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Nd, —REE. 8~30 FHDEERBETLEL. TNLREE, ZRENXTHD, Ff-. BEHERIZELD
HARBOASEEICI - THRIEEEELS,

2. [RR

RERAZREIZHEWNT ASHIDRREICE>THARNBE I EH SN - REHERBETHD [ BRI
BT REITOITIVVEBEICMATHERERILEZRT C3 DIABENRONAEESAN —ERLLLE
EHRTHS, T 1 BTl C3 xR ITx9 5 B 24144 (C3 nephritic factor: C3NeF) [Z&kY) .| it d H4#
ARRE2RBOFHCEHIGEENHD, CINeF (. AEBOREAMELL TEESINA., FHFELOEE
[ZDOWTIEFBALEBEL, 128, 60%LL EIC C3NeF MNBMEELS I B (FURTHRIYMME:DDD) 1. %
KARERERNICURVKOSEFEEABEMERD S, i, MAFIHEFTHSHERFLIEFEFNE
EFEE. AR IR TI2ERNEECHARZEOERICKY, ARSI CE2RBORAHEREIC
FOTEREINIEHBEZTLLTICI BEILWLSHFHT-LGHMELHD.1 B BOHT C3 ABEMNMBMT
REITOTODRBEEHEDTVBDE C3 B (C3 glomerulonephritis) EFEFRL, #EED 11 & (DDD) & C3
BREEDOYE C3BIRELBMEIN, —REIZEFIND,

3. fE4K

FAEHFKNT, BIRTRESNSBAEFEMEMR - EERK (8 30%) Mo TO—EEREH IV IEEEE X
FRDBMERAE (20~30%) FTEE THAHIN . MZROMNF VI RTO—EEEFELEL. ZYDEHIBRE
BHIZHEE AU EDOEARETRT . 1=, 10~20%IZNEEMMRE R 5. BEIZHLVT, ##ifA (CH50,
C) DIETHAMFHMTHY . 1 DK 70%ICRHOND, HFICRHET RRREFIH8E LL L DHERIERE
ARMEEELEEITREEREEDE D,

4. AR

BRELDHHEERABRBEITLL, /NREFREL- LB/ NMEED IEEE AR T IRIZEL
TROXATAAMR(FLRZY 2mg/kg/fRBMSEIAL. 20me/fRBZHFE) HDUL I ATFOAR/NLRE
EERORTOAR2EROBEICKVHNFERICRATREDEFILETHEHBENRESNTILNS,



5. %%

BRICETGLTSRARABTHD, BEAEDIBEIZ10~15 ET50~60% NKEIABARLIZED, 25~40%I%

B NSNS, BRERL 10%RETHD, 10— EERRE. BHEET. SME. HmEBMEAR
RTHRAKRDOEFEE. REDSMALELSE. KEERNEREDEHEENTREBTHKAELEET D,

O EHOHEIIBHELEE
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BEY(SNRFEERZGELRFER
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NRIEBERT A

REEIL (EANF BRI RICENTH AN, IS TVDEEIEALL FHREELEHET S
i Co FUAAER SN TS, )

R DEE
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HY(BEFBHEETHERESCEATIRERRMICEILZEANSIUICEEDHY. )
ERnE
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* 18 mMARMDEFITONTIE, MRIEHBRERFOREDEEIZELS,

O tE#mizf#tT

BABRT=
MRt EREEICEYSREMEIN
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<EMmEE>
Definite Zx R &S 5,

A JREEIDHR:
A X LR D EERIETE. REFEADBREIEE (A UXIOLEA) . P EBE. RREEFRYEICLD
“EETRTAREKAT R, ETHEMBEMBEICLY, SEFEEALBEYINEICERERENRAIICHADND
[ 8L NRAEZ T TR ERAICHLEDIME, ZLTERERNICURVKOBRVEEFEELENER
HB I B (ZHFESIND,

B. HAIE2HT
T RMEIE M IEIE S RIKAE &
(TR EBICERT HIRMIBIE MR BRIAT )
REEAWNERER L —TRBL. KBFEEBRGE
-BEEERNSTOTAV)ME VAT 0T EHEILEE. BEAEELRE
“RREAE B B-C BB RDVAIR NILERDAIILZ BI9, HIEMEDRER, v B RGE
JEE BV \E. ARG E
-FFREFFREE. 7UF N T U RIEE

<gWonhT3I)—>
Definite: A MIRIBZ I EELHT-L. B OERIZMZEIRNLI=ED



<EEESFE>
LUTOWIThhEm-THBEEEELLTHRIZT S,
(1) EfE: OCKD EEEDBOFRBDESTDESE (K1)
Q@ZEHIFK 05g/¢Cr LLEDIHGE
QRFEMFAR (RTOAMRAERESD)ET>CHERITELLHL, HAHVIHGEMNEFANIES
#oEE
* 18 mMERMDBEICOVTIE. MRIEMBERRDIKEDREEIZELS,
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n) G3b = P s0~44 | LD DI DI
e ET
G4 |BEET 15~29 DI DI DIR
REPETE
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1. FHAZENICHO D BARER, AT RSICE L T, WA LICREBROBREN RWSEITE, Wi
NOBRIO L DEZ N THE L AR (2L, Y% ﬁfﬁ@ﬁﬁ%%ﬁ‘ﬁ%ﬁﬁﬁ%#f%of\ fife
FOATRE/R B DITIR D, ),

2. RRBRAMGEICR T 2 BAEE IS OWTIE, BEUREZREEO T THREMTON TV HIREET
ST, HIL6 A TR b EVIRIEZ ERI S HIWTT 5 2 & &9 5,

3. B, RO ERROEIEE SIS T EU LSS LRWE TH 508, MBI Rz kb4
L EBRERBDICHONTIE, EREBROGGR LT D,
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O ®BE

1. &

BT MR 2 - BER T AEIRBF &1, THERLICEEE T 2B IED BRI DERE, . EBRFEITRENS
Y. FRETFUE O REE O T ERBERZEL . RELS SR E AR VKRS | (B MRS 2 - BER R iE 1R
BOBEHARSAVIZED) DB TH D, COIBNVFHREDHHLDEREHEER X I\ F B %
NN T ERRIE R SIS, BE XFBLLERREREE T 508, MBEMEER % (\VFE) [TRRER
MICHREZMICLRBNGEEMRZEL ERKMCLEYEETHS. PEBOXEICZ A, Bt
WPRICBABND, RERITTHAT, EREREOEEETOCREFHHEFENIRESA TS, BEGHE
ROBERDBEAICLLIER/DOEFTDEITIKREIE OIS, HELLIZBREIIGL SEMGARIZE
Fb. BRLERZRYRLRIICHI-2EZEENDRELL D,

2. ’RA
FRETATHLA . BRAEROEERES. REFHLCEERIS, RADEEVELGENBEINT
(AYH

3. fERK
FEAK (& S8FK - WS8R . FRETTEE . TRFRE ., BT IRZE . B ELREN TR THS, TORELREE
FZIEICH-5D T IERDIFEOCREEDRETEHETH D DO FREOEA EBERIZRNFES
RO AZ =B D ED . FEYDERCHEHZRAN A THLELT 5, BAHDEBALILER - FREH SN
MBS RS- EREEICHERTEIEEH D BT, D LUERBEPESIOIFLREOEE R
BERBEEHT D, BEETEICEIZROEENELS,

4. aEik
SHEBEELTIE, RERBOBEIEEN/ALLND, NIRABRELLTE. #HEE S5O2E . 7L
LEX—F RTAOARGENALLNS, RRBNEEERELTIE. N HREDRREMFi (BEXRHIL]
BR - BE08) RSB K EHLERATANEKAL SN, TOBRICEBRNIC N\ HREZRDIGEE. TDE
K[RIFL—HF—IZ&BHBMETHhND, BERR~NOEMEAARBRELT, A/, DMSO, ATAAK
BREMNALBNG, RVIXRBRDBERENIALITONEIZENH D WTHDBRICHIERE TE
KABRUVDESI SR L TIL. Bt 2R ERBEBRHINTHNI S,

5 %
INTIRE DB - VIR M R O BEB K ERRATICEY ., HERDOEF TERDEREZHA D, LML, K
HMIZER T 50E—BOEFICESN ., ZLDEHFTIE. BABRLCEMABRNLELLS, CNHDHA
EIZHHST TR UER DT DEHXEEB 2 T AEIS 155,
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O E#DHEICHELREH
1. BERSNTEEERSREIREER
720 A
2. RImDOBE
T (BRI B (T3 REFMBERCOTTENTRREN TS, )
3. MBMIAESE
RS (RHEMAABRMN XK LD, )
4. EHOEE
DE(—BMICERTIL0550. BROBEAHS, )
5. ZEE%E
Y (R MEEERL% - EBEE R DB ARSI UI2E5, )
6. EfEENE
BAMEMERAARS RN EEEEELAVTEREETRET S,
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TEEMERRDEERRELEASIUICEHT SRR
MRRAKRE BAFK+FHEREVE— Rk AEZX
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TR B X (T8 1D MR

A. FEIR
$ER. RREFUE. REVIERK., BERTRE, BERELEEDERN DD, GE)

SE)ERICIE, PR RAESER . RRETTHE . FRRE . REVER. BRTIRE. BERECELNHD, TDE
FORERZIRIIH=5D T, FERDFECEEDRE X TELL,

B. REMR
BERRIZNVTREZZRDHD, ()

E)NTRELT EEOEMMEBEERBFEDOREFTIIRTHD, WEFMICIE, ERIFLIEELIE
FIBEL (B0 AR T AR (XM E DIFE ERFEMBDOERBEAHOND NV TRELNVTEEX
[FHEISEHEMEINDI_ELH D,

T) BRI SR TR O K H M Z B S5 S LR E M ER X EZW SN LN, SERRELGDH N FREE
BB BB A FED BB R EN RSN D BRI RO RRE & (X, Bt
#9 80cm KAETHIRL . T DRICABREHH T ARICR oM BBEBRMEN S0 RO H M TH
%o

C. BRI HT
FEREFTRERATEDRBELTUTDETERNT %,
AN GF)

T BLDEREET DRBCREEIZHH LD T, TNoZfERT 5, HIZIE. BIFBBED. BEBE.
B PEBERL 28 . IRGTRRIEBEBE 2 . SERIERERL 28 . SERINEREBE 2 . BEBLASH . ATILRARAC KIE . RTILAR
. BISIARZ¢. PREJRE. FREFWE. REX. THRERG. FERRE. BX. EMHER. RS
ETHS,

<gWonhTd)—>
Definite: A, B, CDET&EiE-31D,
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ORI BB FED BEMREIRR N\ TREFGVOABRIL RO RREMEF T 50,
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F)ODEZEDANSEM TERLEE T, REFGREMRAR ARAELELLIDT, CO2FDHEH

FEETHS
<EEESE>

BAMEMEERAARREROEEEEEZAVTEEENRET S,

BEREE H %
HiE EREDIEE * KN7aMN5 108 HhD
PEPRECER I K AR K —[EHEFREAS 100mL LT
hEAE B LERAE LAY
BRE EBLEDIRE « ANoOmAD3E HD
BEPRREERIC KB K—[EHEREAS 200mL LA E
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BERDEAITDNT, 2L ZEO0, BIETEORADIASE 10 ELT=LE,
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KRR ME N OB P OIS IS B T 5 B B H

1. WABWNIHO D BRI, AT REICBE L T, 2k z
ORI O DZHNTHE LR (72720 HREPIH ORI 2 7= 37
FOATREZR B DITIR D, ),

MR ICREBRDOIEN 2 WEEAITIE, W
I RTEIREE CThH - T, il

2. RIRBRMARICR T 2 EIEE A FHIC OV TIE, WU R EFAEILO T TR Thiu TV 5 R EE

2T, HIT 6 22 A M T b EVIRIEZ RIS EWT+5 2 L L9 5,

3. 7B IERORREN RO B /S T —ELL RIS LW TH D05, M EREZ kT 5

ZEPRERLDIZOWTIE, EREINROMNGR LT D,
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315 RAINTIIEMEEE (TRREBEIREE) . LMXT1B BBEEBE
O #=E

1. Bi=E
FAILNT IR TRREBERRE) /LMX1B BEEER. MERT 2. REBDEEAH DL E
ERK., BB OFAIKZEEE (llac horn) . HEAETDEMKE4THET HETHEETHS, LIELEBIEE
REL, —HIEIKRPBF2ITEITT 5. REIE IMX1BEEBEFEETHD.
M.BRER.BELGEDELZELT . BELTEET DRAMIL/INTIERBEZREIE (nail-patella-like
renal disease:NPLRD) A0 E R EiERIKKEILIEER B CL . IMXT1B BInFEEEZRE LT S0 FE
T %, Cb—EDKRBHIT LMXIBEEERELE TS,

2. RE

FAIVNTIEERFDOREIL LMXIB DEBEEBEFEERTHD RNEERFOKE D (9FHE) [THET
LMXIBEEFEEMABRESN. CNETIZ 130 BEULDEENKESL TS,

F1= NPLRD O—EDEFIT LMX1B BRFEENREIN TS, SHITRER—IITOXEMD
HEHITEY BRSO EERRABELERE OCRTOMNREBERERIO—EEREREICENTY LMXTB
EENRWNZEINDHEENH D,

BREREAN=—RXLELTIISNSDERIENTNE LMXT1B ERICKDBE RBRA L R MK EEESEN
HEIND,

3. fER
(1) RAIVNTFEEE TREBIERE)

TEEA L2, RERDERAHDVDITERMK. B5E DAIKZEE (liac horn) . FEAEIDEM A AL
NEN. ZDI6D1D2HANNIEHRDIERDAEET IGEENH D, T-HEANE-RETEN—KE
HLUESHEEIZ. KUEBEFETHLND,

HMERICBEEZEHT 5 ERELTEBEREDEBRLCMRNADNED . BEERRORT
O—EERBEETLIEDNHD, BEFRICOVTIEBHETHRMRIZNSIGZENZVESNDLLD
D.EENCERERTERL. BEREICELESFN—HBHEET D, EREETEISELEAREZE
THEHIZHEETHD,

HBFAIZIT A EMERL NI TR R (FG0OA G RELTIXEFBRMERA R
TIXRBRAEERAFIRAIZIBIEL., -2 DBERIZHELVE (moth—-eaten appearance) 4> 1l £/
ST UDILEERDB,

(2) LMX1B B E B fE

BENEOHEILGL, BE (BEBRHAHVIEMIR) . EHREEEEELE T 5, RAIINTIEERBEOEHEE
BERBRDEFEMBRIRERTEE L. RSLGWMEENH D, —SOEFI TIEEFHBEMEBERTREL
TI77)— R CHLNABIIY U HEEY (myelin figures)X® TS5 /MK(zebra bodies)ZEEBHAZELH
%o INREAD SR EHAITA T TERBEMNMETL, —HOEHITIIRABTLRLICESD,

4. BEE



5.

FAINTHEEFIZEITEHMN, R, HEHOERBISH L TIEMRMEEREIGL, — 5D EETH
EHE R CRRAEICH L CTFITRIEVN R EIZRDEE DS,

BIE [ L T EMEBREIFELGVA, BHECHL-BHEBREBEDBRET BHENG
RIKA (RIS LM EFICHL, 7oA T U EBMBREATECT U OF TV NI RBFERE
BEDBREFHABRN—EDNRERFTHEEZALNTVS, RPIBERRICESGRICIEHEREN
HOINIBBIEEZET S,

T
BENERTFERERET S, S~5EBELXEHT S, /MNREIICRIETHEHZ0, TDS5H1~3
B CRPBELREANLETT D, EEOELRTET HEHIEIBEHENMETLYOT L, T-BEHEEETE
BITIE LMX1IB D LIM KAL> D N RifidhDUDMITRAT RAAVIZEREFH T DHEHHZLN,

O EHOHEICHELEIE
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BEH
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. RIRDOHE

T (LMXIBBIEFEEICKDIENASMNILE>TNSH ., HRDOEHEILTHA, )
MRMGERERAE

R GHERZDHTHD, )

REOESE

DHE(BFRITHT BBRCERBEENDELLLEELNH D, )

A%

HY (BABRZE EARMNKEE TR LIz HE %)

() BHBEHREEENETCEEICZAETSHLO(TRFR) . (2) HHENMEVTHOBEHKEETHOTE
JREB JLTF7F=L 05g/gCr LEDIDZ%. 3) ERFTR TRAIL/NTIEIEEICSHEHETDER
PEUMNEASh, TNICEYAEAF LR ELLLELVESHEEEEZE-LFHEEDEIL L
530D, DVWIhhEm-TIHBEICEFELLTREET S,

O fEHiR#HT
BAFBHFAREMPE HOMTEREFHRARER
UNRBEEOFR D -#HAREROEEDR - HEGFOEERRE I

MARKE LEXRFEFHNMNEHRZFE R A2
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LFERELSE LEXZFEFHNEMZE HR 5245
LFRERIENE BRRAFEFE/NER #EHIR RAS




() RAILINTIEIRBED ST R
Definite ZX R ET 5,

A FIEH
MOEREH DU TR
(FHRIZEL FICHREAICRLD, BRICHIEEF/MERID AN, BEXTERENEBRETHRAL
THBD. ZARDODMERDAZET HHEER, HEETHEROZILRIN, &, BIRENHALNDSLELH
5, ETHNLEDOLNDIIENZ LD, BETHIER IMNIZKLY,)

B. BIEEH
1. REFHETE
2. MEEIRE
3. BEDAIRER

C. BzFHRE
LMXIBEIZFDANTOESRER

D. #AlIEH

. Meier-Gorlin fE{&EE# (OMIM224690)

. Genitopatellar SE{% &% (OMIM606170)

. DOOR fE{&#¥ (OMIM220500)

8hJYE—EH A VIEIREE

Coffin-Siris SEIEEE (OMIM135900) .~ BOD fE{&EE (OMIM113477)
RAPADILINO f f&#¥ (OMIM266280)

® o N o

E. £&I18H

1. RAIINT IR DR IEE

2. BEE (MR, E8RHHVITERERES)

3. BAKAEREDHEEERRR

BEREELNHOMLBEICTERETREETHL., KIEDZE LIXHETIELGUD, REBBRELTIEIERKAE

EEDREELRELVE (moth-eaten appearance) BNFHEI TH S, IBELI-RIKFEEREEFROBEE
A UFDLEFBRNICM B URMDIEBENROoNS, ORI T AV T RTUE
ZEHOWNIFZUBEEBETEREIND,)

<gWonhT3d)—>
Definite: AZjitif=L+BD1IEB Ll EH DL ICEHI-L+DERRIINLI=ED
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(2) LMXT5 BB B I
Definite ZX & &9 3,

A. ¥18H
1. BEE (WR(EHETI+HLULE). EBRKR(FREA 0.15g/gCr LLE) X IFBHEEEEE (eGFR<90mL/ %
/1.73m2 L))
2. R IVINTIERBE QS EEEFH -S40,

B. BEHE
BARBRAEEROHFHMWEERR
(BEBRREICBVT, BRIEAEEERDEE LR B ME (moth—eaten appearance) ZFB&H . STV
JRATUBEBHDIWNNIFIVUBEAICKVERBRICRER S D EBIND, REKHMA L RMIEZE S
7771 —R CTHONDIT U IEE Y (myelin figures)¥>t 7 S5/MA(zebra bodies)Z R HDIGENH D, )

C. BcFHBRE
LMXIBEILFDATOESHKRETE

I RATREEDHLIVIBHERSTISY . BEBRAE CEAKRKEEREOHHNEBEMENE 55
HAIVWTERBREBNEGHAZTIREEEZRT OB EIC IMXIBEGTFREEZERET S,

<EZWohT3I—>
Definite: AD2IEH +BHHWICH ALK EL1IBEBZHm-THD
L. BEEEZRTHORE (BEOREEES LMX1BUNDEEREDRRELLLBEMDELTF
BEE)ZHIHLDIEBRNT B,
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<EEESE>
(1) EUERFEEEDFETEEICEZLTHED(FEFK) .2 WThDBEREETHOTELREHIL
FF=Lk 05g/8Cr LLEDID., B) ERFIR TRAIVANTIIEERFICL LB DL OE NGRS

