EE#E DI HET D,

BEMRIR—S RIEERRF DD AL

ATFEmMR

1. KIFIZs AU LDEEERI—THRHEND,

2. £HILE CHFLUL) ICEROEEER)—THRHEND,

3. EHERMDHLTICEEMR)—THROHLN. DO BERR)—TORKELNZEDHOND,
4. BIZ10 L LOEFEHER)—THEDHOND,

(1~3[%. 1988 £F Jass BIZKDEZHEE, 4TABIZZVERBE DB LITO=HRTE)

B BHEMR—T DMEBFEMFR

1. BLRMBERABEHOIER EREBOMREZRDS.

2. MIEEAREZEEEIC. ROBIRIR. HROZFEEREMBRBEEHIRIERERDD,
3. AEREED AR R D IB A LR DL,

4. NAERRICIERIE/FRERDHT,

C H Rl EZ B
UTOKREBEEENT 5,
Peutz—Jeghers fE{ZEf. Cowden fE{ZE¥. Cronkhite—Canada SE{ZEf. BEMESR)R— RERE

DEEFHRE
1. SMAD4 BIZFDNER
2. BMPRIABIFNERE

<zZWoHTI)—>
Definite: ADSH 1 IHB UL E+B QIR TEH-LCOERTREKREXRIL. DEFH-TLD
Probable: ADS5H 1 IEH LU E+B DI R THEmE-LCOERT REHEELXRNMLI-ED

<EEERE>
Definite E&1=I& Probable [T TFEEDFTRDWNT MO EFRNHSEEZEEHET D, EEFZFIEEHBTORNRET
B

1. Z7ILJZ{E 3.0g/dl LLTODIETILIS MG

2. AESAEVE 10.0g/d LLFTOEM
3. GHE-IGERE
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KEMBERUVEERESEOEGICEITSIBEER

1. REBZEICAVSERKRER . REMEFICHALT. BHEE LICRROBENGVEEIZE, WVTh O
HOLDERANTHELI ARG (L. SRERDFBETIBRKERF THoT., HEMTRELZIDIC
R )0

2. BERFABRICETIEEESEICOVTE BYLZEZHEED T TERNMTHONTULSKRETHO T,
Ei6A AR THRUBEVIREZEMMS MY 5 EET S,

3. GHEERDEENLEDEEESFFT—EULICRALGVETHLA ., BELERETMRIKT DL
ARBERZLDITONTIE, EREMBRDOFRET 2,
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EE#HRRIAERMEBD=-ODF VI RN EEER)KR—IX)

WARE
HiE O x ERRHCLIEE (BETHE)

FBDMIEL BN T o SMAD43BIRF EBMPRIAEIGF LD @A RIREN T
(MEEHRDEHITONTIN2R—TBR) WaHH REIFFATHS.
DA R A BTSN TLVRLY o
(MEEHFEDEHITDONTINI~ER—USH)
A ks sm) O [RADEHOAELAE HLBEOHTHS,
At AN, O |[HEIThIY. MHLTBBEIARY—THRLET 5.
f S S O  |BEMEFBEAEHTHIRNEERBNS.
BHEMTBEELE (RTENIZET D) HHEIL TS o ke i P LT S S
(HEEHRO BN TI010~1 1<~ B O |FHERBECBREREER
BEROHFCAVEZREFOH L
(MEEHRDEHITONTINIR—UBH)

3 FT s oy ie 3 s HABLRRERTEI T 7O DIFB0NIREL
BEHOHEDI0ARBEDHE . KADBEROHEE EEEND
SEEHA

21 Onhvx EBRHICLIEE (LETHE)
NETIHEEHRRAZRSTRIESURR X TFERRRN O FRE2TEEICHRII L YR
ICD10(HLLIF11) Ef=Orphanet (X —T7H k) 2815 D126
REBBLVI—F
BEICHEEH#RIHERESN TODRROERERL x
%*;iiisotlﬁiﬁ.‘f%%’ﬂﬁéﬂ%t?’éﬁﬁ%"ﬂﬂibﬁﬁ%’%’?‘)I/—jlatﬁﬂ(:ﬁ-ﬁé' o BARBLRFRFARBEFARRHLERIR - AR
N =

INREBHRERRICIEESNTO S x
ERABMKEZ T E-OITREARLN RSN OFHRERENEF PR L Definite| DG &L TSMADIF1=ILBMPRIA
nah ©] DFRNERERDDIDENHHH. ChoDBEIEFR
(BLHNE RELESREHETILY BFRRIRESN TG,
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A0aY%R

1. #=E
SEXRMEDIFNBEETLRIE THY | FEERERBDHHHRMLZ FK - 280K - BKROFREEILEDL
B TH D, BRKT Caroli disease [EFERMAFRIEEZFEHLENBDEIEL. #5BDIE Caroli syndrome
ELTRAIENTINS, AFRTHAY (Caroli}fm&EL THRESN S DI Caroli syndrome BN AEBHD TH D, &
AEDHLRIF AR E (X THREBEREELZELOT LIELITEETH S, T REEICEAELTH
IRETTEFEZEZ-LOT L BEMIRBHRAGEHILEHNZEHT 5,

2. [F&HE

RIS ERD A2 (ductal plate malformation)MBE 5T BEHBNTIND, ZTODEMITIFTEIA. B
HDAHAYFFZLL Caroli syndrome ZE- 9 EREBELTREZVDIIIZHK M ERE ITHS. TD
BEET PKHD1 OEYISHREREIZH HIEEBNED — R E(primary cilia)ZEHED basal bodies [2/F
HET 5. ZRMEERE ILUNONOYREEITERMOERHEELLTIL, RTAUE. Joubert FEIREE.
Jeune JEIRBGRENHEIN TS, CNODEEDREEEFHL—REEEDHAEIZEASL TS EHER
Sh., BRI HEBEWER cilinopathy) LHEF T %, —RBEZIEBHT AR FOEEN, BEM. IFHE-
EENEE HERREMELGEDEEZLLT EALNTINS,

3. fEIK
FFERD RN SEFERIE S REAN D 60 BARETIRBEL, FFIERA AN, HIAMHEE X TIXETS-
5. B85, T, FFIRE. BULE. RREE. FOSHEETAEEZA#5, FIRETERE CIEELLED
[T, FFARAEIZEEE . FERBIEREE#H D, EEDIENLER. BEMBREDSHISIEEZET D,
FFME IR A A0t LB REFEET . S8R, FFERD SFR, NFRIEGEEH D,
FRERUNMCEBRE - RRE - PR HERELGEICLDERLA AN D,

4. Ak
A REHEE
WATHEREE R (R BMEFARK. PIREFTELEIX 9 2 B E AR AR . I RE P AR S M0
EEIS T DEMERENTHNS,
B. #ELAE
HAMEERESITHACOVTHAFVIRAThON ., FUIRTIEBREENGNGE S, FEELE
B9 5,

5. %t
PAAR £ TUHESE - AT AhEIREE - SRR E XL EDEHENFTRICEET HEAOND,

O EHOHEICHELEIE
1. BEH
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100 AR
2. RROWE
TR (GE. G- REGEEEEETOEENHIAT HAREMELH D)
3. MEMIEERAE
FREESL (RARAERIEEV, RIS S IZAFYIR)
4. REDOEE
DB (RRNGEETHD)
HY (ARIL(VNRAREDO RV HAMFEREEEOBTHZEELZEOEDOM LICET SR
D kDB X EF R TR
6. EEENLE
ARMERONOVREEE S ELZRAVTEEE2LU LEZRRET S,

AR BHETRERHS AN AR S HATEEL0NRBREOR DHALIFEREROBTNES
ELBHOHOR LIZEIT HHE I
FERESE BAAPALRESRFRMNENHHESE %08 CRER

=R N

LRERIELE FRAFHLESZANY &R BHR §

LURAFIELE BAEERAZREERtUY— Bk -FEFtV Y —R-Z8 B FA
LHRERIELE KFFESKRERRE NEREEME ITHS 8

TERNERMZER]
LFERIELE KFFESKRERRE NEREEME IHRE—R

TERNREREBHCFTFEFR]

LHRERELE KRERKZDER B8R EH &
LHRERIELE KFFESKRERRE NEREEME IHE—R
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MRS (CEUCZXD)

A EEERBLUVHERE

1. FEXZAHIEAZ N

2. RBEERICHSIRER-BREAHDLA S

3 BEEICHSIER -BEEADELNHD,

4 FIRRETTHEE (S A5 T i, AFAHEEREE . FARRAT S M EE . FFERNEE A D ENH D,

B. EIRREFR

1. E{& 1R E CHMNEE OEBIRILEE A5, SIEERELEHKTHD,

2. E§ CT TILAREE RNITHU/NE RAKDEZNR (central dot sign) ZLIXLIFXER® S, MRI. MRCP
Tl central flow void sign T#HD, [EMNERIRE CHREE-BREEHDIENZLY,

