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1=.1 BTl C3 EniffEHRI“xI T 5B CHi{A (C3 nephritic factor: C3NeF) [Z&kY . HiGd HEARE2FIR
DEHALEESIHZENH D, CINeF [T KEREBEDRERAMELL TEEINFA L REBLEOBRIZOVLTIER
B EEZ U, 755, 60%LL EIZ C3NeF A fEIEEAS I B (TURTRIYMNE:DDD) (&, RERAREKERN
[CURVKDEEFEELBENEZROS, RE. HAHHERFTHAS HAFPL I BFFDERFEE. @
AR ICHTHERMGECRAZED-ERICKY ., HABREICFE2ERBORHERICL-TERS
NEBEMRBEFTLLTIC3 BREILLOSF -G ELHD.1 B BOFT C3 kFENBLTREI/ QT
VDIRBEEHEDLZONEDE C3 B (C3 glomerulonephritis) EFEFRL, fEE M 11 £ (DDD) & C3 BXEED
t C3 BIELMMESN ., —RIEICERINS,

3. fEK

RAERRR (T, WRTRESNDBERMEMIK - ZERBR (3 30%) horT7O—EEREHIVITEHE %
BRDBMERAE (20~30%) FTEE THAHN . MZEHOHNFEHARTIO—CERBEZEL. KYDIEHILE
BhChHEEM)ULOBEARETT . £f-. 10~20%|-REMMRER 5, B&EIZH VT, 4K (CH50,
CI) DIETHFHMAITHY. 1 BN 70%IZRHLND, HFICEER RERFERHSE LU E D IFHERESR
AMEEE LB EITREEFRSEE D E S,

4. BB

BREL D+ DR REAERARE T, MNREFTREL-EEBRA/NMEED FEEE AR TIE. IR (ZHL
TRAORXRTAAR(TLRFZY 2mg/ke/fRB M LEIEL. 20meg/fRBZ#IEFE) HALN L. ATASKR/VILRE
EERORTOSMR2EROARICEYHERICRIMEDEELEBHEEHIBNRESNTINS,
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5.

F ik
ERIEFTLFERBTHS, ELAEDEESIZ10~15 FT50~60% N KB LIZES, 25~40%(%

BREENHETINA, BRERIT 10%KRFETHDH. r7O—EEREE. BHEET. ST, KBRS
RTHAKRDEFE. REDSGALELSS . RMEREREDSHLEENTREBHREELEET S,

O EHOHEIIHELEE

1.

BEY(TNTEEERZEELIRFER

265 A

RmDHE

FHAUKOHODRERIFRIESN TNSA, RABRFETITAL,)

RWEBRTE

REEIL (REMFERITHFHRICHENTHSA . IS TV EFEARN . BAEFEHEEHET S
i Cs uAANEE SN TS, )

REDEE
DLEQELULDORENFIREZEDO-RADEGREET 5. )

HY (BEEFBETETHEBRESICEAI SAERRMIICLLIZEAIIIUIZREEDHY, )
UTOEEEHEEEEZANT, EELHESN-EEERRET D
* 18 mMARMmDBFIZTONTIE, MRIEHBFERFDOIREDEEIZELS,

AARYS
A BIEICB T HIARIE N
REREE ARAPAFREFRFRHERANS K8 RBIRER
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<EHREE>
Definite Zx R &ET B,

A. FREEEOH
AP LB DREMETE ., REFEADBRIBIE(AYUFVLBA) . A EBE. BERFEYEICES
TEETTAKRE X, EFEMENBEICKY, SEFEELEYINEICRERAKRAIZA5ND
[RE ARAEZTTECERAICLROHME, ELTEERRAICURVRDREVNVESEFERELENER
HHNBIZHESND,

B. #iAIZZK
TRMEME IR TE S REKAE &
(TERRRBICERY DRMIBIEMS R BRAT X)
REEAREKRE IL—TABR, EBRMEBERE
CBEEANSTOTAV)ME: V)AL 0T EHEILEE. BELBELE
SRREAE B R -C BT RVAILR INLRIAILR B19, HIEMHDRNER, v hERGE
ESEM) U/ E, amiELE
RE FEE. 7UoFRIT U RIBE

<gzZWohTd)—>
Definite: A MIRIBEZEEEELEHT-L. B DERZEERRI LD
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<EEESE>
UTOWThh -3 I5acEELLTHRIZT S,
(1)EfE: DOCKD EEEANFOFREDHBIDEE (K1)
QZEHBIR 05¢/gCr LI EDIGEE

QAREIMFH AR (RTAMNABREEL) T > THERITESLL, HAHNSHFRMEMF AL

HFOEE

* 18 MARBDBHIZOVTIE MRIEMFERFOREDIEREICELS,

=1 CKD EffENEE—rTvT

EBQRR S Al A2 A3
JREBTEE L
(&/B) EE BEZEHR | aEZEAK
FR&EH/Cr tt
(g/gCr)
0.15 ki 0.15~0.49 0.50 Ll
G1 FEXIIEME | =90 % 3 LD
ah X FEF s
ET
X FEF ~~ = s ==
GFR X% Gaa | BE~TREE | 4o g = AL DI
ET
(mL/53/1.73 NEE~EE S
n) G3b =R 30~44 Lo DI IR
G4 |EEET 15~29 IR DI DI
RKPEL 2
G (ESKD) <10 7 7R 7
BT ELHE M OVERREE JEE A9 HH O3 35 1) B BT I
1. JRAZEICV D EEHRIER . RAFT REICH LT, 2R LICBBEROBEN 2N, W

NOREHOHDEHNTHE LI 28 (7272
RARE7R B DIZIR D, ),

2. IREBIEAL 31T A EIEE S FEIC OV T, U2 EZEELO T CIEEAMTHOIL T
ST, HiL6 AR ThebEVIREEA ERI BT 5 2 & &7 5,

3. B, FEROBEN FRROBEIEE/SFHE T —EL RIZHEE LRNWE ThH 508,
BT ENBEREDIZONTIE, ERERONSE LT 5,

L. Ml ofksE %
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226 FEMEREBER ()

1. =

B TSR 2 - BER R AE IR BE & (L. THEREICREE T DI D FRMOER, | EBRFLETRELH
Y. FRETTEEREGE DT ERBAEIREEL . RELS SR B AR VKRS | (R MR 2 - BER B AEIR
BE2BEHARSAVIZED) DBRIFTHD. COSBNVFHREDHHLDEBMEMEBER X (VTR . F
NN E BB R SIS, & FFELUL-BRRERKEZE T2 . MEMEB X (R (TRRE
MICHREZMICLBENEEEMRZEL EKMICLEYEETHD, a0 EIZZ LA, B
WPRICHEALND, RAIETAT, BERRFASEOHEEST OREZNEFNBEIA TS, BEIHE
ROEMDBEAICELER/OSETDEIIREGELOND, I LIAEET R REMEERIZE
F5, BRLEMREZRBRYRLRIIICOI-2EFEENVELLD,

2. &R
REETEATHLHA . BERIEDEAEREE, REFHLERERG. RPAOEEMELGRENEESAT
W3,

3. fEK
AEIR (&, $AIR - RASER . RETTE . BRI, BRI BRELGENERTHS, TDOIEHOREE
ZIEIZH=5D T, EKDIFECIEEDHREILEHTHD . BEBE O T RECEA ILBEBR IR =FE
EEOAZEOEA. FEHOERCEMLERIN R TEBILT 5, BAHDOIALITER - REAS
A RS EER- BRI EICHLER T HEEHD. BT, VI — I L UERBECEES)IRTFEENEHER
BEREESHT D, ABREFICEIZEROEENELS,

4. Bk
MEREELTIE, MERBAOEBSHRENALLNDS, RIRABERELLTE BRE. S52E 7L
LEF—F RTOSMFGEEARVLNS, ARSGEMHERELTIE. N FHREDREREMFMH (BERHIY]
R - BE49) R UBEB K E LR A LKALSNDS, TORRICERRNIC N\ HREZROEEIE. Z0E
[AX[FL—F—ICLBBAMbIThNE, BERRA~DEMEANBEELLT. A/ DMSO, RTAAK
BENALLNS, RYIXRBRDEMREREADITHONEZ LA HD, VT NOBEICHERME TIE
KAREUVESN S L TIE. B e e R ERMNITHhNS,

5. %t
NUFIRE DTS - UIR M R U BEB K EIREMICKY . $FEBDIEF TERDEREH 5, LML, &
HICERITEDIE—EDEHICRON ., ZLDEFTIE, BABRCEINABRNADELLS, CNHDA
EIZHHS T A M TZUVER A ST SAEFI LEEBt £ fafl AS@EIE &5 5,
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O BE#DHFEICHELEHE

1.

BER(THNAFEERZGELRFER

720 A

RmDHE

TEA (BRI E 1T D REFHIRIERISDTTENTRSN TS, )
REBRTE

REEL RHERTRBMAEMRELD,)

REDEE

DE(—KHIZERT S E1HHN. BEOERLHS. )

HY (FEEBEB X - BRREREZRA(NS1UI285.)
BARBEEBERXAERERDOEEERELZAVTEEENRET D,

O fAERiZMHT
EEMBERRDEERRESEANTIVICET HHR
HRARE BEAF+FHEREVS— Rk FREz2X
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<BMEE>

TR MR & (N8 IDZIEE

A. FEIR
$ERR., REJUE., REVIERK., BERTRE, BERELEDERN DD, GE)

SE)EIRICIE, S8FR . RAESER . RETUE. FRR 2. FREVIER. BRTIRE. BREGEAHDH. TDIE
FORERZIRICHI=5D T ERDFELCEEDREIXTEL,

B. REMR
BRI\ T REZRDH D, (F)

E)NUFRELF. EEQEMMEREERFADREFMIETH S REFHIZ(ET, ERIELIELIE
FIBEL (BESG0). AR T AR T M E DIBAE L RIEMBO KRN HOND NV FTREFNFTEEX
FHEISEBEMSNLELHS.

T) BRUIGRIT R O RIRH MR DS E S LR BB R EBEEN S, SEMRELDNVFRER
ERYBERBEEREESEIND . BRIGRTRO LK mEd, BEER 80cm KT ETHIRL., £

DRIZNBREZHETARICRONDERIEENSDSIROEMTH S,
C. #ERIZH

FEREFTRZFRATEDOREBELTUTDETERNT S, ()

T ELDERZET VERECREBIIZHHLIDT, TNoZEEANT 5. FIZA L. BEEE . BEBLE.
MR EBERL 2% . RGHIRIEBERL 2% . SRR IR 26 . FRAIMERSBE X . BERLAE R . AISIARAE KAE . AIILAR
. BISLAR . PRIEIKE. REBE. REX. TEHRERE. FERNEE. B, MEEER, £RE

ETHD.

<zZWoHTI)—>
Definite:A. B. COET&iml=3t0,

EEEB. REFRTUTO2RIZSEL. MBEMEBER L (TR ZERRET D, CF)
ORBEMEBEB R (N\FE) N\ FTREZFETHLD,
QBEBURESRE N\ T REFGVOABERIGRMTRO R REZEA T 510,

F)ODNEZEDANSE TERLEE T, REFLGREFMENR BRAEZLELGDIDT. CO2EDEF
FEETHD,
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<EEEDE>

BARBEEBERXAERERDOEEERELZAVNTEEENRET D,

BEE %
Eh EREOEE«N7anhs 108 AHD
HEPRERERIC K DA —EIHEFREAS 100mL LLF
PEE EE SERHE DAY
BRE EBLEDIRE x NOEAD3E MHD
BEPRELERIC KA RA—EHERE A 200mL LI E

* FEREDIRE (0~10 ) DERM

BEROBEHIZDONT, 2 ZO0, BIRTEDIRRDIASE 10 ELI=LE,
FEHLIBESICRE I B TEFEDILDZE 1 DLEITEAT. TOHFICOFMIF TS

o 1 2 3 4 5 6 7 8 9 10

ST ILYE R O )R DS 12 951 % B R

1. WAZWICHWDERRAER, AT REICE L T, 2 RICREROBEN L2V EITIE, W
NORFO L DEMNTHE L AR (22 L, YRMORE 2~ IRRIERF TH - T, il

RHHEZR B DIZIR D, ),

2. JRRBRMGTRICB T 2 BIEE IS OWTIE, WYIREZAEHO T TIRRMTON TV SIRETH

2T, HIT6 2 HRTRbEVIREBZ RS0 Z & &35,

3. 7B, EROREN FEELOEEE SIS T ELL EICEY L2 WETH L0, SFERERE kT 5

ZENRIER B DIZHOWTIR, EREKOXNGR LT 5,
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315 RAILINTIEREE TREBEREE) / LMX15 BEEE

1. =
AT SIENEEE (MRS BIEER) /LMX1B BETEL. TBRA L. REETOBEEH DL
B BB OAIKZEE (liac horn) | MEHIDEWMHEA4EHET HELEEREBTHS, LIELIETBES
AL, —BIERIBRLICETT S, REIE IMXIBEIGFERETHD,
M.BRER.BELEDELZELT . BELTEET DRAMILNTIEEFERTIE (nail-patella-like
renal disease:NPLRD) W EAK 73 EIME REKATEILIEER FIZEH . LMXTB B FEEREZRERET 01 FHE
5, NMb—EDNKREBEIT (IMXIBREAEBELFEENS,

2. &R

FAIVNTIEEBFDREIL LMXTIB DBIZFEETHD, REFEFEDO KIS (9FE IZHE T
IMXIBBIEFEENRESN., CNETIZ 130 BEULDEENHESNTINS,

F7= NPLRD O—ERDIEFIT LMX1B BIEFEENREINTIVD, SHITR RS —I T XEMD
HEHITKY BROEERRAELEREOCRATOMNREBRERIO—EEEHEBREEIZBLTE LMXIB
EENRNZINEBZELNH D,

BREREAN=—AXLELTIEINLDEF VT NE LMX1BERIZEDEARBRA L R MAEMEERESA
HESNSD,

3. fER
(1) RAILNTFIEERE (TRE B EIREE)

THEAE, REBDEMEHDVITERL. e DAIKRELE (lac horn) | FEIEI DR A A D
NEB. CDIED1DHAINIEHRDERDAEET HHEENH D, F-HAE-RETEN—HRE
H&LYEREIZ, JUBEFETHLOND,

HWERICEEEZEHT L. ERELTEHEBEEREOEBRPCIMRAADNEHN, EEEHRPORT
O—EERBEETHENHD, BEFRICOVTEEHETLERMRL-NIGENZLNESNDIED
D.EENICBEREERTEERL. BR2ICEDERNN—EFET L. BREETEISEGCERREZRE
T HEBIZIEETHD,

HBFICIEAFBEHBEL AL TEERAGAR TGO, FENERMRELTIEEFEMEMR
TIIRBKAEEBRENTRAICIBEL., £F-ZDEERIZRELVME (moth—eaten appearance) 4> 1 £
ST UDIREERDB,

(2) LMX1B B E B fE

BNEHHEILGL, BE (BBRHAHVEIMIR) . EREEREEZE T D, RAIL/ T IEREF O EHEH
BERIBZDEFBRMREMRZRTEE L. RILGWNGEELHDH, —HBOEFITIEEFRMEMRELL
TI77)—fETHOLNBIT B E Y (myelin figures)XX 7S5/ MAK(zebra bodies)ZERHBHELDH
%, INREAD SR EHRICA T TEREEMNMETL., —HBOEFITIEIRABERLIZESD,

4. Bk
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FRAIVNTFERBECHTHM, R, FEESHOEREISHL TEHRATERETLN, —8 D EE TH
EERCREREICH L TFRRESBEICGDEENH D,

BAE IS LTI R MR BRAFTFELLGLD, BREICSISCHIEMBREDBRRETD BIHEMEG
RIKKAFIC ELRMR) EEICHL. FUoOFATUOV U EBRBRATECT OO TV I ZRAERE
BEDBREFHABRN—EDNRERTHEZEZAON TS, REIBAR2ICESIB AT HEEN
HOIVWIBEBEEZET D,

5. %t
BENERFTRERET 5, 3~5E|CBEZEHT D, /NREICRETSHEELZ L, ZTD5H51~3
Bl CKRHBAREALETTL, EEDEAREE T HEHIIBFHEENBETLOT L, F-BTHEEETE
BITIE LMXIB @D LIM FAS2 D N RKIGHDBDWNITRAT RAASVIZEREZF T HEHHNZLN,

O EHHEIHELSHE

1. BEH
100 A K&
2. RIFOHIE

R (UMXIBEGLFEEIZKDIEMNHALMNILGESTILNSA ., RFEDHERE LT, )
3. MBEMIEEAE
REEIL (RHEREDHTH A, )
4. REDEE
DHE(BAZIIHT HABECEREEEINVELLLIEENH D, )
5. PEE#E
HY (BARBHFES L HERVNHE TER LIz E )
6. EREENLE
(1) EHERREEENETEEICZET LD (TRF) .2 WFhOBEHRETH>TIRER S
JUTF7F=Utk 05g/gCr UEDHD., B) EHRFTR TRAI/NTIIEIEHEICL LB OEROE SN
EEASN . TNICKYBEEF LXELLLIELVEREEET S LFMEEDOBEILLEHED. D
WIFhhEFE-THEEICEELLTHEET S,

FASBHETRERDS WALEBSHATEEL
NR B OR D B R B OSEBA- TRAH OHE B
FERESE LEAYESHINRNE %8 GARS

BAEEFS
LUFERELE RREERENKE? BRESNEANE B8R wER

BA/NEERRFES
LFERELE LEXZFEFHNEME HIRE H2#E
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MBHERIELE RAKFEFINRY 508 KOS
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<BMEE>

(DR AIINTSIEEE DAL
Definite 23R &9 5,

A. ¥IHE
MOER R H DU T ER L
(F1EI122L HICBIEAIZERLD, BRICHDZET/MERINEL, BEITE2RIEN LB K FE THRA
THHD. ZFHROMERADHEET DIHEC. MET IEELSLRIN, 6, BIRENADNDIELH
5, E THMNLEOLNDEIEN BN BIETHDHETR IHNITLY, )

B. &l1EH
1. REBHRAE
2. MEEHER
3. BB DAIKEE

C. BEzFHMRE
LMXIBEBIGFDATOESHKRER

D. #iRIZH

. Meier-Gorlin fE{&Ef (OMIM224690)

. Genitopatellar fE{&#f (OMIM606170)

. DOOR fE{& & (OMIM220500)

8h)VE—FEH A VAEIREE

Coffin—Siris SE{%Ef (OMIM135900).~BOD fE{%&f (OMIM113477)
RAPADILINO fEf&#% (OMIM266280)

o

E. 2E1EH

1. RAIINTEREF O RIEE

2. BlEE (K. ERRH LV ILEHKERES)

3. BAKAEEBRDFHAIEIEF R

BEEENH G EICEERTRET D NEDZ W LITNETIEIGL, REBBRELTIEIBTRERAER

EEDRELERELME (moth-eaten appearance) MMF I TH D, BELI-AKARERPROBEE
OAYUXYLEERNICM BT URHEDILENROND, CNoDIRHEM S (X 20T R T U
Z2EHLINIIVZUBEETEESND, )

<zZWohTI)—>
Definite : AZi&7-L+BND1IEB UL HAWELCE#m-L+DEBFRMN LB D
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(2) LMXIBEIE B DB R %
Definite Zx &R &9 %,

A. FI18H
1. BEE (WMR(EMTI+ULE) EAR(RER 0.15g/gCr Ll L) RITBH#EEEE (eGFR<90mML/ %

/1.73m? LLF))
2. RMILINTIERFB DB EZ B/ -3,

B. BIIER
BRIRKFREERDOFHMERR
BERBEIZEVT, BRAKAEEERDIEESRELME (moth-eaten appearance) ZEB&H , EHITY AV
TATUBERRHDINIZVZUBEBICIYERERNICRER S A RESND, RIKK L RHEZE DI

T7IT)—R THLNBITY URREE Y (myelin figures) X0t 7 S5/ MA(zebra bodies)Z R HBIEEHH D, )

C. BEzFMRE
LMXIBEBIGFDATOESHKRER

F. RTREEHIVIEREEELNHY . BERFMECTEARAEEREOHEMEBRMREAAHE
HOIVWIERBARBMEEGHAZTIREREZRTHIEEIC IMXIBEGTFREEERET 5.

<zZWoAHTI)—>
Definite: AD2IEH +BH AW ECH DK EL1IBEEZB/=TED

=L EREEZRIMORERE (BOMEBEE® (IMXIBLUSNDBREDRRALLGLBENDEEF

EE)ZAIDLDERNT D,
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<EEEDE>
BMHERFEEENBECEECZE TS0 (TRF) HAINIWThOBERETHO TLRER L
TFZULE 05g/gCr UEDED . F-EGRA R TRAINTIEERFICLDEE D LR OEMEAERASN,
EFNICKYBBEEELXEELGLIZELVESREREEEHILD. EEELLTHRET D,

FER EaRES Al A2 A3
R7NTIER B WERTNTIR | B¥ETNMNTIUOR
(mg/B)
RENERAR BR7NT I /Cri
(mg/gCr) 30 F 30~299 300L1E
SMESERRIE
B RESER s HEEAQR BEEQR
SRURAY (g/H)
EHaw REB/Crit
85 (g/gCr) 0.15K# 0.15~0.49 0.50 L1k
T 0ft
G1 ERE-EE =90
G2 | ERE/-RIEEET | 60~89
‘ﬁ%’ Gla | BE~hBEET |45~50
G4 SEET 15~29
G5 | BEET~XHEFL | <15

EEFEREER -GFRES - EBRESEEHE AT —JVICLYEHMAET 3. CKDOEEFERIET, XEEFRL,
CVDERECREDVAVEGEMODAT—JVERE #&§ |, AL, FRMOBIAT-JFERTZZ
EVZVRERTS. (KDIGO CKD guideline 2012 # B AR ICM®)

SRS W ELYE ) OVEE FE B O 2 38 1T D A

1. BABEICH O D BEHIER, AT LSS L T, BREE LICHBEOREN VAR, W
NORHAO b OZHANTHELL R (727 L, SR ORR 2 R RERE Ch - T,
PAREZR B DIZIR D).