%fm FYBHELEFELXELLLELVESHEE B’ﬁi’ééf'l.,%m%&@@ﬁ&&é%@ @L\T*Lb\’é?rﬁ

FER EaRES Al A2 A3
R7VTIER E® RBT7NTICR BTN TI R
(mg/B)
REMERRN R7PNTI/Crit
(mg/gCr) 30F# 30~299 300L1 E
lnE&_.li!ﬂ:!
Bk RESER Es HEEAQR BEEQR
SRUWAY (g/8)
Y REB/Crit
;) (g/gCr) 0.15Ki# 0.15~0.49 0.50LLE
F0ft
G1 EREE-EE =90
G2 | ERE/ARIEERT |60~89
3‘“3!5;3 Gla | BE~PHEET |45~50
| G4 BEET 15~29
G5 | BEET~XHEFRL | <15

EEEREER -GFRES - EBRESE2EhE AT -V LYEMAET 5. CKDOEERERIET, XHERL,
CWORLCREDVAVEGMODAT—JERELC & |, FLTm, FROBAT-JHFERTZE
EVZVRERTAS. (KDIGO CKD guideline 2012 # H& ABICM4T)




CKD EfEESEE—rwyS

ZRRES Al A2 A3
REOEER
@/B) E¥ |BEEOR | AEEAR
REB/Cr l
(g/9Cr)
0.15%® |0.15~0.49 | 0.50 LIt
GFR X% ERE-3® i
/1.73 m) EREr e | e
Cr e 60~89 % = /iv_z_/
G3a §$~*§E 45~50| B | ALT | K
hEE~RE Lisss I
G3b 30~44 S Fr 7
o B g (ML B 7
G4 |WEET 15~29 I IR 7R
P30} - S
y G5 | (Eskp) <13 7 7 7

FEEIRAER -GFRES - BEHREDEZEHE-AT—UICKYFHET 5. CKDOTFFEEFET, REEF 2, LMEFE
CREDVAVERDAT—IOEREIZ, B, ALY, FONRICRT—ONERTHEEVRIELRTS

MW ELYE N OVESEFE S OIS IC 31T b RS

1. JRLZWICHW D ERRIER., AT RS LT, 2R LICEBEORENRWEAICE, W
OO L DEHNTHZE LI X2 (72721, Yol 2 R iRERETH - T, i
RAEEZR B DITIR D, ),

2. IBIRBIRALIC T 2 EIEE IS OV TCIE, U R EFENEHO T CIREMTOR TV AIRETH
ST, BT 6 22 H M The b BUVIRRE A R 5 2 & L9 5,

3. B, SERORBREN FFROBEMEHEHFE T EM LSS LRWE Th L0, @ ER Ak
5D ENBEREDIZONTIE, EREMRONERET 5,



72 TE/RME ADH 9 b B EIE

73 TEAME TSH 95 FTHERE

74 TEAM PRL 9 FTHERE

75 v %R

76 FTEAEITFFrOE D S TTESE
77 TEARMERRRIVES 7 ITTERE
78 TEARIEHKEETE

O #E

1.

BE

TEHEHDH SN S ADH, ACTH, TSH, GH. LH, FSH, PRL M EMAWLERDRILEL D MEEH
BVERMBITEICEKY . FELTHRBRILEVRZHDWNIBRICLLZHHEREETIEETH D,
RRAE. TERBROEEL, TEFARRILELCODBEHETIRRTHBOBEERVEELERLT ST
EREBOERFICHFEINDS, ERIEFSIAERBOBIICEA>TLSILELBLY,

ETORERILEVDBLEZTIN TS LOZ N TEARBEETE. ERORILEUNELDIEE
[CEEINTLSLDOZEEE TERBEEETELES, F-. E—DRILEVDHDRIETELDIE.
BMRBELEEND, — A, b ETEREEEORILEL DHELD,

2. [REHE

NGO R TEABEETETE. - TEAESOREWERR. HICES (TERKES. BE
IREERE . IEHIRRE S L) . RIEMHRER (AFEMERBELTYILIMR—I X 1gG4 BERBLE . B2
REMEREERBELTIUNKETERRGE) M- FMICLDLDARLE L, DiREFRH M4
ST EAEE (D—NEEE) OHEEIFETLTWS, — A, BMKRIBHEIL GH 5 ACTH 2L HI&ET
(FHEERORONTIL(BREMELEE) N, BETIIECRERFOBESIRIEINTIND, SHITH
PIT-1 TEAX G PIT-1 \IRERE LEBCRETESEDO TERKEETEZE-TIL1H5,
FNICEGEFEBICERT BH5HY. POUIFI(PITI; TSH, GH, PRL #&KRi8) . PROPT(TSH, GH,
PRL, LH, FSH #&X48). TPIT(ACTH) . GH1. GHRHR(GH) 2 E MENSN TS, HIL T (Kallmann) fiE
BEHDOREELFTHD ANOSI(KALNTEEDEEI(X LH, FSH RIBIZKD AR M MIRIEEEIE TED R
HEhb, 5., BHME. CGBETHME. NENARBREICEVWTE TEASETEERNHDIIEMN
HMEIN TS,

Fho. SITTERECRLTIE, IRIE. LELOBRKRTEICH T HREBEERGENFETFOND,

3. fER

4.

RIEHHNTBEIELHRILEVDEBICEYSELEREET S,

AR
ERREBICHT HER
RERLGOTVHESEM LGV LRERKRENFET HEE L. ERGZHOLEIC, HLOKREICHL.



FHRICEWE L. MR AL E D@EVIAEREEEIRT 5,

RIVEVURZICHT DAE
TEABEETEICHLTIE. RZTIHRILEDOEFECEEICIECRIILEVHREBEENTHOND,
TEERRIVEVIRTFREVDLEEARILEL DO, ROTHRSLTHLENTHD, D=6 EBE.
BRILEVOHIEITICHAIRERILELER ST S, GH ®° FSH D& EEFHABAKRILELSE
LIS TEETHHEELHD,

LUTIZ.RILEL S DB FTRBEDBEETRT

@ADH 7 A2 (PR EFRARIE) : TRAEIL VU DR EEHDIWNEOENBEIEE TOHIEETS.

OACTH AL EBEERAILLTFIY 15~20mg/BEMFTT b BEIE. RE. NELEDRAI X
FFlE2~3EICBET S,

O@TSH AL ACTH Db AL LEHTEH5E8E. EFOOLFY U H TR ERICRRIRRILED S
KOREERIET 5. BEVENSEHIBL. 2~4ERCLIZHRRICEE, REmBRIFERILESE
HYFT4 BEAEGRR LR, FT3 BEFHBEALLIEEHIFELT D,

OGH A2 /PRICHLTITRENS GH FHZMKBL. REREROEECEZBEZET S AAIC
XL TIE, B GH DMBFLETHAHEE GHRP2 HEROA VR B MAERER A E DEEKERT
MROL. LMD ENDS GH OB ESZAEL. EIKEMT IGF-1EXZBERELTHIFEZRE
ERGY

OLH, FSH A2 : B TIEBHEEOHIFEZEMNELTT U METAMRTAVTREID 51
LR (2~4BIC1E)Z. ZETIHEABRDOEEICIVTOSRN—F V| (FRIL LR L—LFE
FR)PIRASTUE - TS AN VBB R (W07 BR) 2175, — A BR RS EEMET
5B TIE hCG-hMG(FSH) A% 2 RFEZBEMET A2 XM TIIBMNFERBEZ(F1EEART
(FH/OITxUEE. F2EE AR TIE hCG-hMG (FSH) %40 LHRH IR IE5%) 2175,

@ OSHF UM E BREEIIThNIAL,

STTHEIE T 3 B AE

AIRL-ERERBOBBRLMLITLT, HAWTAERICHHRILEVBRICISERNEEFELLIGEICE.

LUTDBEET. EMEENT LGB ESICIEEMRFRBEEDDELILLAH D,

@ADH 73 i TTHESE (SIADH) : K HllfR . ADH-V2 ZRAIERE (MLATEY) DEA,

@ TSH 7 TTHESE : VI MRAF 7RI EE| (SULAFR) DFER,

OPRL 73 TTHESE : K/XSUAEENEE (DR LT TAEVVTFURIETILIUR) DER.

OACTH 7 FUHESE : ATAARERBRETE AFSHRY . ALORARZYR, RJAREY) SR,
INOLAFE ANLT) Y (RIEERN) OER,

OLH, FSH 7 TTHESE : LH-RH B BAD R, F-7o A7 U ERESLT FRAAE D 57 Sl 4E
REETHOFEASNS,

OGH 7 TTHESE : VIR RAFUFE R (A VLA TFR SULAFR NI LAFR) GH 2B EER
BE(RTEVYIURN BNV EFHE[TOEVITFo ANLTY (REERMN) 12EHRT 5,

3€



5 %tk
GH USNDRIILEVHFEEGIBEREXRTACMR BRBERILEY) BNBEYIZThbhATOTE &&F
BB THIENEEMAERICKYERIN TS, —H.CGH HREEZRVERILEVBREENE
WP RICRIFTHRIZELTIE. RKE—FEDRMBIIFEIINTLVEND, QOL RUEHHEDNDHEMNR L
LM THY . HEERTIE. BED QOL RUEHHEDHEMNRZHHFLT—HOEBRZICITHNA TS,
SIBTTEEIC DT, GH 9B TTHEE Tl GH, IGF-1 BEQOEEA LG TR ELEMET S, -,
ACTH 7 TTHEAETIE, JLFYV—ILBRIICEYBREEO LM ESHEEZSH-EHEDEMICLY &
MPEFRTHD,

O EHOHEIHELEIE

1. BEN (SN EEERZHRETREER
28,100 A

2. BROEE
EN::

3. MRMARE A
KHeIT

4. REIDEE
WE
HY

6. EEENE
HEVHER O EEE D FEEAS,

O 1EHiRMHT
[REIRR T E AR EREEE IS B T BMA MRS/ RIS HHF R L
MERKRE FRHEXRZFAZREZRARE BRKR- A BAREZE iR A B
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<EoMREEE>
72 TEAKMEADH R EAE
A INITLD 25 iMETE (AR 14 R BRIE)
Definite X R &ET B,
1. TEIHE
(1) EEMR
O]=k=
Q% 8k
©F 273

(2)BREMRR

OREBIFXHEANIZETIE 1 B 3,000 ml LLEXI(F 40 mi/kg AL /NRIZELTIE 2,000 ml/m? LLE,

QFRZZEE % 300 mOsm/kg LT,

QEREBEKETRERICEITEN\VILLURBDIET: 5% = kEE/KER (0.05 ml/kg/min T 120
SHERBERE)FIC, MERBEE(MFFMVLRE)SEICEVWTERBOETERERDLHCED,

@K HIPRERER (BRoKHIPRTE . 3% DIAERM A XL 6.5 BRI T T)IZTBULTHERZBEE(E 300 mOsm/kg
ERBZIELY,

ONYTLLUBRRBRINVILI U (ERLDUESR™) 5 BALE TiEk 30 5412 2 BERRIT
REIFFADL. RZEEIL 300 mOsm/kg L EIZERTSHGE2),

(3) Al 2 M
ZRZERT PRMERBEUNDEREELTRDILDZERNT S,
OLRAMZEHIE: B RBEKEFRBTORNAVILOVRED LRZRO . KHRHABRCTRZEL
DEFZERDHD,
QBMREE: R (N\VTLYY V2 ZREREGETFEEXETITRIY 2 BEFER) LhFEk
[(BREBVCERERE BNV LME-SHILY 7 LISE) BRI (VFVLEFGE) CERT S
DR EFEEND, N\VTLOVARRBRTREDRDERZTEED LRERDHIL,

2. 3EEIF
(M MFFFI)DLEEFXEEED LR, HENIEILEREZOOLERZIEAZLY,
(2)MRI T1 SBEFAERICEVWT TERRERBEDETZERDHSH(CGEI),

3. ZHOATI)—
Definite 1: 1M (1) DETZEHE=L. 1D 2)DOMSRDETEmI=L. 1D (3) DEAKEEXFRNLI=E

D,
Definite 2: 1D (1) DETEHL. 1D (2)DD, @, @, ©DETE#EZL. 10 (3) DERIFBERRINL
=td.



[RE 4]
PR EEDZW A TSN TEEDHRE N FET HENDETHD,
1. BRMEPIRMERARE  BR L CHRENERZERTEH - TEARISEDHLGVHOD,
2. fFMEPREREE: B L CTHRENEBEZRA TR - TERRICSRDHDLD,
3. WERMEPIRMEREE: R ELTERBAREMER (BIHER) BXETL. RERICRKROEK
BRENHDLD,

CEVMFBEFNDLBELMBNYTLO U REORIBERICSWDTIES A 0.1 RiFEFE(EMFF~)
D LR 149 mEa/L DB DHEEMIZ/NYTL LV REMD 1.0 pg/ml K
(https://kannoukasuitaijp/academic/cdi/index.html)

GE 2) ARERBR LK HIPREHERZR 21T,

GE3) BEE CIEHRBIERIE CHCTHIET I 52 e H 5,
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B. /\Y L5 i BEIAE (SIADH)

Definite ZXR&ET B,
1. XEIEH
(1) EFEK
Bk DT R (AEMEDEIECREYIILT—ILDETEE) ZRBDHIEL,
(2)BREmMR

@MuFEFM) D LREIL 135 mEq/| T RIS,

@M #E;2:E XL 280 mOsm/kg & FEIS,

QEF )Y LLfE . AERBEEMLAEICENMNDOLT | MBNVTLIVRENMIHISN TLVEL,
@FR;2FEE(L 100 mOsm/kg Z L[5,

GRHFM) Y LREIL 20 mEa/| UL TH D,

O©BHEEER.

QEIB R EMREEE,

2. 3EER
(MESR, BMET. BEREZTLEDEF N Y LMEDEKREZETEHIENH D,
(2) MBBL =2 5E ML 5 ng/ml/h LT THAHZEMN LY,
(3) MiEFREEMEIL 5 mg/d IFTHAHZENZLY,
(4) KD EREFIR T 5 LR KA EITT S LGRS MO LMELNHET S,

3. HERIF T
BFR)D LMFEEZRT RDELDERNT S,
() M REDBREIES M) D LMIE : DR L. FFEEORKETER., r70—UEREE
(2)FR)Y LiREONZRGHBENEREDRL T HIEF) Y LIMAE: RREMEEIETREHEETE. BHEE
KMEE ., PIRMEIERTAERE. TH. B, FIFRAFIOFEA
(3) MRESNRED XX EFELEF M) Y LISE : HF 4RI R EEAEE TE (TEAIEMEETE)
(4) BTNV ILO U ELEES

4. ZEROHTI)—
Definite: 1M (1) ZFiiE=L. 1D (2) DETHiFE-L. SOEREEEZRINILI=LD,



<EEESE>
hEEULERRET D

NITLS U5y iMETE (AR MEFR BRAE)
BRAE:  HEE. EELUS
RERE: BAIZELTIE 1 B 3,000 ml LLEXIE 40 mi/kg LLE ., INRIZEWLTIE 2,000 ml/m? L EDRE
ERDHHED
BiE: BREFEHLO

XIMEFEFN) D LEELEREEELREZBATEHERDRANLBWGEIZERESHY EHIBT S,
INYTLL 5y B EISE (SIADH)
B MBFEFFIDLEE 130 mEqg/l LLE 135 mEqg/| R

hERE: MFFNIDLRE 125 mEg/l LAE 130 mEg/| Kifh
BiE: MFFFIILREE 125 mEg/I Kil
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73 TEAMETSHS WITEE
Definite, Probable #xt & &9 %,
1. XHIFH
(1) EEEE
O RKRPHERK (BIF. 8K, RFEM. KRER)ZRHBHCE 1),
QUFAMRIRREXREZRD S,
QT EAIRIEICKDAENK GERFE-REEE) 2R D5,
(2)REMR
O FARERARILEY (28 T4) ABEICE O DS T, M TSH FAVREX VMBI R EE
DEE-ERNEREBELLE L TERE~BESEZRI (Syndrome of Inappropriate Secretion of TSH ;
SITSH),
QEGEZH TTERREZRDS,
Qfft L= T EAIRIEAB O REEBFMREICEY TSHR AZLLIE TSH REMEZZEDH S,

2. 5EE1E
(1)TRH AERICKkYMnd TSH (IE~ERIEEF Y (TEED TSH [FFHED 2 ZLTEED) HINZNGE
2),

) DTEERILEL DD BEEZHD. ENTNDBEIRIVEVICKDERETRT CELNH D,

QRIESZEHICLAMDTERRILEL DR BMETEREET A ENH S,

(4)HTHHINEFTYE TSH ELEEELHD.

(B) RANMTE®D SITSH LT, RIEHRET LIS AOF DU MIE, 1 T4 Fulk©h T3 Hfkick
SRR HRILELDEIE., VIR 16 HAGEDEBHAKIZESRRRAILEL L TSHDEENH
Y. ERABETHD, T 7IAFOVREIVREERT XA TRRBARILEVHABIETH TSH
NAESNDENH D,

4. BWOHTI—
Definite: 100 (1) 3% 1 B LLEEHTL. 10 (2) DR TEHL 3DEIERERILI=HD
Probable: 10 (1) D35 1 HE B E£#L. 10 (2) DORUQERT-L - 2DEAEBERALIHD

CEDFFERESCEMGLONHFEN S,
CE 2)DEBITIEIRISZERD D,

<BSEZIE>
3 AIZH



FRIBHIVEVTIGE (FRIBRILVECSZER B DEEFEMAEID,)




<EEESE>
BEEZHMRET D

BE: ERELS
BEE: MAPFT3XIEFT4ANLERL, hOBRIEFHFERKREFRDS,

KRB EBOREHFME LRIDFERELFET D,

XOCERIRPEER
%, 580K, FFEM, KAERD



74 TEAKMY PRL 2 TTHEE
Definite Zx & ET D,

1. TEIHE
(1) EfEfR
OxH: ARTIE-BAR. . FLA2M055 1 IBEUE
QFM MMIET. AV RTUR ZHLEE. Eit2iD5>5 1 HBEUE

QB % #t&E HHfE. RNRHTEE FENRKRTH - TERFEICLSER 0551 EHBLUE
() REMR

meEPRLOLER (GE1)

2. ERIZH
ERIRAIZES PRL 7B 8|, [FHRMEFIKIFHEEETIE., REK T - TEKRERZE. Stin B XJE (PRL
BESE). ¥/O7TO50F U ME. EETR L. WEEKE., 2R PRLELES

3. ZHOHTI)—

Definite: 1M (1) DOMNSRMNS55 1 BB U EZFE-L. 1D (2)FE=L. 20 EFEEZRNALI-ED

GE1)IMAPRLIZER, RFL R, ERVPEFHEEITHEEESNDOH ., ERERIEL T, VT ERE

HEULTHAIEZERT S, ¥o/O0T059F /—<IZHEITBHPRLOBERIEICENTIVIHE
GBEIEDOPRLA, SHRML-ADFEEREZ T, RM T EPRUEMEALSZE) ITEFET B,



<EEESE>
BEEZHMRET D

BE: ERELS
EfE: I PRL EENDEEERHY

XMPPRUEIFEREAIEL. e R EEOREHERZ LEHIGEEE LR LT D,

KK EFERIEONSRDSbVNThEimI=Ti5E,

O%xtt: ARTIE-|AR. T, A0S 1EHLUE

QBM MHET. (VRTUR THALEE. HitHbDS561HE UL

QB L #E R ANRHEE GEMNRRKRTH - TERREICLSER O561HBULE



75 v TR

Definite ZXR&ET B,

1. XEIEH

(1) EfEMR
OEEMERGE 1)
(7) il A FREETR
() PR R LK BRI &
(V) REOHBMHFREEEERE (G 1om LILE)
(L) BIEDIEEL RV E T
(A) IR ERICLLHAIET
(MINRIZHE TSR EE = RIEE
QI HFEMEIR

(7)&MmE
(1) ARREERE
() EE (2EW)
(L)% E
(F)Z8E
(H) THERER =
() BHFRIE
(D BRILE
(7) FEHES

(2)BREFRR
@M ACTH ETLFY —IL (RFEIE) NEE~EEETRT CE 2),
QRPEEIILFI—ILIEEEZTT CE3),

LERDOD. Q% -F1HE. ACTH DB RN WEIHTHENT. (B DRV —ZVIREZET.
R)RY)—=UT1BRE
O—BDET Y A2 NHIERER  ATBREIZDE (05 mg) DT FH ARV U ERRLI-ZF (8~10
) DM a)LFY —I)LEAIH SN CE 4),

@maa)LFV—I)LBRNES  ERERFOLPIJLFY—ILEMN 5 pg/d LLEERT GE5),

@, Q&M= HE . ACTHIRTFME VYL U TIEIRBAN LVHENOLVEE XD, RIZ, EFTiE ACTH fE
1B DR Z B MICHEEZEHREZT .