C. mEmR
1. HEEFICBIEEIRENALON, ZOEERICIHIREEY CEBEBEZHHENZL, LIZLIEE
ductal plate malformation %,

D. #5712

EEHR(ETES 6] ERMERBIZMEDZHEEICL>THRNT S,
EREREF(IREMRTI SR EFERIZHRNT L (HEAEERBARER S HEFOSREIIX T
BEAARSAMEREEH N VBE VT E XU ERZEAIESI1VI1L58BT ),

IEEHR (ETRES ) REMELHEEE R IZFAEDZHELEICL>TRNT 5,

<BWHE>

A IZEFHERDVTIANDAALN. B 1 BNRENABEIUB EFEET D BRI =2D
ERIEET D, C [IMBETRLEVNFELGNIENBETH D,
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<EEESE>UZE

EEE2ULERRET D,

EIRE HAVRISER Y HER-FTRNEEREDEELLGUVRE

EEE1:AAVRISERY HER-FTRNHYBREES HH. Chic J:éErW,E@JO)ﬂ%lJBEb’T EZWREL

TRLRRE,

B2 HOURKISEERT SR RO
THHM, RN TBNEL (T DEATHE O THBIEE BCLED AR,
B3 AOURITRET HER-FR. HLEELC QOL EFERT HREICEY ERITARASRATL

DIREE, Ef- (X RHICAFRREI L ELREE,

EABREEL. NICLDEREDOHROCNEEETS HIRE

EEESERFUTOEEEHFEERBICIVHET D,

(EEEHIEER]
1. BBi5oiF D IKRE

1+ BB TEEEEFRDHDLD,

HEJE’E%

2.
@ BEERFOEE (B

AR RDERE

PBEERZEHARSA 2013 [ZHET B, )

QEGJJSFFEE

A-1. RB(BEERFEZHESIEEHS)
A-2. MRRE : RERGFTR

B. fBit 50T R

B-1. BENDHRF-(XIEE
B-2. MRRE M EERERE

H#Z ABIRTOMRZRDHILOD
B2 A BOLWTIHZERHILD

b= A-2: BMBRBOREE . MECRPIED LR . hDREZTRET LR
B-2: M;EALP, ¥ -GTP (GGT), ASTEALTO LR
ALP: alkaline phosphatase, ¥ -GTP (GGT): 7 —glutamyltransferase

AST: asparate aminotransferase, ALT: alanine aminotransferase

BHiE |A-1: | RE BT>38°C
A-2: |REFR WBC (X 1,000/ 1) <4, or >10
CRP (mg/dl) =1
B-1: |#HJE T-Bil=2 (mg/dl)
B-2: |FFHEERERE |ALP (V) >1.5X STD
¥ -GTP (IU) >1.5x STD
AST (U) >1.5% STD
ALT (L) >1.5% STD

*STD (standard): ZIEHI D FEEFEDT—4

Q@ BEERFOEEE

1+ REXE—ELULEREL. ZORBRARMNEHRFEN 1 HAARBEDOLD,

2+ BERICKIDEBARMBRARN 1 DAULFEREDLD,
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3+ PEERIZEDBBARMBEAMAHNAULDLD, HAEWFEERIMELZSHLIZEE,

3. FARRIETUESE (FIARMITRE DB EBRDA RS 12 2007 (2SS, )

@ BE- 8- EittHRE

1+ HIREEZROHHNZHMETIIEL,

2+ ZHHIMMEFHIREZEDHEHA ., HIMOBREAGTNED ., 5 H M4 FHIRE - B &#IRE & (XM FIIRETTEERY
JWNRFIIZEDE . Cb A D F2 LLEDID, FERFAMREZRDLHLD, BEFMEHIREDSEELNIZE
35

H 4 ERAREZ DA REICEYIAVFO— LA EREL DD, EFTERIREBDZSLNICET B,

3+ AVMA— L TELGUVERBHMZRH 5,

@ HFRmfE xR

MRS > F I 574 Torv b3 15% L EF = (EEARM T AaDO2 A% 15mmHg LA EM D,

1+. Pa02 MERNSK T 80 mmHg Kifi. 70 mmHg Ll L (SE/ R EREEREAFNE TIE 93-95%)
2+. Pa02 NZEMNR T 70 mmHg i, 50 mmHg LI E(SEFTR 2 REEREEFE T 85-92%)
3+ Pa02 AERNR T 50 mmHg K (SER B REEREFE TIL 84%LUTF)

@ FARRAhE MEE s MEREAEA A5/ 2012 FHETIRICET B)

2 B & % (the European Respiratory Society Pulmonary Hepatic Vascular Disorder Task Force 2004
Consensusu Report)

a. BUEFEREOREICEOLLIFIRETEEZZDHD

b. ZFHEF T I BARE(MPAP) >25mmHg

c. FHFHEIARIEAE(cPCWP) <15mmHg

d. fME#EH (PVR) > 240dyne/sec/cm2

2+ PAARAT =S MEFEZ MR EZ =L mPAP A% 25 mmHg LLE. 35 mmHg X

3+ FARRATS M /EAEZ W B HEZ R T=L. mPAP £Y35 mmHg LI L

@ PFIARIEFUERERE IR
1+ HIER, BE. BlD55— DL LLIUTEHERO LM, BEREELLL,
2+ HIm{ER. fFIE. BEMDS5ERELELETDEDE—DHLLUIEHRERD D,

4. BEET LHRE:

O REREBDNOEAEEEREBORIT)
1+ TRERD 1 BEDEH

2+. TRERD 2 F-I1E 3 BEDEH

3+. TRERD 4 BEDEH
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D REREEROEAEEEREFENRIT)

BE BROER ERDER
f;b FEAE . HBNELFELEBLAL FEAE . HBNELEREBLAL

1 BIc AKX LK T HA. BIEAGTLRIBTE | SRERDTACENA. B BB CTRIEET
an |3 L0, KRN D,

2 |BEEEMANE BUEGEE,
gE  |FIRIESEL,

—EBSEY. H

2 EHEHDIN, FEITEBSED EH DT
DIZEMNRHDHEFLL,

g |[ATRLTLS.

3 FEIRY  ARTTHIE EHDT=OIZA 450,

FCTENRDS, VEMET HE—WITERND
A EmEEEDSBISARYE MBS

4 WTHT2THLDNGELEH,

BLTHRSES

BE  |TETETEGUERLBBLFISOML,

FECTIREAERNEL, LEOBRSENTINDS
AELEFET ETEA DA S,

@ mEEF

1+. B& SD Ra7A%-15SD UTF
2+. R SD Xa7H-2SD LIF
3+ &R SD Ra7A-25SD LIF

5. FFH4RERE E 05 . MK T —2E &
OMm&RT—4%

UMEIR

1+ TRROMEREDOHFEEREN 1 RIIDAEDHLNLLD,
2+ TRROMBIREDHFEREEN 2 RIILULEDHONDELD,
3+ TREERDMRBRBRENDTEEEN 1 RIIULRBHONDLD,

Q%K
1+ TREROBEKXIEHIEZBDHIELN

1o,

2+ TRERDEKRIIBEDHFEDREERHDLD,
3+ TRRDEAKRFIMEDEERELZZDHEHLD,

BRAESEB/BKFTR A MEfE FSBEDORY MEEE R
mEReY LV .
(ng,/d0) 0.3~1.2 2.0 E3.0LTF 3.048
mEFALTI v
(g/d8) 4.2~5.1 3.0 ES LT 3. 0 KW
(BCG 3£)
/N3
B0 13~35 5 BLE 10 R 5 KM
Zuburey N N
B (PT) (%) 70 #8~130 OUETOLTF 40 R
B K — kdH v BEREBKD Y
B E (1) — 1y; 4 1§;: 47 W
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B§ /4

FRERE

m oA =& R

2 £ ¥ I

BEIR — ¥R ) X 5 iR,
BER oy L X125 ORIE,
EHL2RL, KT & DRVIBEE,

HLTRYVIE->THTHET
%60

BN (R, BF7) B,
Y% L Vi#kzx? (confusion)

BRI T2\,

MARBIC D E o B LR,

REEEFEN T2,
RETH
Bl BEBES . MI-ERBDH Y,
I fepei e IIFMTH/THRY)
& EITBIRRIE (WED LU0 T CTHIRL
LENRHKD)
FBALRERR DoV T 55, AD
ERITIIE D BEL ¥ 5,
LEELERBREBEI LI TAEREBE 4 | PIEREDY,
W, RERBEL HE 5, (BEOHmONRZIOND
I SRR (IZEALCIR->TWVWS), Be)
A ERIBCBIER L 5 323, M ADHRICIT | 5 h 30 B B,
PEDRV, FRREXR (HER2H/IT
= o )N
v |om cemoms. e
ARBCEIET B,
ha,
- GREHE