2. IREBIAIZIT D EIEESFHIC OV T, MURETFHERO T TIREMTOIL TV OIRETH
ST, HIL6 2 H M ThbEWVIREA EMHET2 2L L35,

3. B, JEROBEN FRROBEEESFETEL LIS LRWE TH LM, REERERZ kT
52 EBHBERLDIZONWTIL, EREEMROMNRET D,
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72 TEMKYE ADH b EEE

73 TEMRYE TSH b FTHEERE

74 TEAKY PRL 9 TTAERE

75 v R

76 TEAMEIFFrOED D TTESE
77 TEAMBRERIVED HWTTEE
78 TEAHIFEMEEIETE

O #iE

1. BE
TEAEMNSS WSS ADH, ACTH, TSH, GH. LH, FSH, PRL DB\ LEHDRILEL D EEH
VNI MITHEICEY  FELTRERILEVRZHAWEBRICKLEHLEREETIEETHS,
RAE. TERBARDOEERL, TERRILEV O BEHET SRR THOEERVAELTERETSIT
BEREDBOEFICHFEIND, ERIIEFHMANEROBEICELAN>TNDIELEZLY,
ETORMERILEVDBDEZTINTOILDE A TEREEETE. EHORILEVLNELDEE
[CEESNTODLDZEEE TEREEETESESN, F-. BE—ORILEVOADBRETEHLD(E.
BMRBIELIEEND, — A, P TTEXERERDRILEL DHEED,

2. [REAE

RGO RTEABEETETE., K- TEAESOFENER. BICES(TERKES. BES
MREERE . EHIRRIES L) . REMRE (AFEMHERELLTHILOMF— X (1064 BEKRELGE. BE
REMEREERBELTY U /RERETERRGE) . SME-FHICKEBDONARELEZ L, D AH M4
STEREE (CO—NVERE) OBEIXETLTNS, —A. BIRIBSEIL GH % ACTH IZZL  HIET
FHEEBFORONSIIL (BBREASGEE) N, B TIIECRERFOBRENTEIA TN, S5ITH
PIT-1 TEFKX (L PIT-1 UAERB) GEBCRETESEO TEREEETELZE I 2455,
FNIEEFERBISRET 20 M HY. POUIFI(PITI; TSH, GH, PRL #&R48). PROPI(TSH, GH,
PRL, LH, FSH #&XR18). TPIT(ACTH) . GH1. GHRHR(GH) 12 E AN TLVS,, 7L T (Kallmann) fE
BEHEOFRREEBLFTHD ANOSI(KALNTEEDREEIL LH, FSH RIBICKDERMEMREEEE TEDR
&b, . BEHME. CBIRETHME . /MNEHAABRBEICBVWTHL TEREEERTEEZROHLIEN
HEIN TS,

Fho. MBTTEREICRAL T, BRIE. LEOMRTEICH TLAMBERELRENZETFONDS,

3. fER
RIEHDNTBEIELDHRILEVDRBEIZKY S ELEREZET 5.

4. BEE

ERRBICKT HEE
RELGOTVREFHELGVLRERRENFETHEEE. EEGZHOLEIC. HFLDEEITHL.
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FHROEMEE. MEREEGE OBEVEAEETERT S,

RIVEDRZIZHT DAKE
TEARERETEICHLTIE. RZTEIRILEVDEFLEEISLRILEVHREENTHONAS,
TEARILVEVEIRTFREVLEZEARILEL DO BROTERELTHLEDNTHS, ZD=H. EF.
BFRILVECDOHETIZHARERILELZIRE T S, GH ©° FSH D LI, B FHA MBI RILELF
IR TIRETHEELHS.

UTIS.RILVEL S LD HRBEDBIRETT

OADH 7 i AL (FARMRAE) : TRAEIL IV D R EEHLWNIEOBRNFIEE TOHFEET.

OACTH SR L BEEFOIILFYY 15~20mg/BEHFRT D, BRfE, HE, SMELED AR
BFl&2~3fEICBET S,

OTSH AL :ACTH Db ALLEHTHIHEIE. EFOOLFY U EFRRBERICFERIFEARILE S
Bl E5xRET5. BEVENSHBL. 2~4BRCLIZRRICIEE ., REMFRRERILEAE
P FT4 BAEEE LR, FT3 B EHFLLIELMHIFELT D,

OGH DAL /PRICKHLTITRENS GH FHFHZMIBL. REREROEELEZBZELT 5. BAIC
HMLTIE. TSE GH DB TRLFETHAHZEE GHRP2 SHEEOA VR B MEERERLE DRERAR T
HROL. LBV ENDS GH OB 5 ZMEL. EEIREMT IGF-1 EXBRELTHBETRE
5,

OLH.FSH 7A€ BT B U MECHBLTEMELTTIFUMET AR TR THRAIDESTIC
FHHFE(2~4BIC1ENZ. ZHETIXEARDEEICKYTAT RN V&I GRILLARNL—LE
FR)OIRNOTUE|-TAT A= UEIBR (WO I ER) #1135, — A BRMEF/EENET
5B TIE hCG-hMG(FSH)EE% B RAELZBEMET AL TIIHIMNZRELZ(F1EEART
(FH0O37x 8%, F2EE A BTl hCG-hMG (FSH) %4> LHRH IR % 53%) 2175,

@ OSUF U MAE MIEEEILITHNALY,

S TUHEIE IC XS B A%

IR L= ERERBOBBRLLITLT, HAWTAFRRICHLRILEVBRICKDERIZFLZEZEISIE.

LT DBEETI EMEENT+ AL EICIEEMBSHREENDELGIENH D,

@ ADH %33 TTEESE (SIADH) : /K #HIBR . ADH-V2 ZBAEHIE (LT DFER,

@ TSH S TTHESE : VI MRAF U7 FAT EE (LA FR) DER.

OPRL 73 TTHESE : RK/SSUEENEE (DR LT TREVVTFORIETILIIR) DER,

OACTH 5B TLEE : ATOA R A RBEREERE (AFSRy ., A2O0RORZyk, MJOREY) IR,
INOLFFR AR LT (RIEEASN) OFER,

@LH. FSH 7 A TTHESE : LH-RH BEBADER, F-7orO5 U EELTFRROE D 2 il
BEET5:=HFERASNS,

OGCH 7 ATTHESE Y YRRAFUFEBR (A VLA FE SULAFR A LAFR)  GH SBREER
BRTEYRURM) PORNEVEFE[TOEI)TFU AXNLIYY RIRERN) 12 ERT 5,
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5. %%

GH DA DRI EVHEFTREEGIBERERTAAR, BIRBRRILED) NBEYIIZThATWOTE £ F
BOBITHENEFMAERICLIYERINATNS, —H.GH #REZRVUERILEVHREENE
MPRICRIFTHRICEALTIE, RE—EDREIEHEILINTULVELD, QOL RUEHHEDRENR L
LM THY. BIEFRTIE. BED QOL RUAHEDHEMNREZHRFLT—HBOEZICITHOATLS,

SITTHEEIC DT, GH 9 TEETIE GH. IGF-1 SENEHENEG TR EILLEET S, Ff-.
ACTH 7 TTEETIE. AULFYV— VBRIV EREELDNESHELZEH-EHEDIEMIZLYE
MPETRTHD.

O EHOHEICHELSIF

1.

BER(THNAFEERZGELIRFER
28,100 A

- RROBEE

8

. IRERERAE

REEIL

. REDOEE

BE

HY

. EEESRE

MRIMERDEEE S FERLD,

O 1AM
RN T EAEEREE ICB T 22B AR SA eI T S8R
MERKKE AHERFAEREFZRMEN BRBE-RAIDBARE B8R 55 &
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<TWREAE>
72 TEAEADHY R EE
A, 1N TL L5 iMETE (AR 1 R BR E)
Definite ZXfR &9 5,
1. T EIEH
(1) E5EE
®nig
Q%
@% R

(2)BRERR

ORZBIFHAIZE LTI 1 B 3,000 ml BLEXI(F 40 mi/kg LLE . /NRIZEHELTIE 2,000 ml/m? LLE,

QFRZBEI 300 mOsm/kg LL T,

QERBIEKARARIZHE TNV TILI U BDET: 5%=kBE/KEAR (0.05 ml/kg/min T 120
SR RERS)FIC, MFREE (MEFMNIVLRE) SEICEVWTEBOETEROHSCED,

@K HIPRERER (BRKHIPR . 3% DIAER A X (F 6.5 BRI TR T) ICH UL THRZFEEE 300 mOsm/kg
AL,

ONYTLIVEBRRER/IAVTLI U (ERLDVESR®) S BALE TiEHk 30 T8I 2 BERRR]IT
REILFDL. FRiZEEIL 300 mOsm/kg L EIZERTSHGE 2),

(3) Al
ZREFET PIRMERABEUNDEBELTRDLDZERNT B,
OLRMELSHRIE : SRBIEKEFABRTORN\VILOVRED LREERSH . KHIRABR CTREZEE
DLEFREZDD,
QEMRBE: R (N\VTLIY V2 RBFEEFERXBTIT7RIY 2 BEFER) kit
[(BRBVCERERE (BHUYLME- SOV LME)  EH (JFILEHFGE ISERT 51
DU EEIND, NVTLV U ARRBRTREDHDERZBED LERERHEL,

2. BEEE
(M MFFFIOLEEFIEEEOLEN. HAWNELEREZDOOLERBZIENSLY,
(2)MRI T1 SBEAERICEWT TERREBEDETEEOHHGE ),

3. ZHOHTI)—
Definite 1: 1D (1) DELTEREL. 1D 2)DDMSR®DELTERE-L. 10D (3) DERIFEEERINLI=E

D,
Definite 2: 1D (1) DETE@mEzL. 1D (2) DD, @, @, ®DETEimizL. 10 (3) DHEAIEEBERIL
=tM,
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RSk
PR EREIE DB A TSN TEEDRENFET AEABETH S,
1. FRMEPIRMERAE  ER L THRENEEZHR T - TEARRIZROHLBELLO,
2. EMPREREE: BR L THRENEBEZRATH - TEARRICEDHDLD,
3. FIRMPIRMEREE: RAELTERBABRMTER (BIEER BRERL. RERNICEKROK
BEENDHDHLD,

CENIMFEFNIDLRELMRNVTLOVEEDRIFERICEOLTESA 0.1 KiFEFEILmFFH)
) LREED 149 mEq/L OB OHETE MIE/NYTL LU REAM 1.0 pg/ml Kit
(https://kannoukasuitai.jp/academic/cdi/index.html)

GE 2) REHER T K FIRRERERRIZ1T Do

CEJ) EEE TIEHPIRMERIRETESTHET 5D H 5.
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B. N\ TL 25y b @ E|AE (SIADH)
Definite ZXfR &9 5,
1. ¥EIEH
(1) EER
B K DR R (O E DRI R E YL T—ILDETEE) EBHIEL,
(2)BREMR
OmEFR)DLEEIX 135 mEq/| #TES,
@M #E2BE F 280 mOsm/kg & FE S,
QEF )Y LfE . RSB EMLEICENMNDHET MIFNVTLURBEANHISN TUVEL,
@FR;ZBEIE 100 mOsm/kg * EE 3,
G®RFFRID LREIL 20 mEq/| LLETH D,
CEHEELEE,
DRIBEREREELEE,

2. BEEIR
(MEBER. BMET. EEETEEOEFTMNVLNEDEREET 5N H D,
(2) ML= F ML 5 ng/ml/h LT THAZEMN SN,
(3) M;EFRERMEIX 5 mg/dl LT THHIENSLY,
(4) KD EREFIRT DEBKNEITT HIELIRFT )Y LAMEIRET S,

3. #AIZH
BF ) LMGEERT ROLDERNT B,
(1) AR st iR E O BEIEF M LIMSE (DAL, FFEEOBKETER., 2 70—EEIRE
(2)F R LiRENERLGHERNREDRA T HES M) LNE: REHRE R EMEEETE. 5588
RUEBAE. PIRMEIEFATRRAEIREE, TH. B, FIRFIDER
(3) MRSV RED FIFEREGIES M) ) LIMSE : FFERIT R EHAEIE T AE (T EAATERREE TE)
(4)EBFENVILYVELXES

4. ZOAHTI)—
Definite: 1M (1) ZjE=L. 1D (2) DL TZEEI=L. SOEREELXFRNALI=ED,
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<EEESE>
PEEULZERRET D,

NYTLS 253 iME T E (AR T4 R FRE)
BRE:  PEAE. ERELS
REE: BAIZEWTIX 1 B 3,000 ml LLEXIE 40 mi/kg LA E, INRIZEULTIE 2,000 ml/m? LLEDRE
ZRHBHED
BiE: BREFEAESILO

MMEFR D LBRENEREEELREBI TELERORAIANENGEIEREESHY HIMT S,
INITLL U5 B E|AE (SIADH)
BE:  MFFM)DLERE 130 mEg/l LLE 135 mEg/| Rif

PERE: MFFFIDLREE 125 mEg/l BLE 130 mEq/| EKji
BiE: MEFRNIDLEE 125 mEa/| R
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73 TEAMETSHR Wb ITHELE
<FBREE>
Definite. Probable %% &9 5,
1. TEIEH
(1) EEER
OFAKIR PSR (EE. IR, FTFEM. AERD)ERHBHCE 1),
QUFEAMRKRREXERD S,
QT EARIRIEICL DK GERF-REFEE) DS,
(2)BEFRR
O FARERARILED GizRE TA AEBICEMMNDST M TSH IFAVWVEREXRVMIEITHEESE
DEE - MR EEELLEL TERE~BEESIEZRI (Syndrome of Inappropriate Secretion of TSH ;
SITSH),
QEZRZH TTERRELZRD S,
Qi LI-TEARIRERB O REBBFAIREICKY TSHRRWLIEL TSH B4 ERDH S,

2. 5ELE

(1)TRH HERIC kY TSH (T~ EREERT (TEED TSH [LRIED 2 FUTELRZ)FINZLCGE
2),

() D TFTEARFILEL DR BEEEHN . TNENOBEIRILVEVICLDEBRERT LN H S,

BV EBEHICKDMD TEARRILEL DS IME FTEREZET I EN D5,

() HTHLILERME TSH ELEEBELHD.

(B) RATL®D SITSH EL T, REMEET7ILISUMEYAOX VM. i T4 Hulk O T3 fulkick
SRRIFRILEL DEIE. iR IR G HiFE DEBHIKIZEDFIRIFHRILEL L TSH DS EADH
Y EBDNDBETHD, £, 7TIAFOUGEIVREZEF T HEFITRRIRRILEVNSIETE TSH
DNAESNBIENH D,

4. ZhOAHTI)—
Definite: 1D (1) M5B 1 IHEUEZEHE L. 1D (2)DETEHF-LE-ED
Probable: 1M (1) D5 1 B L EZFEL. 10 (2) DORUVQ%FHE-LI-2D

CEDHRFERFITEYGLDONOHFENSLY,
CE 2D HBITIEIRIEZZED D,

<ZEFHE>

BRI

FRBRILEVARIGE (FRBRILVEVSEBER L DEBEGFESHMMAEID,)
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<EEESE>
BEEEZNRET D

A EES
EHiE: MHPFT3RIFFTANERL, A OBRRIRPBERZED S,

MIEER B EMEDORLELFE LRDHIZAZE LR LT D,

MO FARBR P EAEIR
BiE. SEAR. FTEM. AERD
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74 TE&FM PRL 9B TTERE
Definite ZxH &9 5,

1. ¥EIEH
(1) EfE(R
OxH: BRAFIE-EAZE. FE. Eit2bn5>5 1 IEEULE
QBEM HMIET. AV RTUR, ZHLEE. Zit o055 1 IBELE

QB L& B, BHEFEE FENRKRTI - TERREICKISER) 0561 HALULE
Q)REMR

mfPRLOER (GE1)

2. SRS H

RHFIRAIZLD PRL 5B F . [REMERRIREERETE. RRTAH- TEAZRE. KinBEXIE (PRL
RKEL), /07050 F U ME. @EBT L. MERKE, EfE PRL ELIES

3. ZHOATI)—

Definite: 1M (1) DOMNLRMD 3B 1 IEBH L EFE-L. 1D (2)&i#E-L. 20 #ERIEEERILI-2D

GE1) MHPRLIZEER, AL X, EREE L EICEEIND=H, EHEBIELT, WTFhEERE

EELLETHELEHERT D, v/RTOSIF/—IHBITEPRLOBEREICEVNTIVIHR

(BREIEDPRLA. FMLI-MADFKEESEEZYT. RM T EPRUEAMECGES L) ITERETHIE,
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<EEESE>
BEEEZNRET D

BE: ERELS
EfE: I PRL EEMNDEMEEHY

XMPPRUEIFERERIEL., EREEEORLEEFHE LEHIGEELRLET D,
KXEEZIFOMLQDIbLVT I ER-TIHS,
D%kt ARFIE-EARE. FiE. i 2RDS51IREUE

QB MAET. /oRTFUoR KHEILEE. Fit D55 1IEH UL
QR E FHE. RNBHES (BEMNBRK T TERREICKSER) O561ERLLE
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75 99T fR

Definite X R &ET B,

1. ¥EIEH

(1) E5EE
OFEMERGE 1)
(7) % A ¥kEaIR
() M RR 6 RIS K G4 A B L &
(V) REDBEEREBRERSE (18 1om LLE)
(DEEDFFELRVE TR
(A) BRI EMBICLSHNIET
(A NRIZEITBBEE ST REE
QIEFEMGEIR

(7)&MmE
(1)AREE
() EE (ZEFY)
(T)%E
(4)iFhE
() THHERERE
(%) B HERAE
(D BFRILE
(7 FBaES

(2)®mEmMR
DI ACTH ETLFYV —IL(RBEIE) A EE~EEFTT (G 2),
QRpEEEIILFI—ILAEEEZTT G 3),

LEROD., @Q%FHE-FTHE. ACTH D EEMESNWEFIIFHITAEMT,. (3)DRYI—ZVFBREFTS,
(B)YRY)—=LT1RE
DO—pbET 5 A2V UFIEE : FIRFERICDE (05 mg) DTFH A9V UEARLI-ZE (8~10
B oA a)LFY —ILEAINIHEISNELNGE 4),

@mnsa)LFV—ILBNEE)  RRERFBFO AL TFY —ILIED 5 pg/dl LEZRT (GE5),

@, Q%= 1HmE . ACTH IRFM IV U VRN KYRENOLINEE Z S, RIZ, EFTE ACTH fE
IZREEDEANEBICHEEZSHREEZIT.