(4)FEEZHRE
(DCRH EE& : £~ CRH (100 pg) 883 b ACTH TEIEAFTED 1.5 &L LIZH#ENT 3 GE 6).
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Q—BRETFY AR UANFHIEAER: ATRFERICKE (8 mg) DTFH AV U ZRNARLI-EEA(8~10
B QMMADLFJ —)LENFHED F 5 LLTIZHIFEIENS CE 7).
QEZRRE MRIREICKD TEAEBDEFE CE 8).
@FIRH T R ERARR MY > )24 GE 9): I Hh ACTH {ED SR - KA (C/P Eb) A% 2 LLE (CRH &
H&IE 3 LLE)CE 10),

2. gOAHTI)—
Definite 1: (1) DD 1 BHLU EZFHE L. (1) D@D 1 EBEULFHZL, (2) D& TZEHEL. 3)D
£TE#EEL. (DD, Q. DL TER-THD,
Definite 2: (1) @M 1 BB LLEZE-L. (1) OQ® 1 IHB L EZEEL. (2) D& TEE-L. (3)D
2TE#EEL. (ADD. Q. DL TEH =TI,
Possible: (1) DD, @D sms 1 BEUEEE-L, (2) D2 TEHELL, (3)DETEHLTHLD,

GE NYITVIZALIYIUTRTIE. SRR E R, TERBREEBRELLTRESNSGIENS
LYo

GE 2)IRMIZFREA (8~10 BF) I, 9 30 DD RERDEIZITI. ACTH AHNFIZIN TLVRWZEARIB M
OV ERBEDEMNZEVTEETH D, ALFIY—ILEICEALTIE., #1 10% DB ERES
EZELTHET %, ILFJ—ILEEESI 0T (CBG) RE(ET)EDBETIE, MFaLFI—
LD LB HRIEICIR A D TEEEET b,

GE JRBAIELT 24 BB IRURRATRIE T 5, MBERELEICHRSH . —ARIC 70 pg/BLUETHIEE
EBZoND, [FEALEDBHEI YL TRTIE 100 pg/BLLELER D,

Gk 4)—BAOETXFHAZY UIFIEERTIIRE 1~2 mg DTFHAZYUHABENGA TN =AY, —ED
D9 TRBEICEVWTILTFY —IILOIGH (B2 ZROLHIEND RY)—=U T BEEL
TOREZLIFHEMT.05 mg DLENFEASN TS, MHIJLFY—IL 3 ug/d LETHT
DUZHIOI T fE%E .5 ue/d L ETOYL VT fRESES, ML FJ— LTS IFI S t=
BEE.ACTH-OLFY — LR DBEETTHEIL T LRI TE S, BRALTLDEY). #3512 CYP3A4
ZEETHLDE. ?#ﬂxa‘j‘ymﬁﬂﬁ%ﬁﬁ?éf:&){ﬂ%ﬂalitmu«bﬂ\(w-#niﬁu')ﬁul:
U MTANAENILNIEEY Dz, MEERTEEATVFJURE)  KERARDME
HARSAVTIE N mg THFH ARV UEAALLN, MFPILFY —ILAYEATEX 1.8 pg/dl aa
2TLV%,

CE 5)AHIMEZ2THH5ENHY. ATRELRYEHRBICAEL TSELZHERT 5, ERILFJ—ILOHE
EIETERATHEID . KB TOZEMBTEEZNFE—SNTEST . BEEIEELTLEL,

(X 6)DDAVP (4 pg) §:x% DI ACTH EARIED 1.5 FULERTIELIVI I RDEEHIZEHA
THd, 1=7-L.DDAVP [FREELLTRIRERN TH S,

CENERLGHILFV—IILMEDZE . KE (8 mg) TH YAV UMMFIFRER TIE., MAPILFY—ILH

1/2 RGICHFIINGEWNMILH LD T EEEZET S,

CEB)MU/NMNRIEDHEHICIX. 3 TASD MRI TR 54L& #HEL. & MRIXEDSRERLEZAL

%, 1=--LZDIFAE. ihf(i%éh‘ll\‘é&ﬁ%}ﬁ(3FEE’:J"%)h‘?mﬁéh%’o_l BEMEE S EEICEL



DHENHD,

CETEMARMRIIZEVWTTERERZROLWNSEENHT T,

GE10) M ACTH fED 4R - K4HLE (C/P Lb) AY 2 R (CRH Fli## (& 3 K S EATE ACTH fE(R
HOWREEENEL BH. AMTIEERBIKALY LTI TEHThA TS, TDHE. M
ACTH fE® C/P tEAY 3 LLE (CRH RIE#& (X 5 L) BRSOy U I RO AL E LY LT oD
YT RERTOERER/SBWNEEIZIL. BRFITAEL I PRLIEICKDHEEESELT
%
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<EEESE>
BEEZHMRET D

BRIE: ERELS
EfE: M ACTH ELFYV—IL (REBIE) DLWITHHANEET. hOEEEDD. QD Hhis 1 IEH L
EEFH-TLO

X EEMR
O EHEIR
(7) % A #REESR
() RV RB R R EKFHRAERA L&
() BREDHRIEFRERKERSE (I8 1om 2LE)
(D) REOFFLRVETEM
() B EMEIC R DB NIET
(I IMRIZE T B FBEHF TR RIEZIE
QR RMEIR
(7)&MmE
() ARER
() EEfE (12E W)
(D)%%
(#) ZhE
(H)HERERE
(%) BHEBE
(D BREE
(r) FEmEE

XX A EEOREHME LAHIGEEEREET S



76 TEEAETFRFOE S BTTELE
PR ERERRERELTEARIFFIOEVELEEEERRET S,

A. FRERE LR A
Definite ZX R ET 5,
1. ¥EIEH
(1) E5EME
DB RO ERER

DIFRFECTHER EX REEOHONGHEEN/IE D,

D10ZKRECIRERLEEZHD,

MNEEKFETHRE. WMTORECEEDYEHAD,

Q&R D EEIR
1) 767 AR TIEREMNESD,
2)8WmMARMTIEERE. RIT/NEFRERABEZFONEMEA. HAWIHREREIETD,
3)10/%64 A K THREHD,

(2)BIEIE HBELTROMRMREHAS(GE,
DERRERZR: BEREMZEZRD20SDU L, RITFBRRREIIZAEMED1.5SDU L,
QEBERARERR BEMH—BEHZ2H6r BEH-TIHE.
XI(FEFESmAmIL B ER BEH165THI=II5E
QEEH BREHZ152H-T15E,

()RER
TEREITFFOEL D MITTESMRTOARRILVEL D RTTEDEENALMNERHONS (G
2),

2. BERIEZHT GE3)
BIBM 7RO BRI KE CRABRODARMRIBEREALKGEY) . RIBERLE) .. EXT
A4 RHRILEL b DMEARIESS . McCune-Albright SEIEEE. TAMNE L OI— X hCGELEEE.
HEXTACRRILEY (BERMERTAAREZEL) PEBRRIEARILEL (LHRH, hCG, hMG. rFSHZ
E0)ORTESP LIS W, AR CES 1. EXATOSMRRILEVEHENDEVEROKRERY
ENMGBDETERET 5.

3. 3EMR

PR R ERRERELZET . B EDETELEFDER (GPR, KISS-1, MKRN3, DLKT) BN $R&ES
nTua,
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4. Z¥HOAHTI)—
Definite 1: (1) DDOXIZ@D 521 B LA L Fi#ET-L. (3) &L, 20 & AHEEXRRNLIZED,
Definite 2: (1) DDXFQDSH1ER U LFHE =L, (2) DIERULEHE L. (3)&H-L. 20
AERBZERNLIZED,
Probable: (1) [CEWVWTERMBEEZ1IHRELI-EH T, Definite DEEIZEZEHT DD,

[RE 4]
hREEERERESZH SNL. MOKEMNREOAREZEZRIM L TREL HFEML. &
EFEEICERT L. RREOFREIEEZT S

CEDRBNHICIX BT LEZDOLIGRRERDHEIFRSAL,

CE)BMRICHETIEFHDOEREEZEELLTHET 5. BH . REMEDLGVERICEVTIE TR
DHRINZRTMFITFRMOEVEEBEZSEITT B,

CEIBRNMREICTT LR EORENREFFELLGVD BERICEELESRICEHRMER
HEREEZESLOTVDTIEEY D,

(E4) EXRMERB R EBHEROREERGTH, FMICIOTIHRIEREFRNRREZ T TITHRELTL
2EELHS.

GES)EERAMECEEREDILHRAICLERATOMNRRILEVEFDLOLHLIDTEIET 5,

(AlZR1)
"
AR EH BEH
10=% K i 10 LI E Tanner 2-3 Tanner 4-5
LHEFE{E(mIU/ml) 0.02-0.15 0.04-0.25 0.44-1.63 1.61-3.53
LHTEfE(mIU/ml) 1.70-3.77 2.03-11.8 10.9-20.6 21.7-39.5
FSHEHEB(mIU/m) 0.38-1.11 0.95-3.57 1.73-4.27 4.21-8.22
FSHIE{E(mIU/ml) 4.38-9.48 5.69-16.6 4.68-10.8 11.2-17.3
FHEELH/FSH 0.03-0.24 0.03-0.08 0.16-0.63 0.24-0.70
TEfiELH/FSH 0.28-0.55 0.26-0.99 1.4-3.4 1.3-3.3
g/
AIREH BEH
107% K il 10 L LE Tanner 2-3
LHEFE{E(mIU/ml) 0.01-0.09 0.02-0.11 0.05-2.44
LHIE fE(mIU/ml) 1.93-4.73 2.14-7.82 5.70-18.5
FSHEHE(mIU/m) 0.54-2.47 1.16-3.65 1.49-5.95
FSHIEfE(mIU/ml) 10.7-38.1 13.2-21.1 6.98-14.3
HHEELH/FSH 0.01-0.08 0.02-0.03 0.03-0.42
TEfELH/FSH 0.09-0.25 0.15-0.41 0.74-14
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B. TEAIFFrOEVELERS

Definite ZXR&ET B,

1. X EIEH

(1) EfER
OINR - HRILVED D TTEER. REHREREDSS 1 HELUL
QBEABMH: ZHLEE. FBRIEX, HREEEEDS>S 1 BEUELE
QEFRHARIDO AL AREE ., T, i+, IFERBRIRIBAERS FIRERICITERK TS
LGl D55 1 IBHULE

(2)REMRR
DEMEZ I CHRIKRTEHOCTERICESEREEZRD D,
@I +KFrEEY (LH X% FSH) 488 %32H5 GE1) .

(3)fREEFR R
EEMEREICSNT., REMABIEEMICTFFIOEVBERRERD S (GE2),

(H)BEMR
TEAFIFIOEVEARES T, MA FSH ITEIE. M9 LH [HEE~EEEZRT EN S,

(5) A 2 M

TEEDEBZERNT B,
RS ETICE DKRIEEIT FROE Y 2B F|
ZE IR
RH| 2R DINRRIBIEIZEE

2. ZHOATI)—
Definite: (1) DWVFhhEiE-L, (2) D& TEERL, () &=L, (5) DHEAIKREBERNLI-BD,
Probable: (1) DL FhhEiE =L, (2) DETE#EL. (5) DEAIFEEBEERIILIZLD,

GCEVBREEBEOREEHFZ LRII5E8EDMHEEET S,
GE2)EEERF SF-1. FSHELLIZLHD B - TJaz=vb XiFa -T1=vrBHERRLSE LTS,



<EEESE>
BEEZHMRET D

BE: ERELS

BiE: UTFOWThaEST
1R T ER RS (MR IE O3 LB X LBERME) 12k D GnRH E4E
I+ ROE Y EE TEKIRE



77 FTEEMRERRIVES S BITEE
DefiniteZ= X &9 5,
1. ¥EIER

(1) EfEZCGET)
OFENEEDEKX
QEImEXERER (ESAOEE. K- OFOEX. TRORHGE)
QEXTE

(2)BEmR
OB ERIVEY (GH) 733D 1BE,
e GHENTRO#E 75 ¢ BO KRS TEEEFETIMHINAZLGE2),
@A IGF-1(JIMADY C) DEE (GX3),
GMRI X[& CT TTERIREDMRZEDHS(E4),

3. ZHOHTI)—
Definite: 1M (1) D1IEELUEZEFER L. 1D 2)DETEFHE-TLD

<2-B5ELRE>
BlEERUBRERR
METBES
(2)E8%8
(3 BH-RFEE
(4)ABER
(5 ) B AR Ay 28 I % o i 2%
(6) Mt HEREE S
() EmE




() FRIERE
(9)ERHREAEE. FIREEIER
(10)EEBRUVFEOEM X SLOEE (GX5)

GE1) FBRDHF OB G TIHERNEZETLHEWNBENH D,

GE2)EEREE &I MG GH [E{E 0.4 ng/mL(ERTE®D GH BIEF VML) IVEF bk GH IZERLUIIZE REFL
TW%, FYMIELY GH ENELL-O. ERHFHEDOFYMEDHERX THIELT- GH ETHET
B) KRG THD, FERA. FHER. BER. PRIRHEETTESE ., BB MRIE. BXERE. BEH-FF
HTIEme GH ENEEZBFETHHSNGENWI LN H D, Fi-. RAETIEMA GH {EAHY TRH 4> LHRH I
HeEM(FESELR)TEHIL0. TOERIVTFULREDRNSUEEFETIG GH EAMEMLENIE
nHb,

CE)VEEZBOFH -HHEEBEEZSEL+20SD ULEEELT S (R) . REEE. FF&EE. BFE. B
IRIEBEIE TAE. OV PO— LA BDOHERFBGENEH T HLMF IGF-1 AHEZRILENIENH D,

GE4) LA T EAIRIEART RZZBHENEE O, T<HHIC GHRH EEEZ LR GH EXE BB OZENH
%

GES)EEERHM X R THLIRDOILARUKE. BISEEOIEX, SMEERREDZEL ., TEHADRKETE
DEHGE  F XRTFEREBFOEFIAVIRBRER . B X R TREIBEEEEIE heel pad D1
K(@22mm LLE)ERH S,

(Bt &)
5 - 145 IGF-1 (ng/ml) EL#{E (Isojima T et al,, 2012 Endocr J 59: 771 &Y3|F)
B it

i (F) -28D R fE +2SD -2SD R fE +2SD
0 11 67 149 15 69 154
1 14 69 148 23 85 186
2 18 74 154 32 99 213
3 24 82 164 40 108 227
4 32 93 176 48 116 238
5 44 108 193 56 126 252
6 55 124 215 69 147 287
7 63 142 247 89 183 357
8 72 165 292 111 224 438
9 84 195 350 133 264 517
10 99 233 423 155 302 588
11 113 272 499 175 333 638
12 125 301 557 188 348 654
13 133 315 579 193 349 643




14
15
16
17
18
19
20
21
22
23
24
25
26
27
28
29
30
31
32
33
34
35
36
37
38
39
40
41
42
43
44
45
46
47
48
49
50
51
52
53
54
55
56
57
58
59
60
61
62

138
141
142
142
142
143
142
139
135
131
128
125
119
116
114
111
109
107
105
103
102
100
99
97
96
95
94
94
93
92
92
91
90
90
89
88
87
87
86
85
84
84
83
82
81
80
79
77
76

315
310
307
306
301
292
280
265
251
237
226
216
212
208
203
199
195
191
187
184
181
178
175
173
17
168
166
165
163
161
160
159
157
156
154
153
152
151
149
148
147
146
145
144
143
142
141
140
138

570
552
543
540
526
501
470
436
405
379
356
337
329
322
315
309
303
297
292
287
283
279
275
272
269
266
263
261
259
257
255
253
250
250
248
246
245
243
242
240
239
238
237
236
235
233
232
230
228

57

193
192
192
191
188
182
175
168
161
155
151
147
146
141
137
133
129
126
122
119
115
112
109
106
103
100
98
95
93
90
88
87
85
83
82
81
80
79
78
717
76
75
74
73
72
1A
70
69
68

344
341
340
335
326
311
293
275
259
247
237
228
223
217
212
206
201
196
192
187
183
178
174
170
166
163
159
156
153
150
147
145
142
140
138
137
135
134
133
131
130
129
128
126
125
123
121
120
118

625
614
611
599
574
539
499
459
425
397
375
358
336
328
320
312
304
297
290
283
277
271
265
260
254
250
245
240
236
233
229
226
224
221
219
218
216
215
213
212
211
210
208
207
205
203
201
198
196



63
64
65
66
67
68
69
70
7
72
73
74
75
76
77

75
73
72
70
68
66
65
63
61
58
56
54
52
50
48

137
135
134
132
130
128
126
124
122
119
117
114
112
109
106

226
224
221
219
216
213
209
206
202
198
194
190
185
181
177

66
65
64
62
61
60
59
57
56
55
54
53
52
50
49

116
114
112
110
109
107
105
103
101
100
98
96
95
93
92

194
191
188
186
183
180
177
175
172
170
167
165
163
160
158




<EEESE>
BEEZHMRET D

BRAE: EES
BiE: UTOWThhE#ET
1. M9 IGF-1BE SD Xa7 +20L L
2. BRRMESMERITEEHDIVIEEHEL2IHEULRDHDS

X ERREEEIME RIERRUEHHE
(M FTFiE%
(2) 8%
Q) RN-REES
(4) ARREE
(5) BEAR FF ST IR fE IR ¥
(6)MHERERE
(7)&IMmE
(8) FRERE
(9) ZER 1 REHAE
(10)~FIREAEIRE
(110)EEEBRUFEDHEM X IROEE
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78 TEAATEMAEETIE
LLTF®DAMSEITRTRRILEVDDIMETEDWNT AN ELELET-J [Definite IZXTHRET S,

A. dFRrAE D ME TR

1. ¥EIEH
(1) EfE(R
D= REHMORIM(BF 15 UL TF 14 BUULE) FEZREBOEITEL
QAREE(EAR. BEINAME. RIFHRAR)
QMAIET . iEEES . It
@REE-REDOIE. HHRERE. LEERE

(2)BREMR
@I FRFrAEY (LH, FSH) [ZEETIZAL,
Q@I+ RrOEL R MRIBIRE (LHRH, /0371y, RIFT RSV ERD TR LTSI FRhOEY
[FIERIGEVDUERE GE 1),
@i, RBERTOARRIILEY (TARAS D RIETFRAMRATAY) DIE(E,

2. BEmMR
INEE EEBRE RETR, SEEAE . BRE (Kallmann fEIEE) . EERNREHRBROSHEN
LERERE. AEEXIN GO XREHNOBRENHDHIEENH S, F1-. Kallmann FEIZEE TIE MRI(Z
TREEMHRXIERBZERDLHIIENZ L, TFRFOEVARITRHLUTHRILED SiENRIEE
ROBIENEZLD, ERXMETIERIGMMETTEIEE0H5,

3. BRoVETE
JFFrAEV R MEETSEIRFIRE . S EER - RO HEZRG

4. BWROHTI)—
Definite:
1. 101D 1EBUEZERZL, 10 (2)DETEHE-L. SOBRNREEZH-TLD,
2. Kallmann SE{RB¥DEEZH-IELDCE2),

GE DR TFEET A AE Y S ME TEDB A, LHRH OEHR 5 %ISERRGETT MBS,
(G 2)Kallmann SERRB CETFRRAEL BB TEISMA T, 2. SERROSHFR. RUREEET O
EREBDHEN BB,

