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[CURVKDEEFEELBENEZROS, RE. HAHHERFTHAS HAFPL I BFFDERFEE. @
KR IR THERMGECRAZED-ERICKY ., HABREICE2EBORMER ICL-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

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

4. BB

BREL D+ DR REAERARE T, MNREFTREL-EEBRA/NMEED FEEE AR T 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, EAEDEESIZ10~15 FT50~60% N KEABLRLIZES, 25~40%(%

BREENHETINA, BRERIT 10%KRFETHDH. r7O—EEREE. BHEET. ST, KBRS
RTHAKRDEFE. REDSGALELES . RMEREREDESHLEENTRLBHEELHEET S,

O EHOHEIIHELEE

1.

BEY(TNTEEERZEELIRFER

265 A

RmDHE

FHAUKOHODRERIFRIESN TNSA, RABRFETITAL,)

RWEBRTE

REEIL (REMFERITHFRICHENTHSA . IS TVDHEFEALGN . BAEFEHEZEHET S
i Cs uAANEE SN TS, )

REDEE
DLEQELULDORENFIREZEDO-RADEGREET 5. )

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

AARYS
A BIEICB T HIARIE N
FERES FRAZEEFR L8 A8 —6
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<EHREE>
Definite Zx R &ET B,

A. FREEEOH
AU LB DREMETE ., REFEADQBRIBIE (AYUFVLBA) . A EBE. BRERFEYEICES
TEETTAKRE R, EFEMBENBEICKY, 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. =

oI B MR 2 - BERR R AE IR BE & (. TRERLICEEE S 218D BB DER, EBRELIIFRELHY.
PRETFTECHERGEE O T ERBAERZHE . BRILS DR B EUIKER | (R MRS 2% - BBt B AE 1R B
DEHAARTAVIZED) DRIETHD. COSBENUFTREDHLLDEMEAMERER X (O FE) Zh
LISV E Rt E IR B EPE S, & (FEBLIL-ERIKERZ 29 508, MIEMER 2 O\ F8) [FRRIRH
[CHREFMICLHENGEEMRZEL ERMLEIYEETH S, PEBOZHEITZ LA, BN
RiZbAHoND, [REETHET, BERISEOEKERT OREZHEENEESIN TS, AEIGEHR A
ERORAIILIER/OOEFTOEITIREGELOND, BILLIAEREILGL HEMARICEES,
BRLEMEBYEBRLRHAICHI-3EZEENVLELLD,

2. [RA
REETEATHLHA . BERIEDEAEREE, REFHLERERG. RPAOEEMELGRENEESAT
W3,

3. fEK
AEAR (&, $AR - RASER . RETTE . BRI, B AR BREGENERTHS, TDEHOEE
[EZIEIZHT=5D T, FERDIFECIEEDHREISEHTH D, BB O T RBECEA ILBEB IR =FE-
EEOAZEOEA. FEHOERCEMLERIN R TEBILT 5, BAHDOIALITER - REAS
-SSR BEALICHLERTHIEEH D, BT, D —V LUERBECEE) I Y FLRENDEHER
BEREESHT D, ABREFICEIZEROEENELS,

4. Ak
HEREELTIE, MERBAPRBREENAV LIS, NIRARELLTIE. BEE. 52E. 7L
WX —F ATAOARGENALLNS, RRRIAEERELTIE NV FREDOERERNF M (EKHY
BR-E08) BB K EHRERMT A LALLM S, ZDEICERRNICNVTREZRD-IBEIE. TDOE
KXIFL—HF—I2kDEBEHBITHOND BEHRASNDEWEAAEELT,. A/ DMSO, RTOAF
BENALLNS, RV XRBRDERBEREIADITHONLZELAH D, VT NOBERICHIENMETIE
KABRUVESIIZR L TIL. B LR ER MM THhNI S,

5. %t
NOFIRE DTS - UIRR M R U BEB K EIREMICKY . $FEBOEF 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 ELHN. 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
AR, RETUE., REVIERK., BERTRE, BERELZEDERN DD, GE)

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

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

E)NUFRELF. EEQEMMEREERFADREFMIETH D, REFHIZ(ET, ERIELIELIEE
FIBEL (BESG0). AR T AR T M E DIBA L RIEMBOEENHOND NV FTREFNTEEX
FHEISEBEMSNLELHS.

T) BRUIGRIT R O RIRH MR DS E S LR BB R EBEEN S, SEMRELDNVFRER
ELURBEMEBEB X GEN TR LSS BRI IRMTHR O K H M & (. BB EH 80cm KiE
ETHERL . ZDRICABREHFHT HRICEONDERIERA LD RIKDOH M TH S

C. #ERIZH
FERDEROHREHRATEDMDERELIRENLLY, GF)

T ELDERZET VERECREBIIZHHLIDT, TNoZEEANT 5. FIZA L. BEEE . BEBLE.
MR EBERL 2% . RGHRIERERL 2% . SRR IR 26 . EAIMERSBE & . BERLAER . AISIARAE KAE . AIILAR
. BISLAR . PRIEIKE. REBE. REX. TEHRERE. FEREE. B, MEMEER, £RE

ETHD.

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

EEEB. REFRTUTO2RIZSEL. MBEMEBER L (TR ZERRET D, CF)
ORBEMEBEB R (N\FE) N\ FTREZFETHLD,
QRIBE BBt 2 GEN\FE) N\ FREIFGVOABERRRIMTR O K HMZF T 540,

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 /DS T ELL R Y L2 WETH L0, SR ERE kT 5

ZENRIER B DIZHOWTIR, EREKOXNGR LT 5,
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315 RAILINTIIEREE (TRRZEBIEIREE) / LMX1B BEEBE

1. =
RAIVNT SRS (TREBIEIRS) LMX1B BEETIEE. MTERTE. REFTDEBAH DL
B BB ORAIKZEEE (liac horn) . AT DER K Z4THET HERMEETH D, LIELEEEE
FEL. —HEIRPABF2ICETT 5. [FRIE IMXIBEIGTFEETHD,
M.RER.BBELGEDEEFOLT . BELITEEY DRI/ AT FEE R BIE (nail-patella-like
renal disease:NPLRD) WEK D EIMERIKAELEREICH, IMXTB B FEELZRRET HHIM0FE
5, INo—EDKEEHIT LMXIBBETELIFEIEN S,

2. FHA

FAIVNTIEEBRDREIL MXIB DBIGFEETHD, KEEFEDO KIS (9FEQ IZHENT
IMXIBBIEFEENRESN, CNETIZ 130 BEULEDEENHRESNTIVS,

F7- NPLRD O—8ERDIEFIT LMX1B BIEFEEMNREIN TS, SHITRER S -V T RE M D
HEHITEY ., BIROEMERRAELERE OCRTOMREBERERIO—EEEBREEIZENTE LMXTB
EENRNEEINEBENHD,

BEREAN—XLELTIEINODEFIETWVThE LMXTBERIZEDBHRBRA L R AEHEREEE A
#EIND,

3. fiER
(1) RAIVNT FEER TREBIERE)

MERTE. RETDEBEBEHIVITERK. BEDHKZEL (liac horn) . ﬂ‘fﬁﬂﬂo) 25‘175‘5’%‘9
NEMN, COI3D1DOHANEEHDERDAEET DIEENH L, F-HZAE-RETEN—E
H&LYUEHEEIZ, SUBEFETHLDND,

NERICBREZESHT 5. ERELTIEBEEREDERRCLRNAONEH . EEEBRORT
A—CERBEETIELNHD. BEFRICOVTIEIBHETLERMRI-NIGFENZNEINDI LD
D.EENCBRERTEEL. BRLICEIEHNN—BEFET S, BREETIEELGCEEREZSE
I HEHIEEETH S,

HBFICITARBEMBEL NIV TIIRRENGR R GV FEMARRELTIEFERIRAR
TRIARRARRBEAFRAUICIEEL, F-ZOHEEICHELVE (moth—eaten appearance)t° Il #0
T—TUDIREERD

(2) LMX 1B BAEBE

BNEOHHE LGS, BE (BBRHAHVITMR) . BHRAEREEEEY 5, RAIL/ AT IR O FHHEME
BERBRDEFEMBERREZRTES LS. %éﬁb‘%‘“?ﬁ‘ﬁ)é —ERDESFITIEEFBEMEMREL
TI77)— R THLNSITY U HREE Y (myelin figures)®E T 5/ ME(zebra bodies)&i2HHEMH
5 INREADSHEHITNTTEREENMETL, —BMOEFI TIEIRBABTFLIZES,

4. Bk
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AT HEERBCETAHN, R, HEEHORE(CH L TIESRMREEIGL, —#DEETH
EERCREAEICH L TFRRESBEICGDEENH D,

BIE IS L TR EMABCE R FELGLD, BHEEICHCBHEBEREDBRETI. BIEME
RIRRFIC ERMR) BEEICHL. ToOATUOV U EBRBRATRCT OO TV I ZRREERE
BEDBRETFHARN—EDNRERFTHEEZONTVS, REIBRRICESH AT HEEN
HOIVWIBEBIEEZET D,

5. %t
BENERFPRERET S, 3~5E|CBEEZEHT I, MNREIICRIETHELZL, TDS5H1~3
B CRHBAREANLETTS. EEDELAREE T HEHITBFHENMETLOT UL, E-BHEEIETE
BITIE LMX1IB D LIM FAL D N R DWNMITRAF RAAVIZEREZB T HEFMNZLY,

O EHO¥EITHELESE
1. BER(SNIREEERZHRELNRREER
100 AR
2. RROWE
TERUMXIBEEGFEEIZLDIENBHLMNIGOTLNSH, HRREDOHEE LT, )
3. MBEMIEERAE
KL GHEBEDHTHD, )
4. REIOEE
DE(BAREICHTHABRCERBEENVELLLEENH D, )
HY (AARBRPELLTFRIN LR THERL-2 M%)
6. EREENFE
BMERREEENECEEICZATILO(THRFR)HINMNINTHOBEEETH>TLRER Y
L7F=2Ltt 05g/eCr LEDEDZE, EEELTHEET S,

BAESBHEHRERN LR A S KETRE L
DNREBEOR D BALEEROBE - FREHORRE IHRY
FEREE LEXPEPHIRHE %8 GART

BABRFER
LFRERELE RRZBEREMXAE BRE-smERE HiR HER

BA/NRRZER
LRERELE RRARZFEZHNMNIH A£ZR RES

BARDNERERRFES
LFERELE LEXZFEZFHNEMZE R BEER

28



<BMEE>

(N RAIVNTIIEERBEDOZ I EE
Definite ZXR&ET D,

A. ¥IEH
MOER R H DT ERSEL
(FHRIZEL FITHRIERIICARL, BEHZH DB EIT/NMERINEN, BEFTEREN BB ETERA
THHD. ZFHROMEADHEET DHEC. MET HEELCSCKRIN, ., BIRENALNDELH
5, E THMNSEDHONEIENZLD BETHIER DHNIKLY, )

B. 1B
1. REBBET2E
2. HEEEER
3. BEOARER

C. BEFMBRE
LMXIBEIGFDATOESKER

D. SR8

Meier-Gorlin fiE {&#¥ (OMIM224690)

Genitopatellar fE{ZEE (OMIM606170)

DOOR fE{%E£ (OMIM220500)

8hJVE—FEHY A VIEIRE

Coffin-Siris fEIZEE (OMIM135900).”BOD fE{&ZEE (OMIM113477)
RAPADILINO fE {&## (OMIM266280)

R T o

E. 3%5EE

1. RAINTIEERFE DR IERE

2. BElEE (MR, EBRHDVIIEHEERES)

3. BRKAEERDFHHRIEIENR R
(BEENHSHIGEICBERERET D KIEDZM L(FXNETIIED, REBRELTEIBEREREE
EIEDRBE LR ELME (moth-eaten appearance) B FHMITH D, BELF-ARKARKEERDROBEHE
A UXYLEERNICN BEIAZ—TUARMDIREN RSN D, ChoDBRHER D )T AT
Z2EHOWIFIVZUEBEEBTEAESIND,)

<EZHOhTIN—>
Definite: AZif=L+BD1EHB U EH AW ICZEiE-L+DZERIILI=1D
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(2) LMXIBESEBRE DD
Definite xR &9 5,

A. ¥18H
1. BfEE (MR(EETI+HULE) EAR(BRER 0.15g/gCr LI L) XITBHEEERES (eGFR<90mML/ %
/1.73m2 L))
2. R IVINTIEREB DM REEEFH -S40,

B. BIEH
BAREAEEROHFHMWERERR
(BERREICEVWT, BRERAFEERDIEELRELVE (moth-eaten appearance) 528, EHITY 2y
JRATUBEBRHDINIIVZUBEAICKYEREBERNICIRER DN EEIND, KRB L EMRAZ LI
77— R THLNDIT U EEE Y (myelin figures) £ 7 5/ MA(zebra bodies)Z FBHDIHE N H D, )

C. BEFMBRE
LMXIBEIGFDATOESAKER

F. RATREEHOIVIEREEELNHY. BERME TEARAEEEOHEMEBEMRAAEE
HAHIVITERBREMER (BEEE BRETIREREZE I D5 ST IMXIBEGFIREEER
EECE

<zZWoAHTI)—>
Definite : AD2IER +BHAHWEICH VK EL1IBRZEH/=-TLD
=L, BEEEZEITHORER (BOMEREL IMXIBLUNDBEEDRALELLIBEHMDEETF

ER)ZATHLDIEBRNT D,
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<EEEDE>
EMERREEESETEEICKZETSE0 (TRAFKR) HAIWNEIVWT O BFHEETH>TERER VL
TF=t 05g/eCr LLEDELDHF, EFELLTHHRET S,

CKD BEff EoEE— vy

EORES A1 A2 A3
REBEER
@/B) ¥ |EEEAR | REEAR
RER/Cr H
(a/gCr)
0.15%® | 0.15~049 | 0.50 Ik
GFR X% EEE-I3E .
m/g | 9 @ = X " | FLoY
/1.73 m) EEE-IZE . il
G2 | g 60~89 5 = 711: =
BE~hEE S
G3a |t 45~59 ) AL | 7
hEE~RE 40}
| o gy | ALY W 7
G4 |WEET 15~29 I I 7R
F 3.1 8
< ap (ESKD) =13 7 7 7

FEEIIFEES -GFRES-BEHRESDEEHOELAT—UICLYUSHET 5. CKDOBEEERET, REET L, LMEGRE
CREQUAVERODAT - EREIC, & ALY, FOIEIIRAT—IOA LR THFEVRIELERT S

P2 FEYE [ OVERSE & S0 B O I 2 35 U 2 B SR

1.ﬁ%v RV D BRI, AT REICR LT, WA LICRBEOBEN 2 WGEEIZIE, W
NOFEOLDOEHNTHE LI X (72720, SRR ofH 2 R iERIERE Th - T, il
RAREZe B DIZIRD.) 6

2. 1BIRBAAARIC RIS 2 B EIC OV CIE, MU REZRNEIEO F CIHREBIThIL TV DIRETH
ST, HiL6 2 HMTRGEWVIREAEMIHET2 2L L35,

3. 7ok, JERORREN FRLOEMEE DESE T —EL EIZEY LW E TH H 08, EEH R & ki
5 EDBEREDIZHOWTIL, EREROMR LT 5,
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72 TEMKME ADH b EEE

73 TEMRME TSH 5 b FTERE

74 TEMAKM PRL 9 TEE

75 v R

76 TEAMEIFFrOED S TTERE
77 TEARMERERIVED S TTELE
78 TEAFIEHEETIE

1. B
TEALDR WSS ADH, ACTH, TSH, GH, LH, FSH, PRL D BRI\ LIERDRILEL D EEH
VIR MITHEIZEY  FELTRERILEVRZHAIWLBRIZ LD EHTEREETHIEETH S,
RAE. TERBAROEEL, TERRILELV O MEHET SRR THOEERVAEETERTSHT
EREBOEFICHFEIND, ERIEFHMNEROBFRICEA>TNSIELELY,
ETORERILEVDBHABEETINTODELDEATEREEETE. EHOKRILEUIELDEE
[CEEINTWDLNEEAE TEABEETELESR, Tz, E—DORILEVOHFNRETELDIE.
BMRBIELIE(END, — A, S ITTEITEREIRDRILEL DHEED,

2. &R

RGO R TEAKEETETE., k- TEAESOFENEE. FICES(TERKESR. BE
IRSERE . EHRRIES L) . RAEMKRE (AFEMHERBELLTHILOMF— X (1664 BEKRELGLE. B2
REMREMERBELTYVNBRETEARGE) IME-FMICEDELEDONREZ L, SRR HMIZ 4
STEAEE(O—/N\ERE) OHEEFETLTWS, —A. BIMRIESEIL GH v ACTH IZZL BTET
[FHEEBHOROINSIIL(BRASGEE) N, B TIEIECRERFOBEENTIEINATNS, I5ITH
PIT-1 TEAX (R PIT-1 UAERB) GEBCRECTESEO TEREEEETESZSE-ILEH5,
FNICEBGCFEREICSERTAH50HY. POUIFI(PITI; TSH, GH, PRL #&X18). PROPI(TSH, GH,
PRL, LH, FSH #&Xi48). TPIT(ACTH) . GH1, GHRHR(GH) EENEIS N TULVS, 1LY (Kallmann) fiE
BEDOREELFTHD ANOST(KALDTEEDEE(X LH, FSH RIBICKDEXR M HIREEEIETED R
HEi b, neE., BEEMG. CBETHEMLE. MNREAARBREIZBVDTHTERBE TEZEDHHIEN
HEIN TS,

Fo. DWTTEREICBIL T, BRIE. LR ORKRTHICES THRAMEERELENAZE T NS,

3. fEIR
RIBHBNTBEIELZERILEVDRBIZLYSEREREZET S,

4. BEE

ERERRBICHT HBEE
REELGOTVBEFELGVDLRERRENFET DEEE. EEGZHOLEIC, FLADKEBIZHL.
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FHOEME L. MEREBELE OBEUAKEIEERT S,

RIVEVRZIZHT BRE
TEABEETECHLTE. RZTHIRILELOEHCREEICKCRILEV#HREZNTHONS,
TEARLEVEIRTFREODLEEARLE DD, BOTRELTLEDNTH D, CDH. BE.
BRILEVOHETICHALIRMERILELEZR T T S, GH ° FSH O LSIC EEFHRAMMRRILELE
EESTERST5561H5.

LTS RILVEL S EDOHRBEDBIEETRT

@ADH 5 i A2 (PR EFRERIE) : TRAEI LIV DR EEHLIVIEOFRNRRETOHIEEITI,

OACTH /AL BEERAILFYV Y 156~20mg/ BEHFTT b BRERE. BB IMELEDRA R
BlE2~3EICIBET 5,

@ TSH 7B A L ACTH Db A2 LEHTHI5E(E. EFOOLFY U TR ERIZFRRARILE S
BB EERAT 5. BEVENSHIEL. 2~4ERILIZHRLICEE, REMPIRRERILEAE
P FT4 A LR, FTI BEHFELLIEZMHIFELT D,

OGH AL /NEICHLTIEREMNS GH EHEMBL. RESROEELETEIEET S, BAIC
MLTIE, Eff GH DB REETHAHIEE GHRP2 HEROA VR VR HERER T E DHREKER T
RO L. LMD ENS GH DB EFT ML, SEKEMP IGF-T1 {EXZ B RELTHIFELZRTE
¥ 5,

OLH.FSH 7 F £ BHTEBUHKECHBEZEMELTTFUMETANRTAY TREID S
LEWR2~4BICTENE. TETEEARDEEICLYTOS =7V (RIL LR L—LE
FR)OIRNOTUE-TAF AN UEIGR (DI EER) #1715, — A BRMEFEENET
5B TIE hCG-hMG (FSH) &A% . FRAEZBENET AXMUETIIHIRZEREE (F1EEART
(Fo0O3ITUEE, F2EE A BT hCG-hMG (FSH) &%+ LHRH IR IR 53%) 175,

@ OS5I F UM L BREEEThNIAL,

S TUEIE CX T B AE

AR L= ERRBOBELILITLT, HAWITAERICHHRILEVBREICKDERINZFLIZESICIE.