6. FA;FENFIBR: performance status

1+, FRERDAIZEHLTHED

2+, FTRRDVFELFITIZEZETHLD

3+ FERERDAIZHZLTHLD
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R & - e E/S 1t

MERTHSFENCE, BIRERTZ L2, BRI RAKCSD

4 EXDHO

4 BEOERRDY . AEIFMITHREZT S0, #47. BIFHTERT
TEDZHLD PR, BORE, BHRY

¥ BITRXHDEDY DI LITTELN, O LABRLERZLELHY |

BN TERVA, HRDS5 0% ERERLTHSHD

FOEDLYDOHIBREDZ LIXTESZN, LIZLEMBRLET, BF
= D5 0%UALITRELTEY, HATRBA~OHHERISERTIBLE 22
27HD

HOEDYOILHTET, BEMBEZLEE L, KARKEZAVOh,

o ERORERBBERy FELICRONS b0
EREEHIE
BHE BEEET BEEE2 EREES3

fB+S-i % - 1+ ND ND
FERERRE S - 1+ 2+ 3+
BEHIE - 1+ 2+ 3+
A E I 2% - 1+ 2+ 3+
P Ak i 7= L £ iE - ND 2+ 3+
FAARETTERERER | — 1+ 2+ ND
R ISR - 1+ 2+ 3+
REREE - 1+ 2+ 3+
FFigge- kT —32 | — 1+ 2+ 3+
FFHRE - fiE 4K - 1+ 2+ 3+
S REENHIR - 1+ 2+ 3+

EEEHEEEOD THRUVERDENVRERZZEEERELT D,
REASOFEICOVTIR. HNIETEEE 1 UL BEEE2LUENESMIMHD 5 HEDRKEIZELT
RESN, BT LLEASOHOFEFBEEFILALY,

KW K O BEIE L B OISR 1 5 B S

1. R4 ZENC O DERAIEIR, BAFT RSB L T I BB ORER 2WEAICE, W
NOBHOEDZPNTHAE LA (T2 0, HREEHORE 2~ BRERE Th o> T,
FAATREZR B DIZIR D, ),
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. IRWBREATR ISR B EAEE BSOSOV L, YR ERNEEO T CIREMTONL TV D IRETSH
ST, HUT 6 2 H T b EVIREBZ A2 5 2 & &4 5,

L B EROBRED ERLOEREE EE T EL LICEE LR WE TH D0, maRER Z ke 9
D2 EDRMEREDIZONWTIE, EREROXR LT 5,
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HEHRRABMERDI=ODFT VI AE

Hovfz
WAIEHE
=1 O x BHEHICLIIEE (WETIES)
RBRDEBENRASH T o
(MEEHFEDELICONTID2R—SEBE)
HDMERARMNB LIV TUVAEL o
(MEEHBDEHICDNTINI~ER—SSR)
SBAEAENTEIIL TV o
(MEEHBDEHICDONTINER—CBER)
RHOBEBEELELTD o
(MEEHBDEHICONTINT ~8R—UBHE)
BEMARIIZHEVNT—ED AR GE) ITELEZWD o
(MEEHFEDELICDONTIDIR—CBER)
BEMESHEE (XEFNITESTZ30) AEILTNS i 2 4
(RO B> D10~ 11— SSE O |BxREFRTRRZATS.
BEROEH AW -EZRAETEDS X
(THEEHBEDERITONTINIR—CSHR)
BEBOHEII00ARBEDIHEE. RADBEROHE
BEIHE
=1l Omx BHREHICLIEEWELTHE)
CNETIHEERFRAZE S TRESNEBITERERM (0]
ICD10 (£ LKI%11)FEI=Orphanet (A —T7R YR IZEITS
RiEEHIVI—F
B RMRICHEESATLSRRBRDERERD (0]
METHEBEEICET AR
MEREE BHEXERZREFRAERRENT
PHEETRAT HF REE—
[CaR—)VERBES IV 1R— )LEREEERED
PERXIBEBBEAIRSAAER - ERDI=HDIHE ]
i ENHRERFK AN GREERFR 4
NESLVEBEBENRET DA RMOHAR T L —T I HFET o BWMER EEMEE_D FFk Kz
5h IR DOSBIEIZT T DABHARSAAEREREN
DODEE | (FRk22-245 )
RERFEFERR HILFNE KAIN E54
IEXREEEFRFEEHOECHRZNDQOLOM LEE
e AENTRE
MEREE BEEZBRBZEZIN-BREGEEY
A— N BERER
INEIEMBERABICEEIN TS (0]
Eéﬁfﬁﬂﬁ&%ﬁéf:&)(:ﬂéﬁffﬁ\ REBLADBFERENEGE
N\ X
(BLHNIE BELZITRHTILY)
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AF 4 PIARBAZ=E

1. &

o FIRRBAZRAE & (&, FFPIERZE S DTS FIIRDEAEICKYPIIRETTEE IS EDEEHZE LS, 25E
LT, RRERMEFSPIIREAEE LGRS PIREAREES H 5. /NEOFIIRETTEEDSHIFEEIC
KOHEVOPREFEEEL TRVEENEL,

2004 ENEMZEEER(BRELR) OHETEIEIL 340~560 A THS (2005 FLEEFRE). Bkt
(359 1:06 EOOEMEIZB N, EEZEBFOELIL. 20 MERBN—F L, RIZT40~50 HAIHE. 218
MDOE—VZERDH D, EEZEIFOFHERIL 40 RATERTH S,

2. [fRA
RFESFNFIIRBAZEDRE EREFATHSHH. MEMREE., MRRERE. BHIBHELEED
BEESENHEESN TG, BTSN FIIRFAEEZ S REBELTIE, HAERE X, BE. FFEE R
MEFIARETTERE (A S P PR IAR . BREABE &, EXR . BRERAFHEENMON TV,

3. R
EEEICHRLHEMMEEE - BFIRE. ZrRTERIRE. PIIRE STHEE 4 BIRAE. BE/K. FA4ERE. S
&, BEIE, B, FFHEEEELEDEZRETRT, MNRICBLWTIXRRESZSEELLTLSHIMNZL &
Mm%ZHEIZZEINDZENH S,

4. BEE

BHTHMIRETTE DR (BIE - B ARG . IRAE. IBHRETTESE) IS AL T DBREMNFILIZES,
F=ELINLDEERIEFIREZBEY 540 TEHGL, FIRITEEIRE T —EERTT 516, Howd
HIEEICHAMDORIREAFKAEL, BRIV IILARFEEIVEEEIZEV, ELKERLMIRE
D=8, FBEHMZRTEREHMELY  HINE S avIIZE S, 51T, FIRKBERER (BIE m1T
) ZEMRT BT EMNBL A CIKANHIEL. REABEZVELT S,

BEFIREICILTE., HinP OFEFI TIE AT REHRONZ/NIL— R0 RF—TENNR B AES
TUO, LRSS EREFMEEZET S, REHOOEHITIE. BENBRFETRESEICLTHERE
BABRERIEFHFEMNETS BMFMEEELTIEEFMH., FTRIEBRBO YN FEHZEET S,
NRZEREEREDOHFRAFMELTIIREM B LU TR E - B LA MITER T (Hassab FHii) &EET
%,

BEREICH LTI, TTRERMESERL CTFE T AEMMERIEDNIGE .. BEFHINELFEK
DARBEEITI ML BFRIREDEZES . Kl OFEF TIEA RERONINIIL—2F0 R F—TiEMNA
RERAERETV. LINRECHSIMERNEGELCREEFMEERT S, —FHLEONFEON-FEHI T
RERER. REREMEE. NIL—UBAETETHEHIREZE R (balloon-occluded retrograde
transvenous obliteration: B-RTO) , Hassab FfiZZ&ZET 5,
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5.

FERRE . BRASRETTEICLTIE, ERRICEH T HER (BRFE. BE)AELVEE BLUVBENREES
ZbNbEEOMEKE D (/MR 5x10* LT, BBk 3,000 LI, FRMMER 300 x 10* LLFOLVF A
IBH) CHIMERGE DEFHEL HY . RERGARIEE LU VES TIXER S MR EIARZE 2 fiT(partial splenic
embolization: PSE)ZL\LRE#MTEEET S,

Fi&

2005 FELEEZFRAEICMMLI ARG FTRICET 28 (£ 103 HI) TIE. 10 FRABEHFERIL
933%LRIFTHS, REBFHIEICHITHHEMIAVO—ILAFETHY . BEFHIREICEAL TITAR
FABRAEISEIRSNTEY. 5 FRBEREET 421%THoT-=,

O EHOHEICHELEIE

1.