B. BIB R BRIHAILEL (ACTH) 7 iME FiE

1. ¥EIER



(1) EfEE
OBIRF = B H%
QBHF&K. FERD
QHELRAEIR CRil, MBAL, fEHK. T4, BEFE)
@M EET
ORMIES (BR N, BR. TR, HEEL)
©FH
@18 M #EREIR
® B iR

(2)BREFRR

OmFILFI—ILOEERBE~EEGE )

QR HiEEEaLF Y — L EDET

@ ACTH IFEETITALGE 2),

@ACTH %5 i FliE A BRICRH B (100 pg &) GX 3). 1R EMAERAER GE 4)]IxL T, M
ACTH RULFY—ILIFERIGHEVDLERIEETRT GE5),

®d:E ACTH FB& (2—hrB 2" 250 mg #85F) IS L TR ILFV—ILIFERIEETRT ZEAZLY,
f=f=L. ACTH-Z E& (3—hrLA > Z° 500 mg, 3 BREIFT) IS L CIXEMREH H D,

2. BROVIRE
ACTH b H E FIEAEFIRE5E1B{ BICH IO Fa R G2, NIRE, 4V BAE. IRAZE, &
ARE. BETPREAZELE) 2OV TIE+H D REERRT 5,

3. BEOHTIY—
Definite: 1D (1)D1IEHLUEEE-L. 10 (2) DOMS@DETEi#E-L. 20BN RELZ =31
D GEGB),

CENMALFV—ILEIZEALTIE, $ 10%DRIEREEZZEEL THIT 5,

GE 2)Mf1H ACTH (& 10 pg/ml LT DIREDIZE N L ULV, —EDERFITIEMA ACTH [(FEEX
WLEESEZTRY . EWELEDZ LY ACTH NS TS ATEESEMH S, CRH AR
BOMAPLFI—ILOEMEL, REEBIBSHEBETELZRNTENE, £EWEHEDOZL
LY ACTH A SN TS ATREE DB RIS E 12755,

CEJNMALFI—ILRIED 18 ug/dl RiFT. RIGFREEED, CRH SBEAKREE(ICL->T, M
ACTH QBB LD RIBERER TOMA ACTH DIERIGHAROONZZENRH D,

CE 4 RAIELT, MFEE 45 me/dl LT ELGST-BEEHMRNIBET 5. VR BRZHETTHEDT -
O AR EEFIGAICESTIE, BHE (0.1 Ukeg 8:F) 535 (005 U/kg §8E)ICT
%, B RICKH> TR, [BFE. av I EREHSAHRIBHET LTI LN HD
DT EFRFERT S, MPILFY—IILRIGH 18 pg/dl RiEiT. RIEFBRZEED.
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GE 5)BRER T EPE ACTH 2 iMETIEDIZE L. CRH @ 1 [E#%5 T ACTH [(XEE ~BRRIEETR
FENHAMN, ILFJ—ILIFERIEERT , Ff- CRH &% 5 TIE ACTH &aLFV—IL
FEERGZEEET S,

GE6)1D(2) DOFEEI=THBEELVEETHD,

(MACTH M METENRREL T, FTERRVAEDREMERBEORELREBICNA AEET
FRBEFVIRAMAFEIZES ACTH FMETEAIBIML TS, fEFTVIRAE
PREZEMEADERIE ACTH 5FMETEICHSBIB R 2T+ AREIEABETH S,

C. FHRERHIAILEL (TSH) 9 3ME T HE

1. TEIEH
(1) EFERCGE 1)

O EEDET
QFEH
QR EE I
O
GORtE
OxEESE

(2)®REMR
O e B RERARILE (B2 T4) DIEECE 2),
@i TSH [(FEE~BESECE 3).
QEBRECHIM TERICHENERRLZRDD. HAH L. EENBEERBOEH. BIEE. A%
B, XEFAEHEEDREREEZET 5,
@TRH & (200~500 pg) IZ3x9 B MAH TSHCE 4)
1 B RIS X328 RS
2) BEXILEE R
=R9CED),

2. BROVIRTE
TSH S ibEE TS EFIREFR
JEFRIRBRIE 2B (nonthyroidal iliness. low T3 fEIZEE) #4595 GE 2),

3. ZEROATI)—
Definite 1: 1D (1)DI1ERHUEZEFE L. 1D (2) DD, . @Fi#HE=L. 20BN IREZH/I=THLD,
Definite 2: 1D (1) D1EB L EZEHE L. 10 (2) DD, QF#EzL. 1D (2) D@D 1), )DL Fhh
=z, 20BN EEERB-TED,
Probable: 1M (2) DOKRVQZEHE-TELD,
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CEDIFEAETEREROLGWEFILLLN,

(GE 2) I rpsizie T3 AME(E. MRk T4 HNIEE DIZEIZIE. nonthyroidal illness (low T3 fEIREE) H3EED
NBH. SHIZEREFITILEERE T4, TSH HIEELE D,

CGE 3) MR T BRIES (T K DR M4 FAKER IR IE FAETI&. Mo TSH (FEEERNZERT ENS
W DEBITEBESELZRT ELHD. EMEEDZLL TSH A MBIN TS ATEEHEA
H5. TRH BB OMA T3 HEINE (120 ) (L. FRERKRBREERETEERATETY
NIE EMZHEEDZ LU TSH A SN TWS AT EEE DRSS E L1315,

CEORENKEVEE TEREDDORBRMENHLLEHRATILENH D,

CES)BRKRTEEDHZEE. TRH O 1 AR (TEHF RS TEEREETRT ZENHD, F1=. TRH 2
BAREREICE-T, M TSH DIEfEE TRH HER THOERENZEDHONZZENDH S,

D. BEHRILEY (GH) b A2

D-1. /MR (GH 9T IES RIE)

1. TEIEHE
(1) E5ER
O EEENHDIL,
BEIX BFERODYHWEENTWT, BRIFFEFR(CE 1)D-20SD UT. HAHWEHEN
REGHTHO>TH. AREREN 2 ELULICHT>TIREBCGE 2) D-15SD LT THHZE B
L.BEENBEMERECE ) OO TEARILEVDBFELNHIIGEIL. REEE DY
MI& 2 ERFBETEENCED,
QEHNRT BEREROLGWFEETHOTH HEFRILEV D BTENRREE R SN DIEIRME
EN#ELHIEE.
QEZNHREMER CE ) LD TEARRILELDBFLELHIEE
(2)REMR
BERILEY (GH) b FIEEER CE 5) ELT AV RY VAR 7ILX =A% . L-DOPA &fi. ¥
A=SUAR. VAT VAR XL GHRP-2 BFHEBETL. TROENBLNEIILECE 6.5F
) :AVR) VAR TILX=V AR, L-DOPA &fi. VA=V &R, XIET IIVhIT VAR ERIC
BVWT.FALLTEFIRUERE 120 2B (T ILATU AR TIE 180 2 IThT=Y. 30 &
(ZAIELf-ME (M3F) b GH BEDTEEM 6 ng/ml LT THAHZ &, GHRP-2 BFTERER T, ARl
RUER#® 60 DIhi=Y., 15 DT EITAIE L =IM5E (M%F) GH TEEAS 16 ng/ml AT THDZ &,

2. BEmMR
1. SRR EEELNH D,
2. 24 BREH DV IREARR 3~4 BREIZhHT=oT 20 4 EIZRIE LM% (M%) GH BED Ty
ENEEEICLHEREETHS,



3. ;& (M%) IGF-1 {ENEEEIZLENIEETH S,
4. BEE CE8)MBERD 80% LT THD,

3. BRSVETE
GH b ZE TS 2 EFIRE5ZR

4. ZEROHTI)—
Definite :
1101 DOE#HEL, 10 (2) D 2 BELU LD WRHRRICEVTREFRRZHE-L. 3OK
NIREZ/=TLD,
2. 10 (1) DQ%EFHL. 1D (2)D 1 FEFED 73 b RIBERERIZE VLW TRERM R EH-L. SORRNR

EEBTED,
3. 1D () DORURZE L. 10 (2) D 1 FBFEDH i FIHHBRICBVWTREMREHRL. 3D
BROVREE®RIZT LD,
Possible:
1. 101 DODORIFQ%EHE-L. 20BEFRRD 4 BEDSL 3EBE LU LEH-L. SOBRNEEE
w0,

2. 10 (1) OOZF =L, (2)D 1 BED D BRIFHRICEVWTRERREZ®L. 205EFRRD
55 2 HBZ#E-L. SOMRIREZB-TLD,
3. 1D () DORUVQZ =L, 20SEMENSL 2 IHA LU LZEE-L. SDMRNREEH =10,

[RE 4]
BRERIVEDSBIERESRIER, TBFEDEEICIYRDEIIICHET S,

EE: FREMEN () DOFF L, hD(2) D2FELL LD i RIMEERIZH TS GH THIEA LT
3 ng/ml LL'F (GHRP-2 & fE{ERTIX 10 ng/ml LTF) DD,
XiE, EEES (1D DOXIE, (1) DOERZEHE-L. HD(2) D1FEFED 73 b RIBERERIC
175 GH TE{EA' 3 ng/ml LA (GHRP-2 B HEERTIX 10 ng/ml LLTF) DD,

hEE:  [EERRRILEVDBAIERESEE I ZBREERILEVCDBRALEHEBESREDIS.
£TO GH TEfEAY 6 ng/ml LA (GHRP-2 B EHERTIX 16 ng/ml L) DED,

BECE ) BERFILEVDBTEHEEREDIS., [EEMRFRILED BT EEESGREILNF
EERERILVEV DDA EHESREIZROV LD,

IEEE
CEDEEMERICEIBERNNEDO MR - FIBIFHERAZEREMBZAVNDIL,
CE2) MBI ERICEIBARANNROMER - EWARERRELAREREBERANDE, 12
L.BRE 1 BUE. XRIBRULTEEFHRZEFHRICESBRI THHRT 5 &,
CEI)EEAMDORIERE. BENDHKREMEE. HOIVTERREDEEMR (TEHKIERAL.



HONRZAGVWTERWR, ARE)NBOON. ENLITKYRKTE — T EAREEEESN
A LTf-E¥Il (B8 Shi-1B 8,

(X4)6 M A ~1 FRDBREREHIREE(GE 2) D—1.55D LT THRBLTNSLEBE R ET B,

CES) EEEBTHAMEBERICEZTRI ZENHADT. HEZD-HICITEE 2 L LD BRI
BREWEET S, BL., AR THEOEFERMEEMBEREDTH . BRIZHERILEV AR
NLELFIEINDIGEETIEL. CORYTEHLY,

CEB) RDEILGKREIZENTIF. RERILEVRWIMEREERT ZENHID T, TROXTIE
=HIGo- L THIET S,

< FAKIRBEEEIE TE : FARIRRIVEV LK DB U EHTBEFITRET 5,

< FRMEFRARSE : DDAVP Ik A EHITRET 5,

> BERFIVEVDBICEEEZSZLEYGEIBRERIVEVGE) 5 H ARG RY %
HEEPIELTRET S,

<> EMMEAI KR (BEENEREGE) REUELGEDRARERICEET S,

< BEAEEZOUF—ILRICERET S,

GE7)BRTE®D GHAIEFYMEaVEF b GH ITERLIZER/ERLTNS, FyhZ&kY GH {E
NELL-H HREZHEDTYMEOHBERXTHEL GHETHIEYT 5.

(3£8) Tanner-Whitehouse-2 (TW2) A ICE DV - B AN REBRFEREAVDIENEFHLLAY,
Greulich & Pyle j%. TW2 [R;% X [& CASMAS (Computer Aided Skeletal Maturity Assessment
System) EZTHELLY,

CEFENETIE. EGH A MFEHESRELLTRIGELH D,

(B1)E2Mr 4 (&, 1993 FERET AT E T E(KR /N ANJE, ICD-10 TlE, TEAMESEXIHRERILE
U RIBIEETESTULND,

(Mt2) BEMERRERILED BT RIE (type 1A, IB. type Il &) . RIEEFY . EHMSDEH
B S & (-3SD LLF). GHRH & iR E &L GH 2 iRl T, GH EDERATIERE.
Mme IGF-1, IGFBP-3 fEDERGIEELGELRY . B FEMICKYEEZ TSNS,

(M3)FER-ZLIRBHAIZE, D RIBERERDIEEA 6 ng/ml(GHRP-2 B FEAERTIX 16 ng/ml)
EFBATOTE RERILVEV DT EEETE TELLY,

(Ft4) LRI ED S BAEHEFRIEDSE T, &) HEBEIQZ M-I EREHIZHLIZL
T.ZDRICEARRRILED D BLLIELEHSNDIEELHID T, BEHLEDEL)
HEHICHRRERILEC D MEERUVEBRITEZBIFET 5 ENEELL,

D-2. B (BRA GH 9 b2 %E)

1. T EIEH
L FAEERUBRERE
1. NREARETIEREREEHSCGE1),
2. BENHRENRBOESHLGVOLEER. ABRECE2) RITBAEHEZEDBRENH D,



. BEMR
1. GH b FIBEEREREL T AV RY VAR TILFX=VER. VIILHI VAR XL GHRP-2 BH£E1T
WGES) . TERRDENBONDIECGES, E5):
1) AVRAYVER. ZILXFZVARXIITILVATSVARIZBWT, BRFTRVER# 120 50
(F VATV AERTIE 180 /) 241V, 30 5T EICBIELI=ME GH DTE{EAS 3 ng/ml LT
THS(GE4L. i E5),
2) GHRP-2 AffICHEWNT, BRATRU AR 60 22U, 15 HTEITRIEL-ME GH TafE
M9 ng/ml LT THAS CE4. 5F5.i6),
2. GHZEOTEHDOTEARRILEL DD METHHSCET),

. EZMR
1. M5E (M3R)IGF-1 ENFEHRRUOEEZEEL-REEICHENEETHS (GES8),

2. BROVRE
GH 2 Z B TS E 2 EFIREERL,

3. ZEHDAhTI)—
BABERRILED 73 L4E (MDefinite])
1. 1O 1OVWTFNHEF L. I D1D2FEFFLL LD GH 7 b RIEAERICH W TREEH L. 20
BROMVREZBI=TLD,
2. 10 1 M2%FFH L. 1D I D2%iE =L 0 D10 1FEFED GH 2 REERERICH L TREE -
L. 20BN RELZEH=-TLD,

(R 72 5E]
EERABRERILVEL S BAEAE:
BMABERRILVEDSBERLEDIS, Fedmi=93dm0,
1. 1D1XIF2F L. D 1 D1 T2FEFEL LD GH 5 b FIEEAER(CH(1+5005EF GH DTEEA 1.8
ng/ml LLF (GHRP-2 & f[EHER TIE 9 ng/ml L) DED,
2. 102KV I O2%iEL. DD 1 D1 T1HEFED GH 2RI ERERIZH 175 MiE GH DTEIEH 1.8
ng/ml LI (GHRP-2 B S ER Tl 9 ng/ml L) DED,

BELUNDOBRABRERIVED DB EIE:
BARRRILVEVDBAEEDZEHEEISES T S53D T, EERABRRRILED DAL
ORI

FEEE
(M) ZIEF R AFSHET. KR AET. [KAET.SORE MRETLEEOBRERRVETED



B(QOL)DIETEE-L. RIEDEIRLFEBIL. AEDFEEIL. VXN EYTHOEMERD S
ZENBLY,

(Mt2)REMREL T, KRIERA (REEAERR) DM, RIEHAZEDORL . HRAZRD . BEERL . BE
KBEE. MEEEE. B CE9) 2B 5,

(F3) AW EEILRAIELT 18 BULTRALSA, 18 BERBTHOTHISU DL av HIZIEAREERD
FREEIL T TICHRE- TS 18 BUI LR HIZEHEERET T 5.

(fft4)/NREAIC GH Db A2 MBS REELZHINT GH B EIZKDABEENHHEDTH, BAIZHLY
T GH Db RIBHRICERBLRIGETRT L HINDTHERENVLETHD,

GEX1) B4 GH #WF A EHR AOCTEERERE D —&B (growth without GH EME[EN ) TIXRREE £
BWCEDNH D, T, EREEEIETEDFE. TNIIHTHARDEELEET D,
CE2)BEENOFE KR, BHOIMEE. FHERUBFHRAERE. HHIVFERBEEICEVTHRERT
BTEARROEEMENROON. TNLICKVRKRTH TEARIEREZT DS HIECTEIN
=55,
CEI)EFEK AN GH DA LENEONDIGEIEL. AR AFRERX L GHRP-2 ARRAREZFET A
HBo AR ARARITENEVEECEERELR OBETIEZTHS. BMBRELLT
TILFZUARH IV ATV ARRAREITI. VA=V &R, L-DOPA &fTIAMHERIE
ZRY CENHY . GHRH BRIHREHRR THES CHFAREBERICAEREERT LN H LT
OEEEIZITEENTLVEL,
CE4)BRED GH BIEFYMIVIVEF UM GH [TEMLI-FEEREZRALTLS, FYMILY GH ENE
51 REREREDOF YN LOMERXTHIELZ GH BETHET 5.
CEB) RDELSLKREICHENTIE, GH 2 FIBHARICEVWTERISE RT LN HIDTIEBREZRLEL
ERGE
1. BRISHLAEIE TE : FRIRARILEV IS KDY HE TR EDRICRET S,
2. h#EEFR BRSE : DDAVP [C&BBEPICRET S,
3. BMRFIVEVDMICHEEEZEZDLDTROLILGERIRS P AIReLRYIREPIELTHRET S,
EESOBEILFIAF, o —EIE, B -FIHE, F/ASUEBE 50X fUiFHRE.
Y AEBE. O EBIE T AMOS U E
4. BEE.BEE (TILX=UA0. JULADVARGRROIGE) . PRBREBROI DRICEEL:
BE
GEG)EEH LISN DA GH i A LEFZ W TE 5 GHRP-2 & RRER D M:F (M%) GH E#E(EILF
FEREEOTLVELY,

CE7)BREMERBICKIBEHO TERAERILEV D BEETEROIEEICIE. TEARGLEBERE
BFICEDLDERNT, [FEAEDHBE GH DM EFTINTLNS,

CE8)RERE. HIEE. IV MA— LA RGHERRE., FRIREEETEREMORRIZLSMPRED
BETHHYSS,

GEO) Bt RERART 2 (7 TIEA<. SE7ILa— LSRR & FEZE O A HICEEENDLETH S,
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E. 7O5%4F > (PRL) % iR FIE

1. TEIFH
(1) EfEMR
EBHORANIMET
(2)BREmMR
®fne PRL EHHEDIET GE 1)
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EHDVEHFIRERYEHARTING, LREFMICKVEBEHERINEONLIDEEAEDFICEIRE
THD, MRICHENBEFIEIBRELIIGE O, LEELDEGHETELS QOL NEFINTLDS
BREICERBMICHBENBE LGS, Ff, SERICT TICHREASEICHETL., FBERAHEEF
M OBEMENAFFTERMGEICIE, —REBENEESN S ENHD.