() HEEZHIRE
(DCRH B8 : £ CRH (100 pg) 88X b ACTH TE{EAETE®D 1.5 5Ll EIZHEMNT 5 GE6),
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Q—BRETHF YA U HIHIHER  ATHFERIZKE (8 mg) DTHFHY AR/ ENARLI-EEH (8~10
B QI I)LF Y —IILENRHED F 2L TFICIHSINSCET) .
QEEIERE MRIREIZLD T ERIEZDFECE8),
@FRO T AFBICR MY > 75 CE9): It ACTH ED 4R - RAELE (C/P kb)) A% 2 LLE (CRH |
H&IE 3 LLE)CGE 10),

2. ZEOATI)—
Definite 1: (1) DO® 1 IHB LA EZ#E-L. (1) D@0 1 HELULZHL, (2) D& TE#E:L. (3)D
2TEi#HEEL. (DD, .QNETEm=TLD,
Definite 2: (1) DD 1 IHB LA EZ#E-L. (1) D@0 1 HE L LZHE-L, (2) D& TE#EL. (3)D
2TEi#HEEL. (DD, Q. DDETEmI=TED,
Possible: (1) DD, @D 1 B LU EFEZL, (2)D2THimf-L. B)DETHFm=4+0,

CE VY ITOIZANIYOUTRTIE. ChoFEARE R TERBREBLLTRRINGIENS
LY,

GE 2)$RMIFFEH(8~10 BF)IZ, 9 30 DEDLEFFDERITITI, ACTH HIFISN TLVENLWIENRIB 4
D9 ERBEDEIICB VN TEETH D, ILFJ—ILEICEALTIE. $ 10%DATBRES
EELTHWT S, aLFY—ILKEEI 0T (CBG) RIEVET)ENEETIX, Mbha/LFJ—
LD LR MEEICRDDTEELZET S,

CE I)IRBIELT 24 BEERU-REAETRIES 5, MBERELEITHREIA . —HRIZ 70 pg/BLLETHEE
EZbND, FEAEDIEEI YU T FRTIL 100 pg/ B EERED,

GE 4)—Bp D BT XY ARV UFIRER TIEREE 1~2 mg DTFFH A2 UNANLN TV =AY, —E8D
D9V T RBEICEVWTILFY —IIL O (BIEH) 2RHEEND RV —ZV T REEL
TOREZLIFHEMT. 05 mg DAENERIN TS, MPIJLFV—IL 3 pg/dl LETHT
DVZANIYI T RE .S vg/dl LLETOYO VT RESS MABILFJ—ILA TS IGIS Tz
BEIL.ACTH-OILFYV—IL R DEEETTE (TR EHITES, RALTWLSEY. $5(C CYP3A4
EHFEITLHLOE. T ARV UORBERET H-OABEELLY TV REFRYI7UE
DU MTANAENILNIEE DMy MR TEEA TR U E) , KBRS FSR
HARZAUTIE N mg THRY AR UENAVGN, P I)LFYV —ILAYEA THEIE 1.8 pg/dl &%
2TLV3,

CE 5) A Z 25560 HY. ATRARYERBICHEL THEEZHER TS, BERIILFY—ILOHA
EIXEATHSH . R TOZERNBTEEZNH—ShTELT . REBEIHETELTLVEL,

(X 6)DDAVP (4 pg) F#iF & DM ACTH ELRIED 1.5 LI EERT LIV T RDEMICER
THhb, 1=1-L.DDAVP [FEEZELLTRRERAN TH 5,

CENZERLGBILFI—ILIMEDIHZE . KE (8 mg) TH Y A2V UMHIHER T, fmAha)LFJ—ILh
172 KiGIHIFISNZMIIEHED T, FEEZET 5,

CEB)M/NMRIEEDHEHICIL. 3 TAZMD MRI TRM T 52 HEL. & MRIZEDSRERIIEZRAL
%, 1=FZLZDHE . FNTREHAIMNPDSILGERIECGEEEHRE) N EHIN SRR ZE RFEICEL
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HELHD,

CEI)TEARMRIIZEVWTTEAEREROLEWMEEFLTITI,

(G 10) M ACTH {ED H#X- R4 LL (C/P Lb) A% 2 Kl (CRH R (X 3 Ril) GoE/T 4 ACTH AEIR
BEOAHMELNEL. BH . ABTIEERBIALY LTV 7BT7hbN TS, ZDI5E . fuf
ACTH {ED C/P LttAY 3 LIE (CRH RIB& & 5 L) G509 VT RO AREMAE LY LWTFhD
Yo T) O HETHEREMIBVGEICIE, RFISHELZ PRLIBEICKAWEEESELT
%,
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<EBEEESE>
BEEEZNRET D

BE: ERELSL
FE: M5 ACTH ETLFYV —IL(RBREIE) DLWT AN EIET, h2EEEOD, DD hhis 1 BB LL
tEFHEFTED

X EAEIR
O EMIER
(7) i A ¥REESR
() RMERR R X XK SR AR Ak &
(V) REOBEEREERERS I8 1om LLL)
(D) REDFBLRVE TR
() B EEIC LD NET
(M IMNRIZBITEREBEZEFE - RERZ
QIEHFEMAEIR
(7)amE
(1) ARREZ
() EEfE (IZF W)
(T)%E
() FiE
(h) THHERER'S
(%) BHRIE
(D) BRIELE
(r)FEmEE

MXMEREEEOREHFE LRIDHEREREET D,
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76 TEHFMETFFrOE 2B ITHEE
FIREEERERELTEARITSFNOEVEAREEZNRET S,

A. PIREBEE R RE
Definite ZXfR &9 5,
1. X EIEH
(1) EEME
DB RO EEMR

NImRBECTHERE EE REOHSHEREEINEID,

) 10FZERETIEEREETHD,

NNBRFETHRE. VITORECEEHOYEHAD,

Q& RO EEMR
N7%67 ARETIEREIE D,
2)8mAMTEERLE XIT/NEEARABEONETBRA. HAWIHRERLENED,
3) 1064 AR THREH D,

(2)ElfElE FBERETROMRZA5(E1),
DOERREERR: FRMFEZFRD20SDU L, RIFEFBAREEHNFEBD1.5SDLLL,
QERARERR B —BEH 26y AZH-T 5,
RIFBFEESmKRTE T B Fn BERZ1.6Zm-I 58,
QEF SREFHZ15ZH-TIHE.

BREMR
TEAEITFFIOED S BTTESERTOSRRILEL D BTTEDTENHLMZEHONS CE
2),

2. BRI HT CE3)
BIBM7 RO B E 5 KR (RABRDAXMREITREBIMK GE4) . BIBESLE) . X T
A4 RRILVED 2D MHERRIER . McCune-Albright fEIREE. TAMFO—2 X hCGEAER.
HRXTAMRRILEY (BEHRMERATAAMFEZED) PHERFIEAILES (LHRH, hCG. hMG, rFSHZ
BU)OERHFRESP LIS NR. ARCES 1. RATRARRILEVEEENDZVEBRORKER

ERPOLTEEET 5,

3. 3EmR
PR ERERRERELZET . BEDETEGEFNDER (GPR54, KISS-1, MKRN3, DLKT) N $R&ES
ncTua,
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. EEOATI)—

Definite 1: (1) DOXIEQND 55621 B UL LZE#E-L. (3)Zi#=L. 20 & AEBZRILI-ED,

Definite 2: (1) DOXIEQDS>HIEB U LZEHEL. (2)DIEB LU EEHE-L., (3) &ML, 20
RRBZBRNLI=DD,

Probable: (1) IZEWTHERMEEZ 1S LI-EH T, Definite DEEIZFZE T HELD,

[R5 58]
hREEERRRESZHSNL. HOBRENEREOARCERDMGETREL FEM. &
EFERISERT S HREMEORESEET D,

GEDRBHICE. BT LD LB RERHDEILRSELY,

CE)BEHRICHITIREHOERBELRELLTHET S, 45 BEFEDLEVEERICE O TIE TR
DARIRTMEFETFRIAEV R EEEZSEIZT S,

GEBAMREICTRT KSR ELKENREIXFELGEVD, BEICHFEELLBEICIEPREER
HERREEELPTVDOTEET S,

GEd) R XMBIB R EBMRDOFAERG TH, EHICE - TIIPREEEENERELZT TITHHELTL
5584LH5.

GES) BB ABMELCEERZDLHRICEERTOMRRILELEEDLOAH LD TEET S,

(BIZ1)
BR
HIREH BEH
107% K i 10 LLE Tanner 2-3 Tanner 4-5
LHELHEE(mIU/mI) 0.02-0.15 0.04-0.25 0.44-1.63 1.61-3.53
LHTE fE(mIU/ml) 1.70-3.77 2.03-11.8 10.9-20.6 21.7-395
FSHEHREBE(mIU/m) 0.38-1.11 0.95-3.57 1.73-4.27 4.21-8.22
FSHIEfE(mIU/ml) 4.38-9.48 5.69-16.6 4.68-10.8 11.2-17.3
EHEHELH/FSH 0.03-0.24 0.03-0.08 0.16-0.63 0.24-0.70
TEfELH/FSH 0.28-0.55 0.26-0.99 1.4-34 1.3-33
zZR
BIEEH BEH
10 K i 10% LA E Tanner 2-3
LHEFEE(mIU/ml) 0.01-0.09 0.02-0.11 0.05-2.44
LHTE{E(mIU/ml) 1.93-4.73 2.14-7.82 5.70-18.5
FSHEHEBE(mIU/m) 0.54-2.47 1.16-3.65 1.49-5.95
FSHIAfE(mIU/ml) 10.7-38.1 13.2-21.1 6.98-14.3
HHEEELH/FSH 0.01-0.08 0.02-0.03 0.03-0.42
TEfELH/FSH 0.09-0.25 0.15-0.41 0.74-1.4
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B. TEAIFRrOEVELES
Definite X R &ET B,
1. FEIEH
(1) E5EE
OB HRILVED DB TTERER. BEHREREDSS 1 IHELUL
QBABM: ZHLEE. BRIEX. HREEEEDS>5 1 BEUE
QFFRRHARTO AL AREE . T, 2500, DR BRIRIBEIRE BR&RICITERIXTE
LGl D55 1 EBHULE

(2)BREmMR
DEBRZH TRETHOTERICESEREZEDD,
@I 4RO (LH X1 FSH) 2 BEIE 2D GE1),

(3)fEFTR
BEMREICSVT., REMARIEFEMNICTFRrOEVBERMREREDHS(GE2),

(HBEMR
TEAITSFIOEVELRES TE, M9 FSH TFE., MA LH [JEE~EEEZTT ENSLN,

(5) &Rl
TREDKREERNT D,
RFEMEM R TICEIREHEIT FRAAE L 5B E|
L BTN R R

EHNZ KA UNE FIBAE 1= EE
2. Z¥HOATI)—
Definite: (1) DWVFhbhEimf-L. (2)DETEH=L. (3)ZHE=L. (5) DEFNEEZRMNLI=ED,
Probable: (1) DW\WFhhEiGT=L. (2)DETEiE=L. (5) DEFEELXRINILI=ED,

CEVMREEEOEESHFE LRDIGEEED WBEEIET S,
GE2)EEBERF SF-1.FSHELLIZLHD R —HJa1z=whk RlFa S Ta1=vrEBHEmRLSELT S,
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<EEESE>
BEEEZNRET D

BRAE: B

BiE: UTOWTIDEHT
RR T ERFES (AR IE T R AER (FEERME) (2L 5 GnRH EEA
JFRhOE D EE T ERIRIE
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77 TEAMREERRILED 5B TTELE
DefiniteZX R &ET B,
1. FEIEH

(D EEMEXCED)
OEFI0F{)-PN
QFEImE NIEHRER (ESHMDEE. K- OFOEX. TRORHGE)
QEXE

(2)BREMR
ORERILEL (GH) 5 DB E,
M GH EMN TR 75 ¢ RO/ ETEEBFETIHSNAEL GE2),
@I IGF-1(YIMADY C)DEEGES),
@MRI X% CT TTFEMARBEORMRERDH S ((F4),
3. ZEHDhTI)—
Definite: 1M (1) D1EBULEZHE-L. 1D (2)DETEH=-TED

<EEHIE>
BIEERUBREMR
(MHETEZ
(2)5E%&
(RN -REESE
(4) ARRER
(5) BEERR FF S AT OR S AR B¥
(6)MHHERERE
(7)&IMmE
(8)FERE
(9) M EEAENIE . FIREAEIREE
(10)EBEBRUFEOHEM X RDEE (E5)

GE1) RHEADEAF IR B G TIRERNESE THEWNSEELNDH D,

GE¥2)IEEE&(FMA GH EfE 0.4 ng/mLERED GH BIEF VIV EF Uk GH [TEML-REZZRAL

TWB, FYMI&KY GH ENELZLS=0 . MRHFHEOFVMEOMHEXTHIEL: GH fETHEY
BRI THD, #ERIR. FHERE. BRE. FIRIREEETTEE. SEMRE. EXENRE. BREH-FF
HATIRIMF GHEAEEBETHHESNGENZENDH D, - RETIXIMH GH EAY TRH +° LHRH I
BTHENEFESELR)THIE0. TARIIVTFULEDRNSUEBETIAF GH EAMEMLENIE
BHd,

CEIBEEBDFE-HEREEMBEZEZSHL+20SD ULERELT S (MR) . REEE. FERE. BRE. B R

BRIEBEIE TR, VAL A RDBRIFGENEH T HEMA IGF-1 NSEZTIBNEAH D,
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CE4) AL ETEARRERMREZROLNEEDL, T<HHICGHRH ELEEBS R GH EX BB DS H
Do

CED)BEEERHM X RTHLOEDIBAR VMR, BISEOIEX, SARBEREDREE, THRADFHKRETS
DEHGE . FXRTFEREABTDEFYAVKRIEXRER . B X S TRESKABBEME heel pad DIF
R@22mm LLE)ZERH B,

(Ft %)
FE-TE R IGF-1 (ng/ml) EZ#E{E (Isojima T et al.,, 2012 Endocr J 59: 771 LY 5| )
B4 g
Fin (%) -2SD R {E +2SD -2SD P R{E +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 6954
13 133 315 579 193 349 643
14 138 315 570 193 344 625
15 141 310 552 192 341 614
16 142 307 543 192 340 611
17 142 306 540 191 335 599
18 142 301 526 188 326 574
19 143 292 501 182 311 539
20 142 280 470 175 293 499
21 139 265 436 168 275 459
22 135 251 405 161 259 425
23 131 237 379 155 247 397
24 128 226 356 151 237 375
25 125 216 337 147 228 358
26 119 212 329 146 223 336
27 116 208 322 141 217 328
28 114 203 315 137 212 320
29 111 199 309 133 206 312
30 109 195 303 129 201 304
31 107 191 297 126 196 297
32 105 187 292 122 192 290
33 103 184 287 119 187 283
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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
63
64
65
66
67
68
69
70
71
72
73
74
75
76
77

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

181
178
175
173
171
168
166
165
163
161
160
159
157
156
154
1563
152
151
149
148
147
146
145
144
143
142
141
140
138
137
135
134
132
130
128
126
124
122
119
117
114
112
109
106

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

115
112
109
106
103
100
98
95
93
90
88
87
85
83
82
81
80
79
18
77
76
75
74
73
72
A
70
69
68
66
65
64
62
61
60
59
57
56
55
54
53
52
50
49

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
116
114
112
110
109
107
105
103
101
100
98

96

95

93

92

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
194
191
188
186
183
180
177
175
172
170
167
165
163
160
158
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<EEESE>
BEEEZNRET D

BRE: ERES
BE: UTOWThhER=T
1. M IGF-1EE SD Xa7 +20LL
2. BRERMIEBME R EERHIVIEHELZ2IBE LI LRDS

X ERIKMEENMZ R ERRUEHHE
(M FEFEZ
(2)5E%&
(RN -REESE
(4) ARRER
(5) BEERR BF SR I OR A AR 3%
(6)HHERERE
(7)BIMmE
(8)FERE
(9) R MR ETAE
(10) FIREEIRS
(1NESERVFEOHEMXIRDOEERE
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78 TEARIERIEETE
LD AN EICRTIERILEVDDMETEDOWNT NADEZWEAES HT-J [Definite 12 HRET S,

A. JFRbOES 5 METIE

1. FEIEH
(1) EEME
OZXRHEHOXRIM(BF 15 ZUL, TF 14 BUL) FIEZREHOETEL
QARERE(EAL. BHNAHE. RIFHRARE)
QMMIET . ThZfEE . it
GIEE-BREDOIE. tRERE. LEEE

(2)BEmMR
@I F+RrAEY (LH, FSH) IEE{ETIEALY,
@I FFrOEY 7B FIEBIRE (LHRH, Y037z X ETX AU AR ICLTind T FRFraEY
[FIEREEDUERIECGE D,
@mH, REERTAOARKRILEY (TRAMAS Y RIETARRTOY) DIEE,

2. BEZmMR
NEE, EBREER. RETH. EEEARE. BIRJE (Kallmann IEIEXE)  EEERNBREEREDOEHFLEL
LEAERE. AEEX (I BREOXEHMOBRENHIIEENH D, £1-. Kallmann FEIEEE TIE MRI [
TIREREM B X IFERRERDDHIENZ N THRFAEV RIS L THERILED iSRG E
BOBIENZND | ERXRETEREMETTEHIELHD,

3. BRIMVRTE
JFRFrOEV D E R TIEHEFIR S0, SEEE - R OEER

4. ZEROATI)—
Definite:
1. 10D 1IEBUEZEL. 10 (2)DETEE-L. SORNREEZHB-TLD,
2. Kallmann SEIRB¥DEEZH-TELDCE 2),

GENORERTEEITFRFrAE METEDNZE A (X, LHRH OEHIRERICEERIGETT ELDH S,
(X 2)Kallmann SEMZEETIXITFRFFOE V2 WME TEIZINA T, 2. SZ2FMROSAHAMR .. RUREEEZTFD
EEZZBDHBHENHD,

B. BIE R BERIMAILEL (ACTH) 9 3ME FiE

1. ¥ EI1EH
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(1) EEME
OBEFRE. Bt %
QBRI AERFD
QLR (Bl AL, {EFE. TH. IE58)
@IMmEET
OfEMIEE (B S, B, 7L, H%ZEL)
©Fz
@K I #E AR
®Fi A

(2)BEFRR

OmAILFJ—ILDEERE~EECGE 1)

QR EHILTF —ILHEDET

@M ACTH IEFSETIEAELCGE 2),

@ACTH 4 b ER[CRH 5XE& (100 pg &%) CE 3) . A RUEMAERER G 4)]ICRL T, e
ACTH RUDILFYV—ILIFEBEREGEVDLERIGERT GE5),

®dE ACTH FRE& (O—kB 2" 250 mg §8E) IS LTIV FY —IILIFERIGERT ZEMNSZLY,
=1L, ACTH-Z XE& (—hB > Z° 500 mg. 3 BT (SR L TIXEMRIEA $H 5.

2. BRAVERTE
ACTH D HFE TR ERIZEXRG EFIZHT L)L FaAR GESEE, NRE. S AZE RAZE. &8

BRI BEREAESE) OV TR+ A REERRT 5,

3. ZWoAHhTd)—
Definite: 1M (1) D1IEB L EFEL. 10 (2) DONS@DETHEE-L. 20BN REFE-T 1
D GES6),

GEDmALFY—ILEIZELTIE. £ 10%DBIEREEZERLTHET 5,

CGE 2)If1A ACTH (& 10 pg/ml LT DIREDIZEMN LA, —EDEFITIEMA ACTH [XIEEHEL
WLEESEEZTRY . EWELEDZLLY ACTH AR MEh TS ATEEME M $H S, CRH EFTHT
BOMAPILFI—ILOEMEL, REEEEHERTELRNATENRL EMEEDOZL
LY ACTH B SN TLSAIBEME D RIS B (2155,

CEIMAILFV—ILRIED 18 pg/dl KifiT. RISFREEDI CRH ZBEAEE(CL-T, M
ACTH DIEfE LS b FIMELER TOMH ACTH DIERIGAROHONZZENH S,

CE 4)RAIELT, MFEE 45 me/dl LT ELGSTIHZEEBNRIBET 5. 1V R U REZHETTEDT-
H AR IR EEFIGEICEOTIE. @F (0.1 Ukg §8:1) hoH 4 (005 Urkg §8:E) 129
%, BRI RICK>TIBM, [, av I ERE RSB MRIBHETRRICHEZENH D
DT EFEFRERT 5, MPI)LFY—ILRIGH 18 pg/d KRG T, RIEFBEES,

57



GE 5) MR T EPME ACTH 2 iMETIENIHZE L. CRH D 1 E#%5 T ACTH [XIEE ~BRXRIGE TR
FTIEDNHSD . ALFY—ILIFERIGETRT , F£1= CRH E#fi% 5 TIE ACTH La)LFY—IL
FEEREEEET S,

GEB) 1D (2) DOFH-TIHEITLYERTHD,

(F)ACTH M METENFEREL T, FEAREEDRE KRB ORIEMKEICNA ., BET
FREFIVIRAMAFRIZEKS ACTH METEMNMEML TS, REFIVIRAUE
FREREGEADERIEL ACTH SMETEICHSBIBEF 2T HNTENDETH S,

C. FIRIZRIHAILEY (TSH) 2 iME T fE

1. XEIEH
(1) EfEMECGE 1)

Ot EHEDIET
QT ESR
QK EEIF
DIRAR
OBt E
ORBEES

(2)BREMR
O A BARERAILEL (iR T4) DIRIE GE 2),
@M TSH (FEE~BESECE 3),
QEMGBRETHMTERICEEHEBRLRDDL, HHI. EENREHERBDOSH. BRERE. A%
B XIZAEHEEDRETEZET S,
@TRH 5% (200~500 pg) IZxt9 B M4 TSHGE 4)
1) B RIS X I8 RIG
2) BEXILEERS
ZR9 (XD,

2. BROVRTE
TSH i EE T I HFEFIHR 5 ZER<
JE IR IR IE 2B (nonthyroidal illness. low T3 fEIZEE) R4+ 95GE 2),

3. B DAHTI)—
Definite 1: 1D (1) D1EBULZEH L. 10 (2) DD, Q. %=L, 20BN REEH=TLD,
Definite 2: 1D (1) D1EB U EEHEL. 1D (2) DD, @%FFH L. 1D (2) D@D 1), 2DV Fhh
=L, 20BN ERAEZTHE-TLD,
Probable: 1M (2) DORUVQ%iEmT=F 1D,
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CEDIFEEAETERZRDIENEFBZL,

GE 2) M idzdE T3 AMEAE, Heh T4 A IEE DIHEIZIX. nonthyroidal iliness (low T3 fEREE) H15EE4
NBHH. SHIZERERI TILEERE T4, TSH HIEELE S,

CE )M T EAESICL PR KRBRIEREE TAETIL, M TSH TR EEARNZRTIENS
W DPEBFITIIBRESEEZRTCELH D EVEEDZ L TSH A WBEN TS ATRESED
H%, TRH HEREDOMA T3 MK (120 2&) (&, BRREFRIRERIETEZR TETY
niE. EYEREEEDZ L TSH A BSN TOS A REEDERIICS E L5,

CEHREAREZVGETEREZETOBIRENH L LEHAT ILELH D,

CEB) MK TEENZE (L. TRH D 1 AR (TEH IR SF TEERISERT ZENHS, F£f-. TRH Z
BAREEIZE-T, I0F TSH DIEfEE TRH SRR TOEREHAZRHONDZENH D,

D. lREHRILE (GH) b A £E

D-1. /MR (GH b A =M IEF RIE)

1. FEIEH
(1) EfEMR
OREEENHDHL,
BEIEX BERODYHWEENTVT, BRIFFESRCE 1)D-20SD UT.HAHLNIHFRMN
HEEGHETHH>TH. RREREN 2 FELULICH>TIZE[E(GE 2) D-1.5SD LITTHSHZE, B
L.EEERNREMNESEGE 3) DD TERRILEL D BIRENHDIEEIE. AEEEDHEH
Rl 2 ERFBETEKRCE 4),
QMR T. EEREZDROLVNGETH>TH. MERILEVRBFENREALEZ SN DR
BOELNHIEE,
QEENBEMER G ) LD TEARRILEL D BAELHIHE.
(2)BEmMR
BERIVEY (GH) 72 FlEEER GE 5) ELT. AV AUV AR, FILX =& . L-DOPA BT, ¥
A=Y AR VATV AR XL GHRP-2 BRRERETL. TROEMNELNEIECE 6.5F
) :AVRYV AR, TILFZUER, L-DOPA &ff. VAU AR, XIET VATV ARHERIC
BLWT.RAELLTARIIRUVERE 120 2 (T IILATU AR TIE 180 72/ ITh1=Y. 30 &
[SRIEL=1:E (M#E) b GH BEDTEEAS 6 ng/ml LA TH A&, GHRP-2 AFFRER T, A7l
EUERH% 60 RIhizY, 15 2T EITRIE LI ME (%) GH TEfEAY 16 ng/ml LT THAHZ L,

2. BEMR
1. AL REEHEELNH D,
2. 24 B H AV IERHEARE 3~4 Bfdl 2 1=2T 20 2 EITAIEL-ME (N5T) GH iRED T
[EAEEEICHEANEETH D,
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3. M;F (M%) IGF-1 {EAEEEIZLNIEETH D,
4. BEECGE8)DBEHD 80% LT THS.