BEY
340~560 A

. RRDHEE

FRMEMRER. IREEEE. FHISETREOESNEEINTND)
RWEBRTE

REEL (BE - BRI G EFIRETTEE ST D8 RAEMR)

RHYPDHEE

WE (IRARMEBFEALLY)

HY (ARUMNMERL . ZEDBEKBLI-ZBH DI ARS512)

EEENE

PMRIMERDEFEESFEEAVTEERE U EENRET D,

O fAEHT

HAMARBBRMRER [HAEO-BekEICEIT SHREMNRIL

MRARE TRAFEFHARFHEE IEHE =EI —
RSHRYE FROTEFEIER-IHRER AMKZREREZHAREGEREFEELERR

EF #HE BN W
AR EREAREENNRAREOF VS AT REBEREORITHEASLEEDE DM LI
ERAY A

HRARE RIAEXRFXZFREFRVRE DEABZFIFHR (CEER
BANRHZER, BRNRREHCRHEFS
LRERFIELE BUIRBERMRA LV S— FEANER IS

-BAFIRETEEFS

LFRERIELE REEMKXFHLESHZAR B GhER

-BAFRZES

LRARELE TRAZEFHBARFZEE HIR HBHb &
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<BMEE>
FFo\ FIARBAZEIE DR T B 2

W N = >

o)

- EEEIR-BRERE

. BEEHMIREHIMC k5T,

- FREE. R R AR BRI, BRAE B EELIELIER DS,

NRREEDSZEE, MREEFHVMERRMEZE-IEAHY . NFRIEEADENH D,

REMRR

1. —RBREMR

C.

1) MERE: —DULOMBEESDBLERT .
2) HRERE BERBICEEFEHIIENSLY,
3) RREREE: LIELIELEVEILEDFRIEEZR D5, FIIRETTEE S BREC+ 215k, BERE.
TEUHIEBEGE WD SEFTER#IREERDEENH D,
ERRER R
1)#BE K. CT. MRI, [EEERE
(a) FFFIEREE OHT-AFSFIRRA FAZE L EBAZ K AT 4 RIE MITER D FELZZED D
(b) BBDOEXEZRDD
(c) HFiEREIFEE THBOEMRIEBILLGNIENBLY,
(d) &% CT T, HFMEHDOEZETEFEIRETHEEDOREEZIEMEROHLIENH S,
2) t R R B ARE 22 P ARAE
HJF%FEJHJTWJEEJ&%; 1%, FFFIERIZEH T AR HEAIBIMITRR O FKENZHAT, LW 5 EBHRIKME
BE"ERD

: TE#&EFEE

1) RO PRRFTR  FFFIERICPIRA B ORAELBHRKELZRO S FREIFLTEETHS,
2) PO R AFO/NEREXFIFERCRESN. FRPIRKIIFFL TS, FIREIC X8 E
DRIEMZE ., BEOREILZZDEELN DS FFHEEDARTR T,

iy

ANE SRR EL TR SN FRAICIYREARLGDIENL—RIREFTR . BEREMRE. RERE
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EITHEFREEIFRNAE TS HE Progressive familial intrahepatic cholestasis (PFIC)

1. M=

ETEREMEFRRE T S2 % IE(Progressive familial intrahepatic cholestasis; PFIC)[&. B &AL 4E
ERRELLZEREDIFRNEASOHETHY . SR BRE) (CRET D, FEOREIE. 5
RHGEERFEET. INTEREKSHEREXSHY. PFIC 1 B PFIC 2 #, PFIC 3 B 3 mRIZH
FSN TS, PFIC BED 65-85%(XE% 3w AFETITRIEL. £% 34 A CTRERMNBEEILT S, BFE
RIBH T, AN THYEREEE#E1-59, PFICT &, PFIC2 £/ L3, 70-80% M RIEMRIZEBEERDH.
ERLTHRREZTZEZMS, FOKHELTRRICEAS . RRMICITEEEHEE, BAS-F XL THY . IF
BE. FFRLICKBELEIZED, PFICT B PFIC2 B EE B S ES M OIFEE. FFE. FF2IC
KBRTAEHEITT B, ZDHEITIEPFIC2 R DA PFICT B EYHLEL, PFIC3 B (FELIRHISEE M &
BETHRETDLOMNSIFIRPICEAELRE TRET HHFETHRLTH D, &I, MBRETIEEEE)IL
Ev . BIETEEH KU AST/ALT OBRIEZET S, v GTP EIF LR LAEVER MR 5> % iE O R RiE
BFD—DELT BASH I avBRDFD—2 TIP2 BIEFOHREEALTEMINRES L. OMIM
[Z PFIC4 B ELTEEFINT=,

2. &R
PFIC1 &!: H{E:&15F ATP8B1 IE 18921 IZHIEL . FIC1 EBZI—KT 5, FICI EHDEEICKY.
fa. NFHRICE VD TRRABRBICHADNDIZAZBARFXRORERIMET TS, FFTOFXROETIL.
fBT BN D2 RAIR—A2—BSEP MOHRIME TE5ISEIL. B BELITS,
PFIC2 & : F{EiE{EF ABCB11 & 2924 IZfIEL . BSEP EH%3—K9 %, BSEP EA (XM D EHAE
EEICRBELTHY. BA~O—RIEABEQ—ILE. 7 /TAFLI—ILEE. VLY TAFII—ILER)
DBDT=ODEELNSVRR—E—THD, TD1=6.BSEPEANDEETIL. AN SEERNICHET
BAZ M TELGLGY  BEABAEEL. EMaMRF XZ5IERIL. Bit50FaE -7, MmN oBE
RNICREEEE 57 b TELLEY B BEAETEL . EMEMIFRZ5IEEIL. BA50%EE:T,
PFIC3 %! : H{EEI5F ABCB4 (% 7921 [ZHIEL . MDR3 EH%2—K9 %, MDR3 ZEADEEIZLY. Bt
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REMEOEEEE-FEEILNTINS,

3. fEIK

PFICT BL FLREINCEBEMEBRELTHRIEL. RREE, FRE2~EHETT 5, F-AFIRE. FHG
RERBEET S, 0, EEE. HFEMIER (stubby fingers)Z 23 5, FICT (XEFIED IFH . BE. /NG
PR R4 A M. BB, B TERBELTWVSO. BASoMMERESLELIC. FFMERELTTHA
DR BEAE-TILLH5, MIRNIEREETIRELOFENMON, BEREMHEFRNETS
SSE (benign recurrent intrahepatic cholestasis; BRIC) 1 B{EMEEN TR A, BIZFLEELEEDEE
EOHBEIFESN TR,
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307



TRET HPIFETHRLTHD.
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FHEMTHOEETETORRIZERAING, £z UI7VELVE—BRNIZEHTHAIENZL,
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2+ BIER. BMOS5ABRELELT 2EDE—DHLULEHRZRDH .
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0 FEAE. HEIWNEEEAERELEL FEAE. BEIWNEEEAZERELEL
L
1 BFICLARLRXTHM HFITEMNKTEE | RERDOTMNITEVD FICEFEL TR
B | BTES FETHHEL, K<EEN D,
2 FRICIEFANE | BBGEE, —ERSFE | 2V . EAEHIN. BTEREFEDL E
BRE Y. HFEYRIZESEL HDT=HICENEDH D LI,
3 FECIEY AR THIES BHD=OITAF | FEKTENEDH D, VERETHE—INIE
PEE | (SL.ATRLTLS, R0, |BEHDIBICERYLASIELS
4 WTE2THLVLNEGWNER, BTHIE | ECTIREAERNLGL, Leob 5L
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6. AFHREREE OFHE: MET —2EXVER
@R T—%
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BEIEEH BRKR HAEE FEECDEE =SERE
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m/NRE(E/ 1 L) 13~35 5LLE 10 R 5 R
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FERMEBBENREL (£, REEEZEOHFNBEENRBECIRT 2EREOEREE T, E- B
EERBERZEHTHEDENS, IFZL. FRBEEDILEREZFSHELH S,

BEEZECHNEES K UHFREELNRBMEICIERL. 26lICE - BEAREE24HT5F
Hla®, lcBE IV-ARDOEXRMEBENRIEZ . KBOLEXRMERBELIRIE & E&H L=, F7=. Carol i
5. Choledochocele, FANEMD Ia &, I¢c &, IV-A ZLIS T - BESRET DL UVBEIRIRE.
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RIZKY BEAICRA LEZEBRIIEATOI D TOXRF—FITLYESHEL, BELEOESE.
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MBNEBENTHD,