5. %t
FEERASEE FHMICKYRBEEEANEONDIDEIEHEDCEIRRETH D, MTRICRETIHRIBELLT
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(FREE R EFIRETEEN KRN GLDTHS BBERIEZAEDE) 40%ICHAEL. HERBIICHKET S
EFRICKELGEEERIFLS HEERDOFRIEABOONSRITS . FIIRETELETIE,
SHIL B ICHE T HEIRE LR TTEE DHEEN S L SHILE OFIRE THRICIYVKREDHILEH
Mm% RS AIREMED H Do BBBERETTHESE (M /MRZE (LD ET HMEBRF D E KT, F-. PIIRETTHEAE (24
UV R R (FF AR AR B PR s E S T fE) ZE LA LN HY . FRICKESLEEEL525. 8
CHCTHRABIZOR -HITLREA DRI EHEZIZZ. HAVNIRRICHRENETTHIELLFHTIER
LY, 20192021 FOLEEHKDOEKETIE 10 FECHEFEN 506512%.20 FECSHFEFEN
42.8449% ThH 5,

O EHOHEIHELEIE
1. BEN( SRS FEERIVREIRREELR
332422 A_
2. RmOBKE
T (ERMERBEMRES. YMLRABE AERYE. SZ(EEER) EBENESR
SHFELE DERDHFAZEFONTNDHRAEH, )
3. MBRMIAES
K (BIZELAFNEEEIRLTL, FEHIV MR EEYEEETT S, FREEAES
BBILFTET  BAELIBAITIEFF BRSNS EML, )
4. REIOEE
PEGBE-#7 AAREICEYELIEADATHE - SREICHT HABEET 5120.)
5. ZEEXE
HY FARIHER OB EESLY ., )
6. EfEESNLE
PRI EREN LAV CEREE2U LERRET S,

MR- BRGS0 aifn a2 B2 5/ NRAREOFR VE A EERBICS T AEHKED LIS
£EEH QOL DF.LDI=HDAEMZRE
MREAEKRE RLLXZRZEREFZRHAEH DMEANZESET TEHE CEER
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<EOEREAE>
Definite(FD A DEHZFimf-d HEE)EZRNRET D,

A RAFLEELEHERICHEL. FNFORNRMRRSSNELEEEESHE

4 B

A, EFHET, BEFAEERESE (R IZETEEXEIEOIDDBEDONTAAICHTIEIFL LD,

B. B ERIZHR
UTOEREBEERNT 5,
IEERAEZFLLVIHE R -FLUIRRERAEMEERER., LXMEIEEILRE
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» REWEHTF

\\ \\
s o WA \"'
“
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23 / s wiNe *KD(:‘ b{:’:
b RMRRUME '
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CZDih

sFnen

TRETSM el 4.0 27 |
o ROWETF

&  wneams . (S —]D\ .}}\ .
- = ( '. .
2 FMEEs i ¢ ERExn : ’a"—P\
: "-.,-’, _
LR IR N My

AEE FASEAE R 2 53 %8 ()

. BELLLBRERRER

MK - ELFHREMRE EEEYILELEOLERERHIENZ,
+ZHRERERIRE T, BT ORAZROE,

ERREMRR

a. DEHBEETRBRETIUTISRIAROVTNANER T HIEA S,

b.

@(F)  triangular cord sign: FFFASR CRAARAT A D = AR H S ETFIRETa—, METEH DL I
WG TEREL . ESA 4mmdmm LI EZ RS EHIE,

D) BEEORE BEIEHELTVIN BHTELOIEA S, FEENEHINGIGE
THIEZ AR THEEBIENROLNENIEN S,

2)FFREL VTV ST TIEFBADRERBEZEETHIH. N DORIERAILRDHL
ngLy,
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1B HA .

EESEERCTEER2UEERRET D,

[

HA

iy S 2 oh L7

EEESEET UTOEEEHEEREBICEVHET .

o EEEHE

R¥/EEE |BHRE EEET BEE2 BREES
BB 5o - 1+ -
B & R - 1+ 2+ 3+
W"‘ ’ 7";;_ 3 Dt o
BAREENHIR - 1+ 2+ 3+
B R AE - 1+ 2+ 3+
FFH4aEpE= - 1+ 2+ 3+
RF/E=EE |FirE BAEE BREE2 B|AEES
mitSom  | - e
FERERRE S - 1+ 2+ 3+
P8 AR IE 7T SiE - 1+ 2+ 3+
AREBHIR) - 1+ KT
B8 8 R fiE - 1+ 2+ 3+
s FFREfE S - 1+ 2+ 3
X BARFOEEERRA—ILUROBEEHEEDLSR
X% BEEHEEEORTRUEROBEVER SRS BEELT S,

KPR SOFITOVTIE, HNETEEE1UL, EEE2UEAEINFMDEIEE DIKREICKOTR

EEN, BT LLEAIOFOFERFEZLELELEL,
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o EEEHIEER
1. PRS00 IRE

A+ A+ FHEMTIRMEREZRH L0,

AEFDREFRR

A-1. REV(BEEHEZFSIEELHD)
A-2. MERE: RERIGEHTR

B. Bt 50T R

B-1. HEEOHIBRE-IFIEE
B-2. M&AIRE IR ERSE

=
W

A.BIRTOMRZEDHDID
A BOWITNHZEZEDHDHED

i A-2. BMERBOEE. MECRPIEDN LF . thDREZRET LR
B-2: M;EALP, ¥ -GTP (GGT), ASTEALTO EF
ALP: alkaline phosphatase, ¥ -GTP (GGT): ¥ —glutamyltransferase

AST: asparate aminotransferase, ALT: alanine aminotransferase

HiE |A-1: | FER BT>38°C
A-2: |REEFTR WBC (% 1,000/ i 1) <4, or >10
CRP (mg/dI) =1
B-1: |&E T-Bil=2 (mg/dl)
B-2: |FTHREIRERE (ALP (L) >1.5%x STD
¥ -GTP (IU) >1.5x STD
AST (1U) >1.5xSTD
ALT (1U) >1.5xSTD

*STD (standard): FIEF D FEFHEDOT—4
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SVEREE RDMTEE

A ZEBDORIEMR
A-1. R CEEBREHIELHD)
A-2. MBRE  RIERIGFTR
B. BBiT5oi%AT R
B-1. REEDQHIRFITEE
B-2. MARE HHEREER
%2 ABIRTOMRZEDHDZLD
2 A.BOLWITIMEEDHDHELED
x A-2: HIMBKHDEE . MECRPIEND LR . thD KIEZRELT LR
B-2: MiEALP, ¥ -GTP (GGT), ASTEALTD EF
ALP: alkaline phosphatase, ¥ —GTP (GGT): ¥ —glutamyltransferase
AST: asparate aminotransferase, ALT: alanine aminotransferase
HiE |A-1: | FER BT>38°C
A-2: | RIERTR WBC (X% 1,000/ ) <4, or >10
CRP (mg/dl) =1
B-1: |&E T-Bil=2 (mg/dl)
B-2: |FFHEEIRERE |ALP (IU) >1.5x STD
Y -GTP (IU) >1.5x STD
AST (IU) >1.5x STD
ALT (IU) >1.5x STD
® *STD (standard): ZEEH D FEEEDT—42
(TG18/TG13 RMAEE RBMEENLDHE)
EEREDEREE
1+, ++—BETFLURNICEEXRZ1BLUEREL. TOARMEHRMIAARBEDOLD,

2+ 24— BERIFLURIZEERICEDARMBRARNMIMAULFLERBDLD,
3+ I+—BR1FLURNICEERICEDARMBHRBNFELLDLD . H DU L EEKRMEE
A=l L=1m&,
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3. 3-MIIRETTHELE
a. ORE- -2t #iE (FIIRMTEEDZEHEABEDHIESAY 2018 FHETRNSDHE)
+. FIREZEOLSINZEMME TII LR FKRFEOFHIRONEEZDELLGLVIKE,
2+ ZHOMHIKREZROLO T, ABRLZEL, SR THOHRONELET HIKE, ZEm
TEERARSE - B FRARE & (XM PIARE TTEAE B YR WVLREIICE DE Co D P2 LI EDEHD . X
FHFAREEDDILD., BFTEHIKEOZEELINICES S,
HIntEBIREZZEOS0, ARICKYar rO—LAATRELAE D, BFESHIREDISA LS
AL, =
nIC#ES S,
3+ OVFA— )L TELRVEIRELEMERDH S,

—h

@b. FERmAEIR %
(7) b-ffifaS-BIARMEL R 5 EERE(A-aD02) = 15mmHg (65 ik LLE TIE>20mmHg)
1) AL YU rDBFEAEER (QAVFSRAMLDIO—H5UME 99mTc-MAA iG> F)
1+, PaO, NERR T 80mmHg K. 60mmHg LI E (SEFR 2 EREERAAFIE Tl 90~95%)
THIXREBOFHRONELZLELLGVKE
2+. Pa0, AERR T 80mmHg Kifii. 60mmHg LU E(SEF R ¥ REEREAFNE TIL 90~95%)
THREBOHIRONEEZET HIKRE,
3+. Pa0, MEHNSK T 60mmHg Kin (SERFR BREBFRLAMETIL 90%UT)

Se. FA AR A= M [ fiE (BRIt 2 — Al B4 A i 1 [ fiE (45 7€ 2695 86) Mo D EE)

(7) RBEBEIHHEDLDHT—TIVERET
() FMBIARIE (PAR)> ) L F (L EEF M BAR T 1 /E T 25mmHg
() T BRI A E(PCWR) <15mmHge
d—(1) LU E . i g (PVR) > T3 Wood unit.
240dyne/*sectem® cm® LIE)

L HE [ 1B 4p 7+ 4 =ty A PR] S5 75

() By F55LICTRIG S MG RIEEL
(™2) P8 Ak At 5 0t i D 55 i E I 7E
1+, A B 4 i v 0 RE 72
fzIE2DIKEE,

DEFEEHFE StagelFE
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2+. [ ENAR T fifi =, i I 4 OD BB fiE
3+. [ ENAR 14 fifi =, o I 4 OD ZB i

E 5 $8 Stage3MDIKEE,
E %8 Staged F1-IX5DIREE,

NYHA C#EEs M

I AW LAHERTRETN

NE - MBORKEIHTERRE, FEEWMFPLPHRINE,

NE - ARUTORUZNTERERN. FEEMSFTFLIMRBE LS,
IVE : EAGRUEBHSVWIRMNTLERRR

WHO SismERRESS (WHO-PH)

2 B ERIC MR OGS VR mEE N
BAOREENTUHIREMNPEY., BSPEMGIEELRY,

NHE: SHFRCEEOHBROBINANEEEN
EPRCRARERY GV, BEORRERTHRER Y. BAL AW
BEEZS.

e SEIHCRLVNROBSHRMEREH
ENBCARERSGL., WAUTORROSEZNTHRERPEY. W
MPERRELSRES

N

VR ALBHERLTERLLOHBNERES
CNSOBRRELFRZOERERLTVS,

EMHLEOFTEMRT /@SS #57hS,
EAGREERNTLANERONY LD 5.

A BN AR 1 Fii 5 1 [E i B9 FE 53 58

W FRENPE LI I-RATDZLEOR
oun | DRER ey omB (©) pawgamey R ARCH R (TRAaL BERLSERR
WHG-FH/MNYMA 1~ S0>mPAP 2 28 TRPG « 40 mmHg
Stagel pndcbes BHEL Btage) | WHOPHNYHAL R T L wEGL
Siiged rno-wnmv»m- P 340 sie — WHOPH/NYHA | B TRPG 2 40 mmHy pRLL
Stage 2
TRFG < 40 mmHg
WIHOPHMNYHA | 'm0
WHOFH/NYHA |~
. " ’ mPAR x 2% mmHg rHaD T ARGTRUL
Stage 3 WHOPH/NYHA =1 TREG 2 40 mmMg wAnn
WHO-SH/MNYHA I Clz25 »
-1y WA ST MMIY: | i RAOKARESSY Staged  WHOEMMYMA Nl TREG 2 40 mmhg eRGL
WHOBHNYHA cI<2s WHO.EH/NYHA I, Il TRPG <40 mmig rEBO
stagea  WIOPHNTRN coppaasamig T sEoamcwsy
(e WHOPH/NYHA Il Il TRPG » 60 smmHg ERORMICBET
Steged
WHRPHAIMAIY | AoPAR 5 40. M0 lig FEORAMEE) ¥ WHOPH/NYHA IV TRPG <80mmHg FROFREMLT
PGIZMRME « & FiE S RoubRby
Swge § nRemy RGeS h
pronpoies=p) PGIIMME - & TN
Stages  WHOPH/NYHA IV TRIG = 00 mmMyg Fin e W e EWHO-Ped
mMPAPDWE M5 ¢
Stage’ M. MPAPOWC RAG <
Stage s
BRIE mEy O WENENRRSCREATRRL TR ios R0 DREW. TRPG. MARGERSBDNES TSR THEE Staget R,
EAEStage 3 K ETENYHAMELL 2 AR BARESHERNLTHESRENRLTE,
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@d. fEK
F+—1+ g, BREE. B, PIARESTEICHESIZDMDIEKDIH 121 LLITEEE
RO EBEETHIN, INICLLFEEEDFIRONELLELLLGLVRE,
24+ 2+ HmnfER . g, B, FIIRETEICHESZTOMDERDSIEBBELELT DL
DEI1DHLLIIEHERD ABEEL. CNICKDBRFEOFIRONEEET HIKE,
3+ HimnfEm . iEiE. i, PIARESTEICHESIZOMDEKRDIEVT AL DEKRDIFA—
VAR TELL QOL 2[ET 3154,

4. BIKEFIFHIFR: performance status

grade performance status

0 BAER THERFEBH TEFIREDIFTHLELBEEALREITHIDELS.

1 BEDERD DY, AET EBIIHIRESZTEH, 517 BHECELZETES HIAILENRE, BHRE.

2 FITRHDEYDZEIFTESD, BHTDLNBIDBNDSIEDHD B HEIETEROD, BRD50%LL EIFEEL TS,
3 BOEVICHIZEEDIEETESDH, LIEUIEN BN, B DS50%LL_EIFFLRL THVS.

4 BORYDIESHTES, BN BRBRKELELLTNS.

1+. PS 1
2+. PS 2 or 3
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3+. PS 4-

5. MEY LR IERRELZREET HI5E

a. OREREBDROEAEEEZEEDNDRIT)

BE

B oER

REIDAERK

FEAE . HBWIEEFEAERLLL

FEAE . HBNITEFEAERLLL

FFICLAXLZXT D, BHICENMKTHLRIBTE
]

MEROTMEVND, FICEBLTEAZEET
W, KRN D,

FIZIEFALE BAEREE, —EHEFEY. &
FYRISEDAELY,

2 EHIHEN, FBITEEEFED, FHDT=
HICEDRHDTEIELN,

FECIRY , ARTTHE EAHDT=HIZA1F15L.
2T ENTLS,

FESCTEMNRD D, VEHET HE—IGIFERND
M EBHDOILICIRYEALIES

WTHIDTHLONGWNEH, BNTHESEDL
FTEITETERGYEELRBLFITONEL,

FECTIREAERRN, LEoB3ENTLNS
M EEETETEHMNEBLGS,

B oER

REIDIER

FEAE . HBNETEFEAERLEL

FEAE . HBVIEEFEAERLEL

%I#IZ.L\X.L\X?'é/J‘I RICEMIKTHHRIETE

MBERDOTAITEOD FICERLTRUIZET
L KBNS,

FICIFTFANE BEEHEE, —EHEFY. H
FYRITEDELY,

L EHITHIN, FBITEIBEEFED, FHDT-
HIZENEHDHIEFAL,

FECRY , ARTTHERS EEHDT=HIZA15135L,
ZTRNTVS,

FECTEARD S, VEHET HE—ICIFERND
M EEHDOIBICEYAENSEL

WTH o THDLNEWNEHR, BOVTEESFES
FTETETERYLSFLRBLFITONEL,

FECTIREAERNGL, LESBRIEINTLND
M EEETETEAHDELA D,

1+ FERD1EBEDEH

2+ 2+ FEED2RIIIEEDEH

3+ 3+ LFEDIAEEEDEH
b. QOMEREE

1+ 1+ 5K SD Ra7H-15SD UF

2+—2+
S+—3+.

& SD Ra7h-2SD LUF
& SD Ra7h-25SD LT
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6.  FFH&REREE O FTli: #£1M7T—5 KU Child-Pugh score
a. 1-MRT—4H
1+, TREOEEEEMN2RIILULZBDHONZLD,
b. ——2—Child-Pugh score
2+ 7~95/

3+ 1m10mLlE

=SEEE
ARG | 1| 7T 2.8g/dIR i
B%J% | 2(MmFHLEYILEY |5.0mg/dILLE
3|AST 200E 5T Ll E
CR3 maa
4|ALT 2002 LA
D%%| | 5|GGTP 200B4 5 LA E
SEEE
AREl | 17TV 2 8g/dIFK i
B&5I | 2|MFHLEYILEY |5.0mg/dILlE
3|AST 200 s L E
CRJ5 $1f 'L
4|ALT 200E s A k£
D&%l | 5[GGTP 200E ;1 LA k£

(HAMRERBARERICETOMRENEEEERENS>DHE)

Child-Pugh X377

A3a7 18 2| 3m
Axi%iE L I-1° m-1v°
e K L BE PEE
Bil (mg/dl)  [<2 2-3 3K

Alb (g/dI) 3.5¢ 2.8-35 <2.8
PT (%) 70%< 40-70% <40%

Child-Pugh A7

A7 15 25 3m
AX9E L I-1° m-1v°
g 7K 7L BRRE HEE
Bil (mg/dl)  [<2 2-3 3K
Alb (g/dI) 3.5¢ 2.8-3.5 <2.8

o |PT (%) 70%< 40-70% <40%
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grade performance status

BIER THRBIN TEFIREDFHLLBBEAERAEFICHDEZD.

1 BEOERDHY, QG BILHIRESZ(TH05, 517 BHECEELTES G ZITERE, EHAL.

2 FITREDRYDILIETESD BCOLNBDPNDIEDH D BEFHEHIETERND, BRD50%LL EFREEBL TN,
3 FOEVICHAEEDIEIETEDH, LIEUIEN BN, BHRD50%LL EIEFIRL TIVS.

4 BORYDIEHTET , BICNMAVW RAREELELLTNS.
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MW ALTE K OV BE B A OIS I3 1T 5 W B2 IH
1.

A ZWIZ W D ERRIER, AT REICEL T, 2
NOFHOLDEHNTHELX R (2L, %3
SRATHEZR B DITIR D, ),

Wi BICRR B DBUEN WA IR W

s z
%I DRt % 7~ 3l AR R A 'Czlbof\ fife

: ‘/L‘f@?ﬁﬁil RICH T 2 EIEE IOV TE, YR EZAEE O T TIRREIMT O TV SR

« EIT 6 2 ] T b R IR %‘:[:Eﬂ?ﬁ\#llﬁﬁ“é LT 2,

C B EROBREN ERLOEIEE T T EU RIS LRWETH D0, @i ER 2k 9

DI ENKEREDIZHOWNTIR, ERERONEG LT 5,

116



298 EIGERE
X

1. BIE
BIEEEREE, BEICKYIEBEEENZR T IMEERTHD. BEUEEXDERELT Gross (£,
OmBEHICSALULOEREFZRD . QEFERIE. QXEWELLEBIEBRDBRELEZSNDILD
AEHLNT @2t R UL TEENFEELTNEIIEZE T TS, HAETIE D FEICHEVBRELER
EREEZB/LHEN RG-SO EEFBARAMEERICEITIRETEMRMORTE LERIRZEEE(IC
EOEPHIND,

2. [RRA

BRREGEFERLLT. AFA=VIRNI T /=452 (PRSSH BIEFEEN 4B, BowtEr) Tow
AV EER—(SPINKD) B FEENKIBE. T DM -FANKIBNEIN D, BAREDFE —BRREIL, B
REHBATON TS/ —FUORMMEEHIETHD, EERRNICITEMREDONI TS /—FUEHRE. &
SITEMIELIZRN) T U EN T 2D EEBEROFEMSIEIZES B 2EIEASEEEST 516 DBHEHE
MEELTLNS, PRSST BIRFEEICKY. MITOUDE R - REEIEDT NSO RANELDEN)T
DUDEGREEIENEC, BRERET HEEZLN TS, LHLENS, SPINK BIEFIZHITERS
DZERE (pN34S ZTR) [CKDERXREMF IMASNTHOT . F3EORRTIIRAETFEEZR
HT . FHREEIZBESMTIEEL,

3. fEIR
FAEX 10 BMUTHZL HRBKVEER. B, BT, TREEDREFELEREFREL., 22
TEBERANEHEITL, BN DB EER S OHEIRBESERICEHT 5, SHMELREXLRIED-HD ARPER
AV RO—ILD=HICRRE AR OCERNE FHADEELIEHNELSZ N,

4. BREE
EROIO—)LE, BERANDBEZICH T DETEEEVN I HEREICEEFY . IRABMAEL
A A

5. Fik
— DI RN TEREEROREN S DEEECERABMMARN LD, RIEINRE - i
LEELEYOT 0, BN IMERER 2 OHRFREE EIZEHL. QOL (FFELIET T 5, SHITER
HEXBEOBRERERIEI—MAODZTNELRT, £ 50 EH5 90 EEEETHD. DHEDEER
BICBIT2EERTBEREZRIL 50 T 7.1%. 710 % T 22.8% CTH o1
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O EHOHEICHEREE

1.