3. BROVRTE
GH T ZE T SE A EFIREZR{

4. ZEOATI—
Definite:

L 10 OOFEL 10 (2) D 2 FBEU LD BRIBERICSVTREMREEL. 30K
NEEZTHE=-TED,

2. 10 (1) DQ%#E:L. 1M (2)D 1 BEDO S BRIBHARICESVWTHRERRZEL. SOKRIHR
EEH-TLD,

31D (1 DORUVRZEEL. 1D (2) D 1 BEDF BRIHHRI BV TRERREZ®EL. 30D
BROVREZ M= HD,

Possible:
.10 (1) ODOXIFQ%FHE-L. 20 EZMED 41 EEDSH 3B L EFE-L. SOBRNEEE
=9 Em,

2. 10 (1) OOFFEL. (2) D 1 BEO S BRIBHRICEWTREMREZH L. 20SEHED
o6 2 HBZ#E-L. SOBRNREZE=-TLD,
3. 1D (1 DORUVREML. 2MSEMRDNSH 2 IHA LI LZ#H-L. SDBRNREZH-TLD,

[mE 5 4]
BRERLVEVGBAERESRER. DRTFEDEREIZIYRDEIIICHET D,

B FREMEMN (1) DOZEFEL. HhD(2) D2FE UL D73 b FlHEHER(ICH (TS GH TEEA LT
3 ng/ml LR (GHRP-2 B #7ERER TIE 10 ng/ml L) DED,
XI&, EEEEMN (1) DORIF. (1) DOEQ@ZE =L, D (2) D1FEFRD 7 i RIEERIC
H17% GH IEIEH 3 ng/ml LLT (GHRP-2 BFERERTIE 10 ng/ml L) D1D,

hEfE: [EERRFLEVDBTIEBESREIZREERILVES D BFEHESREDSS.
£TO GH TEfEA 6 ng/ml LA (GHRP-2 7 EAER Tl 16 ng/ml LLTF) DHMD,

BRE CE 9): IRFILEV D BT ERESREDIE. EERRFRILEVDBFAEHESRAE LM
EEMRTILVED BT EHESREIZRO =20,

FEER
CEDHEBERICESBARNNEDOHR - FIA TS RAAFEREELTADCE,
CE2) Mt BRI EDIBARANDNRO MR - EARERRRFEREMBZEAVNDS L 22
L.BRENMRULE. ZRIBULTEEFMZEEFHICESBRATHERI L,
CE3)EEZADORIARE. RENDORENEE . HOVFERREDEERR (TEMHERK.
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HONRZAGVTERR. AERE)PRBOON. TNLICKYRK T — TEARBEEEEN
A Lf-L¥dRr (2 S5 8,

(iF4)6 MA~1 ERORRFEAIREMCE 2) D—1.55D UITTRBLTWSIEEBRET S,

CEB) EREBTHAMEBERLGEZRTIEAHAD T, ZD-HIZITEE 2 FELL LD BRI
BRELELTSH AL ZYRTHEOEREEDEREDT-O. ERICHERILVEV AR
NLELFIIEINDIGEETIE. CORYTALY,

CEB) RD LI RREIZENTIF. REFRILEVDBINMERIEERT ZENHAHD T, FTREDFIG
HIEo- L THIET 5,

<> FARIRHEEIE TE : FIRRRIILEV(ICKBBEYHETEEDICRET S,

< BARTERR HRAE : DDAVP (& BB HICHRET 5.

> BERRIVEVDBICEEZEZEY GIBRERILEVGE)IRE5H Al RY %
REPUELTRET S,

< EMREAIERE (BEENERRLGE) RERELEDRERERITRET S,

> BE-EREZIUNO-ILRIRET B

CE7)RED GHBIEFYMIIIVEF Uk GH ITERLIFERERVO TS, FYMIKY GH fiE
MNELGLH. HEHEZEHEDOFYMEOMERX THIELT- GH ETHET %,

(;£8) Tanner-Whitehouse—2 (TW2) X ICE DWW -HARAZEBTERZRAVSIIENEFELLA,
Greulich & Pyle j%. TW2 J&;% X & CASMAS (Computer Aided Skeletal Maturity Assessment
System) I ETHELLY,

CEHENETIE. EGH T 2HEFSRELLTRIBZELH D,

(1) B2 &, 1993 FHETATIE T EA M/ AEE. ICD-10 TIE, TEARMHEFRXIEHEHRILE
U RABRELIESTINS,

(Bf2) BIRMERRRILVEL DT 2 (type 1A, 1B, type 11 15E) &, RIEERY . BN -DER
B SR (-3SD LLF) . GHRH & FiEERE S GH 72 iR HE ER T, GH [ED ZBRLIERIG.
M IGF-1, IGFBP-3 {EDERLIRELGEETRT . BILFRMICKYEEZENS,

(M3 FTER-FLIRBHAICIE. 72 b RIHERERDTE(EDY 6 ng/ml(GHRP-2 &fEXERTIEL 16 ng/ml)
FBATOWTEH ERILEV S BTE2EBETELLY,

(f4) ERRIVED DDA EREFREDNDIE T, &IZ) EEFEAQZE =T EREHIZ DML
T. ZTDRICHABERILVED D BFEIELZEINSZENHLD T, BRELHLUROEY)
TERHIICEERRIVED Db R VERRFT REBEHME T 6 EMNEFLLY,

D-2. B A (B A GH 2 b A £ %E)

1. EZEA
L EERRUBHEE
1 NRERE CIRERELESGE).
2. BENBELEROSHEVLERE . ARE (12) RGAENREOBENHS,
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I. REFRR
1. GH b RIEEABREL T AR VAR, ZILF=V AR, JIIVATV AR XL GHRP-2 AFZE1T

WGES) . FTEEDENELONDZE(GES. 5ES):

1) AVRYVER. ZILXFVARXIET VAT VERFICEWT, BRETIRVERE 120 50
(FIVAT VAR TIX 180 2R (2ihr1=Y. 30 9T EIZBIFEL-ME GH DTEEA 3 ng/ml LR
TH5(GE4.3E5),

2) GHRP-2 AFIZHELT, AFEIRVARE 60 =Y, 15 DT EICBIEL=MF GH TB{E
M9 ng/ml LT THS (GE4. iE5.7E6),

2. GHEEOTHEHBD TEARRILECDDIMETHHDCGE7),

. ZEmR
1. 1% (M3 IGF-1 EN i R U tEE B LR EEICHENMEETHS (F8),

2. BROERE
GH 7 i FE T S8 2 EF|ZR 554

3. ZEOAhTI)—
BABRRILEL 7 A LIE (MDefinite ])
1. 1D 1OVWTIMEB=L. I D1D2FFFELLED GH 57 b RIBREBRICEWTREEF L. 20
BROVREZHI=TLD,
2. 1D 1 D2%#=L. 10D 1 O2%#E =L 1 D1D1EED GH 5 BRESHRICE O THRESEHT-
L. 20BRNREZB-TLD,

(R E! 53 48]
EERABRRRIVES D BAEAE:
BABRRIVEDDBAREEDIE., Ficdim=7d310,
1. ID1XIE2FH L. HhD N D1 T2FEFELL LD GH 72 RIFEAERICH (5 ME GH DTEfEA 1.8
ng/ml LLF (GHRP-2 & f[EHER TIE 9 ng/ml LTF) DED,
2. 1D2R VN M2%iE =L, ™MD I M1 T1FEFED GH b RIBRERIZH (+5HME GH DIE(EAS 1.8
ng/ml LT (GHRP-2 BTERBRTIE 9 ng/ml LITF) DED,

BREUNDBEARRFRIVED DB EIE:
BARRRILEVDBAEEDZHEEICES T 2D T, EERARRRILECDBAEIEL
ANOEION

TIEER
(M) ZIEFRE AP ET. EPHET. KRAET. 5OKE MRETLREDBRERRVEFED
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B(QOL)DETZEE-L. RIEDIRLFZIL. REDRFIL. VAN EVTHDOEMERD S
ZENBLY,

(M2)mERREL T, AKIER (MEEAERL) DM, BREEFAEDH L. HRERLD . BIEEHD . BE
KBRS, MIEEERE. BT (92255,

(M3) ARZEEEE(XRAELT 18 MU LETAWSH . 18 BRBETHOTHIIU DL avHAICIEREERD
TREEIET TICIRFESTULVST8 . BYILREF I EHEZE R T 5,

(Kt4)/NEEAIC GH b AL MHE B RIELZHINT GH BEICKZABRENHDEDTH, RAIZHL
T GH b RIBERRICEELRREERT CEDNHIDTHERENLETHS,

GX1)BY)74 GH T E R OIEEIRERE D — (growth without GH EFEIEN D) TIEAREEZED
BWIENH D, - ERBREETEDFE. TNITH T HERDEELEET S,

CE2)SEENDHREMEE . BHMOIMEE. FHRUBSHRARE. HAVLEBBEEICBEVTHRT
BTEARROEEMENRBOON., TNLITKURKRTE FTEARKEREZTDOSHNEBRESA
=155,

GES)EEMA GH DA EENFEONDIEE L. ARV AR XIE GHRP-2 BRHEBEETH
HB AR AFRBREELEDREBOEERELF OBRETEIEZTHS, BIMRELLT
TILXFZVARHIWNETILATVERRREITI, VO=CU AR, L-DOPA AR ITAMHERIS
ZRYCENHY. GHRH BRHRIHFR THES ORI REERICHBERISERT N H DT
OEEEEIZITEENTLVELY,

CE4)BHED GH AIEFYMIUaVEF U GH [CERLZERZALTINS, FyMIELY GH ENE
55128, KREREBREDF YN EDHER THIELT- GH ETHIET %,

CEB) RDLSHREEITHE N TIE, GH HRIBRBRICEVWTEREE R CENHIDTEERZRLEL
5,

1. BRIRHAEIE TE  FRIB RV EVICEDBEULHFTREERICRET S,

2. iR 4R BRfE : DDAVP 2L BB EHPIRET S,

3. BRI EVHDMIZEEBEEZDTREDLILGERIZEE R AIRELRYIREPIELTRET S,
EEREOWEEIILFIAF, o —EWE, B -FIHE, IFNSUEBE 5 2E. FE/HHRE. 1
J)AEBE, A= EEIEE AT AR UE

4. SE.EHE(TILXZUER. JILATVARARDOESE) . PRSEREOSI DRICEEL:

BE
CEB)EER LIS DA GH 53 R £EZ M TE 5 GHRP-2 S fFTEERD MiF (M 5F) GH EEEMEILF
FEEFOTLVELY,

CENHREMRBICEAERDTERNERILEVDMEZTEROLIBEICE. TEAXGEACRE
BEIZKDLDZERNT, FEAEDHE GH A EEIN TS,

CEB)REREE. FEE. IV rA—LARGHERR. FRIEREEETESEMOREICLDMFRED
ETHHYS%5.

CE9) BRI 211 TIXGL, E7 La—ILIERERAAT X FFREE DS HICHEENDETH S,
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E. 7A549F > (PRL) 7B TIE

1. FEIEH
(1) EEME
EBHOR A MET
(2)BREMR
®mne PRL EFEEDET GE 1)
@TRH & f7aA5R
TRH & 7%7 (200~500ug &%) 1239 5 H PRL D REHEDIE TR IR NEBHZCE 2),

2. BROVERTE
PRL 7 %R TSR EFIZ 5 EKL,

3. ZWoAHhTd)—
Definite:1 M (1) ZFi@m=L. 1D (2)DETEHiH-L. 20BN R EFH-TED,

CEDEHERIEL. WThEREEEEZTRLSESICEEET 5.

CE2)BRMAERTEMME T EAMEEETETIE, IF PRL FEELZVLEELZRY . TEARESEEZICTRH
BEEREEITIAEE. TEREPRESIZEII LN HIDT, TORTOREICELTE
EBICHMTORBELDHD.
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<EBEEESE>
EETHNRET D

BRE: FAELS

BE: UTOWT IO ERET
M TEAESGEDREMERERIZESLD
EREEICHEILD
BEUETEARRILED DDA EER TN T EABEEETIE
BEEODEERILEVSBREE
ACTH Bi¥RIBSE, O FhOE Y B RIBAE

WAL e M OVERE BE 0 B ORI B 1 % B B IH
1. R4 W D BRIARE IR *ﬁﬁ@?ﬁ%ilﬁﬁbf W
NORFHOLDEZ AN THEL AW (220, 3

ATEEZR B DIZIR D, ),
2. 1BRBAMGTRIZISIT 2 BAEE B DWW TR, YR ESFHEEO T TIREMT O TV SRR

ST, HIT6 MAM TRLEBEWIREZEM2VHNTZ L L35,
3. B, JEROREN ERROEEE/SESE T U RIS LW E TH L0, BREREREMET D
ZERMEIR L DIZHONWTIE, EEREIROMNGE T 5,

HYE R OHENR WA ITIX, W
ﬁﬁﬁ@r}: Tﬁﬁuuﬁﬁﬁ%f&)of ﬁﬁ

'x:mh _Cr\

65



191 Oz )LF—EEE

1. &

1)L F—fEIREE (Werner syndrome) [&. 1904 FEICRA YD ERFIAYb—-D )L F—IZKU D THRE
SNT-EREREBENE (S OEGHEERETHL BEHLURIC. AR RE. ARELGLE | EFHICHEAN
TIZBEMMBESNILIICRZASHEREETHIENORRNLGIERIEID—DIZHZ SN TS,
NAREIPREIL R EDT=® 50 HRAFEILTRETHHH 20N,

BADHETE BEHILE 700~2,000 £ THY . HRDMEEF DK 6 EINBARANTHLZ LMD, EM
EIZZWeand, REELRFTHS WRNIBERFH 1994 FITEESNIA . REEF IERMAEAT, RAE
BELRMEILTHY. Z<DEED . BAMREEGICHEI TRV OHERRE. BHERLGEDEHEE
595,

2. [RE
8 FREAMKER LICHEET S WRN EIZF (RecQ & DNA ANJA—ED—B) DETLILICEITEER
MNREEEZLGN TN, LML, A OBEFEEN REREBIHHMIGEZER. BRR. BEE
BIREED-LTHEIREATH S,

3. R
20 AL, AE2-RELEDEELL. ANEGERMEDZEENZ ) SRMOER., AL S
HEEORIKIE. RIEDEHECAIL -EE. WO -HEEROEMRE. 542XV MEFFSTHERERE
=, HIRMAEETELENHEITT S, T, EERTHIHZEHZL,

4. BREE
BAMAEREIRFERTHS, BENEIEEFMELELT S, HERBICHLTIEIF TV IO UFEK,
DPP4 FEEH|. GLP1 EBELEEZH VS, & LDL-C MIEI=xt3 BEBEIIRIFLEHLIZITS, MED
HAMREERIC. REMABRNEDLTEEICIX, hEENSDEEBIEEXRITT D,

5. %
ZRERTEAREL R EBEEEER THD, URTEFHRTERSD 40 RAFELHESN TV
HY. 2000 FERFF LUEIEFHFHTERS D 50 MAEECERLTOSIENBASHERE ST, TE TIEE
IREIEERENERICHDOLTNSILERBLT. 60 BEROBELEZTHEY. SOLEFGOEED
mEIND,
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O BE#DHFEICHELEHE

1. BER(SH I EEERSBEIREER)
102 A

2. FFHOHE
B (RecQ E D DNA AYA—+ (WRN AYH—) AREBEEFELTRE SN =M, REMFILRE
B, )

3. MBEMLAEAE
KL GHEREDH . )

4. RYIDESE
DWE (REREERHTS.)

5. BHiE%E
HY (FRIEROBHEESY, )

6. EEENLE
VI —ERBEOEEENEEAVT. SEULERRLET S,

O fAERiZMHT
BEEDIET VAKRZRELTEROELESE QOL [ LI 5 EHE]
MAEKKRE FTERFZXZREZHARRE RASBARSE K- ZERRFEE R BFEKH
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<EEnEE>
Definite. Probable Zx{& &9 %,

DITIVF—IERFF DAL

ZEoATI)—

Definite (FEXE) : T EMIRD LT, F=(L. SOULDEEBIEICMABLFEEEZRDHDLD,
Probable (§ELY) : EEHIED 1. 2ITMA TEEHIE LT DO BIEN 2D E,

A. JER

L FEHE (10mUE 40 RETHR)

BEMHEZXL(BZE. TEH)

B Rk ()

R 8 DE - EL(GRER OHHIES) ., #IR MR EEH K
HEEBORKIE(TFLRARESE)

SHREATR

EROEE(hABLLLANE)

o a0 ks wnN =

1. ZTOMDOBERERRA

HEEERHER

BOEMGEDEE (BFHBES)

3 £ R MERES IS AR R

I FEiELE

BHRICIRNAHAREEIL (BRIDE. DEEES)
[RFEMEMERIEREET

ESREMEKE

N o a o N~

1. BEFER

1. RecQ E M DNA NYh—EEEF (WRNEIEF) DEE

B. REBMAR
1. EBRERRE mA7FLRABOARIE (RKIEHREDRBEINDEHWLERIEERXZET S, )

C. A2k
LT DEREBEZENT S,
INYTF) X LT+ —REE{&EE (Hutchinson—Gilford progeria syndrome) .
AR LK b LY SEIEEE (Rothmund-Thomson syndrome) . 7 JL— LJEIZEE (Bloom syndrome)
(LEDREBFERZHRERN— MBIV DIV FT—EEFSVEENSREL., SOITEMNBICEVTIEESR
[CIHEEETHD, )