LT DBEREITY. BEMEENT RIS RICIEEMMSHRBEENVELRIEAH D,

@ ADH 433 TTEESE (SIADH) : /KB . ADH-V2 ZRKERZE (MLATEY) DEA,

@ TSH 7 TTHESE : VY MREF U7 AT EE (VLA FR) DfERA,

OPRL 7 TTHESE : R/XSUAEENEE (AR LT TAEVVTFUORIETILIIR) DER,

OACTH 7 TTESE : ATAAMREMBEREETE AFIRY A2AFARZYE MJAREY) (SR,
INOLFFR AR LT (REEERAS) OER,

@LH. FSH 7 TTHESE : LH-RH BEBAD R, F-7orO7 U ERESLT FRROE D 2 b fil 4
BEET5=0FEAINS,

OGH DTTHESE VXM RAFUFER (A VLA FR, SULAFR IO LAFR) GH ZHMAER
B(RTEVYIVR) PRIRSVEBE[TOEIVTFU ANLIIY RIRERMN) 12 ERT 5,
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5. %t

GH LN DOFRIILEVHTEEGIBREXTOSR, BRERILED) BNETICITHOATOTE &&F
BENBILT HIENEZHAEICKYBER SN T D, — A, GH HREBEERUVHERILECHREENE
P RICRIFTHRICBELTIE. RE—FEDREIHISNATULVENS, QOL RUESHHENKREDRIE
BHLMNTHY. BEFRTIE. BED QOL RUAHENHEMNREZHFLT—HBOEZICITHOATNS,

SITTHEEIC DT, GH 9 FTEETIE GH, IGF-1 SENEHHENEGTFTRELEEET S, F1-.
ACTH S TTHEAETIE, ILFYV —ILBEICKYBREELCDNESHELZEO-EHEDEMICLYE
MPETRTHD,

O EHOHEICHELEIE

1.

BER(THNAFEERIIGEIRFIER
28,100 A

- RADHAE

8

- IREVERETIE

REESL

. REOEE

HE

HY

 EEESHE

MRIMERDEEED FERAND,

O fERiZMHT
[FEIRR T EAREREIEE CB (TR HRA MRS AERICBE T SR
MERERE ALEXFAZREZRMER HRKB A2BARE &k 5 &
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<TWREAE>
72 TEHMEADHS BRERE
A. 1IN TLD U5 ME T (AR MR BRAE)
Definite ZXIR &9 5,
1. X EIEH
(1) EER
Ql=p:=
Q%
©F 273

(2)BEMR

DREIXBAIZEWNTIE 1 B 3,000 ml LAEX(F 40 mi/kg L E ., /INRIZEULTIE 2,000 ml/m? BAE,

Q@FRZFEEIL 300 mOsm/kg UL,

QERBIEKAFARERICEITEN\YTLI U BDIET: 5%=sRBIEKER (0.05 ml/kg/min T 120
SERERS)FIC, MFREE(MEFMNOLRE)SEICEVWTEBOETEROSCE D,

@K HIBRRER (BRKEIBR1L . 3% DIAEH A X (L 6.5 BRITIR T) IZBULVTHREFEE E 300 mOsm/kg
ERBZIELY,

ONYTLIVEBRRER[/INVTLI U (ERLDVESTR®) S BALE TiEHK 30 £ T8I 2 BERRR]T
REIEFADL. FRZ2FBEFEIL 300 mOsm/kg LLEIZERTRGE2),

(3) Al 2
ZRZEFT PIRMERAREUNDEBELTRDLDZERNT D,
ODEMSHE: SERIEKEFHRRTLENAVILIVERED LRZRD. KEHRHABRTREEE
DEFZERDHD,
QBMRAE: R (N\VTLIY V2 ZREEGFEEXEBTI7RIY 2 BIEFEE) LRk
[(BERBVCERERE (BEN)DLME - SHILY D LMIE)  EH (JFILEEAGE ISERT 51
DUZREEND, NVTLV U ARFRRTREDHDLERZBEED LR EZRHELY,

2. BE%IE
(M MFFFIDLEEFIEEEBOLEN. HAVIEEREZDPOLERLZIENASLY,
(2)MRI T1 BRAEMBIZEWTC TERREREDIETEZENHSCE3),

3. ZOATI)—
Definite 1: 1M (1) DETEFHL. 1D 2)DOILRNDETHEE-L. 1D (3) DERNKEZERINLE=E

D,
Definite 2: 1D (1) DETEHZL. 1D (2)DD, @, @, ®OETEHEZL. 10 (3) DERIFEELRIIL
=M,
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KRR g
PR EIE DB A TSNz TEEDRENFET HEABETH S,
1. FRMEPIRMERERE  BER L THREMEBEZRRTH - TEARRICRHLZNELD,
2. BREMEPRMERFE: BR L THREMNEBEEZRRTH - TERRICEDHDLD,
3. HRIRMPIRMEREE: RAELTERBABRMTER (BEER BXERL. RERNICERKOK
BEREENHDHLD,

CENIEFNDLRELMRNVTLOVREORIFBERICEODTHESEA 0.1 RiFFIEMFFH)
D LGREA 149 mEq/L DR DHEEMIZ/ NV TLLVIREA 1.0 pg/ml Kid
(https://kannoukasuitai.jp/academic/cdi/index.html)

CE 2) RERBR (LK FIBREAER (24T 5,

CEJ) EEE CIEHPRMERIETHESTHET T 5D H 5,
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B. /\YTL 25 b EIAE (SIADH)
Definite ZXIR &9 5,
1. X EIEH
(1) EER
BKDFT R (O EDRIECEEYILT—ILDETHEE) EERHIELY,
(2)BEMR
@mEFR) I LEEIL 135 mEg/| # TFES,
@Mm#E2BEIL 280 mOsm/kg ZTFES,
QIEF R )Y LfEAERRBEEMEICEMMNDHET  MBFNVTLL U RBEMNNHISN TULVEL,
@FRZEE L 100 mOsm/kg & EE B,
ORBFR) D LEREIX 20 mEq/I L ETH S,
CEHEELER,
DRI R EWEEES,

2. 5EZLIE
(WEER. EMET. BEESTEEQEFNVLNEDEREET SN H D,
(2) MIFL =2 F I 5 ng/ml/h LT THAHZEN SN,
(3) M;EFRERMEIX 5 mg/dl I FTHHZEA S,
(4) KD EREFIRY DEBKNEITT DI ELGIEF )Y LAMIEIKET .

3. #AIEZH
BF )Y LMFEERT ROLDERNT B,
(1) fARa SR EDBEIEF MY LISE DAL, FFEEOKEKITEE., *70—EEIREE
(2)F R LiREAERLGHERNREDRA T HES ) D LIE: REMERE R EHEEETE. 5588
KRB, PIRMIEFATRRAEIREE, TH. Bt FIRFIDER
(3) MR SMRED IXIFERGIESF M) ) LIJE : FEFE4EEIE R ERAEIE TAE (T EAATERREE TE)
(4) BNV ILY UV ELXES

4. ZHROATI)—
Definite: 1M (1) Zj&=L. 1D (2) DET%HE=L. SOEMNEELFRRNLI-ED,
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<EEEDE>
PEEULERRET D,

INITLD U5 iMETE (AR B BRAE)
BRAE:  HEHAE. EELS
A RAIZELTIE 1 B 3,000 ml BLEX(E 40 mi/kg BLE ., /MNRIZEWNTIE 2,000 mli/m? LLEDRE
ERDHDHELED
BiE: BREFEZHEL0

XMFEFN) D LEENHREEELREFBA TELERDRANLWGEIZBEREESHY LHIET S,
INITLS 253 B EE (SIADH)
BE: MmMFFMNIDLEE 130 mEg/l LLE 135 mEq/| ki

PR MFFMN)YLREE 125 mEg/l BLE 130 mEq/| ki
BAE: MEFEFMNIDLEE 125 mEq/l R
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73 FEAMTSHS BITEE
<BHREZE>
Definite, Probable ZX{ & &9 5,
1. FEIER
(1) EBER
OFAKIR PSR (. 880K, FTFEM. AZERD)ERHBHCE 1),
QUFEAMRIKREXRERDD
QT EMAIRIEICKDAEK GER-REFES)ZRDD
(2)REFRR
O BARERRILEY GiifE TH ANREICEMMDHS T, If TSH (FAVBREFYNIBITHEEE
DEEH-HANEEELLELTEEE~BEES{EZ T (Syndrome of Inappropriate Secretion of TSH ;
SITSH) ,
QEGZH TTERIRELZEDS
O L= T ERIRIER B O REEBFMEICEY TSHA AL TSH R EM4ERH5

2. 3EXRIF
(1)TRH SRER(C kY TSH (FE~IEREEZRT (TEED TSH IFFHED 2 ELUITELES)HINZLNGE
2),

) D TEAEFRILEL DD BEEEZHD, ENENDBEIRIVEVICRDEREZRT CEADHS.

(R ESZEHICLDMD TEARILEL DR IMETEIRZES SN H D,

(4)HTHAINEFE TSH ELEEZAHD.

(B) RAFTED SITSH LT, RIEMRETILIIVESHAOF DU MIE. i T4 HuiAO0 T3 ffkIck
LHRIRIRFILEL DEIE, VIR gGIEFGEDEBRKIZESFIREREFRILEL L TSH DSELH
YOERDNBETH S, T TIAFOUREIVREER T HEFTRRBEAILELNSIETH TSH
AREENSEN DD,

3. ERIEZH

RRBRIVEDFIGE (FIRIRRIVEVZBAR L DEGFIHARID.)

4. ZHROATI)—
Definite: 1M (1)D5H 1 IBE LI EZE-L. 1D (2) DL TZE-L. SOEAEEFBRNLI-ED
Probable: 1D (1) D55 1 BEHUEZHL. 10 2)DDORV@ZEFE-L. SOERKEEZKRSLEED

CEDREERESBEMGLDONOPFENSL,
CE2)LEBITIEIREZERD S,
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<EEEDE>
BEEEZNRET D

BE: EELS
FfE: MPFTIXIEFT4NERL. A DBRRKIBHBEREZED S,

KX BEMEORLELFE LRLHFEZE LR LT D,

MO FARER P EAEIR :
BiE. AR, FFEM., AERD

40



74 TEHM PRL 9B TTESE
Definite ZXR&ET D,

1. X EIEH
(1) EER
OxH: ARTIE-BAR. FE. L2055 1 HBEUE
QBEM MHMIET. AV RTUR, ZHLEE. 2itH

Q@B & il BafE. RARHFEET FEMNERK
Q)REFMR

mpPRLOER GE1)

TINS5 1EHBULE
TER- TEAREICESHER N55 1 EHAUE

2. BRIZHK

EHIRAIZES PRL 7B R], [RFEMFIKIREEETIE. HRTA - TEAZRE. KLl EXAE (PRL
RKEL) . /07050 F U ME. @HEET £, MEEE, EfE PRLELER

3. BHOATI)—

Definite: 1D (1) DO QM55 1 AL EFE-L. 10 (2) %=L, 20 & AERBZRILIZLD

GE1) MAPRLIFEER , AL R R POEHGECHESND=O EHERIEL T, VT hbiEER

HEL ETHAIEEHERT S, vyOTAS5H9F /—7IZBITAPRLOBERTEIZBWLTIVIME
GBE|EDOPRLY, HANML-ADKEEREZIIT. RH T EPRUEMNMECGAZE) ITFRETHE
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<EEEDE>
BEEEZNRET D

BRE: EAELISH
EfE: MM PRL EEMNDEEEHY

MMHPPRUEIFERERIEL., BREEEORLEEFHE LADIEEELFET D,
MKXEERFONGRDIbVNT W EE-THE,
D%kt ARFIE-|ARE. FiE. A 2BDS51IREUE

QB MAIET. AoRTUR, THELEE. Fit 2> 1IER UL
QFE L& FEFE. RNHRFEET BENRKTE - TERREIZKSER) O551EBLUE
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75 99T %R

Definite ZXR&ET o

1. X EIEH

(1) EfEMR
OHFEMRERGE 1)
(7) % A ¥kEaIR
(1) Bl AR 6 RIS K G4k AR B i &
(V) REDBEEREERERSE (18 1om LLE)
(L) REDFEELRVE T @M
() B EMREIC LS NET
(M INRIZB T BIEBEF - REE
QIR

(7)&mE
(1) ARERE
(V) EE (ZZFY)
(T)EE
(4)izE
(H) THHERERE
() BHERE
(V) BFRIEE
(r) FEES

(2)REFRR
@M ACTH EaLFY —IL (FFBIE) NSE~EEETT GE2),
QRPEEHIINF—ILHIEEETT CE3),

EEROD., QFiHE-315E. ACTH D BEME N WEFIIHITSEMT, () DRYI—=VFTBREFITS,
(B)RY)—=UT1RE
O—BDETFH A2V U HIHIFER BT B ERIZDE (05 mg) DT FH AR U ERNRLI-EFA(8~10
B) o a/LFY —ILEASIFIESNZLGE 4),

@MmnHaLFV —IILHNEE  FRERROMAIILFY —ILED 5 pg/dl LLEZERT GE5),

. Q&#HI=HE . ACTH IKFFH IV U T EBRBALVENSLLNEE XD, RIZ, BFFtE ACTH fE
IxEF L D& R E B ICHEEZHREEIT.

(4) FEEZHIRE
(DCRH 5tE&: £ CRH(100 pg) #85¥#% it ACTH TEEMRIED 1.5 fZLL EIZ#EmMd 5 GE6),
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Q—BRETHF Y AR HIHIHER  STHFERICKE (B mg) DT HFH AR/ EMNARLI-EEH (8~10
BF) QI ILFY —JLEDFHED F 2 LU TFIZIHESh S GE 7).
QEERE MRIREICKD TEAEBDFECE 8),
@FRO T AFIGR MY > )5 CE9): ik ACTH {ED 4R - K48 LE (C/P k) AY 2 LA E (CRH &l
Bk 3 LLE)GE 10),

2. DA TI)—
Definite 1: (1)D@® 1 BA L EZFE-L. (1) DD 1 IHEBLEEHEL, (2) D& TEHE L. (3)D
eTEmizL, () DD. Q. D ETEim=THM0,
Definite 2: (1)D@® 1 AL EZFE-L. (1) DD 1 THEBLLEEHEL. (2) D2 TEHE L. (3)D
eTEmizL,. (4)DD. Q. DD E&TEm=THMD,
Possible: (1) DD, @D Hhhis 1 EHEL EZE-L, (2)DEeTE@EL. (3)DETEHE=T1D,

CE DY ITV)ZANIYIUTRTIE, INOEEATRZEZ RS TERBREBLLTRRINDILNS
LYo

GE 2)RMIEFE (8~10 BF) I, 5 30 PEDLEDKIZITI. ACTH MHIFIZN TLVEWNI LA EIB S
S U TERBEDEMNZEVNTEETH D, ALFY—ILEICELTIE. $ 10%DBIERES
EELTHET %, JLFY—ILEESI 0T (CBG) RIBUET)EMNDERE T, ma)LFJ—
LD LB MIEEICRDDTEEEET 5,

GE )RANELT 24 BFREIZBRLUIZRBATBRIE T 5, MBEREEIZHRSH., —HRIZ 70 pg/BLLETEIELS
EZBND, FEALEDIEE YU TIRTIL 100 pg/ B EERED,

GE 4)—BADETFHAZY AIHFIEER TIXRER 1~2 mg DT FH AR UMRANLGN T =M, —ZD
DDV TRBEICEVWTILFY —IL O (BIEH) #RHEIEMNL, RV —=U T BELEL
THREZLITHEHMT, 05 mg DLEHFERAINTIND, MFILFV—IL 3 pg/d L ETHT
DIVZAINIY T K% 5 ug/dl UETOYS U TRERS, Mpa)LFJ— LTS GISh Tz
BEIEACTH- O FY —IL 2 DHEETTE (XE WO EHIBTTES, IRALTULSEY). $5(C CYP3A4
EHETHLDE. THFH AR U ORBERET H-ORBEELLYOT LI BEHF) I7E
DU MTADMARENIVAREEY - Iy MPEBETREATVZVUEE) KBRS MER
HARZAUTIE 1 mg THRY AR UENAVGN, P I)LFV —ILAYRFTHEIE 1.8 pg/dl L7
2TLV%,

Gk 5) A EET 5560 HY. TEEARYEHRBICHEL CHEERRT S, BERIILFY—ILOHE
EIXEATHLD . KB TOREMREEIH—INTHELT REEIHEELTLEL,

(X 6)DDAVP (4 pg) §8iF D Mnth ACTH EAAIMED 1.5 fELLEERT ZELI VIV T RO EHICER
THd, 1-7-L.DDAVP [FRERLLTRIZERNTHS,

G NERLGZSILFYV—ILIMIEDIZE . KE (8 mg) THF YAV U HNFIEAER TIL, Mf)LFV—ILN

1/2 KBIHIFISNZOMIEHED T EEEET 5,
CE)MUMRIEEDRHIZIX. 3 TASMD MRI TR 52 LEH#HEL, & MRIXEDEREREEAZAL
%, 2IELZDHE . EFNTIEHEMDSLBEBRIE CGEEEHRE) N EHIN DA ZESEEICEL
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HELHD,

CE9)TEARMRIIZEVWTTEAEREROLGWNGEEFLTITI,

(G 10) M ACTH {ED H#X-R4HLL (C/P Lb) A% 2 K (CRH R (X 3 Rilh) S EFTE ACTH fE(R
HOMEEMELNEL, BH. ABTIEBMBRALY LTI THiThh TS, ZDHE. Mt
ACTH {E® C/P LAY 3 LAE (CRH R IE 5 L) B 0v U J RO EEEAE LY, LTI D
YoT) T AETEEEREMIHBUVMEAICIE. RFISHELZ PRLIBEICKAHEEESELT
%,
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<EEEDE>
BEEEZNRET D

A EEMUSN
EiE: A ACTH EaULFV— L (RFAE) DLITAMNABIET, A DOEEEDD, QD FHL 1 IHE L
tEEETED

M ELEIR
OFERER
(7) i A BREA SR
() D RR XK BRBE BRI &
(V) EEDRRIEFERRERS (I 1om LLE)
(D) REOFEFLCLRVER TR
() BN EMREICLDHANET
(I NRIZHE T DB EF o RAEIE
QR EMEIR
(7)&mE
(1) RARER
() EE (I2EW)
(D)%%
() FE
(D) T HEREEE
(%) BARRRE
D BRILE
() FEmEE

MXMEREEMEORLELFZ LRIDSHEREREET D,
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76 TEHEMTFFrOED 2 BTTEE
FIRMGEEERERELTERITSFFNOEVEARESEZNRET S,

A. TR R E LR KA
Definite ZXIR &9 5,
1. ¥ EIEH
(1) EfEME
DB RO EEIR

NIBRBECTHRE EZE REOHSHGREINEID,

D10JMKAETIREREETHD,

NNFEERBTRE. VITOREPLEEDLYEHD,

Q&R D EEIR
1)7%6r ARETIERENIETS,
2)8mMAMTIRERE. RIT/NEFREREBZDONIZHMEA. HHVIRERENEID,
3)10m%64 A KRB THREHS,

(2)BEIR EBEELTROMREHAHCED,
DERREERER . SRMELZRD20SDLU L, RITERM K REEHIIELEED1.5SDLLE,
QEBRARERR BEMHN—BEHK2K6, ATiH-7158,
X (FEFESmARmIE T ER . BEH1.6EHI=TIHEE,
QB EM  BRFH1.52Hm=-7 58,

B)BREMR
TEARMEITFRIOED D MITESERTOARRILEL B TTEDEENBELMIEBHONSCE
2),

2. SERIEZSHT CE3)
BIEM 7RO VB E 5 KR (RABDARMEITREBIMK GE4) . BIBESLLE) X T
O4 RHRILEL bt DHEIRIERS . McCune-Albright fE{REE, TAMFO— X hCGEXEEE.
HZRTAMRRILEY (BEHRMERATAAREZED) PEARFIEAILES (LHRH, hCG, hMG, rFSHZE
BU)ORHBS P LIS N, AR CES 1 ERTAMRRILEVEHENZVERDXERT

ERPOLTEEET 5.