BER(TNREEERZHRELREFER

100 AR

HIRDHE

FR(EITMN T OF ML - RERLICET 2 EEFERICLSIENBEINTLNS, )
MRMGERERAE

RS (FEN D RUR D ERER 2T I HREREICEEE D, )

RHOEE

WHE

HY (ARIMERDZEHEEHY, )

BEREESE

OSAMEXAREEERI1FITIRERLEREILTWSIEES

OMEN D WHBER 22 ' RIFAV R BBV BE LT DRMERFERDH LI5S

ZERELL. WRET D,

RSN IMERER 2T DOLVTIE, BHE X DZEIEE®15% L T BT-PABA(PFD)ZBR 1o I B2
REOET(BERT7IS—E., J/—8) RBENFGA—2— L XTO—/L, hHER) GE DBRERT
REBHECKRERDLGEDBRREREZLEICHREMICEZET 5,

O 1EHiRMHT

DUNRE-BITHEZECRENRISERT SR DM REREDOREHR]
MERKRE RAKRFZFXRZREZRVEM MENEZESEH FEHER CEER
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<BHEE>

BEESMERHIVILIZHER BZRVERDZ)EHT. UTOO~@N4EBEDS550%H-TES.
HEIWNEQ.B. DO eTE®mI-TIHE . ECEBEREZEHIND,
QhFA =9I TS /—42 (PRSST) BIZF D p.R122H 7L p.N29I EEMRHEND
QtRRIzhhhod | EREBE2ALULOREELNHS
QUK ELI ANDERBE (T, REWBELLEBERXOBRRELEZOSNDLOMNEHLNLL
@E—HREDIFE, PEELTADEEIX O BUTTRELTLS

<ENTNDER>
SRR
HERICEMEBRERELERNH D,
2. MHAXIFRPICEBZROLELNHD,
3. EEIK.CT XX MRI CREICAMERICHESBREMRLNH S,
LEESIEEF2IEE U EEEL. MOBRBRVIMEEZRNALI-LOE R R LZIT S,
T ERREIBEEEEOSVLO (BETIS—E. UN—ERE) EFRTETHIENEELL,

BREUESMEREX
SR RODMELELZRE ST AEBRRFLERERET IO THD. SAIHNMERICED LD EHE
BlEhTLSA, BEEEXO—MILEFENLLEEZONDS,

1S B 2
EEREE X DEZETIER
O HMALERTR
QMR R
BRET S LIEERFERITERRFE
@M RIFRIEERENES
GOSN 7 EE
®1 B 60g LLE@TA/—)LIRE)DEHGT HECERE X XX EEEE
FEE
DEaMEREROBEE
SHEERTEZ a.b DLVTAMDERDHENS,
a. ODXIFQDIEEZFR.
b. DX IFQD#EREZFIRE. QDBODS5HL2IEE UL,
IBHEXERZ OXIZQDEEZIRNEDHLOND,
BHIRMEX . Q~DDWVFNMIIER Ll L EREEE X OERFT R A
mbohd,
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T 1 OREERE. FICERE. BERILBEMBREESPMNEDERNEZTH D,

T 20.QDVThERHT . Q~DDOVWThADH 3EBLUEFTHER DS, REMEMERXICERT DERH RHHER
SNT MOERENEESNDILDEEMERTEDHIET 5, FRHIICIT EUS ZECEBRBIEITICENEELLY,

T 3R~ 2 HEEDAHAALRHEMEXDEGHRETIESN DI, IDEENBTEINSLDITRE ISR
REZHIELT TBRVEBEENDETHS, (K BHIEEEXDOREICOVTHE. RPIFTREZENTILELNH D,

1S MERE R DEERTIER
O ETERTR
BEZME UTOLWThALEHLND,
a. FEADIER
b. BELKIZS W‘ﬁ'g“é%ﬁﬁmb\bu,xﬁwa RAE
c. MRCP X[ ERCP RIZHE T, TEEDRRFAGZ HRREKLICESERICFIZFIZO T 0 HRhE
EDTHRBNGILRE DILER
d. ERCP BIZEWWT., TEEINEROCEARLGE THEXRIMELTWSIGE . JLBEMDOEHEEL
D REE ORI BNEIRR.
TR UTOWThhHEDLND,
a. MRCP XI[& ERCP BRIZHEWNT, ELKICFRHZFIZH T 50 KEE OTRALGIR, THE
HDATHRANGHRR. EEEDOLT D,
b. CT IZHEWVT, EEEDTRAUNGUVFAMDIREKICEDERAOEH .
c. USEUS)IZE LT, BEROHEAXIFEAREBEONSIEITI—. XITEHEEDOFRAGILEEFES
BEDERAOEHE,

ORI R
R BEREORELREIEVBERSND BERECEEI/NERICERESh  NELNREETK,
WhRHEERRELT .
EREZIR ERENHEL . REAEIDERMIIPDER - NERICRESNSD,

@I X IERPERREOCRS
UTOWTnhNEHEND,
a. MAPERERENERLTEREICHEYEEHEZEATCLERHLWVIIEETRERBEIIET.,
b. FRAPEEERMNERL TEEEIZHI-Y I EESEFHEEZATLESR,

OFEN G WIEE

BT-PABA E{E&(PFD EtE&) THRH PABA HEtZEMEASMNGZIE TS ERDS.
®1 B 60g UE@TA/—ILIRE)DEFGTHIHEEX (XEXBEEEFEE
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B MR DERFTR
a.b DLVFNMARHEND,
alATFICTRY EUS AR 4 THADSS, DXL 2ZET 2 HEUEARHLOND, DRRXIEFRIK
& T a—(Hyperechoic foci[non—shadowinglor Strands) 2)43 & Ta—(Lobularity)
IFFEEERE T 1—(Hyperechoic MPD margin)
)5 ¥ BEEEYi5R(Dilated side branches)
bMRCP X (3 ERCP f&T.3 RLULDZHEEEICFHANGHERMNROHOND,

*TIRAEF BEROEREROFBLERESARDONATNSILENS,

*2“ M ERER" DRAIEICEETIS—E VIA—E MTU ISRA—E 1 HEEBEEEOEVLOEALS,

*3“BT-PABA iHER(PFD FRER)ICH(THRT PABA HEMEDE T &L, 6 BRREIHEMER 705U TE LW, EHRERR T HEMNEELL,
*BEREERETFRE L AFAZV IR TS /= U (PRSSIEIZTF D p.R122H TR pN29I TR, B MEN) T A U EE 4—(SPINKDER

F 0 p.N34S EEX c.194+2T>C EEUGE | BREDBEENHILIIN TV DILDEIET,

<EEENE>

 AMEAREEER1EICIEUEREILTWSES
2. BN HEER 2 RIEA VR U EE VB LT DEMERERFERDHDH5E
ERE1. 200WTIMIDLULEEFTIBEEEEEL. MR ET D,
RSN IMERER 2T DLV T, BHE X DZEIEE®15% L T BT-PABAPFD)EAER P I i EE R ED
BT @ERT7IS—E. V/N—E) KRBENTA—EF—F#HOLATO—)L, 2 HER GEDBREBERR L. BIFE
OREFDGEDBRRKRIEKELLITHREMIZERT 5,

ST EEUE ] OVEE BE /P B OIS IS B 1 A B B TH

1. IRAZWITHW D ERRIER ., BT RS LT, WS LICBBEOBEN R WEA I, W
OO L DEHNTHE LI 2 (7272 L, YRR ORE &2 R~ T RIEIRSE TH - T,
RAHER B DITIRD,),

2. IREBHIAR IR B By FIC DV CUE, MU RE R FR O T CIRIR M Th T SRR
ST, BT 6 72 HH Tl b AU IRTE %Eﬁfﬁﬁ ] N RN

3. ek, JEROBREN FROBEEENEE T ELU LICEYS L WE Th L, @R EEREZ kT
D EDBREREDIZOWTL, EREREMROXISR LT 5,
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338 EITHREMEF AR S OHIE

ETEREERFNEET S>> E(Progressive familial intrahepatic cholestasis ; PFIC)I&. ZLIR &I FHE
THEGEDHRNEAIOFETHD. FREARLUECHAZLLIERETREERFEIREETIC
PFIC1-5 @ 5 %! A% OMIM (Online Mendelian Inheritance in Man)IZZ k& TL S, PFIC3 Zf&E . IMiE
EEEVILEY  BIBTER U AST-ALT DEE. v -GTPERFEEXFEESETH I ENRFHTH
%, TN F1=IZ PFIC6 A5 PFIC12 FTH OMIM M S FERSN T,

FERIEVTNLE RN SEBEFRE 5o IC LT IRECERGERERFELTETHEORBE
LD, PFICT TIETHI, BERRET £, #BRGEMIMERZ ST H5DITxtL. PFIC2 BT PFICA [LfEK
PHFICRB T 5—ATRAICHTLIETL., FICHMBREZRET 5NN TS, JAEREILF
REE], REAME 2SI MRGE DREREN TR T, RENBEOENG IFBEDEL LG5, BiEER
DR BIXFFNMERDEEIZKYREL S, PFIC3-5-LIEIEHARATIEIRIEIBOH THTHD.

2. [fE

PFIC1 QREEIEFIE ATP8BT THY . typelV P-type ATPase subfamily @ FIC1 (familal intrahepatic
cholestasis 1) EAZ3—F 95, FICI EHDEREIZKLY. FFHE. /NNEFHREICE O TRABRKSEITH LD
BN ZEA FXR (Farnesoid X receptor) DFEIFEE TS5, FFTOD FXR DIET (&, BBHEENS > XR
—AB—T#%% BSEP (bile salt export pump) DFEIFETE5IEIE_L. BBt 57 bET5, PFIC2 DREE
f=FI& ABCB171 T#HY . BSEP (bile salt export pump) EHZI—F9 5, BSEP (XATHIfED EMAEERIC
HIEL., —RIEAEEZEMBERECHWEIE S, BSEP DEETIL, FHBENSEERNIZETEE S MT
Y. EAEAEEL. EMEMRT R, BA50FEE1-9, PFIC3 OREEERFIE ABCB4 THY.
MDR3(multi drug resistance 3 P—glycoprotein) EEHZ3—F3 %, MDR3 ERDEEIZKY. . B+ A5
BENFRL. EABREDOIIILBENTEGRY  BABROREEEERICKYBRE LR CEEMEO
BEEZEET, PFIC4 DREEEFIE TUPZEEZFTHY. ZM- v oiaV &R TIP2 Za—KL, TJP2
RIBIZEY EHEEDEEEE DS PFIC AREET 5, PFICS DREEIEFIE NRIH4EIZFTHY . FXR
Za—bkL.FXR RIEIZKY PFIC BAREET S, TDEFTT=[Z PFIC6 A5 PFIC12 FTH OMIM ML FERS
Ni-,2023 £ 8 AFEATEFON TS PRCURELEEREF (AF2UvY) ., A—FShB-AIFE) £,
PFIC6 (SLC57A. SLC51A F1=1& OST a ). PFIC7 (USP53. USP53) . PFIC8 (KLF12. KLF12) . PFIC9
(ZFYVE19. MPFYVE ZE7=[& ANCHR) . PFIC10(MYO5B, MYO5B) . PFIC11(SEMA7A. SEMATA) . PFIC12
(VPS33B, VPS33B) Tdhb.

3. fEK
PFICT (X, ELREINOEEMHEBLLTREL. REES. FRE~EETT 5. FAFEE, ERLGE
EREET D, DM, B K. HEMIEL (stubby fingers)E 27 %, FICT [ZFFED (EH . B, /M5
FEERR . 1R A EMAE. BB, B THLRIBLTVSO., BiS-FEFESTEELIC. FFAMERELTTH
CRER BEEESTILEH5. MBARBETIIEZEYILEY  RIBHEER U AST/ALT OEEEET S
M MFEILRATA—IL, v -GTP{EIFX EF LG, FFESTIE. BEAS>FAVNERBE KYELEMBRE
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THLNDZEWFETHD, EFBEMEE TITEMABE NI Byler’ s bile EFE(ENSHHMERE DRI
BHHNS (PFIC2 TIXEFIFEBETH D) MIRMITEREZTIEERDOFAEN LN, RIERE
ERFNAE S5/ (benign recurrent intrahepatic cholestasis; BRIC) 1 B LR XN TLVAA ., BIEFLEE
EREBEDEEEDHEBETMONTLVEL,

PFIC2 2B TRE LS BSEP (FAFHIRICDAFERLFSMERZ RSBV FRE~NDETIEE
{EFEORNICHHMlREERET AHLH5. MBRRETE, BEEEVILED  HBETEERT AST-ALT ©
SEZETHH. v -GTP {EFLFLEGL, FFHfiTId. EMEMHEF XASNFRNESN LD, £6ITRD
LNBLDTIEAGE F-REKLVIFREEZREET 5, PFICT LRI, BIRMICIEKRZZET HEERDHEF
ELfLN ., BEREMFARTSSFEE 2 2 (BRIC2) BN FET b,

PFIC3 (FELRHICBIEMEBETRET 2LDONOIEIRPICIERELE TRET HHIETHRLTHS.

PFIC3 TlLy -GTP B3 = EXTY ., PFICA PEIC5 L4 LIEILERICHF THHINERNIZB LN TEEMNHE
FEEnTW310LH5b,
4. AR

BERELTIEVTIE, YILYTAXFIa—LEE, 72 //LER—LORIREFSBHEE2IL DT, Wb
AISHAEETRIE MCT 74 —325 (MCT LA RALLBR TS, YILYTAF I a—)LEIE. FEZ S
B CTHHOERBETETORRICERAING, T UI7VES UL —BRICEMTHAI LN S, &
EDEROBRADETEESELEMTHETHEERTERITT 5561 HD. REMICIEFZED
B ETEDH, PFIC2 TIEARAMTHS A, PFICT TIXFFBERTERL/NGRINF2EEEET . S5IC
THRDEALLT STNFHRERAIF £ 57E T LEMTED QOL [FRLARLY, Fi=. F#HEER D PFIC2 I
BLWT'BRER OB/RENHY. CHhIZLIEIUAD BSEP [T 2HEHRADHIBIZLELDTHY . AR
THLHEIN TS,

5. Fik
PFICT TI&. FIC1 ER IR T TG ELGE LRBICRITL TS0 FFEHERICIETEE O Bt
SNBES1THDBE, INBICHE VLT FICT RIEDF-OEABRERINTET . KIBIZZEDEABNRATS
CEICKYEAMDTHZROHAREEEE1-9, —AH.BSEP BEHIIFBOAITHBEL TS0,
PFIC2 TIXFBEEZDFEIEIBRINGINILRIFTH S, BRIC T, EABRTEHRBERTLHILA S
A REAICIE PFIC [TRATT HEBIDIRELHY . RETIE . EHLIZARIISLEZZLN TV,

O EHDHFEICHELEE

1. BEY
#5100 A

2. REOWE
FHGERFEENRHINTOSLNERMNLERFEEILRERTHD,)
RREGFEIEBHY. AENEATNDLDD, FHREITRMEATHS (PFICT (& FICI ERZI—RT
% ATPSBI EinF. PFIC2 (XREHA BN S RR—2—THSH BSEP EHEI—KRT S ABCBIT EITF.
PFIC3 £ MDR3 #0—K9 % ABCB4E{nF.PFIC4 (XRAA DY 03 &R TIP2 20—K$ 5 TUP2
E{LF. PFICS: BNELERF FXRZE1—N95EE NRIH4:E{mF. PFIC6 (& SLC51A(fIl# OSTa) %
O—KR9 3% SLC51AEIEF. PFICT [& USP53 #0—KR9 % USP53E{5F. PFIC8 [§ KLF12 #0—K9 %
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KLF12:&5F. PFICY [& MPFYVE (A& ANCHR)%3—K9 % ZFYVE19&{nF. PFIC10 [£ MYO5B %3
—F9 % MYO5B iE{5F. PFIC11 [ SEMATA 23—k 3 % SEMAJA s&{&F. PFIC12 [ VPS33B #a—
Fd % VPS33BEIEFNERIZK>TRIET 5. )

3. MERMEEERAE
REES HEREDHTH D EEFITIIFBENDLELLD, )

4. REIOEE
HEGETHETH D)

5. PMEE
HY NRIBERERRERE A— BUHELFRER 26 HFRES 13, ETUHREEFNELTSS
FE PEOFS|E EEkH:202058HA8H XE HANNMNEFREHELFFEES

6. EEENE
ARIMERDEEESECEEE2LULEZXRNRET S,

HAMERBBRERMRERX VNEAY-BTHZESCAENRILERT 2H VUG EITREAREDRERR]
MERKRE RIAKXRFRZREFZRVEM NNEAREZSE B8R CEER
SHEMRE ERRXFRERE DNER EBIR EERMA

<BHREZE>
Definite, Probable ZX{& &9 5,
A TEFERRURR
1. BEYLEE.AREE. BHE
2. FFEX

ULIZiz ., iEsEEbIRDOEA A IO,
3. MAEEMFR.ESK

4.  ERGEER

5. SdmiLoHmiER, giin

B. #&EMR

1. M&EBREMR
BE#EEYILEME-#RBTEE-AST-ALT ASETH 5.
1 84 (FIC1 9%) B U 2 £ (BSEP %%) TIX AST-ALT DEEICEM M DHST ¥ -GTP AEHE
XIFBEES(E. 3 % (MDR3 f%) Tl&ry -GTP EIXEETH S,

2. HFERTTROMRLIERDHLND
FZEEMEBRTR 1 B TIEIE SV NERBEE LY EMBEE THONPT 2 BT
(T EHERa AT ORI THY . BSEP EENREZ B THEINGL, RHIYFEE
BE29 5,
BFIEMEERTR 1 2Tl Byler’ s bile BBFIZR oM, 2 B TIXETITEREE,
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C. A2k
FEERASRAE, 7o —IVIEERE, M) U RIBEE, A RMEABRABERE. IERANEI/OTH
—V R, Z—IUEYYiE C B FEIREIEERE X, SR ZHFE. ductal plate
malformation ITE DFHEERE . AR EEXIIEEBRHREE,

D. BEFMERE
1. ATP8B1(1 &) ABCBI1(2 ).  ABCB4 (3 &), TUP2(4 BY), NRIH4 (5 B)iEimFI-ZER%E
BRDBSDIEMN, SLC51A (6 B, USP53T &), KLF1X8 BY), PZFYVEIX9 BY),
MYOS5B(10 ), SEMA7A(1 &), VPS3365(12 BNBInFICDERZZEDH D, (Z DM, #FHi=(<
OMIM [/l o= PEVLRRBIEFLIED D,

<gEmohTI—>
Definite:A-1 RUA-2%&T=L. A-3. A-4 X [FA-EDONT M EH-L.D. BEEFHRETEEZRHS
0]
Probable: A-1RUA-2%i#1-L. A-3. A-4XIFA-EOWNThhZEiEl-L. B-1RUB-2%#E1-L. COE
AT REERBERNL.D. BEEHRETERREZROLVXITECENREREREDLD
Possible: A-1RUA-2%#T-L. A-3. A-4RXIZA-5QWLT I EiEf-L. B-1XIEB-2%HmT-L. CODE
Ag_REEBERIILIZDD