D. BE=FHHRE
RecQ B DNA NJA—VEEF (WRNEEFDER



<EEEDE>
SELULERRET D,
VIV —ERBFOEEES R

1B REOEEOEBIEBEONT NNIHLNDEHD ., HEEFNDERIEEIBO TEM,

2  REDEIEOEBIEBDONT NMNCALNSD, FLEFILEC BEEFETZLVOFREHEH T
LHERBYFTEETHY . BTEFIFELD., HoTEEMTH D,

SE HELEFBIFBEILTWAN. RTORKIEE., REEE T EICLHERD-OICAEETOHESITT
AV

AR TRRICHERUVMERKR A HY . BILSITIERATEE, MBICKYSITONEETS. BELEETHLHINNEIE
295,

5E NYRRIEFFOEEFTIIEAEEZY, LEMNBEZET 5, LLIIBHEREREL TS,

FNREEE CBEREMEREZE): Vo)L —EREIL, MERRMEICHITHREDEL - EMEICHEN, ThE
PRE. HEICKREERTTRT 5. REDOERE. REFHROZLICEISIBLERNIDETOMTES
D=6 RENICLEOMICHEEOR#LTIGEENZ L, BECEHESAISHHOETICLY. FERERE
HITEEFEZL-OL. HEEBIEBEOKEICXELRTLGE . AELEFHENZLIFIRENS, BEE
EANDREEGFFICKY ., LIELIEEEUIETICES,

F2)HAMEBEDO-OERIEICE S5 EIF4EULIZHFEIND,

ANLGE ERDODEENLEDEEENFEET—ELULICKRELGEVWETH>THL. BELERE#RKT S
CENRBEBEREIZODVTIE. EREMBOXRET S,

FA) VTV F—ERBETR. BEELYERES (ARGLoUVICENRES o RICKEL. TOHRELFEE
BELLEMTFREEET D,

ST EYE K OV BIEEE O BIS T 31T 5 ¥ EFHA

1. A2 AW DEERER, AR REICRE L T, WM RICREBOBER RWGEITIE, Wi
NOFEHOLDOEHNTHE LI X2\ (72720, SRR o 2 m T iERIER%E Th - T, il
RHAEZR B DIZIR D),

2. 1BWBRAATZIZ 1T 2 BRI DWW TE, @MU REFEIO T TIRREBIThIL TV DIRETH
ST, HIL 62 HMTRGEWVIREAEMIHET 228 L35,

3. 2B, SERORREN FEROEEE SRS C—EU LY LRWETH L0, mERERZ T 5
T EMMEIR B DIZHOWTIR, ERERONG LT 5,
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193 55— )fEIRRE

1. @E
1956 FRAD BB EDTSH —LHRHMED V()N ERITRRLE-EXREREIZHTHD, 15 BLA
AEBDEEIZLDIBRKRTEDOHEEEST D0, mEFRBEILHEE. FRFREEDEENELS
N3 HBEK. 1BANDTIASFAICTIAEEN, ABEFGESNTIVS,

2. &A
15 BEREBARBLORYAHEGEFOEET, REE, FHEES(VI—E RIVAA LU I—DEE
BESDDHEEMNEZLNTIND, MATIE, AFL—a KB H L DIEAF VLR MLPA SRIZKY
99% Ll L DHEEZMMNAIRETH D, BIEFEE(L. 15 FLEIK 15911913 $BED KK (70%) . EFEHE
DT A)S—UPD(25~28%) . RIFEBDAFILILEE (2~5%) &EShbd., BEDEWNTZLD
ERERAEKICE(FH A, RAIEKREZEZ THV . REFRBREET SMORDITI6DRBERN TZ 54— -
VA VERBEBRIEEGRERE SN TS,

3. fEIK
RN -HEDEREATHIAREREBRFETHY . A DFHERE (BE. B K. HREEESE.
HERAGE)  REMER (HRRET. FUNAEERES. EETE) HH5N5. IC NSHEFRE.
T—EURKRD B . BRETLREFRNGEHEERT . BRKERKOFHIE. ERHECERKNELLILT
Hb. AR HRRETICKIHIES . AEBNFR. S REHISFEHRICE. BRICHESIERE.
BEHICITZRMEMFERR S HREE . BETE. AALICK BE. BRFGEDBREEL D,

4. BEE
BAEFTAHREORRIE. DBEBEEE. QEHEE. QERFRILEVHTEE. OERILVEVHTEE.
OFMEEADRIENDEDOTHDH. ONL@DETHDREIL., FIFHAMNICERTIN TS, ®IZELTIE.
SHEDODBREETHD,

5. %t
FICIEHCEAEL-DMEES - ERFETIR - ERENEGFRICHEEEZ S,
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O EHOHTEIIBHELEE
1. BER (RN EEERZKEILRFER
150 A
2. FROWE
TR (RRFBAXILREHIKAZERH)
3. MRMIAERE
R (REMAREILE N, A DEFHEIIT T D XTERE)
4. REDOESE
DE(REREEBREXXTEBET S.)
5. BETE%E
HY (FREDOTHEEHY)
6. BEREENLE
1. INRBI(18 R iH)
INRIEHBERROIREOREEICET S,
2. fABI
AL LLTD1) ~2) DT DKL TIEENRET S,
1)V A= LR B RFL LEE ML E,
2)ERFETREREOEEENBICEVTHEEU LDEZE

O faiRMHT

EAFEE BAMREBRRMRER
IR REE -EMERBEHESINDWIEIRE (TS — (VR - X—F U ERBEZEL) DBEKER
LZEBIETREFAR TR
MARKRE KRBFEREVF— JIFHIERE

AMED 8RB ERLMREXEMTI

ATV T4V T REBEDEEAARSAAERIZAIT-IE T RBIH AR 1A R I
HRERKRE ENRERKE BAH<EHEELE>
Definite xR &ET B,

FEfRR
5 ) LRIYAHIRE TS5 —241) (Prader-Willi) FEIZEE
TSH— 9 )EIREEI xS 5 DNA S B #E

EOMRBSAEES DNA Z2HTDEIG A%

HAE~2m% 1. HEEFEHSHERRET
2~6i% 1. HELEE DBELAHRRIET

71



6~12 1%

13 m~ A

W N =N

—

. SRR FE R

. B RIRIET EELIEE O B E (i BERIE T X LIXLIEH D
- ERRER R

B (BHITE. BRNY~NDEERIEZDY) &

HD AR GEY R EEAGSNENES)

- HBIREE . BRI EEEET
B (BHITE. BRNY~NDEERIEZDY) &

HD AR GEY R EEAGSNENES)

CRRT AR REARIET . TL T/ B, BREMZITEIDRRE

(ZBMECREERETE)
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<gEohTI)—>

[Definite] : FEENDDXFDIZEZ LT HHE

DE 15 LBIKERED AT T4 18I (PWS-IC) D AFL—aVERERH DU I AF ILIE R MLPA
ETEE GAEIAFILE) RTINS,

QFSH— I VEGREEEEEZSOTO—T2A - FISH A TREERDO S,

<BEESE>
1. IMRAI (18 B 5kiH)
INREBEREEROREOREIET S,

2. A

1)~2)DVTIMNEETIEEZRRET D,
1)3IVbA—ILFREEHERARLLIEEmE
2)EEFETREEFEOEEEANFICEVTHREFEU LGS

OV RO—)LAREEHERR &I, BB EEITo>TLVTE HbATc(NGSPIE) > 8.0,
VA= )LARERSIEX., EYAREETo> T THE > 140/90mmHg
MN3MA L LG T HIKREEIET,

-BERRFFEMTIREIZEOER:
— Bk (785FE) OREIR S (Z 30 [E] LA E D EIER (10 B L E DR K[ROFEL) AHY . ZTDULLKDMIE non-
REM HAICH HIR T L D MERFFEMTIRIEIRBF EE R T . 1HEH =Y TIE, EIFREIZASE LLE (Al
25) CHEIRFFEITIRFEIRBELALTEIND,

- BE AR B AR OT IR E IR BF D ERERE 7745 :
HEAR 1 FefE o =Y DT TR | ETERFIR | D & EHE %% AHI(Apnea Hypopnea Index) = SEIFIREIFIRFE 81 &
U, COEBICE - TEEEZDET D, 4E. B (Hypopnea) &(E, R DBALMNZETIZINZ . B
AR I B& SR EARNBE (Sp02) M3~ 4% LU EIETFLIREX FREZFIREEET .

B 5 < AHI < 15
P EE 15 = AHI < 30
BAE 30 = AHI

(B DEEIRFFEITIRIEIREE ZEERBED=HDHAESA4> 2005)
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MWL TE K O BIEEE DO EIRIC B T 2 B9

1.

A 2 WO 2 BRIREAR | *ﬁﬁFﬁﬁﬁ"r ZRAL T, BErEE LICRBEOREN WS EIZIE, W
NOEHOSDZANTHAELILARY (2720, HREH ORI 2~ BRERE Th - T,
AAHREZR B DIZIR D, ),

- IRIRPARRRIC BT 2 HIEE IOV TR, WYIREZREHO T TRIEMTONL TV HIRETH

ST, HIT 6 22 HH TR bEWVIREZ EM B2 Z & &35,

LB JERORED ERROEIEESHE T EL EIZEY LB TH 505, @R ER ki 9

DT ENMEREDIZONWTIR, ERERONGE LT 5,
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91 /\wR-FT 7 EIREE
O B=E

1. BE

INYR-FTFERBEELIE, FFFRRDEFHH SO IIATE T REFRIRDAZEOERICKYPIRIETTELEICE
SIEEBRZELS AN TIEIMEBEZEHLTVWSHRENZVD EEEICKLZE N RE - B E#IRE. Eft
ERARE . PIARIETTEE 1 B RAE . BEVK . FFHERNAE . HIM{EM) ., FRAE, BN, FFEREREE . THRIZIE. T
RREFIRE . MAEEE D EATHE R TR RGE DIERE R T . ZLEREFALTHTREDZB (TP
FIZEWNEEY  SoMEFEEICELSCLLH LD, RHAZEORBICKYAEREZE T H5E (BK
[ZZ2MERoNE, TOFTRHTREFIROEAEN L, FERTIEFE#IREAZENZ L, 2EEEL T, RHEM
IR X FUGERBR LGRS N\ - X T VERBEEAH L WKV ETT HEMFHIREEEHTHIEN
H5. FFEEIRR R D IEMAzERAZEIC XY £ CLHFRAIREAZE MR & (veno-occlusive disease) E[ERFIEH
%

2. [RE

KIEDRETEASMN TELMIA 66% %<, P TEHEAE TIEFFER T KERARIEAREAZEGI A b TS D
EHTIE 85% &L, FHER T KERARD IRARFAZE O sAREE 18 SR DR B L= BB ORAERIE,. 7OT7. 77
DAMIETE L BERTIEDGED REENYR-FTVEERBEOBREIEREZTHATHSH, Mg, MER
BRER. MZEERE. BHMBESREEOEAENEONTLS, RNV X TIVERBEE-TL
DELTIIHERGENH D,

KEDHRLET. EARMOERBEERNEALONTELN, RETEH. REDRENPSELETS
W&, BRI E O AR AR IR SR DB CRAEA MR LT DR EILICE > TEDRENHRHATESS
ENLERMGMETRLEZON TS,

SHIZHLTERRIZE N TIE, FFHIREAZED I RBIKBEAR T HEAEL, Mitchel (& 70% &5 E
LTW5, EREREBELLTE., MKKEE (Bt ME. RIEMREMERRE. BRREE) . &0 8ITH|
DEA. FIRHE. BERRE OER (NR—FIyMR. 25TV TIN—TXR) . OREEEE
(antithrombin Il Z¥S4E ., protein C RIEHE) HE DMIEEHELOTULVEREIZELY,

3. fEK
REBXICKYRMBLEBERICHTOND, SR E—RICFETIRTHY. BERE. B, SRR
BARUIEKIZTREL. 1 ~4 AR THFLICKYRDERE-EDEELERETHLHN . RF TILE
OTHTHD. —H. 18HEEIL 80%E L O . ZLDIFE (FEWIIKICHKAEL . REICTERZME. BBK. BER
THIRRRE. BE-BERELRD S,

4. BREE

FFE2AREAZE CPRETTEIC K DERERE T HENBERBRLL D, FRREFHOVIEIHHTK
FIRDBAZELZVLIRE I L TIKERRAEIR . BAZE - IRB DIREICH G L T, AT —TIVIZ K HFAE MO8
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SR ATUNBEHDWVIHAE - BT EEMBRT LFMN. RILAE-REBLTORFRO v b F
MR EZEIRT 5. SMEEHIT, FFFRRAEZTIRAZELTOSRICIE, FUBL. UBE A 0EY
Bt RRZRELD FFAEHISHLTIE, FBENEEZ RS D, T=. FIIRETEICRDERSETH
BEEGIZ L TITEE B RIRBISN T 5B REITI,

5. Fik
REBRICKYARLEBHRICHTOND, 2HBE—RICFETIRTHY. BRE. B, 25FG
FFREXRUEKICTRIEL, 1~4BTHARRICKYRDERRELLIEELHERETH LN KT TIHBDH
THTHD, —H. 1BHEEIEH 80%E LS. Z<DHEIFBEKICHKAEL. REICTHRIFRE. Bk, B

R T #ARRR. BiE- BRIREZZEN D,

O EHOHEIHELEIE
1. BER (SN EEERSBEIREER)
208 A
2. RIFDE
EN:
3. R MAE A E
KHES (PIRRE TR BHEREN T EHB)
4. REIOEE
WE GETIEICTRRZIE. K. BEEE R TRIRREEE1-7)
5. M E%E
HY
6. EEENLE
PIRR M 4T REEDSE EABROH AR 2018 FRETER (2018 &) I2H 1T B/\YR-F 7 UEBRBEE
ENEOEEENEN EEHRET S,

MO - IEEREICE T SREHRIL

MRARERE FTRAFEFHARFHEE IEHE B §

R&FZRE FMROTESESHS - SHESE ABRKEAmELARMELVI— EEHR EER
&

BARRBF=

LFRERIELE TRAZFEFBAMZERE HER HY §

BAMRETEEFS

LUREFIELE RRAXFEHARERIERtUI—RERAFDEN EBRE GhER
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<EEELE>
1 FEIEB
(1) —RBREMR
@ MERE: —DULOBAERS DOFELETRT (BRETIISHERIEOBERUEMEESIENS
LY,
@ HHEERE EEICEEEEEFTEEIZHAIRVVETENELT S,
@ ARBRE: LIELILLEHELED#IREEZR O D, FIIRESTEE Y BRE L+ 215, BERE.
TEVHIEEGE [TV O LEMMERIEERD LI LN H D,
(2) EBBREMR
@ BEK.CT. MRI, FREERE
1. FFERESHIVIEFH T RHROAROCRENRDHOND, BERFTSRECILA#RES
PHEHTREROFERLEOLERNAHAONDELHY ., T-FEIRMTREIEFEBIEHA IR
mya2EhH5,

2. FIARAEE. FFAIPIARAR IERAFELTLV,

3. IREZFEDS,

4. FFEDS-MHEEXRERD D FICRKREDERNELL, FFEEICENIL, FEBLLGLIILEH

%,

Q@ TRER. FEREEEJVCEAE

FFEEAREE H DU EAFER T REIRDOBAECHEE RO D, FFE T XEIRFAZED M RELIRRFAZENS

[LELFAEF CRIERET b, F-RFICETIEFRR. FERARk. FFERGLE ORIRI MITRAERS

NBIENE W, BRALTHIREBERMYAZEROD, FFBTARIRE (L L. FFEIRE CHER

BIkELLH TS,

(3) IREREMER

@ FFiRORIRATR : OS> MERFEX. IS MICHESAF M. FREDRELB L. #1T
TAE - MENEEDFRIREZES %,

@ OB R 2D 5->M T, F/NEPLFOHEROILENSELSA, SoOAEEDHZEIC
[EROFITRENEL D, SoMAFRT L. FH/NEDHERSE (FIREA PRI E LA HEER
5> MH CEFENTR) PDFEEITRMEEDEL, EHI-MEEIENRENS, SOITHRME
EDETT DL, EICHIDHEERETIEBERMEENRON ., REMRREMEALIFEEDORR

#2935,
(4) 2ZkR
FICEGBREFTREZSEICEEZSHESS. ZREN\YR- T T7VEREIZDOVWTIXREZEEZRAS
pa N i SR

2 {EEHRONREGH

BEHRONRIE. ZICEBRREMRIZEVT, RO EHHDVDIEFEB T REFIROAEOEELER
O, FIREFTEEFRRZETHESEL. ZRIEDEDIXENT S,
3 5EEHE

AFRSARD E 2385 5 UNIFFER T KEFARD FAZE IR E (C K YPIIRETTEIE ICEDERFE VD EEEICKEL
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Zmit el - B AR . RATERHIRE. FIIRESTERE Y BiE. BEK. HifiER ., BREE. B, FFEeEEE.
TRRFAE., TEFPARAE. MREEE D TR TRIRERGRAG E DIEIRETT . Z<LIEMHE DR BELLH. AL
EPORBLEVEFD,

REDOHALNTHEN—RIE/\VE - F T VERBEERRDBALSHN G Z RNV - T VERBEENHD =K
HAYR-FT7VERBRORRELTHE. BBRMEES. St DRERENH D,
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<EBEEESE>
FIARILATRERE DB EBBEDI AR50 2018 FREThR (2018 ) [CH T/ Ny -F T VEEBEFEE S
L]

EEENEULEZRRETS D,

B 1 BEAEES . FRERDHEL,

FEE L FRERDHILODAFEELLL,

BEEN mRERO. AREETS. 7
BEEN: HEEBOHRIA, AELEOIAREET D,

EEEV FAE2LVLIEHEEHNZRS . RHaReET D,

ChE)

1. BiE- 5 -ErTiEFIRE
(+) BIREZERHHH. HHMMETIEEL,

(++) : ZHHMEEFHIREERO S0, BIOBRENLZVED, HHMMERE - BEIRE (X BE - BEIREN
MEAT RS EE (BARMIRETEEFS) [FIIRETTEAERY HRUVERE (55 3 iR, 2013 £) JITED
EFER2ULEDLD. F-IEF AFICBEFREHEFARZRZDILD., EFTE#IEDZEELINIZE
L3,

(+++) : BH MM EFHIREZRD . HOOBEEFEET L0, EFUEHREDOSZESLINICELS,

2. MARETTERR
(+) :FIAREFTERE M B R AE . BE/K, HMnfEm ., BRIE. BEMD55— DL LLEERED LN, BEELELL
(AN
(++): LBRARDIEABREDLELT2EDE— DL LLUIEHRRH S,

3. BKEENFIR
(+)  HEIERRBIZLDBERFHFHRIEHINSTLEDERYDILIETE, B 505U LIFERBLTL

%

(++)  HEEBERBIZKDBARFHHBED-ONIZHELL. BF D 50%LL LKL TS,

4. HiEEHM
(+) BRE. BBt LA RIENEOHIELEHMERD D,

5. FF2
(+) FFARL2OBIRIL. IFEREILEAE 3mg/dl UL L T SEE (B AFEFSSEESFE. 5 12 [0

KW RODL 1981 TEULEEFERET D,

6. EFTMHIELE. FIIREEO P TRE - E#IREBLUNDE A, TLLTE- THBRERIRERICECHES
IRFEZ NS, THhBIEE -+ 21505 - X205 - Bl - 15 - ERERE. RUELGETHS,

7. PARRTTESRE 14 B FAIE (& SEEFE I, FIEE - HIE TR OME O - FENEARTHY. FIRETTHE
RETE BAE CPIIRE T EREMERRIE (LD FETE S, PIIRIETTEAE S B ETIE. FIIRETEICHES BAR L& E T
DELE-BHIBEDET A VBN ZFEMEIL. R-BUKFESR . IRHIZE 9 5, PIIRETTEE MR TIE.
FIRRETTE ISR E AR I AR M R E LM E R ELTET S,
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=1

¥ EEE 1|0 |oDI |V \

BE-B-EUiEsRE | — + | +++ |+t
+

FAARETTHERT R — |+ |+ | ++ ++
+

SR EEHIR — = |+ |++ ++

HALE H I == |= +

FrRE N I [ n

1.