3. 3EmR
TR R ERRELTZET . BEDETEETFDEE (GPR54, KISS-1, MKRN3, DLKT) A& S
nTuad,
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ZEOATI)—

Definite 1: (1) DDOXFQ@D5E2IEB LA EEHE L. (3)Ziml=L. 20 & AIZEBERNALIZLD,

Definite 2: (1) DOXIEQD5H1IEB U EEHEL. (2) DIEBULFHEL., (3)&imizL. 20
RREBZBRNLIZLD,

Probable: (1) IZEWVWTHEHELEZ IR ELIZEKHE T, Definite DEZEIZFZE T HLD,

[ 4 4E]
iR REREREABISN LD, MOBENEROEREEGDEAL TREL, BEIE.E
ETREICERTS. BREOKLSEET 5.

CENFEBDHAICIE BT LBCDEILBFARERHHEFRSELY,

CE)EERICHTEREFHDERMEREELLTHET 5, 46 BEEDLTVERICBWVTITTEE
DRFRITRT MBI FFAAEVREEEZSEITT S,

GEBRAMREISTRY SR EBORENREFFELLGVD . BERICFEELEBSICETPRER
HEREZSELOTVDTIEET 5.

CE4) EXRMBIBE REBMERORABESL TH FMICL>TIPRERFRARREZI TISHFELTL
BEELHD.

CED) BB RHEVCEERNFOLMRIBERATOAMNRILELEFDILOAHEDTEIET 5.

(BIZ1)
"
AR EH BEH
10% K i 10 LA E Tanner 2-3 Tanner 4-5
LHEHE{E(mIU/ml) 0.02-0.15 0.04-0.25 0.44-1.63 1.61-3.53
LHIEfE(mIU/ml) 1.70-3.77 2.03-11.8 10.9-20.6 21.7-39.5
FSHEHEB(mIU/m) 0.38-1.11 0.95-3.57 1.73-4.27 4.21-8.22
FSHIEE(mIU/m) 4.38-9.48 5.69-16.6 468-108 11.2-17.3
EHELH/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
ZR
AR EH BEH
10K i 105k Ll E Tanner 2-3
LHEHE{E(mIU/ml) 0.01-0.09 0.02-0.11 0.05-2.44
LHIEfE(mIU/ml) 1.93-4.73 2.14-7.82 5.70-18.5
FSHEHEB(mIU/m) 0.54-2.47 1.16-3.65 1.49-5.95
FSHIEfE(mIU/ml) 10.7-38.1 13.2-21.1 6.98-14.3
EHELH/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. TEAIFFrOEVEAES
Definite ZXIR &9 5,
1. X EIEH
(1) EER
OINRHERIVEL B ITEER. BEREREDSS 1 HELUL
QAR ZHLEE. BREX. HREEEEDS5 1 BEUE
QFRRREARTO AL BREE . M. 250, I BEIRIBEIRE BR&RICITERETEHSL
LGl D55 1 IBHUE

(2)®REmMR
DEGZH THRER TEHOCTERIEEEREZED D,
@I +KFrAEY (LH X1 FSH) 2B EIE2H S GE1),

(3)fRIEFTR
BEMREICSVT, REABILEMNICTFFrOEVBERRERDH S (GE2),

(4)BEZfFRR
TEAIFFFOEVELRES TE. A FSH IEZEE. I LH (HEE~EBEZRTENSLY,

(5) & Al 2 M
TRDKREBEERNT D,
RFEMEMERREEEE T ICEDRG T F R aE Y 2B E|
S BRI R R

BEH 2 & H IR R R BUE 1% AE
2. W DHhTI)—
Definite: (1) DWYFhdhEiE-L. (2) D& TZEE-L. (3) &=L, (5) DEAKEBZERNLI-LD,
Probable: (1) DL I &L, (2)DETEE=L. (5) DEAREBERINLI-LD,

GENEZREEEORESHFE LMII58E5HEEIET 5,
GE2)EEERFSF-1.FSHBLLIZFLHD B Y TJa1=wb Rida HJT1=vrBHmmRELSELT S,
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<EEEDE>
BEEEZNRET D

BE: BN

B UTOWT IO ERT
K TERES (AR fE R M IER FBERME) 2D GnRH E4E
JFFrOEVEE T ERIRIE
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77 TEKMEREERILVED S WITTHEE
DefiniteZ X &R & 5,
1. ¥EIEH

(1) EfERECET)
DFRDOERDEX
Q%kinE KEHREEIR (BESMOFE. 8- OFOEX, TEDEHLGLE)
®EXE

(2)REmMR
ORERRIVEY (GH) 733D BE,
e GH fEAT R % 75 ¢ BO RS TEREEHEFTHFISh G CGE2),
@M IGF-1(YIbADY C)DEEGES),
@MRI X (& CT TTFEAREOMRERHSH(CE4),

2. 5E %A
BlIEEERURBREMR
(MFEFEZ
(2)887"
()R A -REFES
(4) ARREE
(5) BERR B SR I U AE 1 2%
(6)MHERER =
(7)&MmE
(B) RERE
(9) ER4EAENIE . FAREMEIRRE
(10)EEEBRUFEOEM X RDEE (G£5)

3. ZoAHhT3d)—
Definite: 1M (1) D1IEB U EZFE-L. 1D (2) DETHFFH=-THD

GE1) RO ARG TLERABE THNEE A B,

CE2)EEFE(FMA GH JE(E 0.4 ng/mL(ERTED GH AIEFYMEYaVEF U GH [CERLUIFREZZAL
TLV%, FYMIELY GH ENELL-O. REHZHEOXFYMEOMHEXTHIEL: GH ETHEYT
B)RETHA, KRR, FHRE. BRE, PIRIREEETTEE. BB MRE. BXxEKE, BEH-FF
#iTidied GH ENEEFETIHISN AN LD H D, £ RETIEMMAF GH {EAY TRH 45 LHRH #
BTEMGESELER)THIE0. TORIITFULREDR/SUEEIFE TS GH EAEMLENIE

BH5.

CEREBDFEH -HANEEMELZSHL+20SD ULZHEET 5 (MR) . REES. FERE. BRE. B R
BRISEEIE T, IV O— LA RDBERIFGENEH T HEMA IGF-1 ANFEZRIENEAH D,
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CE4) AL G TEAREMREZROLGNEEDL, I<HITGHRH EL S R GH EXBEDEELH
Do

CED)EEERHM X RTHLOEDIBAR VMR, BISEOIEX., SAEERREDREE, THRADFHAKRETE
DEBLGE, FXBETFEREBDEFvAVEREKRER. B X R TRESKRABBMEE heel pad DI
R@22mm LLE)ZERH B,

(B TR IR T GH AEBIHIFISN S5 E 10, BRIKERAEMAISE S TH, IGF-1 AARIEDIE
BillE., BRREZITVRERIZEZET %,

(Bt )
FEE - TR IGF-1 (ng/ml) E#E{E (Isojima T et al., 2012 Endocr J 59: 771 LY 3| A)
Bt g
Fin (%) -28D R fE +2SD ~2SD 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
12 125 301 557 188 348 654
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
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31
32
33
34
35
36
37
38
39
40
41
42
43
44
45
46
47
48
49
50
51
52
53
54
55
56
57
58
59
60
61
62
63
64
65
66
67
68
69
70
71
72
73
74
75
76
77

107
105
103
102
100
99
97
96
95
94
94
93
92
92
91
90
90
89
88
87
87
86
85
84
84
83
82
81
80
79
77
76
75
73
72
70
68
66
65
63
61
58
56
54
52
50
48

191
187
184
181
178
175
173
171
168
166
165
163
161
160
159
157
156
154
153
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

297
292
287
283
279
275
272
269
266
263
261
259
257
255
253
250
250
248
246
245
243
242
240
239
238
237
236
235
233
232
230
228
226
224
221
219
216
213
209
206
202
198
194
190
185
181
177

126
122
119
115
112
109
106
103
100
98
95
93
90
88
87
85
83
82
81
80
79
78
77
76
75
74
73
72
I
70
69
68
66
65
64
62
61
60
59
57
56
55
54
53
52
50
49

196
192
187
183
178
174
170
166
163
159
156
153
150
147
145
142
140
138
137
135
134
133
131
130
129
128
126
125
123
121

120
118
116
114
112
110
109
107
105
103
101

100
98

96

95

93

92

297
290
283
2717
27
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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<EEEDE>
BEEEZNRET D

BRE: FRES
BiE: UTOWThERT
1. M IGF-1BE SD Xa7 +20L L
2. BRERMESMETTEEHIVIEHELZ2IBEA LU LRSS

X ERREEENMEE RN ERRUVESHHE
(MFEFEZ
(2)5E7R
()R A -REFES
(4) ARREE
(5) BEERR By S I R E 1R 3%
(6)MHHERERE
(7)&MmE
(8) FERAE
(9) ER4BAENIE . FAREMEIRRE
(10)EEFERUFEOEM X IRDEE
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78 TEAHATEMEEIETIE
LLTD AMS EIZTRIERILEDDDMETEDWNT MDD ELESHT-3 [Definite JZ X RET S,

A. :j_l‘f‘l:”:/ /Z‘{&-Fr—

1. ¥ EIEH
(1) EfEMR
D= RHEMORIM(BF 15 MU L. TF 14 BLUL) FIFZREMOETEL
QAREE (EAR. BENAME. RIFHRARE)
QMMIET. #iElES. Tt
@IZE-REDIE. HHRERE. ILEER

(2)BREMR
@I +KrAEY (LH, FSH) (XS ETIEELY,
@dFRrREY 7 RIEIRE (LHRH, VA7 RIFTRMAS VAR I LTI FRrAE Y
(FERBEODLUEREGE),
R, RebpERTFOARKRIILEY (TRARAL Y RIETF AR TOY) DIELE,

2. BEmMR
NEE FBRR. RETH. BEERE. EIBRE (Kallmann EIRH) . BBENFEMERBEDOEHEL
LEEERE. AEEX (I REOXEHMNDOBENHDIHFENH S, F1-. Kallmann FEIZEE TIE MRI [
TRIERFEH AR SIERERERDDIIENZ L, TFRFOEVARITHLTHRILES S b ENRIGE
RBHBIENZND, ERETIERIEMETTE5IEELH5.

3. BAVRE
JFRrAEV D EETIEEFIRE O, SERE - R E O EEFR

4. ZHOHTI)—
Definite :
1. 10D 1IEEBUEZEEL, 1D (2)DETE&E-L. SOBNEREZRH-TELD,
2. Kallmann JEIRB¥DEEZH-TLDCE2),

GENREKRTEHEITFRFFAE S METEDE S L. LHRH O EHEEERICEERIGETT CENH 5.
(G 2)Kallmann SE{ZEE CIXTdFRFrOEVBMETEIZNZ T, 2. SZMRODBAEKR .. RUEREEFD
EEZBDHEENHD,

B. BIB R BRIMAKILEY (ACTH) 5 ME TiE

1. £E1BH
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(1) EfEME
OBHEF R, Bt Hk
QEMAIR. AERF LD
QHERRAER (Bl MENE . {EFE. TH. IERE)
@mEET
ORHBEE (BR N, BER. TR, HEEL)
©F
@K I #E AR
@i

(2)BREMR

@)L FJ—ILDEFERBE~EMEGE 1)

QR FY — L EDET

@M ACTH IEHIETIEELGE 2),

@ACTH 73 bR MEXBR[CRH FXER (100 pg B%:E) GF 3) . A RYEMAERER CE ]IS L T, fe
ACTH RUDILFV—ILIFBEREGEWDLUERIGERT GE5),

G©EE ACTH FRER (I—hOS 2" 250 mg §5:E) [CxL TG FY —ILIFERIEETRT IENZLY,
f=t-L. ACTH-Z RER (3—hkO> > Z° 500 mg. 3 BREF ) (S LTIXEMREHNH S,

2. ROYERE
ACTH i HFE T I AEFRIRELRGEFITT LA FaARGESE, NRE. S AZE. RAZE, &
RE . BAEINEAZELE) IZDOWTIE+ D REEERT 5,

3. ZoAHT3d)—
Definite: T (1)DI1IEB LU EZFE-L. 1D 2) DO @D ETHE-L. 20BN EEF®-TH
D GEG6),

GEDmAaLFI—IVEIZELTIE., £ 10%0DBIEREZZERELTHET 5,

GE 2) M ACTH X 10 pg/ml LLTDIEEDIZEMN LA, —EOREHITIEMA ACTH (FEHEL
WEESEEZTT. EWELEDZLLY ACTH AR MESh TS ATEEMMH S, CRH BTTHT
BOMAILFI—IILOEMEL, REEEIBHEERTELZRATENX EWEEDOZL
LY ACTH B SN TLSATBEME DB AIICS B (245,

CEIMAPILFYV—ILRIED 18 pg/dl RiET. RIGFRZED, CRH RBAEE(CL->T, e
ACTH Q{EMELD WRIBERER TOMA ACTH DIEREAROHLNZENH D,

GE 4)RAIELT, MFEE 45 mg/dl AT ELGSTIHEEEMIRIBET H. 1R U REZHETTEDT -
H ARG EBEFIGEICEoTIEL. & (0.1 Uke 58:1) H5¥$ 5 (005 U/kg F8:E) 12T
%, BRMERAM RICKS>TIBM:, fBfE. Lav I EREESIBMEIBHETRICHRAIZ LN H S
DT EFEFERT 5, MBhLFY—ILRIGH 18 pg/d RimT. RIEFBEED,
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GE 5) MR T EPE ACTH £ iMETIENZEIL. CRH @ 1 B#%5 T ACTH [XEE ~BRRIGETR
FTIEDNHSD . ALFY—ILIFERIEETRT . £1= CRH EffEi% 5 TIE ACTH La)LFY—IL
FEERGEEET S,

GE6) 1D (2) DOFF =T IHEITLYHERTHD,

(FACTH FMETENFREREL T, TEARRLAEDRE KRB ORIEMKREICNA, HEET
FREFVIRAIMAFRIZESH ACTH METEMNBEML TS, REFIVIRAUE
FREXEGEADKERIEL ACTH MMETEICHSIBIBF 2T HATTENDETH S,

C. FRIRHRMAILEY (TSH) 2 iME T 5

1. FEIEH
(D EEMECED

Ot EHEDIET
QT EH
QR EELIE
DRAR
QIES
CORBERES

(2)BEmMR
@i A FARARARILEY (BRI TiERE T4) DIRECGE 2),
@i TSH [FEE~EEFECEI),
QEGEETHMNTERICHFEMEEZRDD, HAWIE. BENFEMHERBD GG BEERE. AR
BE.XIIEEHEEOBREEEHET 5.
@TRH 5% (200~500 pg) IZxt9 M TSHCGE 4)
1) BRI XIFE R
2) BREXITEERG
9 CED),

2. BROVYRE
TSH 73 & E T S HEFIR 5 ERKR<
JE IR IR K 2B (nonthyroidal iliness. low T3 fE{&EE) #B&5r 95 GE 2),

3. ZHDAhTI—
Definite 1: 1D (1) D1EBUEZEHEL. 10 (2) DD, Q. %=L, 20BN EEEH-TELD,
Definite 2: 1D (1) ND1EB U EZEH L. 1D (2) DD, @%Hf=L. 1D (2)DAD 1), 2D WLVFhh
=L, 20BRMREERB-TILD,
Probable: 1M (2) DORVQZHE=THD,
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CEDIFEEAETERZTRDIENEFBLZ L,

GE 2) A idzdE T3 AMEAE, Wk T4 A IEE DIHEIZIX. nonthyroidal illness (low T3 fEEE) H1EEH
NBHH., SHIZERERITILEERE T4, TSH HIEBEEAE S,

CGE )N T EAESR LS5 IR FKIREEEIE TAETIL, A TSH FEEERERT ENS
W DEBFITIIRESEEZRT CELH D EWEHEDZ L TSH A MEN TS ATRESED
H5. TRH FABRZROMH T3 EMNE (120 5 (X, FFEMEFIKRIFEEEETEZRATETL
NIE EYEREEDZ LU TSH B SN TODATEEE DO #ERIICSE L1505,

CENRENREZVEE TERZTORBRMENAH DI LERBATINELH D,

CES) MR TEMEDNZE(E. TRH D 1 BX(TEHIR S TEERIEERT e HS, F£f-. TRH Z
BAREREIZE-T, I TSH DIEEE TRH BB TOERIENROHONDZZENH B,

D. BlREHRILEY (GH) b A £fE

D-1. /MR (GH b A =R ES RIE)

1. FEIEH
(1) EEME
DO EEENHDIE,
BEIX BEODYHWEIENTLT, FRIFFEEFRCE 1)D-20SD UT. HAHLNIHERMN
HEGHTHO>TH. MEREEN 2 FLLEICH=>TIZHEBEGE 2) D-1.5SD LT THSIE. B
L. BEEERNBEMESECE 3) PO TERRILEL D BAENAHIIGE X REEEDHEMY
ML 2 ERXRFEBTEENCES),
QMR T BEEREROLGWNEETHOTL, ARFILEV D BT ENFRREEE RSN HIEENE
BIHEAHLES .
QEZENBEMERCGE ) LMD TEARRILELSBFILELHIEE,
(2)BREMR
BRIV EY (GH) 72 bl ER GE 5) ELT. AV RUV AT, FILX =&, L-DOPA &%, ¥
A=V AR, VI ATUARXIE GHRP-2 B HREREZITL. TROENELNDHIECE 6. 5F
7):AVRYVER., TILX =V &R, L-DOPA &f. VOV &R, XIEY VAT BRHERIC
BWT.REIELTERRIRUERE 120 2B (F VATV AR TIE 180 2D I2Hh1zY. 30 &
[ZRIELFzM:E (M5E) & GH BEDTEED 6 ng/ml LT THAHZ &, GHRP-2 B REkER T, B Al
RUER# 60 R hi=Y., 15 T EITRIE L=MF (M#E) GH TE{EAS 16 ng/ml LT THAHI &,

2. BEmMR
1. BHoVGE R EREELH D,
2. 24 BFAHSVIEEE AR 3~4 FREICTHT=>T 20 2&EITAIEL-IE (M%) GH BED Y
EAEREICHE~NEETHS.
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3. M;F (M%) IGF-1 {EAEEEIZLNIEETH D,
4. BEEGE )L BELD 80%LUTTHD,

3. BROVRTE
GH b ZFE TS 2EFIZR5ER

4. ZEOHTI)—
Definite :

.10 OO%E@mIZL. 10D (2) D 2 L LD 72 b FIEERERICSVLWTREFRREHL. 30K
NIREZH/-TLD,

2. 10 (1) D% L. 1M (2) D 1 FBED /7 bRIHRERICE VL TREFMREFHL. SOKRSIE
EZi#m=940,

31D DORUVRZ L. 1D (2) D 1 FED D WFIHHARI B TREMRZELL. 30
BROMVREER=TL0,

Possible:
.10 DDOXIZQ%HE-L. 20SEFRREND 4B NS5 3EB LU LEEE-L. SOBRNEEE
=0,

2. 10 (N OOZFE=L., (2) D 1 BEO S BRBEHRICEVWTREMRZEL. 205EHMRAD
26 2 EHBZEL. SOBRNREZH-TLD,
3.1 (1) DORUVRZE ML, 20SEMRD S5 2 IHB LLEZET-L. SOBRINREEH=TLD,

[fRE 5 4]
BRERLVEVDBAERESRER. DT EDEEICIYRDEIICHET D,

EIE: FREMEMN (1) DOZFHE L. HD(2) D2FEU L D 7B FIHEERICH (5D GH TEEAET
3 ng/ml LLF (GHRP-2 & fTEBR Tl 10 ng/ml L) DELD,
XiF. EEBEN () DO@RIFE. (1) DOLER@ZE =L, HhD(2) D1FEFED 7 b Fl BRI
H11% GHIE{EAY 3 ng/ml LT (GHRP-2 & #EXER TIL 10 ng/ml L) DD,

PEE:  [EERRFLEVDBTIEBESREIZRERRILVEDDBFEHEBESREDSS,
27T GH TEfEAY 6 ng/ml LLF (GHRP-2 B fEkER Tl 16 ng/ml ATF) DED,

BAECE9): BRFILEVDBAEHEFRIEDSS. [EERRRILEVDBFA MRS KA 1L
EERERILEV DDA LEHEEGREIZBRLE0,

IEEE
CEDEEMERICEIBERNNEDOHR - FHFI FHERAAFEREMELANDIE,
GE2) MBI BRI EIBERNDROMR - FIAIRERRELREREELANDE, 1212
L.BEN UL XRIBULETEEFHZEFHICESTMA THHR T A&,
CES)EREAMDRIERE. BENDHRENEE . HOVFESGREDEREFR (TEHERK.
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HMONR GO TERMR. ﬁ%fﬁﬁ)b\ RO, ENLIZKYRKRTE — T EAREREESH
A CT-L¥IBR (28 Sn =15

(G¥4)6 hhA~1 Efﬁo)ﬁiﬁﬁrﬁ‘ﬁﬁﬂﬁ(ﬁ 2)D—1.5SD LLFTRBLTWSIEEZBRET S,

CEB) EEETHAMEBERICETRT ZEAHID T, BEZD-HOICITEE 2 FELL LD BRIEE
Bz EET S BL, ALY R THROEEIEEMBEREDT-O. BRICHRRILEVAE
ALELHENDZEFTIE. CORYTEL,

GEB) RDEIHKREIZENTIF RRFIVEVDBIMERGERT CENHLHD T, FTEDHG
EH o= L THET %,

<> FRIRHEAEE TIE  FRISRILEVICE DB E R EEZDITRET S,

< BhiETEFRARSE : DDAVP & AEPICRET 5,

> BERRIVEVHBICEEZEZAEY RIBRERILELGE) 1IRE5H Al R Y%
HEHEDIELTERET 5,

> BEAMBERIERE (BHEENEERELE) BERECEDRERRERICRET 5.