3. fEIK
AARE-IBESREEMESD 1990 F£H51999 FETD 10 FHICEEEKI THONT1,627 D
BRECHEWT, FAERIE/NRERMEEEILRETIE 86.1%(CHLN, EHEDIE. fEE (81.8%) . 1B
SRR (65.5%) . BYH (43.6%) . FEE(29.0%) . TH 5,

4. BEE
EROBEICHHIDLT, BHSANIETFMAEERSVET, HEREE VIR +FEZBRYEH (Wb
W5 N FRFM) DBEISELED,
F1- IREEVIRMTEOBE X - FABRICHLTEREERS CEERLF—2, FIBEEORE.
BEBRICOVTIIREERZSEANMRSAVITH IR (MBEERE EREE. SMBRETER

BV BHEERIZOVWTIIEREEBEDEEERZEAANRSAUIZEo=#GEMNARN THN
%,
5. %t

INR (#9 28~32%) (A (£ 9%) [CHERBMEEXROMETIEHA SN EARESNTEY . REER
ELT, HBEDHLE. BE QIR BESEEDERLTETEE. protein plug BENBEZLN TV,
F BERMIC—BHEDOLEDO P, BETEREDLONZEVEEDEEIAH D, FI2HA 241%, /MNE
9.0%DAEBICREEFRE AN RHOND, REMEELGDHBERES FHEEIL. A LR MEREILIRAE 21.6%.
LIEEICEET, BEDEEIXEXMEEENLRE CILBERE 623%., BEE 321% TH D, 2 RFMA
BITESNGZ NI, EEICHO->THREEORENMBO TERETH D, MNRAIICHITHBEREHHL 8
Bl (REERE 7 4. BBERE 1 f)FHESh TS,

BRASRZEH-RABRBELVSE A O, HGREEURFMABITINHEESICEVTLEE XS
BYRLT=Y ., FRERZRRT 261H 27~107%ZEWTRLN., COLSIEHFIZH O TITETRLE=-RF
HUBRIZIA  BBEREMOHUIR. HAHNEHBIBEBFDEENMBELLS, FREROERH LT
FEE RFDEFENVEFMHER 10 FREE-REMENTTRETHIEAS L, FAKEF 3:1~4:1
THRHIZZWVEREDTO ., iR HEZZEICIBERZDEHELERTEN DI,

F-. MREEVIRFMEZICE OV TELEERE 0.7~54%HLTELTLVS,

SHI, EERAELLT, AXRE-BESREEMRETIE, 1990 EALEHEHETOTEY. REE
TIZ#9 2,800 FIZZEERL TS, D DAEHIZ 2012 1< 988 I TEIAEZ 1T o1-Fr. HHRAEEEIRT
fiT&I1=%,, BBF (35 45I) . AFREE (14 51) . BBE 2% (54 f5) . BEH (10 451) B (18 ) B LIBEREEL T
BY.  FEE2LLEQFEFIA 131 6] (133 WFEL. MRICBEVTCHLRBENMDELEEZOND,
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O EHOHEICHELEIE

1.

BEH

#39 3000 A

RROHEE

TEA (- IRESREROREMF EMASN TGN, BA4E 4 BEFTICSEIS 2 EOBAIKEREE
MoMRSNDEREORERE LT HHMNEH)

RMIEE A A

RS (FRRAEE VIR FMAMZERB THAIN . TOERDENAPLHRNER IS T EFHESUITE
BRAVRHFEIL)

REOESE

DE (IBHEROBEHAR, IREEVRFHZORSACEE X -FRER. BR. BRIIFT
BFHELUITABRNIBE)

HY(E-REAREELEIARSAOEIVAEE 295):1-4, 2015 [Z15F,)
BEEENE

HY (EEESEERAVTEER2ULEZEEHRONRET D)

DNRHISSED % DI AR IFEREROBTHEQSLBROBOR LRT SHEI)
FEREE RAAFELRHRHNENRENT #08 CRER

—EHEEA BANREE BE BOEES

—pHEEA BANEAREH BEE HAE

—WHERA BRELERYE BE BN —
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LUTDERICHEL, BEEEICHTEITHLDERED KX IEBBEHLIRIE LZMT B,

E &
ERMEEMRES (L. REEZETHNAEENRBEICHR T SIEREOMAEET. B-HEARE
BEAHIDLDZENS, =L FRBEDIREHSHILH S,

Ak
FREMRREE-IRERRERICKY., BT EEROREET CHEER. BERETER. BERVEICHKRAR
BRAEZESIERIT,

DEEE
SERMDETLRIAE DML, BEMRLE-BESREROMENEGRE(EHEFEMIGIASNEHE
[THEhB, 120, A, BREIZLIEEREICERT %X, Z RMZIEEIRRIXBRN T 5,
1. FEEHRDZE
REEILARIE. BBEE. ILREAL. IR ERDRHEESEICEMT 5,
1)EEE

ABERIL. BERKRE. MRCP, CT(MD-CT ) MPR &4E)EDEEIZEDMMSHEIMEEIZLS T,
HRREEDRLILRL-EEZORNEZRIET S,

PRERIE. ERHICEVEILTIOT. R1DEHIBEERD LREEZSEIZT S,
2) Y ERER AL

FEEILRIE. MIBEZELLDET S, F-. RIBEEZ SO EEOIRERFICHFREE M HGRL T
L5613, SERMERBBHLARAEIZE 55,
3) YLk .

HRaRM AR BIAELAE (HifE) B D221 Foh b,

FEOERMEENERELX. FARMEE1)D 2, Ic B IV-ARTRIRESN., UTOKLSGEEDR
EBHREESEITT S,

(DHEERLI=#2REE O+ 18R AII /N H# 5N 5,

(DHRNEENS ZESREZBA THBAICR SMEE(F, EEE S RBOEREA

BRIBMHICHRIRLTLNS,

QR HNIEE A RBMEITHEEL TLSIEE (T, PRI IR ELA SN D,

(HIFANREE DHLRERE TN LY EFROPBELIIERLGZORENH D,
2. E-BEEAREEDD
E-EEESREEDODEIE. EXMBBENREDZEICHDATHY., E-BESTHREE DAL 2013 1
EWLTZHT 5,
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E-EEARBERLL. BEHEMNICEELEEN T ZHEBRENATERTIAREOREETHS. -8
ECREBDOZWICIEL. B, TIIBEEHNREICI>T. BELEENERICROVABEEXL>TERT
RIBIEFLIIEELBEN+ ZBHEENTERTILERDBITILELNHD, EIR
EES (ERCP, R RAZATAEEE S | TR AEEER L) O, EUS F1=[E MD-CT O MPR {73
= EERBEBOREAZBCRELTEYA N MBI LGS,

N
=3
i
Jak
oF
&
A
m O

WICIE, EiA
EERAWS, F-. &T7IF—EIETIE, -8

5%
ROEIGARIF. ERMEBBHGREDFEEZROE DD TEWMDSE LTS,
(1) HERBEERRECLIHTEOERMERE
2) HERFOEEEBLORARIERE
(3) MNEHAMGIRYIRT REREHAE
4) MNROBEREFROST7IS—E M- RIE
(5) NEDRBEZFFLICK SRR ERERR %

<& Rz >

BRI AREEBIEL, BRMEDREEYLIR. Caroli #&. Choledochocele, FADFEMD I a, Ic, IV-ALSNDE,
BOURICIEENGREHHEVE-IBEERREE TH D, FLEMRE, KEERA. EEFITHIBRXMDEE
PRERTIX. BB OBBREEFICHEIEAIOFEEREL. TNITLHEBELRE LR MR BETRRAE L5 EIL=ERER
ERZETHIENH LN, BRMUEDBENRIIE-BESRERZFEDLGV O, EOFEDEEERERT
BHEICKYERITIRETH S, Caroli FHITFNBE D LR IEHREFHEL . FHMEE DHLRCE-BESRE
EZ DALY, Choledochocele [+ —1EMaZLEERREEICHIRL . BEHRCE-BESRERZHEDLLRILE
KYERITRTRETH D, F=. REHIREFDOLEVE-BESRERLOEANCIIREERDOREEE(R1)ESE
295,
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®1. BEWROFHASEE