SKELWTEENE S OVESE P OIS 23T 2 HE FIH

AN O D ERRAEIR, BT RZICB LT, B FICRBOBENZ2WIGEITIE, T

MDD HE DZEHNTH 2 LX 2R (2720, YikEh Ofl 2 R~ T ERRIERSE CThH - T,

FHHEZR B DITIR D),

- IBEBRAARIC T 2 EIEE IOV L, MR EFREEO T TIREMTON TV HIRETH
ST, HiE6 v HHCROLBEWIREZEMIHBT 52 L L35,

LB EROBREN FROBEEESESE T EU RIS LW E TH DN, EEERER kT D
ZEMREIR B DIZHONTIL, ERERORNG LT 5,

80



94 RFMRELIEARE &

1. =

[RFMEILHERRE % (PSC) (X, RETRHADI A -/ EE ORMEMEIERIC L HETHED R NAE
Ao THY FEEEZRTHARICWV-2RENKETH DS, BEX. AIDS ODEEEE. BEEMLIE
% (PSC ZERRUEHEEAISN) . BEOFMONMG. MEERA. EXRUEERE, EEMELHE
FEE %, BEDEMMAEMEE. floxuridine ENEICKHIEERZOHEEICHILDIE. 2R MEFELHEEE RS
LTSNS, Ff-. BEREMERICHEITDESH T, 1564 BERILHEE XL SN D, 2015
FEOLEREICINIE SEEFXBIEICOOSL REFR T 30 KL 60 R D214 THS, FFRAEFHHAE
EMADRBHINZL EBERBRDEHET 40%IZ, BEEODEHE 1.1%IZRHT=,

2. &R
B REMA R CRAEMETHEERERZRICREZHEEICESEZEZION TSN, FHllIEFHA
THbd. REMBEEDEHNEL FRELTHBRNIRELOREENTEINA TV,

3. R
2ERABICINIE. IREKRELTRLZVDIEEETHY . 24D 19%IZBOONT -, BERETET
LIEFILHHD ., BIEKDEFZMSNSEFNNEEOHF I LS, FAEMEE. BEXRITHLTHR
BABRNHEITINSD, BT HEMNAZL, BEFEENERLTIE, FEZISERT 2ERESE

I35,

4. Bk
DIV TAFLA—ILEBEORYF T4T5—hE ALP 0 v -GTP EZE TIEIM. FRERET HHIC
DWTIERATH D, BEREICERT HEKICHLTHARBRI/ IL— RO TUREENTHN
2N, PSCZDLDDEITEILDH D LT TERGL, BIEFEE OETHI T, FREIEAME— DO fani%
THY. WIEFBESDLEVRBTIIERTFBENEIZTHONATNSH, FRREEOBREREALENS
WIEHIEIETH D,

5. %t
2ERBEOHEREIS L. FBIELLOSEELERFEIL 5% THo1=,

O BE#DHFEICHELEHE
1. BEH (SN I EEERSBETREEHN)
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2. +2HEBHRIEIEET. BAORAZEDLEL,
3. ER®EMR

a. EAHETERETCRUTICSRIAMREOVWT AN EET HENSLN,

(7) triangular cord sign: FFFAER CPAARBI A D = AR H SV IEHFIRE Ta—, ftETEH DU IHE RS
TEHEL . EEA 4mm LI LB EHIE,
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) BEOERE EEGFEFELTLSHN, BHTEGVLIEN SN, FEENBEHSINLBATHR
FLATER CREEBIUENBOHLNENIEA S,
FFEES U F I ST4TIIRBADRESBIEEETHHH. FN~OREHMIIROHONE
LY,
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<EEEDE>
BEEE2UEENRET S,

EEESEE. UTOEEEHEERBICEVHIET D,

o EEEHE

R¥/EEE |BRE BEE BEE2 BEES

BBt 5ol - 1+

CEBERRE - 1+ 2+ 3+
|- - = s e
SR EEBHIR - 1+ 2+ 3+
ESPERTFE - 1+ 2+ 3+
RRRRERE - It 2B LA

X BEEFOEREERRR—CLUBOEEEHNERBEEZSHRE

X EBEEEHEEBORTRUVENODENEBZZUEERELT D,

X OBEASOFISOVTIR. SNEEEE 1 UL, EEE2UENESINIMDSIEE DRKEIZE>TRES
N DT LLEASSHOFREEZLELELEL,
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o SHEEHIEER
1. fEi5oMmDIRE
1+ FRMGEEREEZROL0D,

a. fEERREDE
SHEREXDMERE
AZBEDORIEFMR
A-1. REV(CEEHRZHESITEILHD)
A-2. MRIRE : RIERIGATR
B. BiAS5-/FATR
B-1. EEEDQHIRFLILEE
B-2. MiBIRE FFEERERSR
A.BIRTORMRZRDHDELD
A.BOWTNMWERDHZED

W E
W R

F A2 AMBRBOEE. MECRPEND LF . thD REEZTEIT SR
B-2: M;EALP, ¥ -GTP (GGT), ASTEALTD LR
ALP: alkaline phosphatase, ¥ —-GTP (GGT): ¥ —glutamyltransferase
AST: asparate aminotransferase, ALT: alanine aminotransferase
BiE (A1 |FE BT>38°C
A-2: | RIEFTR WBC (% 1,000/ 1) <4, or >10
CRP (mg/dl) =1
B-1: |&E T-Bil=2 (mg/dI)
B-2: |FFHEERERE |ALP (IU) >1.5x STD
Y -GTP (IU) >1.5% STD
AST (V) >1.5X STD
ALT (IU) >1.5xSTD

*STD (standard): ZIEFIDFERFDT—4
(TG18/TG13 BMEERZMEENIDHE)
b. ABTE LD EAEE
1+ BEITFLAICEEXEZ1EUEREL. ZOARMEHBS1NARBEDOLD,
2+ BETFELURNICIEERICESARMEHABN1IMNALULEFERBDLD,
3+ BEITFURNICEERICESARMEBEHESFELULEDLD ., HAHVITEAEKMIEZ S H
L=5&,
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3. FARE

1+
2

+

3+.

i
a. BE-
+

TUESE

B-EFHHIE (MIRLITEEDZEEAEDHA IS4 2018 FHETIRASDRE
FBIEZROLNZHMETIEGL FEEBDFIRONELLELLGLVREE
SHIMEHIREEZROL LD T, ABETEL. E’ﬁ‘;ﬁif]@%ﬂBﬂbﬁ%’é%?’éﬁ,ﬁo%.‘:I:';JI[L
PEERARSE - B &R L XM PIAR ESTAEE IRV R VDVRMIICESE . Co MDD R2 UEDED . X
IHRFAREREDILD. BFTE#HIKEDOZEELINIZET S,

H IR AREZ RO DM, ARICKYaU  ba— LA ETEEL LD, BRTESHIREDIS AL
NnIZES 5,

AV hA—LTEGVEIREE ERH 5

b. FF A i 15 B
(7) i s-BikmEE RS EERZE(A-aDO2) = 15mmHg (65 & LLE TlE>20mmHg)

1) MRS YUrDEEEZR QUM AMLMII—HBUE 99mTc-MAA FRifliES > F)

1+,

2+,

3+.

Pa0, NZEMNR T 80mmHg K. 60mmHg LI E (SEFT R #F R EEHREAFE TIX 90~95%)
THERFEOFHRONEEDELLLGLVIKRE

Pa0, NZEMNR T 80mmHg K. 60mmHg LI E (SEFT R #Z R EEHREAFE TIX 90~95%)
THREHOHIRONELTET HIRE,

Pa0, NERK T 60mmHg Kiti (SEMR B REBFRETETIE 90%LLT),

c. FIARAh = M E (R IFHRE 52— MBARME RS MEE (FEE#K86) HhoDHE)
(7) ALAT—TIVRET

(1) FHEIARED L F (REEEFIMEIARFEXE T 25mmHg LLE . ffifl &K1 T3 Wood unit.

240dyne-sec cm™® Ll E)

(2) EIAREAIE (EODBERE)IZEE (15mmHg LLF)

() MR FISLICTREMSmMBRIELEL
(*2) PR S £ AE D EAEEHIE

1+
2+,
3+

Friv B AR 4 fifi = I £ 0D EAE BE 7348 Stage 1 F = [L2DIKEE,
FENARE A S I £ D EAERE 7358 Stage3DIREE,
R B AR 4 fifi = I £ AE 0D EAE BE 7348 Stage4 F /= [L5DIKTE

¢

f%“:?
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#R
HER

Stage 1

Stage 2

Stage 3

Stage 4

Stage 5

BRER. mPAP, Cl. fMELRREERORBELTEBLTROE L \StageZi%IR

BRER
WHO-PH/NYHA |~

WHO-PH/NYHA |~
Il

WHO-PH/NYHA |~
Il

WHO-PH/NYHA Il
~IV

WHO-PH/NYHA Il
~IV

WHO-PH/NYHA IV

FEAK

TN IRE
(mPAP)

40>mPAP = 25
mmHg

mPAP = 40 mmHg

mPAP = 25 mmHg

mPAP = 25 mmHg

mPAP = 25 mmHg

mPAP = 40 mmHg

L/min/m2

NYHA DEEHES 3

IE @ BROSEEHTHRER

IE B OSEED TERRR. SHEBIPeHREh5.

NE  BEUTOZEED CEARR. GEEBMNEL (HRZh3.
IVE : EAGBEENHEVWEERBTHLERER

WHO Fiis M EE##ESE (WHO-PH)

I @ B EEENIC B IR O 4 W B s I A A B
EROSEEDTRIFREECEY. BEvEREIEELRW,

IE: GREBHCEEORRO S 2 HRMmEEEE
ZRFICEERERM 2V, BEORFEH TIEMER vREY. WHv i
BEHNRI B,

NE : BFEEBHEELVWHRO S 5 MEMEEES
EHRICERERS GV, TEUTOBREOSHEEH TEREREPES. B
WermaEnfED

%’0

VE : EAGBFRERL2TERLGIMBNEESRE
ChoDBHERELAEOERERLT WS,
ERRHICEPRERERT / XEEFHFHASN D,
EABEFREHMTLEREROEENSE 2.

BRI MERE EEESEE

DIJA-RETOZRAUNE

Cl225
L/min/m?

D& (C) i 8 SRR E R BHR BRER WEE (TRPG)
TRPG < 40 mmHg
x g
AL Stagel | WHO-PH/NYHA LN S0 ST W00
—_— WHO-PH/NYHA I, Il TRPG = 40 mmHg
Stage 2
WHO-PH/NYHA | ;R:St <ﬁ4£ ,'T‘T"F‘{';'?b
ﬁ@@ ') CAAESN B '
WHO-PH/NYHA I~Il  TRPG = 40 mmHg
EROARIHST Stage3 = WHO-PH/NYHA Il TRPG = 40 mmHg
Cl<2.5 - WHO-PH/NYHA Il, Il TRPG <40 mmHg
EROAERICHRST
WHO-PH/NYHA Il, Il TRPG = 60 mmHg

E—— Stage 4
ERORERIMST WHO-PH/NYHA IV TRPG <60mmHg
PGI2FS#iRE - RTE
REEBIDERHE
FERERORE,
mPAPD{E PR <
Stage 5

Stage5 | WHO-PH/NYHA IV TRPG = 60 mmHg

Bt i B HEAR KGR AR

EAZL

EAZL

EEH D

: 3 EA

ERZL

EEB D

FEADOERCHKRST
FEHOERICRST
EROBEICHKST

PGI2§5 0T - RTEERcE
BARERIBEEWHO-PHS

¥, mPAPOEICBIR <
Stage 5

BRER. TRPG. FiliEHREEAORELTEH LT RO B \StageZ:&iR.

B IEStage 3 U ERIENYHAIBEL E & 7 AT M EHREZER LTV S BRENRE T 5,

1+ HmtER. FE. G, FIIRETEICHESZTOMDERDIH1 DL LIIEHERD. 5F
ZETHN. CNIZEDBEETDOHRONEELELLGRE,

2+ HmtER . BEE. . FRETEICESIZOMDIERDILERELELT HHDE1DE
LLIBEHERD . AREEL. CNITKZBRFRDOFHIRONEEZET HIRE,

3+ WA, fEIE. B, FIIRETTEICHSIZOHMDERDILVT WO DERDIV FA—
ILHRETELLQOL ZBAETHHE,
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4.

5.

a.

BKEENHIFR: performance status

grade performance status
0 HBIER THRIBEDN TEFIREDITHELBBEALREICHIDEZS.
1 BEOERDHY, AEH@BIIHIREZTDH, 57, BHEHCEEITES HZTRIVRE, FHLL.
2 FITRHDEYDIEIETESDD BHIDULNBDBNDZEHHD B 5 @I TSN, ARD50%LL EIFEEREL TNV,
3 SOEVICHABEDEFZTESH, UIFUIENBIALW, BRD50%LL EIZFEKL TS,
4 BOEYDIESTES, BICNBDBVWRBAREKELEEL TV,
1+ PS 1
2+ PS 2 or 3
3+ PS 4

BEY Mk BEREEZREET HHE

RIEEE(BEROEAEEEEEEORIT)

EE B DER ERE D EEIR

él FEEAE . HHNELEHEBLAL FEEAE . BHNELEHEBLAL

1 BCARXLRXT BN FICEMKTHLRIETE |MEBOIMEVS BIZEHRLTEUEET
B % £, LSRN B,

2 BRICIEFANE BUERGRE, —EHSFY. b BV EHIHEN. BITHIEESFES, EHDT=
B FYRITADELY, HIZEAEDHBIEEEL,

3 FECHRY . ABTTHIEL EEHDE=OIZA(5450L., [HECTEAE DD, VEMETHE—IBFERNS
mzp  |[ERTRLTLS, A EEBOSIBITIRYENSEL

4 WTHDTHLLNENVEH BOTHEIEL |ECTIREAERNGLY, LEOBHSENTINS
= TETETERYLBLMBEFCOALL, |, BEFETETEANBEBLS,

1+. FEED1EBEDEH

2+ LEED2XILIIEEDEH

3+ LiCDAEBEDEH

REES

1+

2+,

BR SD Xa7H-15SD LLF
BR SD Xa7HM-2SD LLTF

3+ BE SD XAa7h-25SD LT
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6.

a.

b.

FF#EEfE=E D TM: $RIMT—4 K%V Child-Pugh score
mRT—%

TEROBEEEMNRIIULZEHSNDILD,

Child-Pugh score

. 7~984
105k
EERES
ARGl | 17T 2.8g/dIK i
B%R%I | 2|MFHLEYILEY [5.0mg/dILlE
3|AST 200E s Ll E
CHAl —
4|ALT 2001 LA b
D%%| | 5|GGTP 200 s Ll E

(HAMEREBERBRARERICETOFEREDEERERENONDHE)

Child-PughA37

237 1= 258 3=
AXAE L I-1° m-1v°
7K 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%
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MWTEE K O FEE OIS IR 5 B 1A

1.

AW O D ERAER . BRAEFT AFICH LT, B IR BEOBUER 2 WEEIZiE, Wi
NORFHO L DEHNTHE LI AR (720, YRFORE 2~ IRERE TH-> T, i
WATEEZR B DIZIR D, ),

- IRRBRARTE IC BT 2 BIEE D BIC OV TIE, EEIREFAEFEO T THREMTOA T SRETH

ST, HIT 6 2 HHTHROEVIREZ EMS 5 2L L35,

C B JEROBREN EROEIEESBHE T EU LIZEY LRWE TH D0, @R ER 2 k3

DT ENMEREDIZONWTIR, ERERONSE T 5,
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298 EiGTHRER

1. HIE
BIEEEREE, BEICKEVIEEBRDZEHTIREERTH S, BIEERDERLLT Gross &,
OmBFHICSALULDOEREFIZRD . QEFERAE. QXEWELLEBEBADBRALEZILNDLD
AROLNT, 2L ETEELRELTNDIEEZZEITTLS, BEAETIEDFIZHEVBERELR
EEEZ/BHEHNRERD. EEFTBHEHAERERRICETIAEARMOKRELIERRSIELEIC
EOE2HInd,

2. &HA

FEREGEFERELT. hFA=VINITL /=52 (PRSSEIEFEEMNAE, BEmitErI T
AV EER—(SPINKD) B FEEMNKIBE. T DM -FEANKSBEN LIS BERRBEDE — B, B
REMRATONI T/ —FoOEMMEEHETHD EERRNICIEEFMREDOR) T/ —5 U E M. &
SITEMIELIZNIT OO EN T DO EEBROEMLIZKLD B 2 IEED SEREESF 510 DR EkE
DFEELTLNS, PRSST BIEFERBIZEY . M)TLUDFEHRIE-FEMHIEDT NSV ANELDEN)T
DUDEHRHEEENEC, BRERETHEZEZALN TS, LHOLENS, SPINK BInFICHBIT55R%
DEE(pN34S ZB) ICKDERFKEMF FBBAINTHELT . F3E0RRTIIRRECFEEZR
HF . FREEBILBASHTIEALY,

3. R
HIEF 10 FUTHAZL HIRHAKVEER. B, B, THREZEDSMEERIEREEREL., 2<ILE
TEBERANEHEITL, BN D BEER 2 OREIRTFESRICEHT 5, HAILEREED-OD ARCERE
AV PA—LD=OIZRREABEONF FHHADEELIEFBLZ L,

4. BEE
ERDaAVO—)LE BERN D WEE ISR T HETREBEEEV > I-REREICEEFTY ., IRABABEK
A AW
5. %t

— DRI RI TR TEGEERDOFRESINVELECERABNRNI LD RIEHRIE -
LEELLRYDOT =0, BN IMEEETR 2 OERRESEICEHL. QOL FELIETT S, ELHITEIR
MERXEEOEERERII—R/AODFNELRT, $ 50 E1D5 90 ZEESETHD. LAEDEEH
EITHTOBEREERBRIL S0 T 7.1%., 70 i T 22.8% TH>T=
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O BE#DHIFEICHELEHE

1.

BEN (TN EEERZREILRFER

100 AR

HIRDHIE
FHA(EICMITOOOEHL - FEMHEICET 5EEFERICEDIENBEESN TS, )
MRMGERERAE

REESL (BN DB RURA D BERETR 210 xHERAICEEF D, )

RHDOEE

WE

HY (ARMIERDZEEEDHY., )

OAMERFEEEZER1EIC1RULEILTVSEES

OBEEN D MHBER SR RIFAVR) U EZ L BELT DEERERREZRDDEE
FEREEL.WHRET D,

BN S IEEER 21T DV TIE, BHEEX O ZEIER G435 L T BT-PABA(PFD)ZER Ao I A i E%
FEQET (FERTIS—H, U/A—) | FB/NFA—F—HaLRXTO0—/L, PR L DRER
REBHECKRERLVLGEDBRKRERZLLICREMICEZET 5,

O fAERiZMHT
UNRE-BITHZEO 2RI EET 2RV HAEFREEBEDRERE
HRARE RALXKFRZFREFRARE MEARELE FEHR CEER
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<BMEE>

BRESMERHIVITIEEERX HZRUVEEDZ)EHT. UTOO~@NA4EED>50%HE-TIHE.
HHENWIQD.B. DL TEH-TIHE . EREHEREZH SN,
®j39‘71':‘y7|~')7°°//—’7°‘/(PR887) BEFD p.R122H 7200L p.N29l ZEMZEOHOND

QtERICh Mo T  EXREBEE2AULDOREENHD

QK ELT NDEREBE T KEFBELGEBEEXDOBEEEZ LN LDONRHONLL
@BE—HRDIFE. VEKELTADBEIL 40 MUTTRELTLS

<ENTNDEZR>
SRR
ERERICAHBEERELEERNH S,
2. MAPXIIRPICEERDOLELNHD.
3. HBEIK.CT XIX MRI THEICRMERICHESIBEEMRELAH S,
EEREIEEF2IEE U EEHL. thDERERUVESMERELRNLI-LDEEEREZEHT S,
I ERBRIBEEBETOSNED (BET7IS—E. UN—ERE)FAETHIENEELL,

BREUESMERERX
IBMEROBDMEBEEEE-ST . SMERXEEEZERERETILDTHS. Z<EHNMNERIZLDED LM
RSN TSR BIEHEXD—EILEFNLEEZLOND,

1SR &

EHEEXDZMIEE
O HALEGRATR
QFF IR AT R
QORET S LEHFEXILE LA
@I X IFRFEBEREOEE
OS2 bES
®1 B 60g LIE@ETA/—)LRE)DEHT HECERE XXX BEEEE
FEE
DR R DOBEE
ISMEEXTEZ a. b DLVT AL RHENS,
a. DXIZQDHEEZFR,
b. DXIFQD#ERZFRE. @DONDSH21EH LI L,
BHEXEEDZ OXTQDERZSFENRDOLNS,
RHIEMELX . Q~DDOWLWITNHNIEE U LLRHIEHERDERATRA
Fmoond,
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T 1M DREERE. FICEE. BRERNILESREESEIPMN OBV ERETHS.