< B AEZICMO—ILRIZKRET S,

CE7)RED GHAIEFYMEIAVEF UL GH ITERLAZERZALTLS, FyMIKY GH {E
MNELGL-H. HEHEFHEDOFYMEOHERX THIELT- GH ETHET %,

(;£8) Tanner-Whitehouse=2 (TW2) ;X IZE DW= HARAANZEBFHRERAVWSIENEFELLA,
Greulich & Pyle i%&. TW2 [&;% X X CASMAS (Computer Aided Skeletal Maturity Assessment
System) i ZTHELY,

CEHENETIX. EGH A MFEHEESRELLTRIGELH S,

(BMt1) B2 (. 1993 FHETATIE T EA /DA, ICD-10 TIE, TEARMHEFREXIEHRERILE
U RIBRELES TN,

(B2) BIRMERRARILEL P EIE (type 1A, 1B, type Il 2&E) &, KIEEFRY. BN LDZEHR
7B S K (-3SD LLF) . GHRH B3 EEE & GH 2 i FIIMEK SR T, GH [EDERTIE RIS
M IGF-1, IGFBP-3 {EDERLGIRELGEETY . B FRMICKYEEZ TSNS,

(B3) LR -FLRBHAICIE. 72 b RIBEERDIEMEAY 6 ng/mI(GHRP-2 BRI TIL 16 ng/ml)
’ELZ'CL\'C% BRERIVEVDBFEZTEE TEHLY,

(ft4) BRIV ED DDA EREFREDIE T, &IZ() EEREAQEFH - EEHZE LML
T.ZDRICEARRRILED D BLAEELZHINDBZELH DD T, BEHLIZEOEL)
BRFEIICRRRIVED D MEERVERIKFTREZBTHET 2 EMNEELLY,

D-2. A (BRA GH 2 iR 2%E)

1. TEIEH
L EAEERUBEERE
1. NREARETIEBREZTEH5CE1),
2. BENBENRBOESHLEVLEERE. AEECE2) RIZFAEHEZEOBRENH S,
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I. REFRR
1. GH b RIEHEAEREL T AV RYVERL, TILX =V AR, VL ATV AR XL GHRP-2 BR/E1T
WGE3), FTERDEANFEONSECES, ED):
1) AVRAYVAR. ZILXZUEARIIETILATVARICEWT, AFRBIERVARE 120 4/
(T IAITVARTIE 180 /) (Thi=Y. 30 DT EIZAIFE LM% GH DTEEAS 3 ng/ml LLF
THAH(GE4L., E5),
2) GHRP-2 ARZHELT. BRFATRUERE 60 2Ihi=Y. 15 5T EICHAIEL-ME GH TEfE
M9 ng/ml LT THSD(GE4. 5. iE6),
2. GHEEOTHHBD TEARRILECDDMETHHDCGET) .

. sZmAR
1. I3E (M%) IGF-1 {ENFEHRUEEZEEL-EEEICLENEETHS (GE8),

2. RYERE
PIBEBETIEIERNIZEEER

3. ZEROATI)—
BABRERILED 57 ibA24E (MDefinite )
1. 10 1OVWTFILERHEZL. I D1D2FFFELL LD GH 73 b FIBERERICE W TEEEF L. 20
BROVREZ#®T=T 1D,
2. 10 1 Q2%F#FH L. 10 I D2%@EmzL. 0 O 1D 1585ED GH 72 bl IC S\ TREEE
L. 20BN REZE=FTLD,

[R5 48]
BEBRARERIVES DR LEE:
BABRERILELDBREEDIEL. TREm:ZTLD,
1. ID1RIE2%E =L, ™MD I D1 T28EFELL LD GH 7 i RIEERER(CH 175 ME GH DTEEAY 1.8
ng/ml KL (GHRP-2 B fIEtER TIE 9 ng/ml L) DED,
2. 1D2R VN M2%F#F L. "D U D1 TI1IEED GH 2 RIEEAERIZH 175 MM%E GH DTEEAY 1.8
ng/ml LLF (GHRP-2 B fERER TIE 9 ng/ml LLTF) DE D,

EEMUNDEANRERIVED BTN EAE:
BRABRKRBNIVED DDA EEDZMBEEICEESITHLDT, EERARKRNIVEY BT EAELL
PANORINN

IEEE
(1) BRI RF3FET . EHRAHET. [RAET. 5ORE. ERETLEDBRERRVEFED
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B(QOL)DETZEE-L. RIEDMIZLFFILL. AEDREIL, VRN EYTHOEMERDH S
ZENBLY,

(Mt2)mERREL T, KRIERA (NEERERA) DM, BREEFAREDH L. HRERLD . BIEEHD . BE
KBRS, MEEEE. B (E9)2R0 5,

(M3) A EE(ZFRAELT 18 MU LETAWVSH . 18 BRBETHO>THIIU DL avHIICIEREERD
RERIET TIZHRFESTLA=8  BUILERF I ICEHE R 5T 5,

(Kt4)/NEEAIC GH b AL MHER RIELZHMEINT GH BEICKZABRENHDEDTEH. RAIZHL
T GH b RIBERRICEEBLRREERT LD HIDTHERENVETHS,

GX1)BEY)7% GH M Fe A E R OEERERED — P (growth without GH EFEIEN D) TIEAREEZEH
BNZEDHD, Ff-. HIRBEEETEDEFE. TNICHTHEBOEZELEET S,

CE2)BEZENOFEMER. BEBROIMERE. FHRUBSHRAEE. HHVIEEGREICBEVLVTHREKT
BTEARROEEMENRBOON, TNLICKVRKR T TERKEREZT DS HIERESN
=5&,

GES)VEMEMA GH DA EENEONDIEE L. 1V RV ERHRER XL GHRP-2 BREEETH
HB. AR AFRBREIEMMEMERECERRELF ORECTIERTH S EMEELLT
TILF=UERHDINITILATUERREREITI, VA=D U AR, L-DOPA &R (EHMEERE
ZRIENHY . GHRH AFHERERR THES ORIHREEZRICHAERTERT IENH LT

DEEECIEEFENTLVEL,

CE4)IRAED GH AIFEFYMIUaVEF Uk GH IZERLZEREZAVTLS, FYMILY GH EHAE
155126, REREZEREDOF YN LOMER THIELT- GHIETHIET %,

CEB) RD&KSHRBEICHE N TIE, GH D RIBEABRICBVWTERIGE RS ZENHID TEEEZRLEL
EER

1. BFRAREEEIE T : FIRIE RV EVIC KB EHFTEEERICRET S,
2. R4 FRARSE : DDAVP [C&BBEDICKRET 5.
3. RERFRINEVRMICHEELTEZADTROLILERIZS P AIRELRYIEEPIELTHRET D,
EEEOEEILTFIAR, o —EWE, B -FIHE IR/ SUEBE., 52, fFHRE
QY AEBE. O UEBE iTAMOS U E
4. BEE.BEE (TILX=VER. JILAIVARRROBE) . PREFREBELIDRICEERLE:
BE
GEG) EER LISNDRLA GH 72 b S 2IEE S ©= 5 GHRP-2 B TRER D % (M%F) GH EEEEILE
EEFEITLLY,
CE7)BREMERBICEIERDO TERINERILELDWETEROHLEEICE. TEARXGEBCRE
BFICEPEDERVNT, (ZEALEDIHE GH D hEEFEIN TS,
CE8)RERE. FEE. AV O— LT BANERA. FIRBREREETEGCEMOFRRICKLMAREED
BTFTHAHYS5,
GE9) Bt RRRART 21+ TIEAa<  FE7La— L IERERART 26 FFREZE D& HHIZHIEIDETH D,
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E. 7A549F> (PRL) 7K T IE

1. FEIEH
(1) EfEME
EBHOR AN MET
(2)BREFRR
®mne PRL EFEEDET GE 1)
@TRH &fraER
TRH & 77 (200~500ug §:F) (I 9 S+ PRL D RIGHEDIETRIIRNZZEHBCGE 2),

2. FROVERTE
PRL 72 bZ R Tt BEHFIIZ 5 ZKRL,

3. ZoAHhT3d)—
Definite:1 M (1) Zi&E=L. 1D (2)DETHEH-L. 20BN REFH-TLD,

CEDEHERIEL, WThLEREEBEZTRISSICEEET 5.

CE )RR TEMME T EAMEE TAETIE, IiF PRL IFEELZVLSEZRY . TEAKESEEICTRH
BEEREEITIAEE. TERERZSIEZEITIEAHLSD T, TORITOREIZEALTE
EBICHMTOIDENDHD.
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<EBEEESE>
BEEEZNRET D

BRAE: BAEUS

BiE: UTOWThhE#H=T
M TEAESGEDREEERICESLD
EXREEICHEILD
BERTEARRILEL DDA AL T EAMEE T
BEEODEERILVEV S BAEE
ACTH B3 RIBHE, I FhOE Y B RIBAE

P2 FEYE [ OVESE & Sy BE O3 i 2 35 1 2 B SR

1.ﬁ%v WD ERRIEIR, MATAT RAEICBI LT, 2R IR B OBUEN WA ITIE, Wi
NORO L DOEHNTHELIX X2 (7272 L, YRR OKR &2 R T HRIERE Ch-> T, i
RAREZR B DIZIR D, ),

2. {REBRMEIRIC I 2 EIEE S FEIC DWW CIE, MY R EFHEEO T TIHRENMTOIL TV A IRTE
ST, [HIT 6 7 H M The b B IRTE %E%ﬂ#mfé LT 5,

3. ok, JERORREN FROBEEESFE T ELL LTS LW E Th LM, mEERER T 5
TERRERHDIZOWTIL, EREMROMNE LT 5,
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191 oz )LF—EEE

1. &

1904 FITRMYDERMA VR — DI FT—IC&Y O THRESN-ELBAREHER (SMHER) DE
EiEEE, BEHLURIC. B2 BERELRESEFSFLRZBLRRENHR TSI LM 0. KRMGTERIER
BIO—DIZHAONTIVS, VTV F—IEIRE (Werner syndrome) (FEHRELBE. BiEGE | RERIC
HARTIZ2IEARESN - IKIICRZLBIEREET HIEM“BEE"EMIEN D,

BEHLUBRICRIEL. NALBAREILDT=% 50 & TRLC I HEFBAREBMHER(LHER) EET.
BARDHETEBEHIT 700~2,000 ZTHY, HADMEDGEINBERATHYELEICZ NSNS, R
EERFA 1994 FICRFESNF=H, BEEF IERER, IRAFELREILTHY. Z<OBEEN. #ab
MREEEBICES TRUIBOCEMRIES. BRBEDOH. EROEHIXEENTLEBRLREIEICE
LATWLS,

2. FH
E8LAIREM LIZTFFET S RecQ () DNA ANJH—E (WRN ANYH—E) DREEESREENRERE
EZLNTND, LHL, [AMCDBEEFEEL., KEREITHEWLREER., ¥ERE. EEEELEED
F=5F MMIKRBATH S,

3. R
20 AL, AE2-RELEDEELL. ANEGERMEDZEENZ ) SRMOER., AL S
HEEORIKIE. RIEDEHECAIL -EE. WO -HEEROEMRE. 514 RV MEFFSTHERERE
=, HIREAEETELENHEITT S, T, BEERTHIHZEDHZL,

4. BREE
BAMAEREIRFERTHS, BENEIEEFMELELT S, HERBICHLTIEIF TV IO UFEK,
DPP4 FHEH|. GLP1 EBIELENAEMEETRT . & LDLC MIEIZIIRFFUNEHTH S, ML DA
M EEEEIZ. REMAENEDLIBSIZE., SIS0 EERIBEERITT S,

5. %t
RO KERITBIRECEEREEEHESTHY . MO TIIFHIREESH 40 ZFRFEEEHN
TEE=A., RIEOWMEICKEYEARE L EEENZRIHAMER THY . EthFaH 10 ELEERELTY
BIENTRENT,
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O BE#DHIFEICHELEHE

1. BER(SNAEEERSBEIRESER)
107 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]
MERKKRE FTERFXZREZFHARRE ASBRHE. MK, ZERPFEE Bk EFEA
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<EEnE%E>
Definite. Probable Zx{& &9 %,

DITIVF—IERFF DAL

ZEoATI)—

Definite (FEXE) : T EMIRD LT, F=(L. SOULDEEBIEICMABLFEEEZRDHDLD,
Probable (§ELY) : EEHIED 1. 2ITMA TEEHIE LT DO BIENS2DLUE,

A. fEIK

I FTEHIE (10FLIE 40 RETHE)
BEMEREL(BRE. KES)
B RRE (D
R 1§ DEHE-TEE(ERIROHHES), #aEBmK
EERHRRE DA IRIE(7 L R %)
1. ZTOMDOEIELEFRR
FEEOERE(hABLLHANE)
HEOEERBER
BOERGEDEE (BHRES)
JE b R A RERE X R AKIRE
AR5
BHICHRNABARELL OE. DAEES)
RFEMMERRIEEEIE T
ESERVEAE
1. BEFER

1. RecQ B D DNAANYH—EEBIZF (WRNERF) DER

o &> 0N =

S R A R

B. REBMAR
1. EBRERRE mAI7FLRABHOBIRE CKIEFRELRBIN B HMIEERIEEXEET 5.)

C. A2k
LT DEREBEZENT S,
INYTF) X LT+ —REE{&EE (Hutchinson—Gilford progeria syndrome) .
O—R LK b LRUFEIEEE (Rothmund-Thomson syndrome) . 7 JL—LJE{&EE (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 REOBEOEBIEBEONT NNIHLNLED ., HEEFNDERIEEZIBO TEW,

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,

FVRERES CAREMRESE): VLT —EREE, ERREICEITOREDEL - EHE<F 0, ThR
PR MBICKEBEREFRT 5. REDOERE. REFHEOZLICIIBERNDETOMITES
Df=8% . FEMILEMNMYICHREORRTIZESAS L RECESAIBEOETIZLY., TRIES
HTREZLOL, MRS IRECRBICXEZRIGE . BELEFHENZELIGIRSND, BS
EADREHFFEICEY, LIELITEERIRIZES,

F2) HARMEBD ORI E>=-HRIF4EULICHEESND,

ENBEEROEENLEDOEEENEFT—EULICRALGVETHLID ., SELTERERET HC
ENBBEGEIZODVTIE, EREMHEOMRET B,

FA) VTV —ERBTE. BERVERES (BRGoUISENRESR) EERICREL. ENDBELESE
BELAERTREEAT 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 LW ETH L0, mEERERZ T 5
T EMMEIR B DIZHOWTIR, ERERONG LT 5,
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193 TS5 —-q)fEIREE

1. =
1956 FADMHED TS —LHRHMED V()N ERTRRLE-EXEREIZETHD, 15 BLE
AREBOEREIZKAERTEOMIEREEZ DO, BETRZIICHEE. FRFIBRLEDERENEIRS
N3, 8EIX.AAAISIASFAICTIAESH, ABEITGLEESA TS,

2. FHA
15 ZFREARRBLORIVAABLFOEET. REE, FREFTMVI—E RYAAEVI—DEE
BEZDDRAMNEZLNTIND, BETIE. AFL—aVRERITEKY. 99% LU EDFEE ZEAETRETH
%, BIGFEEE, 15 FREBIK 15q11-q13 SEHD R K (70%) . FEBE OB ES 1VZ—UPD(25~28%) .
FEEDAFILERE (2~5%) Esh b, BRI DEWNTE L OBKRERICETHE LA, REIRHEE X
Tk, RIEFBEEF SNORD116 DRILHEANTSH — I VEREEBHRIEELGRRESN TL
%,

3. fEK
RN b HROEREETIAERERERBETHY . AN BFHER BE. ESR. HEIRHEEEES.
HERARGE)  REMER (HRRET. UL EES. RETE) AAOND, S, NSLEFE.
T—EVRHKRDB. BRETHRE BRMGHEERT BKERKOHFHIE. EHECERNIELZDILT
0D, AWRHIL HRRETICIIHIAEE, AEENFR. HRAISFEHICII. BEICHESERE.
BEHICITZRMEME RIS HREE. EETE. ARSI IBE. BRFECEEDBERELLD,

4. BEE
BAEFTAEROBRET, DBEERE. OEHEEL. QRERILEVHTEE. DERILVEVEHTEE.
ORMEZADHENDSDTHS, DIL@ETHAREIL., (FIFHAMNIZBEISIA TS, ®IZELTIE.
SEDFETHS,

5. %t
FICIEFBCEELDMEES - ERFETR - ERFENEGFRICEEELE5Z5,
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O BE#DHIFEICHELEHE

1.

BEN (TN EEERZREILRFER

150 A

HIRDHIE

A (REFAXILHRENKAER)

MRMGERERAE

REEIL (RERETBREETZN, B DEFHEICK T DXERZE)
RHDOEE

DHE (REREERGEXILBET S.)