Fin E#(E LRRfE Lok DEDK

0% 1.5mm 3.0mm 3.1 mm L
15% 1.7mm 3.2mm 33mmLlE
2% 1.9mm 3.3mm 34 mmLlE
3% 2.1mm 3.5mm 3.6 mm L E
4 % 2.3mm 3.7mm 38 mm L
5 % 2.4mm 3.9mm 40 mm L E
6 &% 2.5mm 4.0mm 41 mm KL E
1% 2.7mm 4.2mm 43 mm L E
8 % 2.9mm 4.3mm 44 mm L E
9 &% 3.1mm 4.4mm 45 mm KL E
10 &% 3.2mm 4.5mm 4.6 mm KL E
11 5% 3.3mm 4.6mm 4.7 mm Ll E
12 % 3.4mm 4.7mm 48 mm Ll E
13 %% 3.5mm 4.8mm 4.9 mm L E
14 % 3.6mm 4.9mm 50 mm KL E
15 % 3.7mm 5.0mm 51 mm L E
16 % 3.7mm 5.1mm 52 mm L E
17 % 3.7mm 5.2mm 53 mm Lt
18 % 3.8mm 5.3mm 54 mm KL E
19 % 3.8mm 5.4mm 55 mm L E
20 ®AX 3.9mm 5.9mm 6.0 mm LI E
30 FHfL 3.9mm 6.3mm 6.4 mm Ll E
40 ®A 4.3mm 6.7mm 6.8 mm LI E
50 %X 4.6mm 7.2mm 7.3 mm Ll E
60 L 4.9mm 7.7mm 78 mm L E
70 AR LLE 5.3mm 8.5mm 8.6 mm LI E

(BE&RE 35:943-945, 2014 KY3|F)

<EWOHhTIN—>

ERMEEMREDSHIE. BEMREE-BESREEOMENFEE/LEEE LTS L.
Ha. BLEICKLSBEERAEICERY 2%&XME. ZRMGIEEIREIIRNT 5,
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<EEESE>
EEE2ULZREHROMRET S, BH. RA. REEYRFN (AT, FHF) £RTLMHR
BEERRET D,

L8ERE - FHFECIYEREBEELRREISERY HER - TENGCRY ., HEGERELEELL
¢ LVREE

2.EEE 1 FMEQBRERITA, ARMEEENREISERT SEK - TEAHYELLHERED
BELTDHIDD. ChIZLLERFHOFBRONELZLEE LGVVKE

SEEE 2 : FMFDBRERITA, ARMEEEHREISERT SERK - TRICK 2 HEFBOHIR
PNEZLEETHIREDES, EL1FRT1RDOARGEZVELELT HINE

4 EEE S : FMFOBRER A, AREBEEIGKHECERY SR - TRICK 2 KFEOHIR
PRNEEZVLELTHIREDNLO, ER 1 FERT2RULOABRGRELE LT HIRE. TlE, &6
fERA R A TS IKEE

<EEEHEHEB>
1. P REREE OO 5T
1) M&T—4%
1+ : M ALT, AST. v-GTPED S5 2B LA ET 100 B LLEMN
RHOondL O
2) Child-Pugh a7
24+:79m
3+ 10 "Lk

Child-Pugh a7

Foof 2 b 1.4, 24 34
HE
¥t iy BEE b & I S
AE iy g HEE
MFE VA E B mgidl) | 2.0 & 2.0~3.0 3.0
MFE7ALT I @Al | 368 2.8~3.6 2.8 Fi
o b MR | ToE 40~T0 40

2. [BEEZ
% BIEEEK - BEXDRAA FS (2 201312875

1+ BER1FURICEEREZRELEA. ARBREIBETEZVDIO
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2+  BEVFLURICEEXZ1EREL. AREBRELELLELD
3+ BE1VFLURNICEEXLZ2EUEREEL., ARRBRELELLZLO,
H5VEEEBMEZEH# LI5S

BT RO ESE
A EEDREFRR
A-1. R CEEHREZEFHSILLHD)
A-2. MERE RERIGFTR
B. fBi+ 50 AT R
B-1. EEOHRF/-(LIEE
B-2. MiARIRE ATHAERERY

WZ ABITRTOMRZERDDIELD
£t A.BOLWITIMEZEHDED
E A-2: HMIRBO R . MECRPIED EF  bD RIEZRET SR
B-2: M;EALP, ¥ —GTP (GGT), ASTEALTO LR
ALP: alkaline phosphatase, ¥ =GTP (GGT): 7 —glutamyltransferase
AST: asparate aminotransferase, ALT: alanine aminotransferase
BiE |A-1: | R BT>38°C
A-2: | REFMR WBC (X 1,000/ ¢ 1) <4, or >10
CRP (mg/dl) =1
B-1: |&|JE T-Bil=2 (mg/dl)
B-2: |AFHEERERE |ALP (U) >1.5 X STD
¥ -GTP (U) >1.5xS8STD
AST (1U) >1.5x8TD
ALT (IU) >1.5x8TD

*STD (standard): &FEHIDFEFDT—45

3. 2R
EE  [EREXHRKRSHEE (2008 F£,ET) 2L D
BEEE
1+ BE1FELURICEMERZRE LA, ARBREIBETLEVHOD
2+  BEIVFLURNICAMEXZ 1RREL. ABRGRELELLEZDLO
3+ BET1TFLURICAMEXZ2EUEREL. ARGBRELEELELEDID,
HEHIWVIEERMERESHLZBE

AR DR
) LIERICRMERREEERNH S,
2)fush, FIERPICEEROLELH S,
NBEM. CT F=IEMRI TEICAMERICTHESEEMENH D,

LtEE SIHEBH 2EHAULEZER-L., MOBRRESSIUVEMBEEZRNAL-LDERMEEXEDHT S,
L, BHERXOSMREISMERICESH S, BBRRIEREEOGVIDO E7I5—H. UN
—tEHE) ERETDHEMNEFELLY,

(BEF@E : BattEAREICET 2RAEMEI 2008 F£LY)

4. BRFLIIFNER
T BHERE BEK. (T. RI L) ICTLYERSIN-LD
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BEE
1+ BRRETHEEFEIFREEZRO LS. TICERT SERDLZENHD
2+ EEBRETCEEE-REFRGEREZED. TLISERY SEROH, X145
LRIZ1EDARRERELEELEZDD
3+ ERRETEAEFEFABEZED. TNISERT HERDEH, BE1EF
LRIC2EUEDABARZVEE L-LD. HAVFEESMERFEE
EMMEZEHT DHHD

5. B{RFEENHIBRE Performance status

Grade | Performance Status

0 BERKTHRFHHNTE, HIREZSFLI 4K, RFAINERAFITSDIFERD.

1 BEOERLHY, AKRFBIEIHREZZT LA, H17, BHFEBCEXETES, HAFEVR
® BBLLE

2 HITOHEDOEYDZEEXTESD, BIZOLMPNVWEIELHSH. EFBIEITERLN, A
PO S0%LLEFERLTLNS.

3 BOEYIZHIEBEDZ LIETESH, LIELIEMBIAWLY, BFED 509U LFFMELTLS.

4 BORYDIELELTES, BITHMANY, REABRKELEELTWS.

BEEE

1+ :PS 1

2+ :PS 2 or PS 3
34+ :PS 4

EEEHTE (EEEHEEEOPTRLVEROENVERZZAEEELT D, )

HF EEE BiRE EEE 1 K2 SEE 3
FrigaerEs - 1+ 2+ 3+
FERERR Y - 1+ 2+ 3+
SRR - 1+ 2+ 3+
ERF - IEFRER - 1+ 2+ 3+
SR ES IR - 1+ 2+ 3+

X PR R UBEE S EOESCH 3 BEEE

1.

TR ZWTCRVVSERPRIEIR IREPT RE(CRIL T, 2R F(ISEROMENRVSE(CE. WITNOEHEA
DENZARANTEZELZ AR (2L, HERR O E% RS ERARIEIAE THho T, SR RERBDICIR

3) .