F 20.20L0WThIEDHT.Q~DDVTFhADH 3 BB LU EHTRES DS, RHAREERICEHT HEGRH R AR
SNT . DRBEASBEESNDILDOEEMUEREEDHI LT D, RZHIZILEUS ZETERBMEITIENEELL,

I 3Q~DonIFhh 2 HEEDAHELEHABREEXDERTRERTENDIL. thDREABTESND LD T RIS MHHEE
REZHIELT IBRVEBEENLETHS. (R RFHELEEROREICOVTIE. RATFREENTILENH D,

1SR X DEZEIE B
O HBHRERAT R
BEHR UTOLWThhsEHoNn5,
a. EERNDHER.
b. EERIKIZH AT HEREV LV EEDRIKIE,
c. MRCP X[ ERCP RIZHE T, TEEDFRANG ILREKICESRIIFIFICH T 20 RKE
EDARRANGHRE DHLE
d. ERCP ZIZEW\T, FHEEHNEACEORGLE THER IR ELTWDIES. FLBEAOFEEL
D ERFEE DR BNHLER.
EREZHR . UTOLWThhARHONS,
a. MRCP XI[& ERCP BIZEWT., BELEKICTTHFIZHMT EREEDFRANGHLR, TEE
HDATHANGHRR, EEEDOLT b,
b. CT IZEWL T, EEEDTRAUNLGUVFEAMDILREXICEDEROENE,
c. USEUS)IZEWLT, FEROHBAX (FEBRLEDNSAEITI— RITEEE DR RAGHREFD

FEDE R OEE,
QBT R
2R BELDORELRHEIEABREIND, BEHEIEEIT/NERMICEREIN., NEIKEETIK.
WhSEERELT,

HEHEDHR EREMNBREL, R/ DERMIIT/NER - /NERNIZHESND,

@I RIFRPEEREDES
LToWThhah@Bodonsd,
a. MAEERAEGRL TEYERICHEYVERERZBEA TERHOVFEETRRBITIET,
b. FRAAEEERAERL TEREEICH-YERHERZEATESR,

@HZF— 91‘ /M‘ IKE

BT-PABA REX(PFD i{ER)THRth PABA HEMZEDHAOLANGZIETSE2RD5S.
®1 B 60g UL T2/ —ILIRE)DEGTLHEERXILEXEEEEFEE

109



BHISMEXDERTR
a.b DLVTRHARHEND,
aLIFIZRY EUS PR 4 IBEDSH, NI 20Z2&L 2 IHELUEAROONS, NRKRXITERK
& I 3—(Hyperechoic focilnon—shadowinglor Strands) 2)%3Z T a3—(Lobularity)
FEEIR AR E T 31—(Hyperechoic MPD margin)
)5 ¥ BEE YR (Dilated side branches)
b.MRCP X[ ERCP {&T.3 AL EDAHEEICFRAGHRAROHOND,

*UTRA LIS BEROCEEROTBLEREN RO TNEILELS,

*2“ M EEER" DR ITIEBETIS—E  URA—E M TV ISRE—E 1 GEEREMOBVLOEANS,

*3“BT-PABA HER(PFD FHER)IZH1THRH PABA HEtt R DIE T &I, 6 BRRAHEMEE T0%LL TE LY, HHERER T 5 EMNEELLY,

*4 BREBBETFREEE. DFAZVINT L /—7U(PRSSHEEF D pR122H TR pN29l R, R BIENI TS oAU EE 3—(SPINKDEIR
FD pN34S R c.194+2T>C TELGE R EDEENEISNTLDLDEET

<EEENFE>

AMEAREEZER1ECIEUEREILTWSEE
2. BN WHBER 2 RIFA VR U EE B LT DR RERFERDHDHI5E
EE1. 20W0WTMNM DULEBR-TIHEEEERELL. HRET D,
RN IMERER 22D TIE, BHE X DOZEIEE®©15% L T BT-PABA(PFD)FRER O I RS RIED
ETERT7IS—E.)N—8) . XB/N\FA—E2—HaLRTA—/)L, DR GEDREMR L. BIAE
VRERVGTEDBRKREKELLICHREMIZEET 5,

LI FEUE N OVEE FE S) B OIS IS B 1 D R B I

1. BABWICH WD EEFER, BRERT ST LT, WY FICRBEOREN WA, W
OO DEHNTHAE L2 (7272 L, MekEp O %~ ERARIERE Th - T,
m;Tﬁ@%m> WZBR %),

2. 1BRBAIATZIC RIS 2 HIEE A FIZ OV TE, @Y EFE RO T TIHRATTHhL TV 2R 1E
T, LLGﬂHWTW%ﬁm% %Eﬁﬁ%%#é LT 5,

3. ek, JEROBREN FRROBEEEDEETEU RIZEY LW E THH08, mEERER kT
5L EDMEREDITONWTIL, ERERONSR LT 5,
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338 ETHEREMEFRETSoFE

1.

BE

ETEREMEFRRET S 2% ME(Progressive familial intrahepatic cholestasis ; PFIC)I&. FLIREIZRIE
THEGHEOHRNETISFETHS. RRBEAREHEGCEA L LIERETREEGFIITREETIC
PFIC1-5 @ 5 &% A% OMIM (Online Mendelian Inheritance in Man)|Z&$%3h TULV5, PFIC3 ZfRE. MiE
EEEVILEY  BIBTER U AST-ALT DEE. v GTPERXEEXFEESETHAHAENFHETH
%, FD. F1=1Z PFIC6 N5 PFIC12 £TH OMIM Mo FERSIh 1=,

FERIEVTNLELR D SEBIMEFFNAEA SR IC LA IRECERGEEREZELCETHEOREE
EAHHN, PFICT TIEXTHI., BERRETR £, MG EFIMERZTEHTHDITHL. PFIC2 RV PFIC4 IFHEIK
DFICRET 5—ATRHICHTEAETL., FICHBREEZRIET HIENHMoN TN, BEEF
AEI, BEAME 2SI UG E DHEREN TR T, REMEEDOENGIFBEDEIL LS. BIiEE
DIZBIZFFIMERDEEIZLYREL S, PFIC3 LT EAATIERENBHTH TH S,

2. [RE

PFIC1 QREELFIEL ATP8BT THY . typelV P-type ATPase subfamily @) FIC1 (familal intrahepatic
cholestasis 1) EHZ1—F9 %, FICI EEHOEE(CKY . FHifa. /MEHEEICS O TREABRRSEICH MDD
B RNZ B FXR (Farnesoid X receptor) DFEIFEIE TS5, fFFTHD FXR DIE T, BBV AR
—AB—T#% BSEP (bile salt export pump) DFEIETE5IZEL . BB WEW TS, PFIC2 DRRAE
=¥ ABCB171 THY . BSEP (bile salt export pump) EHZI—~9 %, BSEP [LFTHERED EMEEEIC
HIWL., —RIETEEE EMEERECHBESE S, BSEP DERE T, AN SIEERNIZIBEEZ 2T
EY.EAEMNERL. EMRRMER L. BHAS5o%EE-7, PFIC3 OREERFIL ABCB4 THY.
MDR3(multi drug resistance 3 P—glycoprotein)®&BZ31—KF9 5. MDR3 EADEE(ZKY. BBt U8
BATREL. BABEDIEIL AN TELRGY, BABOREEHERICKVEE LR CIEEMBO
[EEEZET , PFIC4 DREEEFIE TUP2EEFTHY. ZAb2v a3V ER TIP2 3—FKL, TIP2
REBIZEY EHEE DEERE DD PFIC NN FAET S, PFICS DIREE(RF & NRIH4EIZF THY. FXR
Za—RL., FXR RABIZ&KY PFIC BFRIET %, TDHFT=IZ PFIC6 M5 PFIC12 £TH OMIM Ao HKRS
N1-,2023 &£ 8 ABRATEFONTWLS PFICREEEF(A2)vY) . a—FShbd-AIECE) .
PFIC6 ( SLC57A. SLC51A F1=I1& OST a) . PFIC7 (USP53, USP53) . PFIC8 (KLF12, KLF12) . PFICY
(ZFYVE19, MPFYVE ZET=I% ANCHR) . PFIC10(MYO58, MYO5B) . PFIC11(SEMA7A, SEMATA) . PFIC12
(VPS33B,VPS33B) T#H b,

IER

PFICT (&, SLIREIMNSBIEMEBELLTRIEL. RREE . FRE2~EETT 5, T-AFIEE. ERLE
EREET S, T0M, BEE K. HEAIER (stubby fingers)ZE2F 5, FICT [ZFFEDIZH . BlE. /M5
Rl MR- A EHMRE. BEBL. B TERBELTWLASO. BB 5o MEELLLIC, FFMMEKRELTTH
OfER HIEEE-T LD D MBRRETIIEEEVILEY  RIBABR U AST/ALT OBEZET S
A MEFEIALATE—)L, v -GTPEX LR LAV, FESTE., AV NERMBEE XYL EMBEE
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4.

THLNSIENFE THS, EFEMIEETIEEMEE RNIZ Byler’ s bile EFEIEN 3B+ DERRIA
RHBNS (PFIC2 TIHEFTEBETHD) . BIRWIERZETIREROFEL Mo, RERE
RFRRBSoME (benign recurrent intrahepatic cholestasis; BRIC) 1 B! EME(ENTULVEAM ., BIFER
LREBOEEEDOHEBIEMON TV,

PFIC2 IZHEWTIRE LS BSEP (SAFHBRBICOARBLAFSMERZRSLGVD . FFRE~NDETIER
{BEEORICHEREEZRET 561LH5. MRIEETIE. BEEVILEY  BRIBTEKR Y AST-ALT O
SEZETHH. v -GTP {EF LR LA, FEBTIE. EMEEFRASFHEHEIN LD, 24 TRO
bNBLD TG, F-RELVIFELEBZEET 5, PFICT LRERIC. BIRMIEREZE T SBRERDF
ELfLN ., BEREMEFANEASSMFE 2 2 (BRIC2) N EFET b,

PFIC3 [FELIREAICEEMBE CTRIET LD IEIRFPICEAELGE TRET SHIFETHR L THS,
PFIC3 Tl y -GTP {EXHIEZTY . PFIC4 LIRRILERICH THANERICENTEEMNFERSN T
23DLH5,

aEE

BEELTIEVTAL, 9ILYTAF O—ILEE, 72/ NLES—ILORREEBHESID DEFE., &
ARRMAERRIE MCT J74—325 (MCT SILO)DALLN TS, VLY TAFa—ILERIL. FESFH
BRTHHOBRBE TETORRICHERAING, £ . VI7VEL U E—BMICENTHLIIENZL &
EOERLHRIDETEESESEMTHIETESEMNERITIOEELH 5. REMICIIHFBZED
I ERE DM, PFIC2 TIXIRAMTHSHS, PFICT TIEIFBIERTHRL/NGRIRAEEEELET . oI
THOBALDT STCFOIERARF L5 E T LBHTERD QOL [FRLARLY, Ff-. FF#HEE D PFIC2 I
BLTBR OBELHY. CNIELIETURD BSEP (2T 2B EHMADOHIRIZESEDTHY . A3
THHmEIN TS,

5. %t

PFIC1 TIE, FIC1 EAIXFFIEZ 1T TR E L L B ICHKEL TS0 FFBERICETER A HEM
SNB LSS L MEIZELTFICT RIBO-OIETEERINTEYT . KIBICZEDEABNRATS
CEICKYE AN THZROBREETEEE-9 ., —H.BSEP EAIFFBOAICHKELTLS 0.
PFIC2 TIXFBERDFEIIBRINEINIERIFTHS.BRIC TIE. HABETEHRERTLHIENZ
A REIZIX PFIC 21T T HEFIO|ELHY . RIATIE, EHELI-ARINSLEZEZLNTINVS,

O EHOHEIHELEIE

1.

BEY

#5100 A

HIRDHE

THEGFEENREINTO SN E RN R BB ILRBERATH D, )

FRREGFEERHY. AENEATNSELDND, HREIFRAEHATHS (PFICT [X FICT EBHZI—FT
% ATP8BI i&{nF. PFIC2 [LRETEEN S RR—5—T#HSH BSEP EBEZI—FT % ABCBI1 EIEF.

PFIC3 |£ MDR3 #0—K 9 % ABCB4&InF.PFIC4 (XRAA DY O3 EBA TIP2 0—K$ 5 TUP2
B{nF. PFIC5 #ZMNEERF FXRZEZO—F9 HEHE NRIH4ERF. PFIC6 [& SLC51A (B4 OSTa) &
O—K9 % SLC51AEILF. PFICT (& USP53 #0—K9 % USP531&1&F. PFIC8 [ KLF12 #0—F9 %
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KLF123815F. PFICY [ MPFYVE (54 ANCHR)#1—KR9 % ZFYVE19&E{nF. PFIC10 [£ MYO5B #3
—KR9 % MYO5B &I5F . PFICT1 |£ SEMATA #3—K 3% SEMAJA &{&F. PFIC12 [ VPS33B Za—
R D VPSI3BEEFNERIZE>THRIET 5. )

3. MRMEERAE
REEIL (RHEREDHTHD, EEFITIEIHBENDELLD,)

4. REIOEE
HE(ETHETHD,)
HY NREBURFERRERE 49— BUHILFERE 260 EREFS 13 ETHERESEFRNEAS-
WIE PEOFSIE EEXH:202068A8H XE BA/NMERERBHELHFFEFES

6. BEREENLE
ARIMEBRDEEEN B CTEEE2ULERRET S,

BAABRERREE DR -BOHESCEONTEET 5RO A ITERES OBEHR]
FEREE RARFAFRESRTRH MIAHHESE %98 CRER
SEWRE GEAFRAFR NRH AKE EEEH

<EoWREHE>
Definite, Probable ZX{ & &9 5,
A FEERRUFR
1. BEJILIEE. ARBE, BHE
2. HFEX

LLECINZ . ks &EELITRDER A M5,
3. HEENFR.ESER

4.  ERGEER

5. SHmAGEOHMIER. M

B. &R

1. MEEEMR
EEEYIILEE-#RETEE-AST-ALT BSIETH 5.
1 B (FIC1 %%) B U 2 ! (BSEP 4%) TIX AST-ALT OEEICEMDDHST ¥ -GTP AEHE
XIEEESIE. 352 (MDR3 /%) Tldy -GTPEILRETH S,

2. HERTTROMRLIEDHLND
FZEEMEBERTR 1 TR SoMAVNERBELVELEMBE TALA LT 2 BT
(FEMAMIT XAFHMTHY . BSEP EENRBEZ B THREINGL, RHLYFEE
BE29 5,
EFIEMIEFTR 1 21 TIE Byler s bile NEIZREONS, 2 B TIXIEHT S EEE,
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C. #ERIZHR
AEERASEAE., 75U —IVIEIREE, DN U RIEE., A RMRABMABMEEE. IERAT/OTL
— R, Z—IVEYIR CE  HERBIEHRE X, SR 7RFSE. ductal plate
malformation ITE DFEERE, AN MEREXIIEEREE,

D. BIZZFHIRE
1. ATP8BI (1 B) . ABCB11 (2 B) . ABCB4 (3 &), TUP2 (4 &), NR1H4 (5 BY), SLC51A (6 BY).
USP5X1 BY), KLF1ZA8 ) PZFYVETX9 &), MYO5K10 &), SEMA7A(11 &), VPS33B8(12
ENEEFICEREZRDS, ZDM., FH=IC OMIM [Zh-=REEEFLEH 5.

<gEOhTIN—>
Definite: A-1 RUA-2%FfET=L. A-3. A-4RXIFA-5DWLThhEiEf-L. D. BERFHRETEELRHDS
30)
Probable: A-1 R UA-2%iEf-L. A-3. A-4RXFA-5D LT EiE-L. B-1RUB-2%#E-L. CD#E
AFRESEBZRNL.D. BEEFHRETEEZROLVXIEEGEZNREREREDOLD
Possible: A-1RUA-2%F#fzL. A-3. A-4RIFA-5QVVThhFiE-L. B-1X(IB-2%# /L. CO#E
AT REERBERNLIZLD

<EBEEESE>
DWEEZBTELDITONT, UTOXIICHEL. EEFE2LULEZRNRET D,

EEESEE. UTOEEEHEERBICEVHIET D,

(EEEHEIEE)
1. BS54 mikEE
1+ B EMEEERNHZE0,

2. Zim

1+ HIM{ER., BlO55—DXIFEHRERDHIN. ABREELLL,

2+ HIUfER. BEMOSEEBEVELTEHLDE—DOXIIEHERDS,
3+ JREICERL. EREELTHMEZES 5,

3. RISEE (BRMODEAEEEEEBDRIT)
1+ TEERD 1 REDEH

2+. TRERD 2 XL 3RREDEH

3+ TRERD 4 BEDEH

RIEEE(BROEAEEEEEBORIT)

B B OEIR wEIDIEIR
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0 FEAE. HBIWRECEARERLE | FEAE. HAVWEEEAZRLE,

FL LYo
1 FFICAXLXT 50, BITHADELTE | MERDH T NMTEVA. FICEHELTHC
B HiIgTES, FETHEL, KKEND,
2 BEICIZFANE B E, —ES | B0 EHEHHN. NMNTIEBSED. EH
BE SFEY. HFEYRIZEDAL, DE=HBIZBAREDHDHEIFRLN,
3 FECIRY ARTTED EH D=2 | ECTENRD D, VENET HE—ITIR
hEE | /545L. ATHLTVD, NEW, EEHDILICRYENOHL,

BEHEFIZDOMELY,

4 WTHEoTHLBNGEWNER , MNT | FESTIEEALEENGL, LESB AT
= LESFESTETETERYLEE LY | VN AKEFTETEADRED,

4. EREE

1+. & SD Ra7H-1.5SD LU F
2+, &K SD Xa7H-2SD LLF
3+ 5K SD Ra7H-25SD LITF

5. AT EEREE OO 5Tl MK 7 — 2 R UYE IR

OmiET—%

1+ TREROMBEEDHEEREN 1 RIIDARHLNLLD,
2+, TEERDIMIBBREDHEEEEN 2 RIILLLEOHLNLLD,
3. TRERDIMAEREDESEREN 1 RIILIERHONLELD,

QFEK

1+ TRROBEKXIIBIEEZRDHENED,

2+, FTRRODBEARIIHMEDHEEDEEERHDIED,
3+ TRERDEKIIIBEDNEEREZEDHIELED,

BREEH/ERRKRAR H#E(E TPEECEE =EEE
mEFREYIILEY 0.3~1.2 20U E30UT 308
(mg/dL)
mE7ILIIV 42~51 30LLE3SUT 3.0 K
(g/dL)(BCG i%)

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

JoroUE R 70 & ~130 40 LAET0 LT 40 K
(PT) (%)

fE K — fEK&HY EAMREKHY
bR — I1E IELE
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6. BIAEENHIFR: performance status
1+, FERROAIEZETHLD
2+ FTRRDVXIFITIZEZHTDHLD
3+. TRERDAITEZETHLD

X5 —RRIRRE

7 | BIERKTHRFINTE, FIRZZ(FEHIELK BFAERFICSEFEZALBD,

1 | BEOERLN’HY. RAEFEEFHIREZITEA, HT. BFBHLERETESLD, HI
AEBUORE.EBHLE,

7 BITOHDEDLYDEIETESN, BICOLNMENRELRIAEHY . BFEITH KL
WA, BRD50%LLEIFRELTWNSED,

T BOELYDHIEEDEILTESH., LIFLENMBEIARET. BFRD50%LL L I(EF
RLTHEY., BATEENDHEENRIFTAIREE G ST=3D,

T | BOFEDYDELTES | BISNMELELL. RBRRKREZRV O, FHOEENS
HERAYREBISRONDED,

EEEFE
BHRE BEREE BEEE2 EREES3

fB+Soi% - 1+ ND ND
St - 1+ 2+ 3+
RIS R - 1+ 2+ 3+
AREE - 1+ 2+ 3+
FF#aE- ik T—%4 - 1+ 2+ 3+
¥t eeE - fE 4K — 1+ 2+ 3+
SREBHIR - 1+ 2+ 3+

EEEHEEAEOHITRUERDENERZZUEERELET S
REA SIS OVTIR. HNIEEEE 1 UL BEEE2UENESMIMDEIER DIKEICEST
RESN, BT LEEASIOFOFEIFBEEFILELY,

MWL YE K O BIEFE OIS B 1T % BB HFA

1.

W W WD EERAER . MAAT R ICBI LT, WA RICRBOBUEDN R WIGEICE, W
NOBHOLOEZHANTHE LI X2 (7272 L, YRR ORE 2 R lARERSE Th - T,
FARE7R B DITER D),

. TRIRBHEAR ST S EIEE B OWTIE, MU R EFHERO N TIREMTOIL TV HIRETH
ST, HIT6 AWM TR EWVIREZEMSHNT 52 & L35,

LB ERORE N ERROEIEESES T EL RN L WE T D0, mFe R & ke

DT EMEIRH DIZOWTE, ERBEBIROXNG E T 5,
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103 CFC fE{REE

1. =
CFC fiE{%E# (Cardio-Facio—Cutaneous fE{ZEf (UM - B8 - IR IS AEIREE) ) (L. HEREN Ras/MAPK 45+ )L
GERRBICFETIELFOERMGEREICL ST, AEES. VRIS DOMBIES . ELVEEOH
BEERIR/NGE DR BIGEDE. RBTH—ILLI-E2. BP-ALEE - ABELTEOKRERERK. £X
MIDERE, IBEXEDE. TAD A, R, BERSRIRSE. TRIEELGENHONDERERE.