HY ERERDBODEHEEHY)

BEREESEE

1. /NEBI(18 mER i)
INRIEMFERBROKREBOREICET D,

2. Al

BABIE LLTD1) ~2) DLWTIMCEBTIEERNRET D,
1) AV MA—LRBEGHERAR L LTS ME,

2) R ETREEEOEEESBICEVTHEEL LDOEZE

O &zt
[Prader-Willi SEIR B D2 M- B BRI DIERERZT I
MERERE BIFEMKFHIRRE T KHEED

7P/ LA T) T4 0T REESREDREREICET 5 E S ERIERHARIF R

MERERE RAERZRFREFRMARR Bk ARREE

[EREFERBOERATLEARERARZOSLRAELBEDOIL—LT -V DFEIL ]
HMRARE BERZZXRFEFMERELRFELF— HIR DNEERRER

DNREMREREDE S B - BT FiRis4t B 5%
PMRARE EBIRFERMRtUS— Kk WBHE
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<BMEE>

Definite ZXR&ET D,

FERR

7 LRIYIAHIRER TS5 — 9 41) (Prader-Willi) fEIZ &
TS5 — 0 )EIREEIZx 95 DNA ST DG B 4

MBS E i DNA BT OB

HE~25% 1.
2~6i% 1
2
6~12 1% 1.
2
3
13 m~mA 1

<EZHOhTIN—>

HELIEEZHSHRRET

 EEEEDORELHBERET
. SRR FE BT

AR ERIE T LM ELIEE DB E (B BRRIE T IXLIELIEREHR)

. SRR FE BT
BB (BHITE. BRNYNDEERIEZDY) &

FD AR GEY R EEAGSNE NG S)

CHMEE . BEEERSET
 BR(BHITE. BRNYNDEERIEZDY) &

DR GEY R E BTSN NG S)

CARRT AR MR ARIET . TLT /B, BREMZITEIDRRE

(HBMECREEREE)

[Definite): FEeWDMDXITDIZ% LT B
DTS5 — R EFEEEEOTO—TZ AV FISH £ TRAEED S,
Q% 15 L BIKEREBD AT T4 4B (PWS-IC) D AFL— 3 KB TERE GREIAF )LL) ARIE

nbdE,
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<EEERE>
1. /NEB (18 mER i)
INRIEMEERBEOIREDIEEIZETS 5,

2. A

1) ~2)DVTIMIZETIEERRET S,

1) AV FA—LFREGERARL LTS MmME

2) RERFF BT REREOEEESEICSVWTHEEL LSS

AV MA— LA RER R &L BY I AEEIT > TV TH HbA1c (NGSP1E) >8.0,
VA= )LARERSIEL., EYEEEEZT o> T THIME > 140/90mmHg
MN3MA L LT SIKREEIET S

- BEAR T IR EIRBE D E R -
— 8% (78 F0) DBEAR A 30 [ LA E DEEFFIR (10 UL DFFIRKRRDOEIE) BHY . E DL AE non-
REM HlICH IR D DE IR EITIRER B EE R T 5. 1HREIH=Y TIL, EIFREIZASE L E (Al
25) CHERRFFRIMTIREREF EAHTSND,

- B AR R SR VT IR E AR BF D EIEE 57 4E
HEAR 1 BFfEl dp 1=\ D T IR IR | ETHEEIR | D & 51 [E1 2% AHI(Apnea Hypopnea Index) = HEFFIR EIFIL a2 &
O, COEBISE - TEEEEZDET D, 58 IEMFIR (Hypopnea) &(E, KD BALAGETIZINA . B
AR B& 3R BAFNRE (Sp0,) '3~ 4% L EIE T LR IIREZHSIKEEET .

BRE 5 < AHI < 15
FEE 15 < AHI < 30
BE 30 = AHI

(A DEEIR T IRAEIREE M EBBRDI=ODH A5/ 2005)
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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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91 /\wR-FT 7 EIREE
O B=E

1. BE

INYR-FTFERBEELIE, FFFRRDEFHH SO IIATE T REFRIRDAZEOERICKYPIRIETTELEICE
SIEEBRZEVS AN TIEIMEBEZEHLTVWSHRELNZV EEEICKL LN RE - B EIRE. E/t
ERARE . PIARIETTEE 1 B RAE . BEVK . FFHERNAE . HIM{EM) ., FRAE, BN, FFEREREE . THRIZIE. T
RREFIRE . MAEEE D EATHE R TR RGE DIEERE R T . ZLEREFALVTHTEREDZB (7D
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 IEMAzERAZEICKY £ CLHFRAIREAZE IR & (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
DAMIE TE L BERTIEDGED REEN\YR-FTVEERBEOBREIEREZTHATHSH, Mg, MER
BRER. MZEERE. BHMBEEEEOEAENEONTVS, ERENVYR-XTIVERBEE-TL
DELTIIHERGENH D,

KEDHRLET. EARMOERBEERNEALONTELN, RETEH. REDRENPSELETS
W&, BRI E O AR AR IR SR DL CRAENA MR LT DR EILICE > TEDRENRBATESS
ENLERMGMETRLEZON TS,

SHIZHLTERRIZE N TIE, FFHIREAZED S<ZRBIKBEAR T HEAEL, Mitchel (& 70% &5 &
LTW5, EREREBELLTE., MKKEE (Bt ME. RIEMREMERRE. BRREE) . &0 8ITH|
DEA. FIRHE. BERERE OERXR (RNR—FIyMR. 25TV TIA—TR) . OREEEE
(antithrombin Il Z¥S4E ., protein C RIEHE) HE DMIEEHELOTULVEREIZELY,

3. fEK
REBXICKYAMBLEBERICHTOND, SHRE—RICFETIRTHY. BERE. B, SURGRH
BARUIEKIZTREL. 1 ~4 AR THFAL2ICKYRDERE-EDEELERETHLHN . RF TILE
OTHTHD. —H. 18HEEIL 80%E L O . ZLDIFE (FEWIIKICHKAEL . REICTERZME. BBK. BER
THIRRRE. BE-BERELRD S,

4. BREE

a2 AREAZE CPRETTEIC K DERERE T HENBERBRLLD, FRREFHOVIEIHHTK
FIRDBAZELZVLIRE I L TIKERRAEIR . BAZE - IRB DIREICH G L T, AT —TILIZ K HFAE T O
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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, FBIENEEZ RS D, T=. FIIRETEICRDERSETH
BEEGIZ L TITEE B RIRBISN T 5B REITI,

5. Fik
RERRICKYAMRLEBHRICHTOND, 2HBE—RICFETIRTHY. BE. 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 B3HEREN 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 EEICEEEEETEEIZGAIRVVETENEILT S,
@ ARBRE: LIELILLEELED#IREER O D, FIIRESTEE Y BRE L+ 215, BERE.
TEVHIEEGE [TV O LEMMERIEERD LI LN H D,
(2) EBBREMR
@ BEK.CT. MRI, FREERE
1. FFERESHIV T T REROAROCRENRDHOND, BERFTSRECILA#RES
PHEHTREROFERLEODLERNAHAONDELHY ., T-FEIRMTREIELFEBIEHA 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, FFBTAHIRE L LFL. 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

AFRSAR D E 2385 5 LN IFFER T KEFARD FAZE IR E C K YPIIRETTEIE ICEDERFEVD . EEEICIKEL
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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/ V- F T VERBFERRDBALSHN G ZRIE/NYR - T VEERBEENHD =K
HAYR-FTVERBORRELTHE. BBRMEES. St DRERENH D,
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<EEESE>
FIARIMAITEEED T EBBEDHARSA2 (2013 F) [CHITH/ VR -F 7V IEEBFEEE LB
EEENEULZNRET D,

B 1 BEAEES . FRERDHEL,

FEE L FRERDHILODAFEELLL,

BEEL mRERO. AREETS. T T7
BEEN: HEEBOHRIA, AELEOIAREET D,

EEEV FAELVLIEHEEHNZRS . EHaREeET D,

ChE)

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

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

(+++) : BHMMAEFHIREZRD . HIOBEEFEET L0, EFEHREDOZSLINICELS,

2. MARETTERR
(+) :FIAREFTERE M B R AE . BE/K, HMnfEm ., BRIE. EMD55— DL LLEERED LN, BEELEEL
(AN
(++): LBRARDIEABREDLELT2EDE— DL LLUIEHRRH S,

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

%

(++)  HEEBERBIZKDBARFHHBEDO-ONBIZHELL. BF D 50%LL EFLRLTLVS,

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 -+ 21505205 Bl - 15 - ERERE. RUBELGETHD,

7. PARRTTESRE 14 B FAIE (& SEEF I, FIEE - HIE TR OME OYLR - ZFENEARTHY. FIRETTHE
RETE BE CPIIRE T EREMERRIE (LD FETE S, PIIRIETTEAE S B AETIE. FIIRETTEICHES BAR L& E T
DELE-BHIBEDET A VBN ZFEMEIL. R-BUKFESR . MIEHIZE 9 5, PIIRETTEE MR TIE.
FIRRETTE ISR E AR I AR R E LR M E R ELTET S,
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=1

HF . EEE I |0 |I |V \'

BE-B-EZFHERE | — + +4+4+ | +++
+

PR ETTEERT R — |+ |+ | ++ ++
+

BKEENHIER - = |+ ++ +4

SEILE T S D D n

FRe == [= n

WAL K OV ESEE B OIS 23T 5 B

1. AW AW EERER, AT SIS LT, BREE LICEEOBEN L WHEAICE, VW
OO DERANTHE LI Z 2 (72720, YikB OfE 2 T ERRIERE CTh > T, i
RAHER B DIZIR D),

2. IREBIIERIZ BT D HEIEE SISOV T, MU REFIEED T TIREIMTHOIL TV HIREET,
BT 6 4 AR ChabEVIREBA EMAEN T2 2 & &35,

3. B IEROBEN FREOBEEE S C—ELU RIS LRWETH L0, @R ER AT 5
T ENRERFIZONWTIX, EREREEOMRET D,
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94 RFMRELIEARE &

1. HIE

[RFEMEREILEREE X (PSC) (X, FRNDIEEDRMEMERELELHETHEDBMREKRETHS. B
&% AIDS QEEEE. BEEMES (PSC ZMEBRRUREEIFIN) | BBEDFMONMEG. LIEERE
A.AXHEERE. EEMEEEEE L. BEDOEMMEREE. floxuridine ENEICLIBEREOXE
[EES3D(E, 2R EFILEBEREL TR SIS, - BEEREMEERICHESILDEEH T 1G4 B
EFELHREE RBBRNEND, 2015 EOLERAEICEINIE. SHEEBMHIZOOEL FHEERT 30 &
60 MR D21EMHETHD, FRFNBETRADREFNZL EBERBROEHE 40%(IC. BEEDE
% 7.1%IZ3B 1=,

2. &R
B REMA R CRAEMETHEERERZRICREZHEEICESEZEZION TSN, FHllIEFHA
THhd. KIEMBEBEDEHNEL FEEDEENTERIN TS,

3. R
2ERAEBICINE, RERELTRLZVDIEFETHY., 24D 19%IZEHLNT-, LHOLEER
DEFZHEINDEFNEEDOIHERC LS, ABRIENTFTRDBEREMICHEE~AES,

4. Bk
DIV TAFLA—ILEBEORYF T4T5—hE ALP 0 v -GTP EZE TIEIM., FRERET HHIC
DWTIERBATH D, BATHIEEICH T 5/ L— kiR P — BB F—2HE O NRBRAENE
RAOIEtH 5. EITHITIE. FFBEIE—DOREETHY . INEEFBENDLEORBTIEERFRIEDL
FITTHNTLSD FREEROBRENSLLERMS,

5. %t
2ERBEOHEREIS (X, FBIELLOSEELEFEIL 75% THo1=,

O BE#HIFEICHELEHE
1. BB (SNTEEERSBEIREEHN)
892 A
2. SEROHE
T (RESHEENTRINTNS,)
3. MBMIAEAE
KT R ARARER L., ETH CRAFBIELE — DRHETHEINBERLEL,)
4. REBDEE
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B (FRBELGLOSEEFET 75%)
5. A%
HY (RN ER L =22 BT E2E)
6. EEEENSE
1 XF2)ER]RET B
DHEEROES (BE. REEE. BEX, Bk B EEHM., FFEKE. BEEGRS)
2)ALP AfEEREEME LRD2EU LD EE

O fEiEHT

T8RO/ - IREREICE T 5REMEIL
MARKE TRAFEFMAMPRE &z B &
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<TWREAE>
fE{L AR E % (PSC)

FREEEEZERT HRKRNGEBELTEILMEEE % (SC)AH S, SC 1ZIE. DRF M (PSC) . QlgGa
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1+ FRMLGIEEREZROL0,
2. EEREE
OREEREED

=
=

SMHEERDHELE
AEBOREFRR
A-1. RECEEBRZHESILLHD)
A-2. MRRE : RERISFTR
B. RS-/ R
B-1. BEEQHRFILIBEE
B-2. MARE FFEEERERSR

it

>

52 A.BIRTORRZRDHLHLD
2 A.BOLWITIHZERDHHLD
A2 AMBREOEE. MECRPEND LR . thDREEFTRET SR
B-2: M;EALP, ¥ -GTP (GGT), ASTEALTO LR
ALP: alkaline phosphatase, ¥ —=GTP (GGT): ¥ —glutamyltransferase
AST: asparate aminotransferase, ALT: alanine aminotransferase
HiE |A-1: | FEE BT>38°C
A-2: | REFTR WBC (X 1,000/ ¢ 1) <4, or >10
CRP (mg/dl) =1
B-1: |&E T-Bil=2 (mg/dI)
B-2: |IFHRERERE |ALP (IU) >15xSTD
Y -GTP (IU) >15%STD
AST (IU) >1.5xSTD
ALT (IU) >1.5xSTD
*STD (standard): ZIEFI D FEFDT—43
QEEREDEEE

14+, BEIFELARICEEXRF1ELEREL, ZOARMNEHEAIMARBEDLD,

24+. BEIFELRNIZEERICEKAARMBHENAIMAULEFERBFDED,

3+. BEIFELURICIEERICEIARMEBEHEAEELU EOLD., HHWIIEERMEEZS F
L=154&,
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3. MIARE TTEESE
DORE- B - ETiEFRIRE
1+ BIREZROLINSHMMETII R BHREHOFHIRONELZLELLGLVKE
2+ FHMMEHIREZROHLDT. ] Jﬁ’&%b\E’Wzﬁ@]@%’]Bﬂbﬂé’é%j’%ﬂkéo%
H I 14 ESARTE - B AEARTE & 1T PAARE FUEREERY IR ULVRAIIICEDE Co A D F2 LLED
LD, RIFEFMEEZZEDDLD, EFTERIREDOGEELINICET S,
H I EAREE RO LM AEICEYIVFO— LA TR D, BT SRIEDE S
NIZET B,
3+, AVFA—LTELVEHIREE LERH5
@ HFAHAEIRRE
a. BUEFEREDHFE
b. S -ERMEESR 9 £ ZE(A-aDO2) = 15mmHg (65 &% LA £ TIE>20mmHg)
c. ALY rDHFEEER QUM AMLDIO—HBUE 9mTc-MAA MRS > F)
1+. PaO, ANZE MR T 80mmHg K iifi. 60mmHg LI E (SEF R #Z KR E TIL90~95%)
THERFHOHBRONEEVELLLLVKEE
2+. PaO; HNEMNK T80mmHg K. 60mmHg LA E (S EFT R i R EEREAFNE TIL90~95%)
THERFHOHBRONEELET HIREE
3+. Pa0, NEHNK T 60mmHg Kiifi (SERMR  BEBREATIETIL 90% LU T)
® PMARAHS M EE
a. EHEFRBEOEEICEOLSTMARELEEEZRDOD
b. REHF T XM EARIE(MPAP) > 25mmHg
c. R BIAREEA £ (cPCWP) < 15mmHg
d. ffimE#Ein (PVR) > 240dyne/sec/cm?
(LREBEFPDRGIGERENEHETHYAERENMRE-NAEES LTI —REITELSHE
EERALTHIENTRETHD, )
2+ PAARATS MEEZ TR AL . mPAP A% 25 mmHg Ll E . 35 mmHg kT, ABREE
L. BKEBDOHIBONELZET HIKE
3+ PIARAN S MLEAES MR B £ %=L mPAP A% 35 mmHg LI E
@ ERK

1+ HIM{ER ., BIE, BMD551 D6 LIIEREERD . BEREZETHN. ChITLHHKTE
BOHIRONEEZLELLGLVIRE,

2+ HINER, EFE,. BEMDSEEBEEZVELT HLDNE1DLLIIEHRZRD . BEREEL.
NICEDERFBOHROCNEZET HIKE,
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4. BEY SR RERREZRELT D56
OREREE(BROEAHEEELEEDRIT)

RE Bk TR DEK
;L BLAL. HHNELEAEBLAN BLAE. HHNELEREBLLL
1 BIZAX LR HH, BFITEAECTHRIETE [MEMOTAITEOA, BICEBLTEIEET
#H |3 HH, K<END,
2 BICIEFAVE, BUECEE, —ERSFEY. & |24 EHEHDA. BHIEREFS, EHDT-
g#E  |[FYRICHESHL, DIZENEDBERFEL,
3 Y, ANHTTHE EHDT=DITM45450, |BECTENEDD, DEMETHE—NIFELS
g |[FATRLTLS, MEBHOSLICRYEADES
4 WTHIZHTEVLNEWNER, BOTERSEL |[ECTIREALRNEN, LEHB 3BTV
s | TETETEGYEELRBETICONL, (B, BLEETETER NS,
1+ LROIBEOEH
2+ LED2RIIIEEDEH
3+. LEDAEEDEH
QR EREE
1+. BRSD Ra7H-15SDUTF
2+, BRESDRa7h-2SD LT
3+ BRSD Ra7H-25SDUTF
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5. FF#aEfEE OFFl: 17 —4 &% U Child-Pugh score
1. MiKT—%
1+, TREROEEEREN2RIIULEROHLNDED,
2. Child—Pugh score
2+ 7~9m
3+ 10 mLE

EEEE
ARE| | 1{7ZILTZ 2.8g/dIK i
BR%I | 2|MEFELEUILEY |50meg/dIdE
%5 3|AST zoo%ﬁ:ui
4|ALT 200E i E
D&%l | 5|GGTP 200B 7 A £

(HAMERBRBRARERICETOMERBEOEERERENODHRE)

Child—Pugh A7

A3a7 1= 2 3=
AigiE L I-1° m-1v°
g K L R PEE
Bil (mg/dl)  [<2 2-3 3K

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

6. B{REEHIBR: performance status

grade performance status

EERTHEEBH TEFIRESTEELEBEALRFICHDEZS.

BEOERSHY AESBIIHRER TP HTEFHOELITES HASBENREFHLLE.

HTPHOEYDIEFTESD FHICOLNABHBNBILEDH D EHBIETERNA, BFRDS50%L EIFEELTINVS.

SORYICHDEEDIEETEDS, LIELENBIANY, ARD50%LL EIZFEKL TN S.

Alw|iNn—|O

SOEYDIEHTEY, BICHBDSVYRBRRELELL TS,

1+. PS 1
2+. PS 2 or 3
3+. PS 4
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MWTEE R OV EEE OIS IR 5 B A

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 EiETRER

1. HIE
BIEEEREE, BEICKVEEBRDZEHTIREERTH S, BIEERDERLLT Gross (&,
OmBFHICSALULDOEREFIZRD . QEFERAE. QXEWELLEBEBADBALEZILNDGLD
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 HREAKVEER. B, B, THEEDSMEERIEREEREL., 2<ILE
TEBERANEHEITL, BN D BEER 2 OREIRTFESRICEHT 5, HAILEREED-OD ARCERE
AV PA—LD=OIZRREABECEBFHADELLIERNBLZ L,

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

— DRI R IR TEGEE RO FRESINVELECERABNRNI 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#DHFEICHELEHE

1.