. AERIBRICBIIZEAEE DROVTE BUIREFHEED T TEEMTON TOIIRET, BT 14
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TEROBVARZERNHIRIISIEET B,
3. B&AEROEEN LEEOEERE DFEEFT—EMU LCEHELRVETHIN ., SRERERZM]ETT 22Ny
BREOVTI EERBIHROIIRET S,
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EE#HRRIAERMEBD=-ODF VI RN EEER)KR—IX)

WARE
HiE O x ERRHCLIEE (BETHE)

FBDMIEL BN T o SMAD43BIRF EBMPRIAEIGF LD @A RIREN T
(MEEHRDEHITONTIN2R—TBR) WaHH REIFFATHS.
DA R A BTSN TLVRLY o
(MEEHFEDEHITDONTINI~ER—USH)
A ks sm) O [RADEHOAELAE HLBEOHTHS,
At AN, O |[HEIThIY. MHLTBBEIARY—THRLET 5.
f S S O  |BEMEFBEAEHTHIRNEERBNS.
BHEMTBEELE (RTENIZET D) HHEIL TS o ke i P LT S S
(HEEHRO BN TI010~1 1<~ B O |FHERBECBREREER
BEROHFCAVEZREFOH L
(MEEHRDEHITONTINIR—UBH)

3 FT s oy ie 3 s HABLRRERTEI T 7O DIFB0NIREL
BEHOHEDI0ARBEDHE . KADBEROHEE EEEND
SEEHA

21 Onhvx EBRHICLIEE (LETHE)
NETIHEEHRRAZRSTRIESURR X TFERRRN O FRE2TEEICHRII L YR
ICD10(HLLIF11) Ef=Orphanet (X —T7H k) 2815 D126
REBBLVI—F
BEICHEEH#RIHERESN TODRROERERL x
%*;iiisotlﬁiﬁ.‘f%%’ﬂﬁéﬂ%t?’éﬁﬁ%"ﬂﬂibﬁﬁ%’%’?‘)I/—jlatﬁﬂ(:ﬁ-ﬁé' o BARBLRFRFARBEFARRHLERIR - AR
N =

INREBHRERRICIEESNTO S x
ERABMKEZ T E-OITREARLN RSN OFHRERENEF PR L Definite| DG &L TSMADIF1=ILBMPRIA
nah ©] DFRNERERDDIDENHHH. ChoDBEIEFR
(BLHNE RELESREHETILY BFRRIRESN TG,
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DG T—F T —IEIRE

1. BE
HELFETIEEVILEY 80%MBNESJ OEVICHRET 5, EVILE U IFER KA EL, FFHIRaD/MNEAKIZH
BEYJLEY UDP-7 )Ly OERERFEEESR (UGTIA) IZ&->TH LAV &SN TKB M &> T
RashcHEf SRR &5,
VT 5—FOv—EEETIE UGTIAT OEMREBFLFETICKIYT LIOVEIEEINT . BithH
SRt SN Ao REER GHAaER) EVIILEUAMP(ZIENT 5,

2. [R&A
EVILEY UDP-4 Vo0 BREnis R (UGTIAT) DREEIZ LD, V)T 5— Fov—ElREE 1 Bi%E)-
TEREE.UGTIAI DEZRFMETLIIREBLTNS, 2 BIIRERRELEE2ET S,

3. fEIK
FERBLYBRG T IMBEESEYILECNETH D 1 BIEEBABLLMBEVILEVEN
30-50mg/dl 1Z:EL. HTERBLUBEREER(EYILEVNE)EE-3 . 7TTh—ERORMEREEE-L
BEABTHNIIRTT 5, BEHO 2RI HERHOTE)ILEY MIEF HREELLE TRELEIE
—RRIABEEILL,

1) BEE
18
1) EBDHBEEEEEICO->TIT5. BB EETHEHIVLETHS,
2) BERHICLDEABEEDNENEL L=, RBEEES-TRIZIFBIEEZIT,
2 By
1) FERPOSEVILEY MIEFRIFEELGE THREL-RIT—RITEEEZEILL,
2) Zx/NILERA— )LD EHEMRAR.

5. %t
1 BIABREZLAVWEZTE(EVYILEVIKE) ICKYRRTET 5, FBIEEZTH5EIZKYRLIT 20, i
HERIRENFIFICKDABEEET D, 2 HIEENFHRITZ2E0OD . ABREEILNEAZ LA, T
JNILES— L DEGHAREEST 26055,

O EHOHEIVLELEHE
1. BEH
ESE SEPN
2 8100 AL
2. RROWE
REA(EYIEY UDP-FI)Lo0O  BRErFfESR UGTIA1 DEEIZLIN., ALEGFEETHERRAN
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BRY, REOMFEIXEBAIN TLVEN)
3. MRMITEERE
KREEL (BHOABEES SUHBBITAREALLTHEET AN RAMGLOTIIALY)
4. REIOEE
DHE (REFONRHEBEELEDRIABFOEREZZED . FBIEETo-ELTH, REMFIFIIZ
KHBBLUEHRNEEREET D)
HY (BRNEREHCBIFEFZRTHERLI-2ZHESHHY)
6. EEENE
18 AD BAEXRRHEEZROEEENBOEEFERNRET S,

TERNMNERMZER]

KEKE (RS BIRBERMEEVS— (KB EER (KR4) A+EE
H4E EIABERMELVI—HRE2RE (R Mk (K4 ZEB &
TBAERAHHEEFR]

REE (kHK4) RREBEEREHNKE (RE) Zix (K4) HFHEESE
FERNREREBHCFTFEFR]

REEH (ERSA) KREMKE (KB &R (KR EH &

B4 (kaxs) ZEERXFDMER (BB R (K4 LERE
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<EEEE>
Definite. Probable Zx{& &9 5,

VT S—F O —ERBRDODHESE

A EZEEK
1. FERPASIVBEITIEEDEENHD,
2. FEROKEE(EVIEVRIE) &S, HERRIET. ERIEM. %5 KRR, ZBRKR. #&R187% Moro
K&t BELIERS, (TOAALGEERD S, BT NWIEHERTE. 77—, BREEHELE

NEROT LY,
BH#EMR
1. 18 EAETIEREREYILE DI 20-50 (mg/d) EEEZETRT .
2 B ESAETIEBEREYILE UL 6-20(mg/d) EPEENDSEETT .

2. 187z /N\N)LEA—)LATRRBRTEEMNERBLEL,
28D /NIVEA—ILEBREBTEENERT D,
3. HHEREIEEN. SEOEELTHYELNTHD,

C 8 Al B2 b
BIRERT 2. AFAEZ , 51

D EEFHMRE
EVILE> UDP-J LY O BRERTEEE R (UGTIAN BIEFNEE

<EZHOhTIN—>

Definite:

ADSB 1, EiFEf-L. 225 1=9 A 2.0 FTREME A H DL D
+BDS35 1.& 2031 B 2 BOFRRERL. &Y
+COFEAT NSHEBZERINTED
+DTEEMNFEZESNTI=ELD

Probable:

ADSB 1, EiFEf-L. 225 1=9 A 2.0 FTREME A H DL D
+BDS35 1.& 2031 B 2 BOFRRERL. &Y
+COERT ~EHREBERNTED
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<EEESE>
VT 5—FOr—ERRBEICONT. 1 BAD, EEF (UTORZAVTRRA) ZHEERBDOARET B,
EXMERBEEEOEEETM(AELERKAHBREZES

RE
I EWLEEQBERR(UTORMLWTAM DOEERTD )
a JAEETELLGL 0
b SHEBEDOIZALHIDEMEREBEEZRELTLDS 1
c RERENGEMEENDPETELE 2
d AUFEEHFICEREERE, MRS EEVEETS 4
il BEXRBAEOKAUTOHISVThANM DEERTS )
a BEFIBRGEHIZHELGL 0
b BENEBEHREHIVEI—HNLEBEFHRILDETHS 1
c HHRIIIIVERBGLTERTILEOFEEOBREREINDETHD 2
d HSHRIVIEZHRBELTERTILEDEERENLGEROBELD (RS BEEED 4
BENDLETHD
e RBREXBNVLETHS 4
I ERECEEEEL-RE(ESZET) DR (UTORMSLThh12%#R
EE),
a HIZEREZRHLEL 0
b BEOCEFBEABRELTLSD (BRELTEEEEEMD 1.55D Di&RfR) 1
c HBEEULOEREEHN #HELTLS (BRELT1.55D M 2.0SD DiEAR) 2
d BEOEBEAFRELTLS (B&ELT 208D LLED&RR) 3
v REOHRMESREER. MREER. HFHETICOVWTOFMEULTOHRNLLNT
A1 0%RIRT D)
a EREEZEOHLEL 0
b BEMEELRENHS (BRELT.IQI0KEPHBMELEFRW-EISITNA 1
RELIREDEE)
c HREEOEEZEDHD (BRELT.IQ0 KFOHISITNFARLEEDESE) 2
d SEOEETZERHS (BXRELT.IQ35 KHOEFELEYDIKE) 4
\' REDRBHFEZICET M (U TOFHLLLThDEERT D)
a P, B, OIS ICHBEREE L0 0
b . B, DEGEICBRERERENDHD 1
(BRELT. ENTNDRBBERICIIBREREEZRHDHLD)
c HiE. BE. DEGEIChEERERENDHD 2
(BRELT. ZNTNDIRBREREICLDIEKRERODLD)
d FFig. B, DEGEICEERERENHD. HOVIBEERNLETHD 4

(BRELT. ENENDRBHZDEETEZEDHHID)
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1.