2. BR
FIEMERDEE T, KRAS. BRAF. MAP2KT (MEKT) . MAP2K2 (MEK2)EIZFDULNT N IZHERMAL
BEENEDOONG, BEAEERTH. FREECFIFEFERAESATOLEL, ThoDEEFITHBERA
Ras/MAPK L0+ UG ERKICHELET HM. TOERENTEE L DBEKREREE-9 M DL TIXAEEA
SN TLVERLY,

3. R
RREE., 10BN DHMES., BV EORIEESRIE/NGE DM LEDE, filsTh—ILLT:
E2. 25 -ALEE-ABBECEOREER. ERXREMEE, BXELHIE. CTADA., RIHR . BEELE
ERESE. THRIZEEGEMNRDHLENS,

4. BREE
BAMNEABEFIAMSNA TN, SERENTHNS, DEELEHESD R R R LEHAEM,
FRERES(HET S,

5. $i&
LEIC, AMFEEEDERESEEHT 5,

O EHOHEIIVELEHE
1. BER (R EEERZRELREFER
100 AR
2. HIHEDHEIE
THGEGFEENREIN TS, )
3. IRMAEAE
REEL (IRARAEGL, )
4. REOEE
DE(RREEES. $OBNSDHMNESLEAHLND, )
5. oA
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Y (FESDZMEEFHY., )
6. EEEENSE
MRMIZIDIEEEDFERAN. REZBH T LOERARET D,

O fEiEHT
EXREFRERBODERATLEARERARZOS LRAELBEDOIL—LT—IDFEIL ]
MRARE BEZJXRFEFH-BRECTF L I— &R NGRS
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<TWREAE>
CFC fE{% ¥ (Cardio—Facio—Cutaneous fE{&#F (LM - B8 - RS EIREE) )

1) $SHEALTERERNHY. LT HHEEEIETF (KRAS. BRAF. MAP2K1 (MEKT) . MAP2K2 (MEK2)) D
WTFRDIZEENRDHOND,

2) TRO4EBZETEET.
- R ERER (>92%)
- KEFEE (100%)
DR (849%) : IEXELDAHEE (44%) | FBIARIR 7R IE (36%0) . S EEAR (12%)
- SR EER : EFLALIE (60%) . AILIE (56%) . B3R ILTEIE (40%)

N RIF2)ZRHRETS D,

<BES>BREKRETOEHEE
- RS EEER (> 92%)
- SNHIREE (100%)
-EEDEN(96%)
H—ILLT=E2(96%)
- FE %4 O KERSE (92%)
- %535 (88%)
EH K (76%)
IR (84%) : BERELDHIE (44%) . P ENARILZAE (36%) . TEEAR (12%)
B HIEBER : EFLALAE (60%) . AILAE (56%) . BFRILHEIE (40%)
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<EEEDE>

MTFRORE (7). B (), £ (D) RERE (D) OVTIAEBTIHE

HE(7) JEREL T, FONARSE, BERES . KAEREEE. BHXEHRADSIHVT N —DLL LS
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=]

HE (1) BAEDAET, BOE, FIRE. A BIRE. fui/MRE. UEEZE., REMENRE. 8 70vH
—DVT A REEINTISEE
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£ (D) BEFEAML. AREMENRAEICZHINTODEA 2L, BERENSSFHBALIES S
HRELGVA, BRLGENDROLN-BE L. BERRET D,

ST HLVE N OV FE A0 B OIS 2 36 1T % B I

1. JRAZENICHO D ERAER, RAPT R LT, R EICRBROREN2WEAITE, W
NOEHOSDZHNTHE LI AR (2720, HREH ORI 2~ BRRERSE Th - T,

WATEEZR B DIZIR D, ).

2. JREBRAGTRIC T 2 EIEE D BIC OV TIE, WYIREFAEHO T TIHREMTON TV DIRETH
2T, EHIL6 AR TR b EVIREBZ EMI 5 2 & 295,

3. ek JEROREN LROEIEE HFE T EU LIZEY LRWE TH L2, @ERERZ T 2
ZENBERSDOIZONWTIR, EREYRONEE T D,

120



104 ORXRTOHEIRRE

1. @E
XKW HRAS BIEFDEFBICE T R -FKEES., MMNES. BHHNGER. BULVEE, B=E,
ZLEERE. BEREDFE. BEEEODSHLEENHALONDIELERE,

2. [BE
HRAS BIZFDERIGEEIZES, LML, MELAVBIZFELTHONTE - HRAS DEEMN., I
CDESTREFEETORLDIEREERT M DONTITFEBAIN TV,

3. fEIR
BE-FEEE, MMNES ., FHOLTER (5 oKOLEE. GLERAEE) BLKIE. &5=F, FLEE.
EXBODGFELRENZDHONS,

4. BEE
BARMNEBEERTHMOATOVEND, ERESEORHKR - RHABNFRERS(HETHIENL.FE
HREZENVETHD,

5. %%
9 10%I2. BERLAA . R NIE. R FMRELEDERESEE6HT 5,

O EHDHFEICHELEE

1. BER (RNt EEERZHRELRHFIER
100 AR

2. HRDOEE
THGEEFOEREINREINATIND, )

3. RMAE R E
RHESL (IRAREELL, )

4. REIDEE
WE
HY (ELBEEOZHELEEHY.,)

6. EEENLE
MRMICLDIEEESELAN BELZFB-TLDERARET D,
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O fAEiZMHT
[EXREBERBOERATLEAREFAREOS LRAELBDOIL—LT—IDFEILY )
MRARE BEREZXRZFEFH-BRECF LV I— &R /NEERRE
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<BHEE>
1) BEERE RO £EHRRINICENT HRASEGFEENRESND,

2) FTEED7EBEETHEY .
FHEBIGEEIR (5 oKB L. BLVaRGE) - 22
-HERDWEILIES
FE-BEDRVLD
- HE *f B KEEfE
DR E BREDEHE . BRI . REARGE
-7 HRLRBEOREL
OB L DHMBIES

N XF2)ERMRET Do

<BE>BRERETOEHEE
- FHEAD 7R EESR (92%)
- A F OFELES (88%)
“FREDFELLD (88%)
“HDEEHS DEHIPEE (81%)
- ¥t 9 K BEfE (85%)
- A—ILLTWTEAGZEEE (77%)
-ELMNEELEE (77%) -5538(58%)
- Y5 A& D =T B4 FUAE (58%)
IR (73%) ~IEREUDFHAE (58%) . ~EEAR (30%)
-BEDK 15%ITEMIES Btz . i HAaiE. MmRELS) 286

CE) AW EEIREEIZOHF BRSNS (BRALURIZZE SN BHERIN TGN, ),
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<EEESE>

KTREDERE (7)), BE (1) BE (V) XEFEET)DWIThOEHLETIEE

HE(7) JERELT, HFONARE, BRES KEREEE. B XEHRADIHVThh—D L E#K
i,z_A

HE (A1) BAEDAET, BOE, FIRE. ABIRE. ful/MRE., fUSEIZE, REMEIRE. 570y
A—DVIT IR EENTSIES

HE () JBRT, FREE(AIRSRZ. [REVRTR. BRIT7IVI/FONEZLELETHLD) . B
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A (T) EHEFEEHL. BREMMUAREICBHSNTVSIES, L ARENLSERBLIZES
[FHRELGEVND, BREGENBOONGEE. BEXRET S,

LT R e OVERE B A BE O IS 1 B B B I

1.%%% _%wé%fﬁﬁ\ﬁﬁﬁﬁ%mﬁbf TWIEE IR O EN WG EIZIE, W
NORHO L DOZEANTHAELLZ R (72721, MmO rﬁ%ﬁﬁﬁéf&of e
RATREZR B DITIRD,) o

2. IREBIIARIZ T D EIEE SISOV TIE, MU EFERO T TIHREMTOIL TV HIRETH
ST, HIL6 2 HEThRbEWVIREA EMHET2 2L L35,

3. ek, FEROBEN EROEREESFE C—EL LIZEY LnETh L0, BERER LT 5
ZEPREIR L DIZHONWTIE, ERERONG LT 5,

'x:mh
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105 Fr—IfElEEE

1. =
CHD7 BIZFDANTAERICKYRET IAREREEHTHD, FRAEMHEEIL. HER 20000 A1
ABECRETIHFDERETHS, C-RBIEDES RIE (QOR—7) H-LFT . A-R2FLEFAHE. R-FE
BEE-HOBNSOMMEE., G-NEMERR. E-EREEE -BREETFFEREL. ChE5OBIED
BEXFOHAEDhEIZEYGRINATINS,

2. FHE
Fr—UEEBDOBEREETFIL. 8FLEIK 8q12.1 IZF7ET D Chromodomain helicase DNA binding
protein—7(CHD?7) TH BN, LR HIZHI-YEBELNRET IHEFIITBHATHS,

3. fEK

O REZONVENCDIHMES LI HFKTHS, RREFFHERICIEE LGS, —EBOEHIIC
BRBILEDDBFEEHD,

Q70%FREICKEXREDEERERDD.

QHEE D IEX M CEEAREREER) ZRD5. EEDENORELELGLIIENE L RETE., Al
L EEERDIERZ AL (Premaxillary Underdevelopment) . TEE{EHZ A (PierreRobin &—4~ I X)) AFAOZ
REGEDEHHY, CNOoOFHITMA T, HWEE-REOHBFESOETICEY., HIEES-BTES
kY,

@ F A7 Ui BT D BT - R - ARG AR - ELEE D 1R —< (RIB) (X FELFETH S,

OEEOEXIFERBGEDEMREREIIMA, REE -CEEXXITESHHIEEZRN D,

CEM-EHOREBFFAHEE)ZR DL, AZHRHOEHHILZL. TOEEICFREAAEEZROL
LY,

DEBREE -TRETH - EEOEMA - ZREBOXRINGEEIFER K (~70%)

4. jaEik

ZIRICEHHEERT -0, ZENLGEREEZVLELT 5. AW RHARHDAEGFRERDDLIDIE
ERMEDERBELTRBEETHS, BONI. [EBE(REFA-O0F-RE-[E) . DBOFHHEEEERETE
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BN A -GG T+0—2 R EET 5, HEEE - ERREE M RUGSICEBRERE - BEERER L
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5. %%
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REE-REED)ZH5. BEMAN OFEMGEETHY ., EFETORYICHI=OIXEEEXT .

O E#HEICHELEIE
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100 AR
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6. EREENLE
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LNRIgHRFEREDO R EE A2 - FHIRHICE I 5813
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Definite & Probable X% &9 5,
ZEOATI)—
(1) Definite
FERDNTNUDANOKRIELEEL REERT (CHD7 BIRF)ITEREZRD S,

(2)Probable
WRIEREBL, KIEK2DOUEFT S,
X, FEERERL. KIEKR1DENMER2DEFET S,

WFIER
@ ENMEREEEFSEAIEHEE
QESEK
CHIE M LD EHIES
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ORI O L DEHNTH AL (72720, 4
HATHEZR B DITIR S, ),
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ST, HIE6 AR THROLEVIREEZ =R HWT5Z L L35,
3. 7ok, IERORREN E

W EEUE EIZRR B DO EN R WG
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178 EITYb-D4ILY U IEIEEE

1. HIE
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FERESE KRKY AEHE KEE—
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BRRI72—EIEDZ MR EE
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1. BRIRILES
FEM X BARELTEDRARIL, REBDER. (HRFEDBHIHTER
2. LD R E (AmREDIE)
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1. MFET7ILAI)RRT732—+E (ALP) fEAMEL (A D IEREEITEE)

SEEIR
1. EAZY Bk FIETLVNA
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W R E N OVEE FE Sy B OIS Z 36 1 % B F A
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. TRIRBIAARL IS D EIEE P SEIC OV TR, U REFHE IO T CIREMTHOIL TV D IREE
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FRFBEL, BEEE -FEEHOET - BSHOREREETHS. MEFERMEHD DI ZRMEITHKIEL.

AM-EE-BREVTIAORBLEYFREIN. COI S HMEICRELEE -BREEOEBEESHRE
BMERESHEEBTMRETS FERELTRRRVEOEMLIC—HLREORBREEREZDS.

2. FA
REZEA

3. fEIR
EHEETHLIIIHTHY ., BEROBEDER -BEIRGETRRIZRETHIENZ N, BREIFER
Bcia BEPEARTZICLYEBILLTAERNH S,

4. BEE
JERTOA R RIEZ (NSAIDS) IZX LT 50~80% D EEINRIET HEHMESNTLVS, NSAIDS I2&3
RIEBRF+ R THIEEICERTHRRR—FDEBIAENTTHOND, LEEABEESDFIZHLTIER
TNF & F|, $1 IL-1 &FIOFEMFINTESNTINS,

5. Tk
REIMICIERIERDOBORRES . EMERT, F-EH X, ZRRQECSEMEE. MEEGK
BEOEHMNEEHZERESIN TS, TDM, XA —(Sweet) SEIREE . IEIFEMEIR R AE . UBZBIET X
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hyperostosis and osteitis) JE{ZREE D —EIREL TIEMBR M SR MU BH X ERABRDRELRDHHEEN
HY . MERBEIREREO—MBEEEFIIERERBELEAON TS,
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1000 A K
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3. MBMIEEAE
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4. REDOESE
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5. DR
HY ARIHERDZEEEHY)

6. EEENLE
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ZRHA (T HRABRTEES. TRFRY STIR BRTHIES) . FDG-PET ©E-AIDVLI VU FTEH
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MEBREAM R RENBLOE - BRERTHERENRESRIHY . EREBOEERELLI PCRIEIC
FUMRE -ERGEDREENEEIND,

MtDECRELRE -BEOREREER. BHESLGEOBEA - BHADRRALLGLHMEEERRNT S, BL.
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HHEE XM RELELY,

<BHOHTIY—>
ERON~3DETOEEEH-TIHE. BHERMEEREERALBIT S,
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274 BRRAEE

1. &
BB A LJE (Osteogenesis imperfecta) (&, 25D EFMBEICL L HZBIELCETHEDEERITM
A BRRGEEOKSHEBERETRT AREERETHD, REBEIFH2~3FAICTIALINTIVS,
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BREAEED 0% L EDEFITIE. HEHBOEIELHATHS | BT UDEEFER
(COLTAI,COLTAD)IZ&Y) . BMIHAIVWIEMEENREATRIET HESNTWSA. 1 BS54SR
FICEEZROLWEFIFET S EFTNODELRTFEEN AR DON>TEY. FAKBPIO.
LEPRE1, CRTAP, PPIB, SERPINH1, SERPINF1, BMP1, IFITM5, SP7, TMEM38B, WNT1 13E DR EH R
HEINTWS, BEEAL. ELEABEHER(BHER) OLOLELBREBETER (LHER OLD
nHd,

3. fEK

BEREAEEDBRKEZIIEEIIZETHY. £EFENTICIZRTTIEEHRHER IS, £EITHT
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—BIEDB oS0 £ EIZESIBEE - AENSDLETHD,

4. Ak
NERAEENBFAEICKRE D TEN 5,
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FTHEA. ERERICHT SBEREFMEENMTHNL,
CNBLAM, B (RTFBE) BRAERVINICHEIREERICH I OERIMERE, MBI R
M-S Eee R DEFORBICEDDHEBETISH T SRR - SREUER. RENTHNS,

FiR
AR D EBYERKE N Z H =D FROLEHICL>TETEETETH S, Shapiro [ZLDHIRE TIE, HART-
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<EEREE>
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B R RIE DS MRS

A. fEIK
1. BHESMHER (ZEEOETED R ERLGL)
2. REREE
3. FiE
4. T (RITFB)ETE
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6. REEHY
7. INREACEIRESHY
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WEEEE
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D. E=FHRE
1. COLIAI1. COLTA2. IFITM5. SERPINF1. CRTAP. LEPRET1. PPIB. SERPINHI. FKBP10. SP7. BMP1.
TMEM38B., WNTT, CREB3L1, SPARC. TENT5A (FAM46A), MBTPS2, MESD Bz FNEE

<EBWohTI)—>
Definite: AMSDHIEHB LU E+BDSHIEB LU LZEFE-L. COEAIT REKREZRII. DEFE-TELD,
EJ=FN
ADSHLAIEHLI E+B D5H4EB U EZET-L. COERIT NEHRBZRNLIZDD,
Probable: AMSH3BH LU L +BDS>62IEB UL EF#ETI-L. COEAI T ANSEEZRNLIZDD,
Possible: AMSHIIEE LU L +BND>62IBB U EFHE LIz D,
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Omodified Rankin Scale (mRS) . FEIRDZFNZND MR —ILEZHWNT, WTNOAILULEXRET S,

H A fRmodified Rankin Scale (mRS) ¥R #E
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MFREED=OIZEEDRUNGE DERLH D,
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1. AWV D ERER, AT RSICE L T, WA LICRBEOHENWEEIZIE, W
NOBHOLOZHANTHELZZ R (7272 L, YRR 2~ T HFRIERE CTH - T,
FATEEZR B DITIR S, ),

2. JRIEBRAATZIC I D EAEE AP EIC OV CIE, MU EFE O T TIHREMTON TV DIRETH
ST, HIT6 AWM TR EWVIREZEMSHNT 52 & L35,

3. 7B, IERORREN FEROEIEE S C—EL EIZEYS L nWE Th D, mRER & kT 5
TENRERHDIZOWTIL, EREBROMNE LT 5,
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276 XA A RUE

1. B

HEERBEINRERRESREZETIERMEABEORRT. BLE2AHEICTIADEIST
RETDH BT ERRE X RENSZHIIBZ THLIN BN EARELILGD, RASFRITBH
TH1 130cm, ZHETH 124cm LIEKERALGORERD-0. BB T BELEETTHRALGHNES TS, B
HEREDO-OPEEICRILEAMTHRHBEEZELZY. TR7IMAVIOREICLIEREEEEEL
RIELSITEEEECIYT HIENDAEIALY,

2. [REA

BRSBTS BIRESE 4016.3 (CTETET D FGFRIGRHMESFHMARIETER FZBIA3) TH S, Einhk
HITE L BARFEE (BHEE) THHD., # 90% L EITFHREAREZRIZELDEDESN ., RELE
HhoEFEND, BED 95%IZ FGFR3 M G380R RER (B0 FEBH DTS UNTILF=VICE#SHh
ER)EHEDSD, FGFR3 DEEIL. Hifas R, [BERAMEE . MiaNEE (FO o+ F—ERAS
VEBU)DIDDEWAHTONSEN NEDRERIEEBEEICHFAET S, — 4. FILFGFR3 M
FALUXF—ERAVIZHFEET HEEE (NS4K AEENRM) TIXEBIER R L% S, FGFR3
DT FILIEEREHBEDEIEICLINEIMIZERT A0, KIEDRRAELGIERE FGFRI (FZAIK
DUFIDNERMISTERIESNAMEEGRERTHY . MEMEDO MENMBRESHEERNEILD
BREZELEREFOAERES. BERDEBEMBGELZLELLEZEZDNTIVD,

3. fEK

HERNOMREREZRDOLIN. HESRE, SFENSKILEN, REEEBITIEERMNBILDLDS
[27%5Y) RO S REMT/NEND, RAFREBETH 130cm, KETH 125cm THD, B %
BITHEERILAOND, FLHRH (BHEET) ICHBEIZLRIDIE. KEBEAFXERVEZEDER
BIZKDERTHD, KEBEAEETIERCLAEHOEBICKY., SBHOEHFHIRE. %5 KiK.
PR R, RIS RS DT, THROVO—XRX hiREEIERNA5ND, KEEL2HMETIZEL
ZAREMED o ELE LY BIFIR, FFREE (LR ERRIEREICLLIAEEDERIELD, I
HOBREEINBELISE . HRMEMES CFRFERPEDORE. EELCLEBICES, PERORE
BEZREDH 90% T2RETICRIAET b, ZLUTEBHEPERICHEITL, 30~40% TIrEHH#HEEL
F5. EREFRIIMLFETHY . MNRAICERDRIRTEIILEENTH LD EEEBITHEREIE
L. LU, B 7. BIRMERRAT. TRRARE . BRI SR HREELEEZETHIENZ L, fi
BOEELEOERESTO.ER. TRELLIELIEAONS, ILIRHISEBRZEDEELH S5
BEIFIEEE THS. COEM KRETE, WHIFELAALND,
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4. Bl

REMEAERIILTVD, REEAREICISHHEREZEZEL-LDOTIEREFHES A4S, KEAET
AL MNEEEERNE T EE R CETEOREILERZTOLZEDTE YU FiiEE IG5 BEEIC
FLTIERERILEV RS ORINEEEZ AV -MRERMGEENTHOND, BEIGZFGFRI T FILE
MHT 5 C BFRDLFIRRTFR7FATHE GRY)FR) A 2022 FITHKFTIN., H5AEELES
fzo BHEIRBMEICK L TITS B RIBRIE T (# S B2 AT O EE #7) AT N5,
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1. ERIERETIC R YRV R ERRE DELMES R
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TlE1~4. O 4BE)&EHELCOERNTREEREBERILIZED,
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L0,

Possible: AMS52IHB UL EFiET-L. hDBMD5>62IB UL EFE-LCOER T REKREERINLT-
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A A kRmodified Rankin Scale (mRS) fIE &%=

modified Rankin Scale

SEICTRER

0 | Fol=IEMEALRL

BRERR Pt EHIEALLIZBEVVRETH
%

1 | EIREHOTELASHGEE [ERLN:
BEDHHLFERIIITAS

BREER KRR IR (EH DA, FAE LLAT
AT O TV AEFRFRICHIRIFLZLVIRE
TH5

2 BEOEE:
RIELIBTDEBNETITRASDITTIEAL
AL BEFDEOEYDIEFMBIGLIZITR
%)

FIEURT N DT> T EREFZHIR
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