BEN (TN EEERZREILRFER

100 AR

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

REESL (BN DB R VA BERET 210 OxHERIAICEEF D, )

RHDOEE

WE

HY (ARMIERDZEEEDHY., )

OAMERFEEEZER1EIC1RULEILTVSEES

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

BN S IERER 21T OV 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  EXREE2AULOREENHD

QK ELT NDEXREBE T, KEFBELGEBEEXDOBEEEZ SN LDONRH LN
@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
IR OBDMEEEE-ST . SMERXEEEZERRRETILDTHS. E<EHNNERIZLDED 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 LlE@ETA/—)LIRE)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, FEEHNEACEOARGETHEXR IR ELTWDIES. FLBEAOFEEL
D ERFEE DR BNHLER.
EREZHR . UTOLWThhARHONS,
a. MRCP XI[& ERCP BIZEWT., BELEKICTTHFIZHMT A REEDFRANGHLR, TEE
HDATHANGHRR, EEEDOLT b,
b. CT IZEWL T, EEEDTRAUNLGUVFEAMDILREXICEDEROENE,
c. USEUS)IZEWT, FEROHBAX (FEBRLEDNSAEITI— RITEEE DR R AGHREFD

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

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

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

@HZF— 91‘ /M‘ IKE

BT-PABA REX(PFD i{ER)THRth PABA HEMZEDHAOLANGZIETSE2RD5S.
®1 B 60g UL T2/ —ILIRE)DEGTLHEERX LEXEEEEFEE
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BHISMEXDERTR
a.b DLVTRHARHEND,
aLIFIZRY EUS PR 4 IBEDSH, NI 20Z2&L 2 IHELUEAROONS, NRKRXITERK
& I 3—(Hyperechoic focilnon—shadowinglor Strands) 2)%3Z T 3—(Lobularity)
FEEIR AR E T 31—(Hyperechoic MPD margin)
)5 ¥ BEE YR (Dilated side branches)
b.MRCP X[ ERCP {&T.3 AL EDAHEEICFRAGHRARDHOND,

*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 22DV T, BHE X DOZEIEE©15% L T BT-PABA(PFD)FRER O M RS RIED
ETERT7IS—E.)N—8) . XB/N\FA—E2—HaLRTA—/)L, DR GEDREMR L. BIAE
VRERVGEDBRKREKELLIHREMIZEET 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
%

FERIEVTNLELR D SEBIMEFFNAEA SR IC LA IRECERGEEREZELCETHEOREE
EAHHN, PFICT TIXTHI., 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
DEFBIZFFNMERDEEIZKYEL S, PFIC3-5 [FBARATIEIREINEDH THTH D,

2. [RE

PFIC1 QREELFIEL ATP8BT THY . typelV P-type ATPase subfamily @) FIC1 (familal intrahepatic
cholestasis 1) ERZ3—F9 %, FIC1 ERDEFEIZKY. FFHl., /MEHECHSOTRETEAS IO, D
5 NZ IR FXR (Farnesoid X receptor) DFEIREIE T I 5, FFTOD FXR DIETIL. BBEEN SV AR
—B—T#%% BSEP (bile salt export pump) DHEIFETZESIESE L. B WEYITSH, PFIC2 DIREE
faFl& ABCB171 THY . BSEP (bile salt export pump) EHZI—FJ 5, BSEP [XATHERED EMREERIC
FHEL, —RIEHEBEEMBEEREICHMSE S, BSEP DEE T, FFAENSIEERNICRETEEE 7T
EY.ETENSBEL. EMRMERF X, BHAS0HEES-Y . PFIC3 ODREEREFIE ABCB4 THY.
MDR3(multi drug resistance 3 P—glycoprotein)®&BZ31—KF9 5. MDR3 EADEE(ZKY. BBt U8
BENFEL. BABEDOIEIL BN TELELAGY, BTBEOREEEMERICKYIEE LR CEEHED
[EEEEY  PFIC4 DREEEFIE TUPZBIZFTHY. #MhDr D a2 &R TIP2 £0—FL, TUP2
REBIZEYEMIBE DIBEEEMN D PFIC BRIET %, PFICS DR EIEIEF I NRIHAEEF THY. FXR
#3—FL. FXR R1BIZ&KY PFIC B HET 5.

3. fEK

PFICT (&, SLIREIMNOBIEMEELLTRIEL. RREE . HFRE2~EETT 5, T-AFIEE. ERLE
EREETH, T BEFE. HEMIER(stubby fingers)Z 29 %, FICT IXEFIED IZH . B, /M.
fEERR . SR B EMAE. Bt B THLRELTWLSO. BAS5oFERFESTLELIC, FFMEREL TTH
ORER LTI ILbH D, MBBRETIIERE)ILEY  #BETERU AST/ALT OEEEZET S
A MEFEIALATE—)L, v -GTPEX LR LA, B TE., AV NERBEE XYL EMBEE
THLNSIENFE THS, EFEMIEETIEEMEE ANIZ Byler’ s bile EFEIXN 538+ DERRIA
RHBNS (PFIC2 TIFEFIFEBETHD) . BIRMIERZETIEEROFEL Mo, RERE
ERFRRRS>ME (benign recurrent intrahepatic cholestasis; BRIC) 1 B! EME(EN TULVEAM ., BInFER
CERBOEEEDOHEBIEMON TV,
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4.

5.

PFIC2 IZHEWTIRE A4 BSEP (SEFHMRRICOAFKBELUFIMEKRERSLGLD FRE~DETIIR
{BEEORICHEREEZRET 561LH5. MRIEETIE. BEEVILEY  BRIBTEKR Y AST-ALT O
SEZE2F 50, v -GTP EELF LA, FFHEBTIL. EMEEFXINHENESNDH. 2FITRED
ENZLDTIEHEWN, TR IYFELEBEET D, PFICT LERIC. MRMIEREETIEERDREF
ELHSN ., B REEFRAETS55E 2 2 (BRIC2) BN FET S

PFIC3 I$ZEL REIICEEMEBE TRIET DLDNSEIRPICIEBELRE TRIET DA FETHRLTH D,
PFIC3 Tldy -GTP {E4EE%RY . PFIC4, PFIC5 LLIERICH THANERNIZELTEENERSIH
TW5,

aEE

BEELTIEVTAL, 9ILYTAF a—ILEE, 72/ NLES—ILORREEBHESID DETE. &
ARRMAERRIE MCT 74—325 (MCT SILO)AALLN TS, VLY TAFa—ILERIL. FESFH
BRTHHOBRBE TETORRICHERAINS, £ . VI7VELUE—BMICENTHIIEN L &
EDERLHRIDETEESELEMTHIETESEMERITIOEELH 5. REMICIIHFBZED
IS ERE DM, PFIC2 TIXRAMTHSHS, PFICT TIEIFBIERTHRL/NGRIIRALEIEELET . oI
THOBALDT STCFOIERARF LD E T LBHTERD QOL [FRLALY, Ff-. FF#HEEZ D PFIC2 I
BLTBR OBELNHY. CHIELIETURD BSEP (2T 2B EMADOHIRIZESEDTHY . A3
THHmEIN TS,

Fik

PFIC1 T, FIC1 EAXFFIEZ 1T TR E L L B ICHKEL TS0 FFBIERICE B A HE
SNB LS5 L MEIZELTFICT RIBO-OIETEERINTEYT . KIBICZEDEABNRATS
CEICKYH AN THZROBREETEEE-9 ., —H.BSEP ZEAIFXFBOAICHKEL TS0,
PFIC2 TIXMBERDFEIIBRINEINIERIFTHS.BRIC TIE. HABETEHARERTLHILENZ
A REIZIX PFIC 21T T HEFIO|ELHY . RIATIE, EHELI-ARINSLEZEZLNTINVS,

O EHOHEIHELEIE

1.

5.

BEY

#5100 A

HIRDHE

THEGFEENREINTO AN E RN R BB ILRBERATH D, )

FRREGFEERHY. AENEATLSELDND, HFEIFRAEHATHS (PFICT [X FICT EBHZI—FT
% ATP8BI i&{nF. PFIC2 [LREHEENS RR—5—THSH BSEP EBEEI—FT % ABCBI1 EIEF.
PFIC3 |£ MDR3 #0—K 9 % ABCB4&InF.PFIC4 (XRAA DY O3 EBA TIP2 0—K$ 5 TUP2
BIGF. PFICS: #ZMEERF FXRZI—NTEHEH NRIHABRFDEEIZL>THRIET 5. )
MRMGERERAE

REEIL (RHEREDHTHD, EEFITIEIHBENDELLED,)

RHDOEE

HE(ETHETHD,)
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HY NI ERRERE2— BHEEEHRESR 260 £ RES 13 ETHEREMEFRNETS-
HE ZWOFSIE Z838:202068A8H X&E AANMEFREHLCLBFEES

6. EEENEE
HRIMMERDEEEN B CEEE2LULEZRNRET S,

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

<EoWREHE>
Definite, Probable ZX{& &9 5,
A TEERRUFR
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 ALEHE
XIIEESIE. 32 (MDR3 f®) Tldy -GTPEILRETH S,

2. HERTTROMRLIEDHLND
FZEEMEERTR 1 B TR SoMAVNERBELVELEMBETALA LT 2 BT
(T EMAMEIT XAFHMTHY . BSEP EEANRBEEBTHREINGL, RHLYFEE
BE29 5,
EFIEMIEFTR 1 21 TIE Byler' s bile NEIZREONS, 2 B TIXIEHT S EMEE,

C. #RIZHR
AEERASEAE., 75U —IVIEIREE, DN U RIEE., A RMRABARBEEE. IERAT/OTL
— R, Z—IVEYIR CE  HERBIEHIRE X, S,V R 7RFSE. ductal plate
malformation ITE DFHEERE . AN WMEREXIIEEREE,

D. BEFHRE

1. ATP8BI(1 BY) ABCB171 (2 &),  ABCB4 (3 &) TUP2(4 ) NRIH4 (5 BB FICEE%:
BDBD, NEDIEH ., MYOSBEIGFDEE (ZDMOE)LEREGFIZEND,
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<gEOhTIN—>
Definite: A-1 RUA-2%FfT=L. A-3. A-4XIFA-5QWLThhEiEf-L. D. BERFHRETEELRHDS
S 30)
Probable: A-1 R UA-2%iE-L. A-3. A-4XIFA-5D LT hhEiEf-L. B-1RUB-2%#E-L. CD#E
AFRESEBZRNL.D. BEEFHRETEEZROLVXIEEGEZNREREREDOLD
Possible: A-1RUA-2%Fi#f-L. A-3. A-4RIFA-5QNVThhFiE-L. B-1X(IB-2%# /L. CO#E
AT RESERBERNLIZED

<EBEEESE>
PDWEEZBTELDITONT, UTOXIICHEL. EEFE2LULEEZRNRET D,

EEESEI. UTOEEEHEERBICEVHIET D,

(EEEHFEIEE)
1. BS54 mikEE
1+ B EEERNHZE0,

2. Zim

1+ HIM{ER., BlDO55—DXIEEHRERDHIN. ABREELLL,

2+ HIUfER., BEMOSEEBEVELTEHLDE—DOXITEHERDS,
3+ JREICERL. EREELTHMEES 5,

3. RISEE (BRDEAEEEEEBDRIT)
1+ TEEROD 1 REDEH

2+. TRERD 2 XL 3 RBEDEH

3+ TRRD 4 BEDEH

KRIEEE(BROEAEEEEEBORIT)

BE B DIER wEIDIEIR
0 FEAE. HBIWRECEAZERLE | FEAE. HAVWEEEAZRLE,
FL LYo
1 FFICAXLXT 50, BITHDESTE | MERDH T NMTEVA. FICEHLTHK
B HiIgTES, FETHEL, KKEND,
2 BRICIEFANE B E, —EE | 20 EHEHHN. MNTIEBSED. EH
BE SFEY. HFEYRIZEDALN, DI=HBIZEARDHH LT,
3 FECIRY ABTTEDN EH D=2 | ECTENRD D, VENET HE—NITIR
REE | 1343L. ATHTLS, NEHN, EEHDILICRYENOHL,
4 WTHDTEVLNGWNEH MNT | ECTIEEAERNGL, LEDBRIMNT

112



= E PHEEIESTFEITTTERYLEFEDLM | LWEN I EFTTEIEAMNELLGD,
BEHFIZDOMELY,
4. FREE

1+. & SD Ra7H-1.55D LLF
2+, & SD Ra7m-2SD LLF
3+ & SD Ra7H-25SD LLF

5. FFH#REREE OO 51l MR T — 2 R UMEIR
@& T—4%

1+ FTRROMEREOHEEER
2+ TRERDIMRIRENDHEFER
3+ TREERDMRBRENSEEER

N1 RIDHZBHLNDED,
M2 RILLEEBHONDLD,
N1 RILLEEDHONDED,

Fk

QER

1+ TEREROBEKXIIHEZZDHENLD,

2+, FTRRRDEKRIIHEDHEFEEDEEERDHLHLD,
3+ TRERDEKXIIMENSEREZZHDHLD,

BREEH/BRKAMR H#E(E PEEODEE =SEREE
mEREYIILEY 0.3~1.2 20 L E3OUUT 30i#B
(mg/dL)
mE7IVIIV 42~51 30LLES35 LT 3.0 K
(g/dL)(BCG %)

/M 2 13~35 5Lk 10 K 5 Rt
(B/uL)

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

&K — fEKkHY #IAMERKHY
AbdAE — 1E IELE

6. BIAEENHIFR: performance status
1+, FREEROAMIEZETHLD
2+, FTREROVXIETICELTHL0D
3+ TRERDAITEZETHLD

X5 — AR

7 | BERTHRFEATE, FIRZZ(FEHIELK RFAERFITSDHEZLHDD,

AEBUORE.EBHLE,

1 | BEOERIHY. RAFEEFIREZITEHA. HT. BFEHLEXRETESLD, HI

V| HITOHOELYDILETELSS BIZOLNMNBELRIALHY . BFHEITH KL
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WA, BRD50%LLEIFRELTWNSED,

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

T | BOFEDYDELTES | BISNMELELL. RBRKREZRV O, FHOHEENS
HERAYREBISRONDED,

EREEHIE

BRE BEREE BEREE2 EREES3
ABt 550 - 1+ ND ND
St — 1+ 2+ 3+
RIEEFE — 1+ 2+ 3+
RREE — 1+ 2+ 3+
FFHgeE- BT —4 - 1+ 2+ 3+
ATt RE - fE IR - 1+ 2+ 3+
S REENHIR — 1+ 2+ 3+

EEEHEEEOHITRUERDENERZZUEEREET S
FEA SIS OVTIR. HNIEEEE 1 UL BEEE2UENESMIMDEIER DIKEEICEST
RESN, BT LLEASISFOFEEFBEEFILELY,

W IR E N OVEE FE Sy B OIS Z 36 1 % B A

IR NSO D ERAEIR, BT RSB LT, BIEYE EICRBROEN 2WEAITE, W

NOBRHIO L D2 HNTHZE LI AR (722 L, YR ORI 2~ T IARIERSE Th - T,
FAATREZR B DIZIR D),

L IRRBRARTE TR 2 BIEE D BIC OV TR, R EERERLO T TIRENT Ol TV 5 K1

ST, HIT6 NA R Tl b EVIREEZ ERi MM+ 52 & 295,
LB EROREN LR OBEELESFEE T B EICEY LR WETH D0, @R ER A ke
AT MBS DIZHONWTIL, EEERORISRE T 5,
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103 CFC fE{REE

1. =
CFC fiE{%E# (Cardio-Facio—Cutaneous fE{ZEf (UM - B8 - IR IS AEIXEE) ) (L. HHREAN Ras/MAPK 45 F)L
GERBICFETDIELFOERMGEREICL ST, AEES. VRIS DMBIES . ELVEELH
BEERIR/NGE DR BGEDE. B TH—ILLI-E2. BP-ALEE - ABELTEOKRERERK. £X
MIDEE, IBEXEDE. TADA ., R BEFRRSE. TRIFEELGENHONLERERE.

2. BR
FIEMERDEE T, KRAS. BRAF. MAP2KT (MEKT) . MAP2K2 (MEK2)EIZFDULNT N IZHERMAL
BEENEDOONG, BEAEERTH. FREECFIFEFERAESA TN, ThoDEEFITHBERA
Ras/MAPK L0+ UG ERKICHELET HM. TOERENTEE L DBEKREREZE-3 M DL TIXAZEA
SN TLVERLY,

3. R
RREE., 10BN DHMES., BV EORIEEISRIE/NGE DML EDE, filsTh—ILLT=
E2. 525 -ALEE-ABBETEORBER. EXRMEOEE, BXEDGE. CTAMA. FIR.BEF
BHIEAE. TRIFELGENZEDOLND,

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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<EHREHE>
CFC fiE{®%## (Cardio-Facio—Cutaneous E{& & (0 Mg - B8 - R[S AEIEEE) )

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

2) FTRM4BEBEZLTHEET,
RN EESR (> 92%)
- RNHIBEE (100%) - FHEEYTEEETR (> 92%)
IR R (84%)  BERELDERSE (44%) . FENARIEEGE (36%) . FEAK (12%)
S EEREER: B AL (60%) . AILAE (56%) . BIRILEIE (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

P
=]

HE (1) BAEDAET, BOE, FIRE. A BIRE. fui/MRE. UEEZE., REMENRE. 8 70vH
—DVT A REEINTISEE

I () JHRT, FREE(AIFRSRZ. [REVRTR. BRIT7VI/FONEZLEETHI0) . BiEk
L BE - BE-PLUBIRREFICLDIREDI—DULETISHS

£ (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 JEROBREN LROEIEE HE T EU LIZEY LRWE TH L0, @ERERZ T 2
ZENBERSDOIZONWTIR, EREYRONEE T D,
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104 ORTOSEREE

1. @&
SR HRASBIZGFDEEICLH>T, E-FHEREE. MUES. MO LTEODE. BULRE. B5FE,
ZLEERE. EREDRE. BEHEEDESHEENHAONIELHERE,

2. BR
HRAS BIZFDHERIGEEIZESD, LWL, MELABIGFELTHONTE - HRASDEEMN., It
CDEIEREFEETORLDERERT M DNTITEBAIN TV,

3. R
BRER-FEEE, MMUES, BHOLEDE. BUORE. B= £, 3LEE. BEXELHELENEDHLN
5

4. BREE
BARMNGEBEERTHMONATOVAEND, BEESORHER - BRHABNFRERS(HETHIENL.E
HRZNVETH D,

5. $i&
9 10%I2. EBAA . ERFHNIE. HEFHRELEDBEREREZE6T 5,

O EHOHEIIVLELEHE

1. BER (R EEERZRELREFER
100 AR

2. HIHEDHE
TEHGEGEFOEENREIN TS, )

3. IRMAEAE
R (IRARAEGL, )

4. REOEE
DE

5. oA
HY (E=EEDZHEEEHY., )

6. EEESER
MRMICLSIEEESFZALD. BRELXHB-ILDERERET D,
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O f1&#ki=ft
[EXREFERBDOERATLEARERARZOSLRAELBDOIL—LT—I DFEILYE
MRARE BEZJXRFEFH-BRECTF LV I— &R /NGRS
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<EHREHE>
1) BN AEIRERD . EEHBERIIZENT HRAS EIZFEENRIESN D,

2) TERD7EBEETHET .
BRI - £ 2
-HERDEILIES
FE-BEDRVLD
- HE * B KEEfE
DR E BRELDEHE . BRI . REARGE
TXLRABOEIE
R FE B

N RIF2)Z/HRETS D,

<BES>BREKRETOEHEE
AR EESR (92%)
- A # ORELIES (88%)
-FRDFELLD (88%)
- ¥R EE T (81%)
- $B %4 O KERJE (85%)
*A—ILLTWTEZESE (77%)
-ELMEEULEE (77%) -5538(58%)
- 15 B S D "I BN TTHE (58%)
IR (73%) ~IEREUDFHIE (58%) . SEEAR (30%)
-BEDK 15%ITEMIES (BEhkE. i MaiE. SMumREGS) 286

(GE) RZMEEIRREICDHFBEREIND (RALURICZE SN SBIAFERIN TR, ).
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<

X

EEEDE>

TREOEE(T) HEE)  EE()XEFEE(@DOVThAERETHR

HE(7) JEREL T, FONARSE, BREES, KEREERE. BIXEHRADSIHLI I —DLLEHK
5a

HE (1) BAEDAET, BDE, FIRE. ABIRE. fuil/MRE., fUSEIZE., REMEIRE. 570y
A—DVIFT RGN TSGR

I () JHRT, FREE(AIHRSKZ. [REVRTR. BRIT7IVI/FONEZLEETHLD) . B
REE BE-BE-POHIRREFICESIRENDIL—DOULETISE

HE(T) BEHEFEEHL. BREAMUNRAEICBH SN TOSIES, L. BRENSEEFBLIZES
[FHRELGEVND, BREGENBOONGEEE. BERRET S,

MW YE K O BE RS O IR IS B 1 % BB HFIA

1.