EFOEL-FREEDRR (UTFOHRMLNTINDERRT D)

B L= EA TR

A HONBABE
A¥EEDSTAPHLE
£ FERDSDE

R AT

I MIETORFHHER VR E REDLELITRREFTMERET 5.
(MAFEDEEMN1DOTEHDEE
(2)2EULEDOEELHY. hoMMmLzREaENn 6 AL LDZE
(B)MALF-FREM 3-6 ADIZE
()AL= REN 0-2 ADIZE

FE

ZMEREBICDODWTIZIHARSAVESELTHIE
REFEMNTEYARIHARSAVIZERLE-LDET S
RERENLGRBEREBABRIIAANRSAUIZERLI-LDET S

XL FEUE N OVELE E Sy B OIS IS B 1 % B B R
(WD BRRIER . AT RFICE LT, B LICRBEOHEN WG EIZIE, W
NOFRFHO S DZHNTHE LI R (272 L, SRR ORE 2 R~ ARERE TH - T, i
MT%E%@ IR D.)
- AREREBIRRR IS T D EIEE D BIC OV TR, HEYIREZNFEHO T TRIEMTHOIL TV 5IREE
>7C, I_L675>HF’3TW%>EU\«H< %[:Efﬁﬁ VHIET 5 Z & &5,

LB, ERORBREN OB DS C B EIZEYE L WETH DM,

e

HZENRNEEDIZHONTIE, EEERORSEET 5,
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HEEHBRABEMERDE=HDFVI XL

GG F—F O —EIRE
WREE

=

O x

BHREHCLSEE (BELER)

RIFOWBL LA THLY
(MEEHBDERITONTID2R—USH)

LD ERERAB IS TLVELY
(MEEHBDEHCTDOVTINI~ER—USH)

SABRAENREIL TN
(MEEHFDEHICONTINE6R—TUBM])

RUDBEBELEETD
(MEEHFDEHCDONTINT~8R—USH)

BEBARIISENT—EDARCGE) IZELGL
(MEEHBDEHRITONTINIR—TUSH)

EEMNLTSIEE (REFNIZESTZ30) AEILTNS
(THEE#BEDERIZOVTINI0O~TIR—C SR

BEROHEICANERRAEFDS &
(MEEHERDEHICONTINIR—TUBH)

BEBOHEII00ARBEDIHEE. RADBEROHE

SE1HHE

"M

Oh x

BHERICLIEE (BELRS)

CHETITHEEHFRRAZ RS TRESNRBXITERERN

oy

ICD10 (£L<IE11) FF=Orphanet(A—T 7R yM)IZEITS
RiEEHIVI—F

Bl E#RICHEESA TV SRFOERERN

2;5&3532U%E.‘ﬁ%&Tﬁ’Ei\]‘%t?’éﬁﬁ%‘iiﬂhﬂ)f%‘i’j’)b—ﬂi{ﬁl:ﬁ&?’
A}

INRIEHBEERBICIEEShTOSD

Eﬁfﬂﬂﬁ%%(f%f:&)(:%?ﬂffﬁ\ RISEISH DFHRGRELSEF

GBLHhIE, RERETREHE TS

BIEFRERBATEEGL
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FEV A PR 1 i fi 2%

1. &

FE B4R I fE (cyclic vomiting syndrome, CVS) (&4 B OIBM FE 5% B EARIIZ<Y IR AN IR AL IE
ETHAZLERHET 5, HEDKRBIZKYBRARETAHN SN, MABITELTHLREN BT T
515E54HHCVSIELETHOAETREON BEILBAT2EDHREDN H D, Lin[E/NEDOFEFE EHR
EN48m TR/NFRIAEFERITERCOE . MADREFRO P RIEFIDBFETREEIITIIZTHY ., HEL
INRT57:43(&: ). BRATIE 9:8 (X:5) LRELTLDY

2. KA
B HEZSIESRITHERELTITHEHAI RN R(47%), BEZF(31%). KF7(24%). BEME23%). B #%22%)
BEMNHY. 16%—DLLLEDFIETENHEIND, BREII6FHFH. 2850 HEERFEICHEITT 5. &
FELELTIEZRMERE . i BIEHL$H 5, 2003 FEDEREREF S5 E CRAMMREME X/NNRICRET
BIAERED1DELTHED ToN., AEERICBITTHIEAZVEDIN—DELTHEIN TS,

3. fEIK
MM (L E—RE(Z6[a] /B, 76% BB+ MR I, 34% M EIRM MERHEN D, £ BIEKREL TILI3%IZKE
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EERTAENDEATHD, AREENBRLBEICE. BEREICSCEY G HEFHEEIRL
TS 5. EBABEBEMRICIIRAEMEZAEOSHEAS REMESSIVEFAEEZEHANIAT
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5. PR
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C 8 Al EZ W
UTDOERBZEENT 5.

1. ZRME7I0/4F—2R(GE4L)
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i NEEFTRTHY. i &i NKEEHDS,
i IREBEETOAELRETO7I04REEY (Typical mulberry type)
i . Band keratopathy [Z¥E{l 9 5B LR E TNDHILL ™ LKL (Band keratopathy type)
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ZTOREDRRIITHATHS, SHBEEICEODVWTELLEHINAZI—ILREDERTIZHEITHFE
IEEKZ 40,000~50,000 AFRELINTHEY . AT —)LIRERBZINLHINZ 2 RonTNS,
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Certain xR & 5,
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FHEBEREICBVDTOEONREICEELTKERFE ISR TFREIEES HRIRCATEESEEORNE
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4. AT —)UREFBLL-EBEZHSIOFENEZETINE - RARBEMERE . /DMK, e ZE D LT R MEERSR
7. REBMDEEZERI TED,

5. BEERKOHDEIZESR MRI TR /NKEZZRD S,

b - w

C. #iAI2M

HEESRBHZMNRE, MERARE. TERERE. #BR2ZNRE. BRRE. £LZ2MRELEIZLY
FERERNERIZESHFEN. I/ E REES. RERES. DB T BERFGEDNE - RRE
HHFERR., DI, BBRZEPLDELI-PREDENVERBLGEREBEMODHFENVEREZRILI- LT, HFEL
EEHORKMHEE BRMERNY/KE, BEFREMELOEVE. BIEMEERETEANT L, DFEVEHEIR
RUHIEL. SEHEORELLLICOEVIRIET HH. DFEVRELRELLGV R, BRERKNSESLE
WENSAZT—LIRERAESN S BRER) /KB SEHBELNRELTHLOHENSHTELTHL
OFENKENFKEL, DFVREITH>THEERNESLEVANSAZI—)LREE NSNS, BHERE
MEEMOFEMEFEMICEOTHERSINIBU ~HTHEEDESOLOTEVDOFTENTHLIR . HFEWVIIHFST
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Certain: A. fEXKD 3IEE+B. BEMRAD SHEZ 2 THL. C. BAlT_RSKEEZRALIZLO
Definitive: A. fEIKD 3 IHE +B. BEMRD 4 HBZHEL C. BATASHEEBEZRNLIZDD

Probable: A. fEiK D 3IEE+B. REFRRD 3 L4 ZMmI-9A 1 £2&-ET C. BRITREEREBEZRIL
=tm
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B.5. BEMERDHAHEICER MRI TRYV/NKEZRHS.

ARVZVLEERIORERAEF (I 2 FHEOMHT. £-1X 18 FRFENEEICLSHEE MRI BEET
LY, R \OKBED ERli (& . Nakashima (2009) O Grading TRIFED KW' 7 SIKEHY mild (area ratio HY 33.3%) LA
LZEBHEHET D BHE. IRMOERELFAETIE. EF MRI IT&EAV U /NKEEGIREDREL
81.3%. FFEEIZ 90.0%TH o=, BE(L 90% U LEDHELEZLN,
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ERE

A FTHEZ-BELETOEE

0R:IE®

1 | BEEBHRICHIRENS (AT HE MO T EHES)

2 m:BEFHNLLLEHEREND (RALE OB E FHEEE)

3R BEFIBNEBICHREREING (FAIEEOEETEHES)

4 R BEFEBNEICHIRESN, BRI CORILCHTHEE (RAEEO@EAIS EFEES)
T AAFEMOEAMSETEHEESSE., FTERERETHAOFREREZZHLEE.

B. EREE

0R:IER

1 R AR (EEEICRB L= 2EEE)

2 RAAHER (S ERROA RIS REEE)

3 R EEET (PFELULOARAEERE)

4 R mAIESEET (RFEU L OWAIMER AT EER)

FE - RFEEU EOBAMMR TS MEES L, MEENRETEYE AR 40dB LLET 40dB K<t E
LaWgE

C. RREDEITE

0 R:AEFEREDH THRBERETD.

1 R A ERREICHLTREFEERELEST D,

2 R REMAERICE O THR A H M RENEITT B,

3R REMARICERLTAAERRENSEITETL. REEOHLBRERFT D,
4 R AAEMREABEICEITLTREEEZRD S,
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