<EEESE>
PWEEEH T ODITONT, UTOXIIHEL. EEFE2LULEZRNRET D,

EEESEE UTOEEEHIEERICEYHET B,

(EEEHIEER]
1. BBi5o/FDIREE
1+ FHEMGHEMREZROLD0,

2. Zim%

1+ HIER. BIDS55—DXIEEHEROH LN BABEEELLLY,

2+ HIMER, BIDS6EBBELELT HILDE—DOXITERZERDH D,
3+ AERICERL. EREELTRNEET 5,

3. BIEEEBROEASEEEEMBDODRIT)
1+ TRRD 1 BEQOEH

2+ TRERMD 2 XX IBEDEH

3+ TRRRD 4BEDEH

KRIEEE(BROEAEEELEEDRTT)
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BRE B DR RIE DFER
0 FEAE . HBIWREEKEAZRLL | FEAE. HDNEEEAZRELLILY,
Tl LYo

1 FFICAXLRT D08 FITHHETE | MERHOTHISEVS BIZEHLTHKC
FETHEN, KKEEND,

B | ®iBTED,

2 FFICIEFANE BOKEE, —EH | B0 EHEHHN. NMTIEBSED, FEH
DI=BIZEATEDH D LT,

BE SFEY. HFYRITELEELY,

3 FECIEY . ABTTED FEA D=2 | ESTENREDH D, WENETDHEITIEER
NEM EEHDSILICRYEALHL,

HEE | /5/5L. AT HTNS,

4 WTE=2THELSNEEWNER, DT | EECTIREAERRENLZL, LEDBROIMUNT

=E | LESESTETTTERYMEILR | LD IKEFTTETEANRAED,

BEHFIZDOHNELY,

4. EREE

1+. & SD Ra7H-15SD LU F
2+, 5K SD Ra7H-2SD LUF
3+ H&K SD Xa7H-25SD UTF

5. FFt¥REfEE O F Mk T —2 R WER
OM&RT—4%

1+ FTREROMBREDHHF
2+ TRROMRREDHF
3+ TEERDMRBRENSEE

N1 RIDHBHLNELD,
M2 RIILEROHONEID,
N1 RILLEROHONDLD,

Jk

EE
EE
=

QfERK

1+ FRERDOEKRIEIEZEZRHLENED,

2+ TRRDEKRIIBEDHEFEEDEEEZRDHDHLD,
3+ TRERDEKRIIMEDEEREZZEDHLHLD,

REEB/BRKAMR H#E(E FEEOEE =SEREE
mEFEREYILEY 0.3~1.2 20 LA E 30T 308
(mg/dL)
mE7IVIZV 42~51 30LLE35UT 3.0 K
(g/dL)(BCG %)

/MR 13~35 5LLE 10 ki 5 Kiifi
(B/unL)

JOrOvE VR 70 #8~130 40LLE 0T 40 K
(PT) (%)

&K — fEKk&HY #AMEKHY
b RE — 1 E IELE
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6. BAEENFIMR: performance status
1+, FEERDAIZTZETHLD
2+ FTRERDIRIITITHZETHLD
3+ FTEERDFIZEZLTHHD

X4y — AR IRRE

7 | BERTHITFIHATE, FIRZZ(FEHIELLK BFAERFITSDHDEZDBD,

1 | BEOERLIHY . RAEFBIIHIREZ(TEM. HT. BFBHOEXIITELLD. A
ZEBORE.EBLE,

9 BITOHDEDLDYDEIXTELN, BIZOLNMBARELRIAEHY . BHEIXH KL
WA, BRD50%LLEIFEELTLNDED,

I BOEDLYDHARREDZEIETESN, LIZLIENBARET, BHRED50%LL EIEFH
FRLTHY. BATEEANDAHEENRIIFRATREEL-=1D,

| BOFELYDILLTEY . BICNPZELELL. RAMKZRL O, FROHEENE
BLTHAYFEBIZRLNEED,

EREEFHIE
BRRE EREE EiEE2 EREESI

AB+5oi% - 1+ ND ND
S — 1+ 2+ 3+
RIS fEFE — 1+ 2+ 3+
RRES - 1+ 2+ 3+
FFHERE - % T —4 — 1+ 2+ 3+
FF 1 8E - SE IR - 1+ 2+ 3+
SREBHIR - 1+ 2+ 3+

EEEHNEEEOHR TRUERDENERZZAEER LT 5.
BB SO DONTIER, HNITEEE 1L, EEFE2UEMNEINIMDEIEE DIKREEIZKST
RESN BT LLETIOFOFEIDELFILEL,

ST R N OVEE L 3 B OIS IZ 31T 5 A

1. JRAZWITHW D ERRIER., BT RSB LT, WA LIS ORENRWEBAICE, W
NOREO L DEHANTHE LI 22 (L, YRR ORI 2 R T EREIRE TH - T, 1
RHREZR B DIZIR D),

2. IRWRBHIARIC T D EIEE S FIC OV TIE, B REFEO F IR TOIL TV DIRETH
ST, HiT6 2 H B ThbEVIRIEE ERI N5 2 & LT 5,

3. FB. EROBEN FRROFEIEENFET—EU LICEYS LRWE TH D03, mEERER ke 7
D2 EPMERLDICONTIE, EREIROME LTS,
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103 CFC fE{xEt
O W=

1. =
CFC fiE{%2# (Cardio—Facio—Cutaneous fE{ZEE (UM g - BB R EGE(EEE) ) L. #EEMA Ras/MAPK o454 )L
CERRICEETDELTFOERNGEEEICL>T. REEE. HIV0BMNSOMMEE . B EELH
BRI/ E DB MMLEDE. BB THh—ILLE-E2. B -ALEE - ABELEOEBER. £X
HIDRE . EXBEDHE. TADA, RIR. BERSERARSE. TRIZFELGEAALNHELMER
B,
2. RE
HIEBRDEE T, KRAS, BRAF. MAP2K1 (MEKT). MAP2K2 (MEK2) BIZFDWLThhIZERNE
EENBOOND, BIBEH T REEGFEELREIA TGN, ChioDEEFITHER
Ras/MAPK 5 F JURERBRICHERT S5 TOERENGEE L DBRKIEREEST-F M D TIIAERH
SNTULVELY,

3. fEIR
REEE. VBN OHMMES ., BOVEEORIERE/NEDEHBIGEDE. fEssTh—ILLE:
E2. IP-ALEE -ABBELEOEEER. EXE MRS, BXELHE. TAN A, R BEEE
RHERIHESE. THRZEEGENRDHLNS,

4. AEE
BRAIGEAEEIHONTOEN, ERENTTHONS, MEEPLEREEDRHIFE R ERIEEN,
FRERE(HET S,

5. 1%
X BMFELHEDEREEEAH#T 5,

O EHOHEICHELEIE
1. BEH(SHUTEEERSRETREER)
100 AR
2. FEFEDOHE
FHGEEFEEIRBINTING,)
3. HERMIARE A &
KHES RAHASEAL, )
4. REDOESE
DE(REBE. 50BN S0MNBEELRENHLNS, )
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HY (FEEEDBMEEZFHY. )
6. EEE DT
MRMIIEEESFERAN. REZH T LDERNRET D,

O fE#iE#HT
[EXRERERBODER AT LEARERREOS LERALXADIL—LT—Y DHEL
MERKRE BEKRBARZEFZM-BREGF L F— iR /DEERED
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<EMEE>
CFC fE{% &% (Cardio—Facio—Cutaneous fE{&EF (U ig: - BE - R[S SEIREE))

1) HELEERERAHY . LB T EREEBIEF (KRAS. BRAF. MAP2K1 (MEKT) . MAP2K2 (MEK2)) D
WTFhIZEENRDHOND,

2) TREN4EBEZ2TEEY,
R EESR (> 92%)
- SNBIBEE (1009 ) ~FHEES4EEIR(>92%)
DR (84%)  AERELDVARIE (449%) . FENARIE A JE (36%) . TEAK (12%)
- BHER SR EFLALEE (60%) . FA1LAE (56%) . R ILEE (40%)

1) XIE2)ERMRET D,

<BES>BREKREZTOEHEE
- RN EESR (>92%)
- RN#IREE (100%)
-EEDEN (96%)
- A—ILLT=EZ(96%)
- P XF A KERSE (92%)
- %2 %7 (88%)
EH K (76%)
VR SR (84%) : AERE!L A (449%) . FBIARBEZR FE (36%) . TR EEHR (129)
IR B BT AL (60%) . A1LAE (56%) . BFRILEIE (40%)
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<EEESE>

KTEDEE(T) BE ) BE () XEFRE(D)OVWThrER-TIHE

BHET) FERELT. FONAREE, BHES ., KEAHEE. B XERADSIEVThh—D L LS

P
(=]

HIE (1) RAEDBET., WDE, FIRE. RAEIRE. i/ MrE, fugEZR, REMEIRE, 70vH
—DULTNHANERESATNSIEE

HIEE () JHRT, FREBE(ANITTRSE. LEVRMR. BRIT7TIVI(FOLEZLELTHL0) . BR
BE. BE - BE-POHRREFICLIOIREDIL—DOLULZTIHA

£ (L) BEFEEHL. MBEAMMUNBREICBEMSNTOSIES, 2L, BRENLSERZBLIEHRIZ
HRELEVND, BREENRBOON-IGEF. BEMRET S,

SRS YE S OVEE FE Sy B OIS IS B 1 D B BRI

1. HRAZEHICAWC D EHRER, BRAEFTRSICE LT, WA LICREOREN WG ICE, W
ORI O L DEHNTHE LI 20V (7272 L, YaEm o & 7= 3 BRI R S T%OT\%
PRATRER L DIZIR D, ),

2.%%%%& B DHEIEESFEICOWTL, WEIREFHERD T TIREIMTOIL TV HIREE

. BT 6 70 H Tl b BV VR TE %E%##mﬁé LT B,

S.ﬁk\E%®EE# OB S T EU LIS Y LARWE TH DD, BEERERZ kT 5

ZEMREIR B DIZHONWTIR, ERERONG LT D,

131



104 ORTOE(EEE
O B=

1. =
FRHITE HRAS BIZFDEEIZE T, RE-REEE., MNES ., S4B ML ESR. &
WEIE., &=E, ZLEE. BXELDHE. EXEEOAHEENAONDEEERE,

2. "R
HRAS BIEFDERMGEREIZELD, LML, ENAVBIGFELTHONTE - HRASOEEMN., 4
CDIIBREEEOELDEREERT NI DNTIIAERASN T,

3. fEIR
BRE-FERE. MMES, BB EER (5 o<OLEE. N2 RAE) HmaE-o= BUOVEE.
T ZLEEE. BXEDHELZENEOLND,

4. BEE
BAMBEEIHONATOEND, BERESORAXR - BHABRNFTRERE(HETLHILIL.E
HRENMVETHS,

5. &
$10%I2, BERAA . BEGAE. #EFHRESEDELESEAHT 5,

O EHOHEICHELEIE

1. BEN (RN EEERZBEINREFER
100 AKi

2. RIRDIEE
THELCFOEENTEINTID,)

3. NRMIREAE
R (RRARBEEGL, )

4. REIDEE
WE
HY (EEEDOEMEEEZEHY, )

6. EEENEE
MERMICKLIEEESFLAVN. BRELTH-ITLDERRET D,
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O fEHE#HT
[EXREEERBDBRE AT LEGRERRZOSLERELBDIL—LT—I DMLY
MRARERE BEZBRZEZFM-BRKELFEFI— HR DNEERRE
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<BMEE>
1) HEMERE RO . £EHRRIICEVT HRAS EEFEENREIND,

2) FTRRD7EBZEETHET,
FREGERTR (5 o<b LI, [EWVRRAE) M a2 8
-HERDHELES
FE-REORVLD
- > B K ERfiE
DRECIEREDEHE. MEARRE . FEBIRGE
- THRLAROE
FRRREERETRN O RA LD RMEE

1) XIE2)ERMRET Do

<BES>BEREKREZTOEHEE
RN BESR (92%)
-HAZ DORHELIES (88%)
- FEDFELLH(88%)
FEHREERN VBN S DEAIPESE (81%)
- FB %3 B K BBSE (85%)
“h—ILLTOWTEHREERE (77%)
-FEOMERUVLERE (77%) - %238 (58%)
- 15 REET D AT BN TTAE (58%)
IR (73%) ~ B KRB AR AE (58%) . I EEAK (30%)
-BEDH 15%ITEMES (BEhE. MR FMaE. BNmRERE) 256

CE) AW EEILRAFEIZDA BRSNS (BN LRI ET SN BB MRS TR, ),
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<EEESE>

KTEDEE(T) BE ) BE () XEFRE(D)OVWThrER-TIHE

HE(T7) FERELT. FONAREE, BEHES . KEAHERE. B XEHRADSIEVThh—DLE#i<
e

HEE (1)  RAEDABET, WDE, FIRE. RAEIRE. fufil/MrE, fuEZR, REMENRRE, 70y
A—DVT DB EREENTNSES

HEE () JHRT, FREBE(NIFRSE. LEVRMIKR. BRIT7TII(FOLEZLELT HL0). B
REE BE-BE-POHREREFICIDIRBEDIL—DOULETISS

£ (L) BEFEEHL. MBERMUNBREICBESNhTOSIGES, 2L, BRENLSFRBL-HR
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B

3. ERMIAE A X
FHESL

4. REIDOEE
HE(RRIZKBEEDOERNETT S,)
HY

6. EIEENSE
UTOWIThhERRET S
RE D FEZEFANT Type B, Type CRILFEASI4E Stage 2L EEXRET D,
AARERNHZRREESEEHEEELZRAN T, BAICOLTI70 MLl E 80 MR 711,
70 SR : Al IERRET S,

B-EEREBFAETHTY G KBR B IERIEAE)

MFFEM R BEREDEEKERVEER QOLEESWLSREEHIED R LIZET 5 KRE S i %H
A

MERAERE ARUOXZAZEEFRAREESRETFAEFFHERNNZEBE Kz B85
ERFZT
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<EEREAE>
Definite SNf=t DEXFHRET D,

X#RAT R (B BEE B A XER D IE ER R U EIE&R THIM T %, BEIREDOI/MEN G NI E AFITITEER
RGN EEET D, )

1. BEEEEH S Lcrescent sign (BEEENE T EITHRE)

2. BENOFRELEORA

BREMR
3. BYUFYTSL:BED coldin hot 18
4. MRL: BEERNFREESEH (THRREGRTOVIT MO OME T, BREBOERESHZESE, S
B E IS ERRL T RS 5H18)
5 BERIEATOERESG: GERLEUVAEARANICERVEHEABORENFEL, BEBLORT
[THRAEMEARRBCRM B GE DBEREERDH H1B)

ZHOATI)—:
LFEREBDSS., — DA T2DLULZERE - (XL ZEI[Z DLV TDefinite&d %, ==L . RXHAIAFEE ZH
SNTLSIGEEPECREERE. BEBIEQREENHY . N DOMRIZETIE H % iiil-d Stage1[ZfRY ., 1IEH

DHTHLHETEDMET S

BRoVESIR -
EERVESELKE. BinEMREIIZHEEER-TENHLIMN. BRNEET D, 4H. sME (KEER
EEEE. SMEERBEERE) . KERBEET NYAE., B RSTHRES . MIEELEIZEHT S KEREEE
BRI, RC/NRIZCRET HRILTRFIERN TS,
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<EEENFE>
BRI 258 Type B, Type CXRI(FFHADSE Stage 2LULEZRRET S,
BAEBENEZSEBEMEEHERELEZANT, BAIOVWT A [FALIEXNHET S,

SRR EEREEDRTEBIEICLSFE S E
Type A EREAFAZREETmDORA 1/3 RiFGICEEFTDEDRITEREBHAEFTES DA IFET S

Type B IRFEFAEHBFEEOAME 1/3 LLE 2/3 REDEHFHICHEET H5LD
Type B-1:ZBIEEAEAERmE@DNAE 1/3 UL 1/2 RFEDEHHIHFETLHED
Type B-2: IRFEIEA FIEFEEDAME 1/2 LIE 2/3 RGO EHEIFET 21D
Type C:IRFEIHAEZHE@DAME] 2/3 LLLIZRSED
Type C-1:IREF D/ EIHAEZZERNIZHHED
Type C-2: R DNMAlIEAEIZEZEZZDHLD

1) X#&/MRIOFEA XIEWT IO THET 5,

F2) X SRISRREEE BB THET 5,

7E3) MRI (& T1 & FE OB RETBER RIBEE THET 5.

F4) BEREEOETEFE
AEBLRR TREEABROEE2SNMEANBABRLREL-ANONMUZEETERET
%

TypeA  TypeB-1 TypeB-2 TypeC-1 Type C-2
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PRt KRR B BRIRTEAE DR (Stage) 4

Stage 1: X HREBOBREMNEERRIILOLA . MRL B UoFI LR ITFREBEBE TIEHEMNESR
oL _BREBIEA_ oo,
Stage 2: X‘f?f%f'ﬁ?'{k@{t{%?ﬁ‘ﬁ)%ﬂb‘ BEEDEE (collapse) AV VR H
Stage 3: EENHZD. BERREFRNTWSEH(BFERVEAEOBEELE MK
&'JO'C%A:L\O)
Stage 3A:[E;EN 3mm Kt DA
Stage 3B:[EEN3mm LLEDFHEE
Stage 4: BASAVERESTEMZEILNHIRT S
F:1 BEOEBEAIED2AM X B TEHET 5 (EEG T BEEEENALHNTELTE
BlEGCEEN HON THNIFAIEEGRMELIEALTREIZHET S8,
2 A& IXARBAETE R 90 -4V EE 45 - NS EP L CTEEMSIRET S (HEAE)
l*%ﬁﬁ#ﬂ%"i E%E%ﬁ%ﬁ%#‘ﬂlﬁ%ﬁ (JOA Hip score)
T
IR (40 M)
B A x
RXRAERICRE 9 D RERMNE<ELY, 40 | 40
TERKER GETNR. /FHRB) D HENEADEL, 35 | 35
SITERADIEN, F1ZL. S1TEER RIBRES TR BRZHESIZLLH 5, 30 | 30
BRBTEN, STHEREHIH. BRBEOKETHET S, 20 | 20
BREBENELHD, STHERIEHLIN. KEIZEYERT S, 10 | 10
BRI LERBIIRERIH D, 0 0
AT ENIE (20 A A)
B2 A i
[Edh (IE | ()E
-EHAEE 10 ERNAEL 10 ERITT1H 2L 120 EULEIFLTI12 HET ()m| ()R
o
(RO HSIGECIXINES|E, aTEE TEHMET 5) .
VAN (VE | (HE
-EHAEE 10 ERNAEL.OEUTZ0R. 1EMLE 10 EXRFE2H.I0ELLE | ()R | ()=
20 ERimE4R . 20 BELE 30 EXRiEE6R. 30 ELULIF8RET D,
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HITREN (20 R R)

A

B i ' | &
RIEBESIT RENATRE. HRIFEE, 20 | 20
RIBBESITORENFIRERZD . BEOBITEZHEICENH D, 18 | 18
B7EL T 30 53 XI&2km DEHITHAEE, BRITAHAHN . BEETFBICKIFEAEXENE 15 | 15
LY
B7ZEL T 10~15 53 XIF 500m DHITHAIHE, BRITHH D, ENLULDZEE1ARNRBE, | 10 | 10
BREEITEENBNEEIEEE, 2K EVLELT B, 5 | 5
EFELAESITAREE,

BE4EEE (20 R )
Eo i 5% | R# | FA
FEHMNT 4 0
IR (REEZET,) 4 0
(B B5REH0 30 79 KEEEE T LS IXEE LT 5, 57BN TERLEG
BIEFEET B, )
Lohidriddr -3t EHY (XHLIDBERISEITE#ET D, ) 4 0
BEDORYEBY (FTYEETIHEITRELT D, ) 0
B, NRGEDEYEY 4 0
EEL 100 |iEm

90 mLLE B
80 ALLE 90 HkiFE: B

70 LIk 80 Bk Al
70 BRG]

KM L E K OVEE L ST B DTS 81T 2 B HIH

1.