W W W 2D EERAER . MATAT R ICBI LT, WY BICRB O BUER W IGE 1T, W
NOBHOLOZHANTHELZZ R (7272 L, YRR 2 T HFRIERE CTH - T,

FATEEZR B DITIR S, ),

. TR ISR D EIEE SISOV T, MU REFHEERO T CIHEMTON TV ORETH
ST, HIT6 AWM TR EWVIREZEMISHNT 52 & L35,

L RBL SERORREEN ERROFEEE RS T L BIZHEYS LW ETH D, EER R Ak D
TERRERHDIZOWTIR, EREROMNE LT D,
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105 Fy—IfEIREE

1. HIE
CHD7 BIGFDATAZERICKYRIET S RAFMIERE THD. FRAEREIL, HER 20000 A1
ABEIZRETIHFVEETH D, C-RIEDIHRIE(IOR—7) . H-DFF . A-RSFLEAE. R-BR
BEE-FEER. G-NEEERK. E-E3HRR-#EXFEREL. CNSOBIEDEXFOMEAEHEIC
KUFmBRINTLS,

2. [®&A
Fr—UEERBEOBREEEGFIEL. STFELEIKN 8q12.1 [ZTFTET D Chromodomain helicase DNA binding
protein—-7(CHD7) THAM. ZRMICH-UBEENRET IHEF IFRBATH 5.

3. fiER

OBRREZCHEBHEEEFTLFIELRETHS, HREF(FHERICIHEE LGS, —BOEFIZHEESRIL
EVGBAETED,

QT10%EEEICERMEMEERELTRD D,

QEEE D IEXE (BEEHRMEER) D5, EADENDBELELLIENZ U, REFTE. &l
FEEE DI K (Premaxillary Underdevelopment) . F3a{E 2k (PierreRobin &—42 I X)) OEOZE
REGEDEHBHY, CNoDFWITMA T, WEE-MEEDIHFRESDETICEY., WEES-BTES
kY,

@ Fr A7z LRI D BT - MR - IRFE AR - ELEE D2 0R — < (R1B) (KX FLFKETH D,

OEZEQEXIFERELGZEDEFMICMA. BEE-EEEXXILEAHH#HIEERD S,

CRME-BEHOZIFAFEEE)Z2RHD, OERHOEHHAILZL TOEEICITERSAFAEEROL
Ly,

DEBREE-RETHIEEOERR - ZREMORINGEEIERK (~70%)

4. Ak
ZIERICEHHEERT -0, ZENLGEREEZLELT 5. AN RHRHOEGRFRERDDIDIE
ERMEDERBELFERBFEETHS, BONI. [EB(REFA-OEF-BRE-JE) . DBOFHEAETHE
OB HEICIELT, L2 FLEAE- RIS INEMAEEZTI. GEOBEREEICLY LRERAE
FHELCDBEICERBEURETSIBELHD, Z<DBRBTIXETHEMNMETLTEY. BHTHAIC (X350
[SEBT 5. HEEE -REFEFEZEHITHILNOXRE-RR-BEEZFOMEICOVNT, BEN A -#iik
T+ O—% R BEET S, HEEE - EREENMRUGEICIRERE - BEEREH LS,

5. %t
REEE -REEFHICNMATRABE, DAL F7/—F. FRES, HIRMETS ., HELEEZE
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9%, FIRSF-FRFEVSERMFICBDADBHRDOEZTICRERO_ERE (BT
ZHS. BHMN OERINGREBETHY . EEETORAICHAXEEZRT,

O BE#DHIFEICHELEHE
1. BEHSNTEEERZTHREIREER)
100 AR
2. RIRDIHE
T (B RFITH-YBENRIET DHEIETRH, )
3. MBMIARAE

TL GRaEEGL, )
4. REDEE
HE(EFACTORYITH-2XEEET )
5. ZHE#E
HY (EEBEEDOZHELESZHY, )
6. EJ"‘J‘#/\*E

PMRMIZIIEEEDBEAN. BREZBH T LDOERNRET D,

O fAERiZMHT

[CHARGE fE{XE D R A B DR G DR L& FE2 B DR ER S A -iPS M8 DL |

HMRARE BEZJXRFEFR-/DREBFHE H£HER NEERE

EE-REES)

TEXMEREDREROLERIEHSAREFARZOSLBER - BRELXFDOIL— LT —IDHEL ]

MERKE BEZZRFZEFN-RKECF L 3— HIR DMERRE

[EBAZEE (LI =B R AE R B SR 0D 22 AR a1 CRE 3 28 - MAFE RUAR 5T )
MEREKE BEZIDRFEZIH-BREGCTE LV I— HIT /NEERER

DhREBRREREDE SR B8 - BT FHRis4tICE Y 5%
HRARE BIRFEEMREUS— Rk WBHE
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<BMEE>
tEE WP LERERZEBIZ RN RET D

BHOHT—
(1) R B
EROVThADDAEEERL . REEET (CHD7 RIET) CERERDS.

(2)ERER 2K
DRIEREARL. KIER2DOULERT D,
X(F BFEERERL. KIERT1DE/NMEKR2DERT .

R :
OE N aFREESm A2
QESEK
QM REEER

KIEAK:
OIRaAR—< (BEZEMHEL. )
Q& FIAEXIOER
QERE MRAERAEE X [LIE R F 7S R

IMEAK
Oy
QREREFN

QRNMEZEE LIFERR(BR) XIF/NMEFERK (XZR)
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<EBEEESE>
KTRORE (7). RE(NXFEE(V)DWThhEH-TIHEE

HE(7) JEREL T, FONARSE, BREES, KEREERE. BIXEHRADSIHLI I —DLLEHK
ig_A

HE (1) BAEDAET, BDE, FIRE. ABIRE. fuil/MRE., fUSEIZE., REMEIRE. 570y
A—DVIFT RGN TSGR

I () JHRT, FREE(AIHRSKZ. [REVRTR. BRIT7IVI/FONEZLEETHLD) . B
REE BE-BE-POHIRREFICESIRENDIL—DOULETISE

W EYE K OVESEEE S OIS T 31T 5 g

1. JRAZWICH WD EARGER, MAEFTREICE L T, 2R LICREROBREN 2WHEIZIE, WT
NORAO L DOEANTHE LI X2 (7272 L, YRR OKR &2 R T ERIERE CHh - T, i
RARER B DIZIR D, ),

2. {REBRMERIC I 2 EIEE S FEICOWTCIE, MY R EFHEEO T TIHRENMTOIL TV A IREE
ST, [HiT6 7AW The s BV RS %E%ﬂ#mfé LT 5,

3. ok JEROBREN FROBEEESFET—ELL LTS LW E Th LM, mEERER T 5
TERRERHDIZOWTIR, EREROMNE LT D,
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178 EITYb-D4ILY U IEIEEE

1. HIE
ETYh-1ILY (Mowat-Wilson) SEIERE (&, FFHRIEEIR. EENOHEEDMAMESL/NEELZIE
METEARERERBETHD, SEERFTHD ZEB2(A4 . ZFHXIB, SIPBEFOHFEIOTIILD
BEERABLERTRET D, BE. RBEIRONT | STHBELIBURTH D, TANA. EXIERRIE.
ERMEMVEBLGEDEHMLRLOND, BE HE DLHLEAELETONENKREVLETHS,

2. &R
MRADR T2 0 ZEB2 B FDHFD1EDKAENREAL THHEEREABLTR) RET S,
ZEB2 BIEFEREICI - ThimEMas MR R MADKEICREZE-I M. TOFMTHRRERTHAT

Hd.

3. fEK
HEER (NEISARBVEE. B 284, AYL>ER, Ro7/58) & 100%. EENSFEHFE
DHHIFEE L 100%. /NEFEHHI 80% DB HFICRON D, LT, TAMAIFE 70%. EXMEDMEER. B
KEEBIE (EILD2ARTILUTR)  FRRBECRETREGEDE - MREFERDEREE LM B DR
EENMIFHOBZICEOND, FEHURICESREECEOAENBIDLIIZHD,

4. BREE
IR A TIXIRAWAAREILGD, ERXEMVEE., EXKEHBIE. RETHRLEEDEXERE I FHIIZ
BEETY /NLTOBFR) Y LITHERDTADAVIZENTHS, S1VEHISDEBILES LIl
TERYDIEELTOaAZI 2= —2avhhatLT 5881685,

5. %t

FEREDRBGEDRIIF RIS T HREMEERVGSANEERFRIELERMURIFTHLHESE
Zbd, FHEFWIEFHATH S,
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O EHOHEITHELESE
1. BER(SNREEERZHRELNRREER
100 AR
2. RROWE
KRR (BERFEBICKDESN SO FEMTRAEILRAER, )
3. MBEMIEERAE
KL GHEBEDHTHD, )
4. REIOEE
HE (ZLDERI KT D, )
HY (ARMIERDZEEEDHY., )
6. EREENLE
1) ~4)DVTIMIZETEIEERRET S,
1)HAETAMADISE,
2) ARMDERELNHY. PHFEEULICELTEEHE,
IXEVM. FROMXEENMBEERE., DOFIRERELL) . ATFREBFEFRADIGE,
4) A= NTHIFZERLTLSIEE

Mowat-Wilson SEMRBEDERERIF DRE Lk 8 A HEE DA
Mowat-Wilson SEMRBED I DRE LR R REIHSRIMALZ DN KT BHZ)
FEKEE BARLSMEEI0-—REREHEN HFEREELHE SR
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<EEnE%E>
ETYR DIV IEIREED DR
Definite. Probable Zx{& &9 %,

A. FEIR
Major Criteria

1. EE(PFE)RHEHREZETF (WH)

2. FHEGEER (WIR) - TEEDIEEORN2IERA U E
T)HHMAMEN T E RIREICES LA Bz, PRAMMUIER5)
1) ¥R ERE B AT R (ERFERARE . RAIANRUVEE)
V) FBAIEEE I A (R UVER, Ko=H . B2 &)

3. /NERJE

Minor Criteria

. BREERE (B 2RTIVITIR)  BEREER
HMRUOFHEEME

BREE

IR EE

FERMEKE

TADA

B b PR 25 A7 i

—

N o g bk 0N

SEZMR
1. RE#®
2. BIERE

B. REMR
1. M&- S FHRERR EEGL,
2. EBRBREMR MR THFROBZEICREOEREENROND,
3. AHEZFMAE |ELTL,
4. REFR WELTL,
5. HMEERE(1Q.DQ) - EEHDHWTHFEIMMEE,
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C. #nlZ2Wh

LTOEREZENT S,

1)T—ILRN—=5 22Ty x B X#EH (Goldberg—Shprintzen megacolon) fE&E : & £ B A E BT
(SHEE) DEETHY. FRIBIEFIX 100221 [CHET S KIAA1279BIF TH .

2) 7 x)LIY (Angelman) SEIZEE., 1036 REFEIREE, JLE > X242 T «E (Rubinstein—Taybi) E{&E: Z
NoDEET. FFHEFHNEETEENG THEVBIULL. SRARLRELGHEA)DRATEIT VM1
IV UTEIEBEIZFERILTULS, LWL, BT UM DALY R RB LI NERO AR TESICEAITE
%

D. BIZFHIRE
1. RAD ZEB2(R| 4 . ZFHXTB, SIPI)BnFITHEEEAMERE (R, T REE, JL—LVIMNE
B)PRIEShNIE. EEZHET S,

<EZEDHTI)—> (Major Criteria D 1EL2M2IEB [, £FEHIIRHLND, )
Definite : Major Criteria W25 3IEH . 5L . Major Criteria 5% 2I8 B & Minor Criteria3IE B LI L%
f=L.CZ#BR4\L.D &9 1D,
Probable: Major Criteria M55 3IEE . 5L ME. Major Criteria M55 218 B & Minor Criteria3I8 B LI L%
f=L.C ZRI LIz D,
Possible : Major Criteria 5% 218 B & Minor Criteria2lBB LI T &&= 10D,
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<EBEEESE>
1)~ DVFTIANZETEEERHRET S,

DEBETAMADEE EERTANAR2~IBEULDERHLIVEZHIFAT. MO+7TET. 25
LLERELTH, RENM ELU LGS T BEAFICXEZESTRE (BAHREZRICLDIER).

2) ERMDERENHY . NYHA HEETIELLLICERETHI5E,

NYHA 948
1E DERRBEH LI FKFBIHIR LAY,
BENGEKITETIIES. B, FREH. XHHHL(E
HilvE (fE) £ LA,
nE BENSPEEDHRTBOHIENH D, RedbF X ITBEFIERFICITEIERK,

BEFEDIS., LEMENFEBIZ L BE LR, IESTLRE) TEF. B

. PIRE. KaHdIRLEME LT D,

m B SEDQRKEBHOHFRNH D REFFFICILBIER,

BLEERE () EET %,

BEFEDIL ., BFHE BIZ I, FHBTEE) TRF . BiF. FREH. XMbH

v E DREDE=HVHELSHREEELHIREN D,
DAEEROBDE (B8 NRHFICHEFET S
HIDNGRIKFBTINONIEET B,

NYHA 3 EICDOWLTIE, LT DEIRESEICHIRT 52LET 5,

NYHA: New York Heart Association

NYHA 7348 BREEREN EABRRERE
(Specific Activity Scale; SAS) (peakVOy)
I 6METs K E HAEMBED 80% LU L
| 3.5~59METs E#EED 60~80%
1 2~34METs HIEED 40~60%
v 1~19METs LI F MEATTEEH BT
HEED 40%KH

HMNYHA S FEIZERFR 3G T 5 SAS [EARLVAS,

[ERALSIT2METs, BESHIT 35METs, VA KIE - ALY F A RAMETs, S 5~6METs, fEEX6~7METs]

EEBLEDERELTHEL.

IREVG. FFROMERBEMEERE. POHRRERE) . \IHFRFFERADES,

4) AR—7 - AIRIMZE&EHRL TSGR,
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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
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B. /MEIR
1. RRAICIIRREZTZROHEL,
2. RAHFEERFEROE,

C. BzFHRE
LMNA FE{&FI G608G (IR 608[GGC] > [GGTD ER %R H 5,

<EZHOhTIN—>

Definite: ADSH1 DL E+CEEHBED
Probable: AM4IEE +BMND2IERZEHHED
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<EEENE>

LTV FEEE2)OWFhhER-TEDERRET S,

1) DMERDHY ., EWEE - FMICEK->TENYHA ETIELLEICRET 5156

NYHA %8

1E | DREBEXHIDEEFEIHIBRIEAL,

BENGESERFETIIES . BiF. FREE. KEHd0EIR0HE () 40
A A

BENTEEOSK TR H D, REFRFXILEFERICTE|EIK,
BEFEDSL, LLEMEOFEBIZIE. BERER. RESHTHE) TES. 8
%, PR R, LEHHOIERLERE E£T 5,

mE | SEOQSKIFOHERILH D, RepbFCIEBEK,

BEFEDIS ., BHEBIZE, FihHT5E) TERS . B1E. FREH#. XH8H
BHULMEIRLE () £4£9 5,

NVE | DEEOEZOHLHIESZEEREBILHERIND,

DR SR OBDE (5E) "L #HEFICLERT 5.
HhIEDLERFHTINOAEET S,

I

it

NYHA :New York Heart Association

NYHA 3 BICDOWLTIE, LT DEIRESEICHIRT 52LET 5,

NYHA %38 B REBIRES RABRIENE
(Specific Activity Scale: SAS) (peakVOy)
I 6 METs KL HAEMBED 80% LU L
| 3.5~59 METs HAEED 60~80%
1 2~3.4 METs HEED 40~60%
v 1~19 METs LU F TEATAREH DL E
HEED 40%KH

MNYHA S FEIZEZR xS 35 SAS [FELVAY,
[=RNHIT2METs, BE ST 3.5METs, SUFKIE - ALY FRIRAMETs, 45~ 6METs, BEEE6~7METs]
=EBLTDEZTELTHEEL=,
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2)Mmodified Rankin Scale (mRS) . BARKZEHRZL(IZLDEQBE -F&E. QRO FNEFNDF ARy —ILE
AUWT. WIFhhASLLEERRET S,

(D H AR modified Rankin Scale (mRS)

A A hRmodified Rankin Scale

(mRS) ¥IEH#EE

modified Rankin Scale

BEIZTRER

EEERALEL

BRERR PR HERALLIZBEVVKETH
%

FENZIEH > THEALHGIEE [T/
BEDEDHOERITAS

BRERRUCMBERIREH DA . FAE AT
AT TV AEERFRICHIRIFALVIREE
THb

BEDEE:

RIELIRIDFENE TITADDITTIEAL
MN.BPOEORYDZEITNBILZLIZITA
%

FIEURIM DT> TV EOEE S HIR
FH5HM, BEEFIIBILTLSRETH
%

hEEDEE:
ASHhDNENERBEET BN, HITIEN B
LIZITZ%

BV AR EHBEER AL HRES
FNBELEET IV BELHT.BE. &
ELEHDMEF. ML EICEINBIEBEL
LELVREETH D

PEENMEEDES:
HITOHEHERIZENIADETHS

BESIT. BE. BELGHDOH#R. ML
EICINBIERBELT DM, FiMa &L
DEELGWRETH S

EEDESE:
B-EY RZBKE, BICNELRTYVELE
b I

BICHEIDNBELELT HIRETHD

A

QHARZFEHERIR BE-REOFHER 77—

BE-XE (N)

0. FEMRZL.

1. KISUE5. BERENELRVGEDEBRAH LI, HREFE - BEEEICKER,
2. BYHEDIXRVC,. BEROEENDIXEVLELT D,

3. BE-REBERICMoADNBEET D,

4. HPNGEROMNKREENMEERE., POBRRKRELGE)ELELET D,

5. £EMIIEROMRBERIKELTLD,
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Q@B XRMERZLAR FFIROFEMAY—IL
Mg (R)

o »w N =0

EIRIZL
EEDETLREDHRITHLN, HEEE- BEEFITKERLL,

FIREED=OIZEEDRUNGEDERLH D,
MFIRERDER DY TIZES, HAWEEAREDHEEFHETRUNNELD,
EEDRE | HEHNIHRMGRSEREFERNSDBE,

EURH LV ERIGH TR IEEERRANDE,

W IR E N OVEEFE Sy B OIS Z 36 1 % B F A

IR NSO DRI, BT RSB LT, BIEYE EICRBROEN 2WEAITIE, W

NOMO b OEHNTHELEARN (2L, SHBRORBE =T HRERSTH > T,
RATHER B OIS, ) .