A WO D ERRER. AR REICBE LT, ZWHEE LICRBROBIENR 2WEEITIE, Wi

NORHDOEDZMNTHE LI AR (2720, SREEH ORI 2R T HRKERE TH - T,

FOATREZR B DITIR D, ),

- IRIRBRARRR IR D BAEE IS OV T, YR EEREEO T TREMTDOL TO O RETH

2T, HIT6 22 T b EVIREBZ RN Z & L 95,

L 7RBL SERORREN ERLOBELE T T EU LICZYE LRWETH 505, @ERER LT 2

ZENMBEREDIZONWTIE, ERER OSSR E TS,
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172 {BRRID758—EfE
O ®BE

1. &

BHRRI7A—EEIL. BEOEAKIE., CAFIRELL. BEMLEEZRD . METILHIKRRT72—E
(ALP)EDE TEHEBET HERMEERTHS, LEBEHAREZLEDEBER L TVAA . BHAET
HEERODEALH D ALP DFHETICELEVAKIEAEME THHEN VEENETEL. BFTD
DUREMNMETTAHIEICEY . BRKILEENSIEFEIIND, ALP DEBETHEHRARIZ/—)LTZ
V. ERUUE EVRXY—IL 5 -UCEBOLRENALNDS, BEEREBEEER (S HEER) EETRT S
BEHZVD BEFOPICITEFBARBEEER(BEER) HERTRRVEET b,

2. RE
HEIEHER T IILHYRR T 78— (TINSALP) P I3E40—F 3% ALPL BInFDHEEEEXIZLD
ESNTULVS,

3. fER

BOLHAHELBERRIE. BER. RkERE. EREOMBMIILX, BB, FLhiA shiLy
DLMAE. ZR. BRBHEE. FEBNTR. BERSORMES. LEORHARE. FHWEH. B
REEZRDD,

4. BEE

EHFPEFIBRBEEFICHLTTILAIRRI7I—EBEBRETREDEREN THND, BERFIZXT
LPERWRABEOBENMEFIFEILTOEGND, BERKOHNETLRERERBRICEDERNHFET S
BEICIETHELNPFTES, HHMEEOASHECH T INMMABRNDEIZLS5E61H 5. BIE
BB T B ITVNAIKESIY B (REFHETHARMREENS DT, T B DIRGEHA#5, ALRET
[FLIXLIEFE AL D LMAEZERD . CNISHUIEHILS D LI DERBE DAL D LERRFIR
BTN ED . BEREBILSELARENELH S0 BRHRFEEZHAT S,

5 %t

FRITFBRICKVELS, BRETEENTONGITNIXBEEREER ZXZLH)., IR IIHE
OB T T 5, BRARGEORERDEGFRIIBIFTHIN ., BAMBEECEFDEICFET
HEBIEFEYZ D,
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O EHOHTEITHELEE
1. BER (SNt EEERZHBEILRHFER
100 AR
2. HIRDEE
TER(RRAE ALPL ALPSEIZFOEERED., EEEDEWVEIELTEAEIITETLVEL, )
3. RMRERE
4. REIOBEE
WhEL
5. PHE%E
HY FARIERDZEEERHY, )
6. EREENLE
modified Rankin Scale (mRS) . BE-XRE. FIROZNZTADFFMER 7 —ILEZANT. WThhA3LUEE
WHRET B,

ME T4+ 277 54— OB BIBEIL A5 - R BRI E

RERRE ARAEALHRELRARHARNS SE5IE K-

A I L D A & #8 QOL DIy E & LAty & L= FAEHE)
ettt KBOCEIEGIE SR RE AR, e 7B MR/
A RURR T B ¥ — BT S A e i
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<BMEE>
BERRT7A—EIELHETE BTSN I=E D (Definite) EXARET Do

BARRI7A—EEDZEEE
FaEK
1. BRRILES
FHMXBARELTEDERARILL, REBDER. (ORFEDEHIHTER
2. AEO R E (ARRHEDHE)
FREMR
1. MEF7IVHIRRT75—t (ALP) EAMEL (FEH A D EEEIZEER)

SEER
1. ES3Y BoiRFIE T LVRA
2. MEkfEHE. £

SEREMR
1. RPRRKRIZ/ —)ILTIVD LR (RPTI/BEATDIERIZHY)
2. mFEEA)UERED LR
3. ALRICBTEEAIL L LILAE

BEEHRE
T, RS O-OIZHEEIESERER ALP (TNSALP) B F ALPLDIRIEMEREZHRET S

SEMR
1. RIEE
2. MBEOME ALP [EQET

ZEOhTI)—

FAEKT1DLLELME ALP EIEENHNIEREZSE. ERFRECIYRRMEERLEELETCEZHT
5 (Definite) o

178



<EEESE>

modified Rankin Scale (mRS) . BE X &, BFRDZFNZENDFEHHRAT—ILEHAWLNT, WTFALMNILULERR

9%,
B A& fkmodified Rankin Scale (mRS) ¥|FEXH#E
modified Rankin Scale SEICTTRER
0 | Fol=<FEMRAZLY BREERR UM BEHIENESITEVIRETH
%

1 | FERIEHOTELHALIGEES LGN BREER R Tt RHIR T HSHH . FAE LLAT

BEDHOHOFEITTZS M TO T EOFBIHIR (L4 VKRS
Thd

2 | BEOREE: FAE LRI DT> TLEEDFESITHIR
FRIELATDOFZEFMNETITRADDITTIEAL | (EHSH . BEEFIZEILTLWSIKETH
N.BAOEORYDIEIENBIGLIZITR | %

%

3 | EEDEE: BLVOARZBEHRBEZRALA AL
AISONDNBENZRELET DN, SITENEG | ENMERLELTHIN . BEST.BE. &
LICITZ% ELGHDMEE. MLUGEICENZRLEL

LZLVREETH S

4 | hEEMMEEDEE: BEST.BE. BELGADHRE. ML

BITOERNERICENMMADLETHD EIZENBIZRBEET S, FiRpGNEE
WEBEELEBLVRETH D

5 | EEDEE: BIENDNBIZRLELT HIRETHD
Br-EY  RERKE BICNELRTFVELE
&Y%

6 | BT

AARNZE PR
BEEXEWN

0. fEf&ZL
1. BICOES. BEBENECERVEREDEENH I, teEE - BEEFICKELZL,
2. BYREOIX®O BRHOEEDIXEZVELT S,
3. BE -RBENASHIDNMNEET D,

4. FHEBIMGSEROMNEXBIENMBEXRE. PIORREELGE) ZVELT D,
5. 2EMITEROMERBERIKEFLTLS,
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R (R

o s wNdh =0

- FEIRTEL .

fEENETLEDMREHLHA . HEEF - BEEBICKELZL,
MFIREZED-OIZBED BUINGE DERNHD,

FEIRAE R BERR DI (F(273 5. HAHWIEBALGEDHEEFBETRIUINAELSD,
IEEDREHAHNIHERH TSI A EEFRANDE,

[EVRH AV GRS HENEEFRANBE,

KW HLE K OV FE A3 B OIS 2 36 1T 2 B B9 IH

1.

IRA RN W D EERIER., BT RAEICRI L ¢, 2R BICREBROIEN WAL, Wi
NORFHOLEDEHNTHE LI AR (7272 L, YRR ORI 2 R RRERETH - T, i
PRA[REZR B DIZIR D),

C RIRBRARRR ISR D BAEE IS OV T, YR EERERO T TREMTDOL T LORETH

2T, HIT6 AR TR b EVIREBZ EM W5 Z & LT5,

LB JERORRE D RO BEIEE SIS T ELU LICHEYE LRWETH D2, SR ER 2k 3

5 ENREREDIZOWNTIL, EREROEG LT 5,
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270 EMHEBRMELSHMEERR
O ®BE

1. =
FRFREL, BEEE - EEEHEDOE - BHOREREKETHD FEITEREEHL IS RMEICREL.
2-EE-BEEODTIAORBLEYEIN. COSLESHEMICRELEN -BREEDR BT EDIHRE
EHEEREEZREBTHAETSN, ERELTERREVZDOEAIC—HBL-EEORREREFRERDD,

2. "R
K fiZER
3. fEIR
SREETHILIEIHTHY. BRROCBTDER EIRGETRRICRETHIIENSZ L, BEIIER

25, BEFOEARBICIVEBLTIERLH D,

4. AR
JERTOA R RIEZ (NSAIDS) IZxFL T 50~80% D EBEINRIGT HEHRESNTLVS, NSAIDS (2L
RIEDBF+ R THEIEEICERTHRBRR—FDEBIABENTTHND, LEEABREDHIIHLTIER
TNF 8%, 1 IL-1 &F DOF B AHE SN TLVS,

5 %t
REIMICIEIRIEBOEDORRES . EREEKT, TR ERRECSEHIE. REMRE
BEOEHINEBEMZERESNTUIVD, TDM, R4 —k(Sweet) FEIREE. IRIEMEAR R AE . (UAZRAET 2.
FEILERRERLEEDEHEMESNTILNS, AN SLDFHREHFIHZ LY SAPHO (synovitis, acne, pustulosis,
hyperostosis and osteitis) fE{ZB D —FEREL TIEMER M L R BHRLRAKRDODRELZEDLHIGED
HY, MEEEREREO—MEHA T HEREELEIONTLS,

181



O EHOHEIHEREE

1. BEH
1001000 AR

2. RROHE
B

3. MRMEESE
KREEST GHERZELTIERTOARIMRIESE., ERTAHRRAR—, i TNF &%, 1 IL-1 EOADMH
DIRE SN TULDH IR BEEIEAL, )
4. REOEE
WHNE
5. PEEE
HY ARVHERDZEEESHY)
6. EEENLE
TED ()., F () &M LGa X EEMFELMBARET 5.
(1) BRE R sl
(2) & BHE B FE 451

O fE#HiE#HT
HOMEEREMREXBECREMRBLZOERERICE TS, BITHERESHI-2FAHIERE.
BESREE. SEEFRABICEEEANI A BECEHT MR IR BBEHR a8

IS YR

-

Y 4= 5= B 4K (D A E S ES
Y 71N v 4 s 0 2T

'n,n:: 3~ 43k =RIETAAYY.
ZIQ_ /~ E%J_[—Eﬁ |§§;¥"b

MERERE ABXKXE A/NHFEX

MRDIEE RBAZAFREFHEEARR- 25 TRES /\AS#H
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<BMEE>

BHERES R EE DAL

DNEGERERR BHL UM URBECTERBRLEELELOEREZZEL. DD MRIBRETE -BHFEOMR
ZRDHH (T, BAEBRTEES. T.58FA KXY STR ERTHIES) . FDG-PET ¥LF - HUIVLL U FTEH
MRELTHERLTELELL,

2MBREFMR RENBLOE - BRERTHERENRESGIHY .. £EREBOBEERELLII PCRIEIC
FUHE -ERGEDREENEEINDS,

IMhDBECREEE -BCREMKE. BEESLEOBE X - BHMADRE LA MEBEZRNT 5. EL.
SAPHO (synovitis, acne, pustulosis, hyperostosis and osteitis) FEIEEEIZHRWNT 1)2) QEEF BT HELTE
HEHEE IFERMIRELELY,

<EWHOHTI)—>
LRDVN~IIDETHNEBZH TS BUEBRESEEEHMREIH TS,
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<EEESE>
TERED (1) RIF(2)EMmILIGEEEEMELBARARET D,

(1) B oK Fr5
BRERICKDEBAFRT 5. BH. BHRDZHILEML UM U REXIE MRIREICKY#EET 5,

(2) & HHEHF S
LRRREEDIC, B K. EHIRIE . S EMRE. KEMBKRE . X1 —b(Sweet) fEIZFF . RILME
FRRE . BT ¢, IR E X DVLIT M ERD S,

WAL K OVEE S B OIS 231 5 B A

1. JRAZEHICH WD BEHRER, BT RSB LT, 2 ISR OBEN R WEA T, W
OO L DEHANTHE LI X (7272 L, YEM ORI Z2 R~ T HRRIERE ThH > T,
FRATREZR B DIZIR D, ),

2. IREBLAR T 2 HIEE S FICOWTIE, MUREFHERO T CIREMTOIL TV DOIRETH
-7C, HIT6 22 H M Tl b EVIRREZ EERIA T 5 2 & &35,

3. B, IEROBEN R OBEREESFE T EU LIZEY LARWETH L0, MR ERE kLT 5
ZEBMERLDIZONWTIL, EREHRORNGET S,
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274 BHEBAEIE
O BE

1. &

B AL JE (Osteogenesis imperfecta) (&, £F D EIEHEHEICLL B EIRECETHEOFERIZM
ZRRGEEOHEGHEBERERTTAREERETHS, FEHEEIN2~3FAITTALSA TS,
202319-F DB RMAEEBEME S FETIL. Sillence ITXH1R(FELERE), 28 (BEHBIER) . 3B(E
FAEITE) AR (hEER) ITMA T, BRERRIL-BREBREZHIE (BH). [CHFESh TS,

2. [RRA
BEEALED 0% U LDEFTIE. #HEMEBOETELRITHS | HaS—4FUDEEFER
(COLIAT,COLIAZ)IZKY . BMHAIWNIEMBEENREATRIET LN TSN 1 BaS5—FUiER
FICREZROBWVEFAIFET D EETNOOEGFEENRLEDN>TEY. FKBPIO.
LEPRET1. CRTAP, PPIB. SERPINH1, SERPINF1. BMP1, IFITM5, SP7, TMEM38B, WNT1 13E DR R
HINTWS, BERR (T, EZEABELER (BHER OLOLEZBREBEEER (LHER) OLD
nHd,

3. fEIK

BHEBRALEDBRRKREEFEEIZETHY. EFNTICICREIT HEERBEEIN S, £EITHT
YBASDRIEERDELIBARE R SINDLDETH D,

BRREREZEHME. BERLGEOREEDEMBULEHBEOERICMA ., RES. FERIE.
W (RFB) AT L. s, BEREORBRE. DRADERELETHS, PTHLEENICLSERE.
ERLEHMICKLTFREREES . IR, DEF (KBRS, BIEFICZV) ORBICELIDTENFERIAL
BEICELDIENZLY,

BHEBUEDT-OITEEFKENELET 5, F-EHEBMEIERARLEGEL. FIR- HECMEIZEARL
B HENEO. £EEICESIEEABRNVLETHD,

4. BBk
NERERENFIHAEICKEL S TENS,
(1) R HAE
BHEEDRLEBHELTERRRRA—MFIRENTHOND, BIFREORLOALELT BE
EEM. BREONE. EROETEBNOHELZEDHRLB/ON TS, MNETIFE RIRR KRR —RE
FlELT/ASRAR— O EMERAR SN THN, 2014 EASARICBEVWTRIEER LGS, &R
BOBATIE. BODERRRAKRR—LEFIDNENTHY . EFEBNLY. TUNSFROBEHMEL RSN
T3,
(2) SARLBYRER
BILBRICBRMAEREN. OREERICHLTENYM. REEDBINERFHZEMELIZEEN
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5.

fTHEA . ERERICH T DB EBREFMRENTHND,
DL, 85 (RFB) MRAFERUVNITHIREEREICHT HEMIEE, #HIBITHT DA
Heg-AREER. DEFOERBICRDODHEEETICNT 2ARM- S BEERER. REDNTHOND,

F#&

AR DESBYERKRENZELE=OFROLES L O TEIESETH D, Shapiro [CKHEETIE, HAR-
HAERICZRBRNHY ., ORICER-EEAHIEFITLFIFET, HART-FOFHAHY . MARIZE
fia-ERNGNERGEINENT £E, HAERFE CISERAGKSITRBRIICHRIEHRAHLHE. 3FD 1
AENTEE, STRBRICHEER TIEHSHTAESN TS, LL, COBEUREEREDES
BHE5—H. BRDEBOHEIIRRIETT 0. B—METFERTAIIE#THS.

O EHOHEICHELREE

1.

BEH (SN EEERIREILRFER
100 AR

. RROHE

B3

MRIEEESTE

REEIL (RRARAREIEZL,)

RYPDEE

DBE(PFENMEEEETE. EFFHRIS—EHKE. REORENDETHD. )

HY

. BEENE

modified Rankin Scale (mRS) ., FEIRDZNZFNDFHERT—ILEZRAWNT,. WTFhHASLULEERRET
%o

[ B RHEBOT ERE AT TORLNHE
FEREE KEAPAFRESRARH 2E K@E—
CEL PP NES TN ESS
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<EHREE>
Definite X & &9 5,

BRI DD MTESE

A. fEIR
BHESHHEER (BB CETHEDBERLL)
BREE

FaEE

W (RFE) BT E

RikEHY

INRERICEITESHY

N o a bk o n =

B. REMMR(BLUNMY)

REBOEREZHEIER

EREESHONRE R

BEEB D4 )LLE (Wormian bone) (BEE B SRR > THONLINELGEY A IKDEF)
FEBEH

BERT

a > 0N~
= S

DN ERE
s BT, 2B . BHAENA N TOEN. 2ERIU LD EIRE
REEE —2SD UTOESER
WFERTFE BRARE HROGVWREDHE) . RFENDIES
BEE 30 TUONILLLEDET UNSLHEOREFENIESEYIKWEELVEE)
BFEEET YAMEX(Z/NRADZECIEEFEHDELEED 80%K i

C. Ak
LUTOEELHERT S,
- ETFRAEIERE
-RFEMEHERE
BERR T 72— E
- S BRI B B BUE
- T—5X 40X (Ehlers Danlos) fE & &
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D. BIRFHRE
1. COLIAI, COLIAZ, IFITMS5, SERPINF1. CRTAP. LEPREI. PPIB. SERPINH1. FKBP10, SP7. BMPI.
TMEM38B, WNT1, CREB3LI1, SPARC, TENT5A (FAM46A). MBTPS2, MESD &z FNEE

<gEOhTIN—>
Definite: AMSHIEH LU E+BDSL3EE U EZERE-L. COBAT NESHEEZRIIL. DEHE-TID,
EJ=F
ADSHAEHLLE+B D5H4IEA U EZE-L, COEANT RIEBERINLIZDD,
Probable: AMS53EE UL +BMDHI>H2IEF LI EZFET-L. COEAI T REERBZRINILIZDD,
Possible: ADSE3EH LI E+BDS52IEE LI EFFE-LIZH D,
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<EEESE>

Omodified Rankin Scale (mRS) , FEIRDZFNZENDFHER T —ILERAWT, WTFhHhAMNILULEZRRET D,

H A hmodified Rankin Scale (mRS) }|EX#E

modified Rankin Scale

BEIZTRER

0 | Eol=EMHRML

BRERR MR RN EDLITRORETH
%

1 | FEREH O THRALAGES T
BEDEHDHOERITAS

BREERR Mt REHIREH DA, FEE LA
AT TNERLFEENCHIR I VKRR
THD

2 | BEQEE:
RIELIRTDEBNE TITR ST TIHAEL
AL BEFDEOEYDIEFMBGLISITR
%)

FIE LRI M DITo T FE OFECHIR
FHHA. BEEFFIBILTHWSHKETH
%)

3 | HEEDESE:
RIS DHENELEES HH . HITIEN G
LIZITZS

BN AR BHEAER AL HLREIS
FENBZELEET IV BEST.BE. &
LG A DR ML EICENBIZREL
LELWVREETH D

4 | FEEMEEDOESE:
HITOFERHERIZIININBETHD

BESHT.BE. BELGHOHRF. MMLA
ECXNMBEBELT DN, FRHENEL
WHEELGWLRETHD

5 | EEDESE
REIRRE, BICNHEERTYELE

Br=FY
b I

BIHEIDNEZLEETHDRETHD

6 | T

H A fipi 28 th 22 = hR

iR (R)
FEIR7EL o

IFIRIEE D= RE D BYNEE DERDB S,

a s 0N =0
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EENETLEDMRRH LA, HEEF - BEEEITKELZL,

FEIRAERANERR D5 (FIC755 . HAVIFEBEAGEDBELEFTHETRUINNELS,
RO HEHNIERAGCERIENEERANIDLE,
SEVRSH SV TGN TR S A EEERASBE,




SR K OVESE A SO IS 31T E

1. WAHZEHCHOCDBERER, MAFTRSICE L T, IR LICEEOREN2WESITE, W
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