. TRIRBIARL I D EIEE P SEIC OV TR, U REFHE IO T CIREMTHOIL TV 5 IR

2T, HIT 6 2 H [H T b HEVIREE %EEﬁﬁ\#ILﬁTé A BT

C B JEROBREN EROEIEESHE T EU LITHEY LRWE TH D0, @R ER & k3

DT ENREREDIZONWTIR, ERERONSE ST 5,
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T KRR B ERIRIE

1. =
RERBEEIRICIE (X, KERBEEA MM IRIEICHA> CEEL . IREIEHEN kb B HAMKRETH D,
RERFEERFEEDIE. REALERGEDHEMLFERNBASHNTHLHE LSO FF KR B B ESEAE
ESNTWS, FRM KRB EERFEEDARIIRAMICKSAIELHY . EREFZHICHMENIKEL,
Fro  F - HEFEHICHFRLTHBRENZZELJETIELIENS FBBEEFZNICLREGEXRTELS,
BED QOL ITKELFEBEE5R 510 . RHICEVLZEZTV. @BUIABRA LU DT TUOKRE
Hd,

2. &R
BERELT, BIERFLROMERREREREE . MiRRERETE. BERHER. BIiER. BHRED
THR—VRGEDEENEREN TS, ChoDEMN T, RFTOHERRELTIME R R MADHEE
BEMNIESNTOS, LML REBREICES—FEMREALLTO+ALERZMRUETIEIFELONT
WELDOLNRIRTHY . BIMET IILERAV-EE AR ORISR BB G2 R ELI-ERIRAIRREAZTA
Foh TS,

3. fEK

BRENKELEZTOBRTIEEREREIEZVD, BEEKREKEBEEICEENEC-EEICHEL.
CORRMNABREBERITIEDRETHS, KRBEIRITEDRELELREDHEICIETHN ALK EDE
MENHEILETRICRBTRETH D,

BEMERKELTIE. RICELIRESBENMFEMTH L. REHEDICEEREERLIEL, B,
RERE . BREM B E TR T II5EILHINDTIEINVLETH D, T, WHDEFILIREHICLY2~3
BTHETAIENZNEL, BUEEBL-EEICITBRC KB BEDEENETLTNSZEBMSTH
ARETHD, TILA—IILEREPCRATOMRREREEDHLEENNLDEREZFAIGEE. FT
AEZZBEITEVNT, X RTRIREMENHALNTHECTE MRIZIRIET HIENEELLY,

4. BREE
AEEDZERICIT. BESS (FER. ARNE6HE. BE. T, AAMEImEAIEL,)  JESE
RN FEEEET D,
(M RERZE

RSB TTEARNDEHIE TEDER OERDFAEL TUVELMER [XRFEEDES THS, i
BREICLDRFANEREGY  £FHRBETI, BRICHLTT ERAXFIORETHLT S, LHL,
NODFETIFETHIEFIRECEAFTEGRN O, EEETIHEBRSNSGFYTIIEFERFDT
ODFMBEEDFHREELEVNENEETHS,
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(2) FirEiE
ERNHYEEDETHFEREINLEEF . EONFMBELEZRET 5. HEFEBICHLTIIEE
BEFMAE—BREGIN, BRBEDAEVNGSCEREEANEALES TIE. ATEEHEHR
MHBBELLGDIELH D,

5. F&

BREBEHDORESEMEICELY . KERBEOEENFREETEINEINEZFEFRITES, SN
EDRFETHNILERBETIEENHIIENBESN T D, FIRBEEHA/NSK R ESICFET
B5EF. BEKTRATELAHRMENS L WMILFENEEHAETE, BHEFFHOLOESE
BHEEATHNIE. MRIIRFLFHRLAFTELL ., EREETE~NDEROHEICOSHGEMNEE
BABELLD, BERFFMETORICE, FHEEEZELGVWIENEETH S, MERICLEH TR
ENFELTVSIBEICIE. BEEFEFHIIRETHLN . BEEENERATERD-O QOL AMETL
FHEAEATRASERNEITICEICE - TRIFGFRLEAFTELN. MROBRAPPLIADHEDTF
Ty BERICBETHY . 10~20 FEEDOFB T, A\TEEBERMIABLELLLIELH D,

O EHDHFEICLELEE

1. BER (R EEERZGREILREFER)
17,619 A

2. RIRDWE
H

3. MBRMEREAE
RFEIL

4. REIDEE
WHE(RRICKBEDOEELIEITT S, )

5. A%
HY

6. EREENEE
UTOWT I ERRETD
RESEEEFLT, Type B, Type CRILIFHA 548 Stage 2LLEEZXRRET D,
BAERNF P REMEAEHIERELZFLT, BAIZDULTI70 AL L 80 MK A .
170 MR : RA[IEHRET B,

B BT R A B PR E U (45 S KRR B I ATEAE)
MRt KR SRIRSEE O ERUKE RUEE QOL FEICEY HAMIES HEHHE
FEREE ARAZEFRPRHEDRETLAMLSHRE T EHHE
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<EEREE>
Definite SNt DEXNRET D,

X#RAT R (RS B AXAR D EE G R UBIE G THIET T 5, BEREOM/MEL RN L, BEICIETEERR
RGN EEET S,)

1. BEEEEH D [Ecrescent sign (B EEEE T EHTIRE)

2. BENOFREILEORA

BREmMR
3. BYUFTSL:BED coldin hot {8
4. MRI: BEENFRIEE S (TIRFAEBRTOVWT AN OME T, BREBOEEESHEIHRTD
%)
5 BEBRIEATOEERR: GERLEUAERNIZERUVEHEHEBOEENFEL. BEHEORE
[CHRAE MR CARM B RGE DEBERIEERH SH15)

ZHOATI)—:
LEREBDSL. 2D L L ZE - [LDefinite& 7 %,

BRo‘ES
EERVESHALUEER. BInEMRUEIIZHAELE R -TE08HIN. BNEET D, 4BH. sME (KER
EEEET. SMEERRBEERREY) . KERBEET RNYIE., BREIMGHRES ., BEELEICEHT S KRB EEE
BRI, RWDNRIZRET BRILTRFEIIBRN TS,
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<EEENE>
Type B, Type CX | Stage 2L\ EExHRET S,
HREXBEBRREEDREEBEICISIREIE

Type A IRFEEABEZRHE@OAE 1/3 RBIZEEFDEDXITIBIIHAD R EESDOAIZHFET D

Type B:RFEBHAEAERE@mOMRMA 1/3 LIE 2/3 RiFEDEHEIHFET HLD
Type C:IZEFEFEA SR ERDANEI 2/3 LLEIZRSLD

Type C-1: BRI DN EAEZRNIZH L LD

Type C-2: IZFEFD/MAIHMNFAEZEZZHDD

1) X ER/MRI OB A XIEWF O THES 5,

E2) X RIS EEHR THIET B,

7E3) MRIIE T1 & FEO KT B EPRIGEE THET .

F4) AEREROETEAZE
HEGLRRE TREBABOEE2E /MBI BRELRELALSNUZAERETET
%

Type A Type B

R KER B IRIRIEAE DR H (Stage) 7348
Stage 1: X REBOBEMNEEFRITILVH.MRL BLUFISLRISFREBRBE CTIHRENER
o __mEEBEEM__
Stage 2: X #RETHIRFEILBELHHH . BEEDIEE (collapse) HV7ELVEFER
Stage 3: BIHEDEENHHH. EERRIIFRNMATOSEFH(FERVAZOEELT BRI
HoOTHELY,)
Stage 3A:[EEN 3mm KiGDEHA
Stage 3B:[E;EN 3mm LLEDEHA

Stage 4: BAOAVEBEEEMZEILAHIR T HHEHE

F:1 BEOEBEEAIEO2AME X RETHMT S (EEGTEEFEERENASNTETY
BIEGTEENASHTHNIEAEGHIRERALTRBAZHET H28).
2 E&ISAXBIETERE 90 - SVEx 45 - MAMEFRGI CTEEMN ORI 5 (EEK) .
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AARERN P REEEREHEREZRANT., BRI OWTIA (R[22 R ET S,
B ARER N E 2 IRBA ST EEF E E & (JOA Hip score)
IR I (40 B ms)

SFAE e

FRXEAET BRI AR ER A <L, 40

40

FEREFCEMRE, RFB) BHOMNEAHNEN, 35

35

SITRREADE, 2L, ST, REEMS TR, BRBEFIZLAHD, 30

30

BRBEED, HITREREHIN. BREIOKRETHRY 5. 20

20

BREBNIRLDHD, HITRERIEHIN. KRIZIYERT D, 10

10

FiRI 2B RBERIIREELHS, 0

AT Epig (20 R )

FF A 5 | =

JEB B ()E | (
-EAEAEE 10 EZAHEL N0 EEICT1H L1200 EUEEETI2 55T ()| (
%

(BHMBOHIGEEITIXINES|IE, EETEHET ).

s\en (VE | (
-EEAEE 10 ERAEL.OFEUTE0R 1TEUE 10 EREZE2RI0FEMLE | ( )R | (
20 ERimZEAR. 20 ELLE 30 EXRiEZE6R. 30 ELUELIF8RET D,

HITREN (20 R R)

SFAE A

RIBBESIT EEAAIRE, SRITEE, 20

20

RIS T ERAREN. BEDOHITEHIZENHD. 18

18

BAZLT 30 B XIE2km DHITA AR, WITHHAHH . BEEFICEIFEAEXENE 15
LYo

15

BAEL T 10~15 53 X (3 500m DHITIETEE, BRITAH D, TENULDFZE1IRENBE, | 10

10

BREEHETEOHNRNERIRE, 2ABZELELT S, 5

[FEAESITREE,

HE4EEE (20 RiER)

S w5 | B

]

FEHNT

ILHE(REFEST,)
(BRI 30 73, KBZE T SIS (TRHLT 5. 5 <HLLHNTELLEG
BIEEFETET D)

Londrds b EAY (XEFNDERISS EIR#ET D, ) 4 2
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BEEROFVRY (FIYEET HEEERHET D) 4 2 0

H ONRGBEDEYREY 4 2 0

EAE 100 SiEA

90 ML E 8
80 ALLE 90 Bk B

70 | Ll E 80 AR A
70 mKiE A A

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

1.

A 2N O D ERREIR, AT AR ICBI L C, B EICRrB O BUEN 2 WA I, Wi
ORI O DEHNTH AL AR (72721, MaBEH Ofkl &~ 3 BRIRIERE CTh > T, il
AREZR D DIZIR D, ),

. TRIRBHIAR IS D EIEEE pJEIC DWW TR, U R EFRE IO T CIREMTONL TV HIRETH
ST, HI 6 AR TR bEBEWVREZEMIHET2Z2 L 232,

LR ERORREN ERROFEREE NS T B LIS LW E TH DN, WA ERE T 5
ZEMNMEIR B DIZOWTIL, ERERORSET S,
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172 {BRRID78—E5E

1. HIE

BRRI73—EIEIF. BEOERBIRIE. <BREFEEIL. BERGEERD . BT ILDIKRRT75—H
(ALP)EQETEHEETIBERMERTHS, LEEBHRZLLEOREHERCFLINAZRD LS
B1H5.ALP OFEHETICELLGWRRILEETNETHAEOQVENEREL. BATDYVEENE
TIaIEIz&Y, BRARILEENSIEZRISNS,ALP OREBETHHHRARIS/—)LF7IV EAOYY
B.EVREHY—IL 5 -UBO ERAHOND, EEREBERBIEER (SMHER) HERTIHEEN S LA,
BREFIOPICIETERBAELER(BEER) HERTRRIEFET S,

2. BR
HABEEERTILA)KRRT7A4—E (ALP) DRIBIZEKDESN TS,

3. R

BOLAHEHREIL. BRKIE, BER. MEERE. EEEOMBEMMIEK. B, (TLvhA,. 5hiLy
D LMYE., ZR. BEREFED. AERNAR,. BERSOEREHES. ILEORHEL . FHEIR. B
BEEDRNHD,

4. Bk

M FPRAIBRBEENICKHLTTILAVKRRI7I—EBRFEREDER SN ITHND BEHIZXT
SERHBARBEOENMEFIFEILILTOEGLD, BEROH HETLRERRBICESHERNEET D
GEICIEHENRHFTEL, HRHNEBROESMHEICH T ANBHEENDVEICLEDIEELHD. B
BIZHEFBITVNAIXERIY By IKFHETHATREMENB LD T, F£Y B DIRGEHAAD, FLIRET
FLIELIEFS DI D LIEZRS . CNITHUIEAIL S D LIV DEREEDHILL D LIEERFIR
BTSN, BERETEBILSELAREMNH L. BRHRELZHAT 5,

5. %t

FRITFBRICKVELS, BREFTEEINTONETNIEEEREER ZFIELA. 2LRETHE
BHABRHICHTT S, BARGEORERDEGTFRIIBIFTHAN., BABECETDEICFEY
BEHHEIFRIVZ S,
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O EHOHEIIHELESE
1. BBV (ST EEERZRBELRFTER
100 A
2. RIFDHIE
FHH(RAIX ALP B FOEEREN, EEEDEVETLAEBMBIETETLVEL, )
3. MIRMGERERAE
REEIL (RHERED H o )
4. REDEE
WHE
5. ZHE#E
HY FARVHERDZEEEHY, )
6. EREENLE
modified Rankin Scale(mRS) . BE X &E. FROZNENDFHERr—ILEZRANT,. WTFRHHAILULE
HERET B,

O iR
[E 7o+ R 77 8 —H5E OB R B EAL A5 11 = SRR B R AR 5
FEARE KRASALEESHRANEHS %8 AEE—
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<BMEE>
BHRRI7H—ERELTEE B SNT=2.D (Definite) THRET B,

BRRI72—EIEDZ MR EE
FRERK
1. BRIRILES
FEM X BARELTEDRARIL, REBDER. (HRFEDBHIHTER
2. LD R E (AmREDIE)
FREMR
1. MFET7ILAI)RRT73—+E (ALP) fEAMEL (A D IEREEITEE)

SEEIR
1. EAZY Bk FIETLVNA
2. MfxKEHE. Ei

SEREMR
1. RPARRRIA/—ILTIUO LR RPFI/BEAHTOERIZHY)
2. FEEA)UBRED LR
3. ALRIZEIFEEAIL Y LILFE

HIZFHRE
HEEDH. REZHOOICHBIEHRER ALP (TNSALP) EEFOREREEREHRTS

SEmMR
1. RERE
2. MBEOME ALP {EDET

ZEOHTI)—

FAEKT1DLULEEME ALP [BEEAHNIEREEZT. B FREICKYREMEERZHEIALEE 2T
% (Definite) o
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<EEEDE>

modified Rankin Scale(mRS) ., BE - X&, FIROZNZNDFHER T —I/ILEBWNT, WTFNHLNSLULEERR

E9 %,
H A fRmodified Rankin Scale (mRS) ¥R #E
modified Rankin Scale SEICTRER
0 | Fol=JEMEAZL BRERR O EBIENEBITHVVRETH
%

1 | EREHOTELHALIGEST LGN BREERECMEHIZILHHH . FAE LLAT

AEDEHHOEEITITZS MITO T AOTFEENZHIBR TR VKR
THd

2 | EEOREE: FEAE LLRIA DT TV =B OFFHICHIR
RIELRIDFBNETITADDITTIEGN | [THHH. BEEFIIEILTWSIKETH
N ESOEOEYDIEFNEIGLIZITZ | 5
%

3 | HEEDEE: B0 A HEREEF AL EREI
RIS DNBNZBEETEM. HTIENEG | ENMZELELT AN RESHIT.BE. &
LIZfTZ% ELGAD#E. MMLUBEIZIETEIZ R EL

LZLVREETH S

4 | HEEMEEDOESE: BELST.BE. BELGHOHEF. MLE

HITOERHNERICIENDDLETHD EITFNMBZBEET LA, RGN E
WHBEELEVVRETHD

5 | EEDOREE: BIENDNMBIZLELTHRETHD
Br-EY  RZEKE BITHEBLRTVELE
P RS

6 | kLT

B AR ZE 2 bR
BRERE N

EIRIZL
 BICOED. BEFESNELLVVEEDERLNH LS, HEEE - BEEFICKELN,
. BYHEDIXR®, BEROEENDIXREVELT D,

B EROMNRBERMERE. PLBRRELCE) ZLELT D,
- EEMICEROMRBERIKELTNS,

0]
1
2
3. BE-REBERAOHADNEIZET B,
4
5
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% (R)

o »w N =0

EIRIZL
EEDETLREDHRITHLN, HEEE- BEEFITKERLL,

FREZED=OIZEEDRUNGEDERLH D,

MFIRERDER DY TIZES, HAWEEAREDHEEFHETRUNNELD,
EEDRS | HEHNIHRMGESEREFERNSDE,

SEVRH AV ERENT BRI EEERANDE,

W R E N OVEE FE Sy B OIS Z 36 1 % B F A

IR NSO DRI, BT RSB LT, I EYE EICRBROMEN 2WEAITE, W

NOFRFHOLDEZHNTHE LI AR (2L, YRFORE 2~ IRIERE TH - T, i
FRATRER B DIZIR D) o

. TRIRBIAARL IS D EIEE P SEIC OV TR, U REFHE IO T CIREMTHOIL TV D IREE

2T, HIT 6 2 H [H T b EVIREE %EEﬁb\#ILﬁTé A R

C B JEROBREN LR OEIEE DS T EU RIZREY LRWE TH D25, mERR R 2 ki

DT ENREREDIZONWTIR, ERERONSE T 5,
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270 BHEBRESHMEEHRX

O #MZE
1. 1 E
FRFBEL, EEE -FEEHEOFT - BEHOREREETHS. MEFEREHDIVIIZHMEITHKIEL.

AM-EE-EREEVDTIOEBLEYELIN, COSESRHMEICRELENE -BREDOEBELLFE
BMEERESHEEEMRETS ERELTRRBRVEDEMLIC—HL-REDORBRLEEFRERDS.

2. &R
REZEA

3. R
SHEETHLEIIHTHY . BRBROCBAMOER -ERGETHRRICRIETHIIENZ L, BRIEKE
ciad BEOEARBICLYEILLT AERNH S,

4. BEE
JERTOA R RIEZE (NSAIDS) [ZXL T 50~80% D EBEMNRIGT SEHESNTL VS, NSAIDS [2£5
RIENTR+ R THAIGEICERTARRA— D EIMABENTHND, EEAREMNFIZHL TR
TNF &, 1 IL-1 EFOFDFINEHRE SN TS,

5. %t
EHMICIIRESRDBEOREREE . THEET ., -HEHX. EFREREOCSEMEE. REMEBE
BEDAHMNEBRHUZERESNTIND, FTDM, XA —~(Sweet) FEIREE, IEFEMIERAE. WIASREET .
LR ERGTEDEHILRESIN TS,
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O EHOHEITHELESE

1. BEH
100 AR

2. RROWE
TH

3. MBEMIEERAE
REET GHERZELTIERTAAMARIESRE ., ERTAHRRR—L, L TNF L, i IL-1 TEOH S
DERESN TV SHRAEEITEL,)

4. REIOEE
WE

5. PR
HY (ARVIERDZEEEHY)

6. EREENLE
TEED () F=(2)ZFHELEGEFXEEMNELBBRRRET B,
(1) B8 2354541
(2) B BHEBFFE4I

O fEiRHT
TEERERBETOERREBICHT DR ZREB DML
HRARE HABRXFXRFREFHAEMEZ/NER 2R FRESB
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<BMEE>

BB S R B AT

DEGREMR BHLUN URETERBLERILORBEREZEL. ADMRIBRETE - BRIZFEOMR
ERHD (T BRAEBRTIEES. TRV STRERTHIES) . FDG-PET W& -AUILIUFTER
MEREEHRL THEL,

)MBIRER R REMLO B - BRERTIFRRNERIHY . EREROEERELLLPCRIEICK
YR EEGEDRPENETESND,

D B ERERE - B REMRE. BIHEEBGLE OBk - BRADOREL GO AEREBERN T D,

<BHOHTIU—>
ERON~IDLTHOEEEH-TIHE, BUBRES R BRALDINT 5,
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<EBEEESE>

(1)

TED (N RIF(2) ZmLEERIIEEMNELBRRRET S,

B Bl KA
BHRICLDERBAFRT 5. 06, BRADBETHEML UM U REX(ET MRIREIZKYTERT 5.

(2) & HHE B+ F A
LRERELDIC, BB . EMIRIEE. E"““'IEE‘ZJE_ RIEMERZRE . A —h (Sweet) FEIREE, FRIEME
IRBAE . ILRZRAET ¢ AL IEIRE R DNT A ZEED

1.

W R E N OVEAE FE Sy B OGN Z 36 1 % B F A

AW O D ERAER . BRAEFT SIS LT, e IR BEOBER 2 WEEIciE, Wi

NORHOLDEHNTHE LA (2721, %%%%ﬁ@ﬁi@%%#%%ﬁ%#?%of\ fife
WATEEZR B DIZIR D, ).

. TRIRBIARL I D EIEE P SEIC OV TR, U REFHE IO T CIREMTHOIL TV 5 IR

2T, HIT 6 2 H [H T b EVIREE %EEﬁb\#ILﬁTé A R

e, ERORRED EROEIEE SIS T EU EIZEY LRWE TH D05, Wi R & ik 3

DT ENREREDIZONWTIR, ERERONSE T 5,
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274 BRRAEE

1. &
BB LJE (Osteogenesis imperfecta) (&, 25D EFMBEICL L BIELCETHEDEERITM
A BRRGEEOKSHEBERETRT AREERETHD, REBEIFH2~3FAICTIALINTIVS,
2019 FhRDERHEBEMRESFETIE, Sillence [TXDH1E(FEERL), 28 (FEHBIEE) . 3B (LR
TR AR (PFER) [CMAT, BEERRIL - BREBRREEZFSE (5R) . [CHEIN TS,

2. [RE
BREAEED 0% L EDEFITIE. HEHBOEIELHATHS | BT UDEGFER
(COLTAI,COLTAD)IZ&Y) . BMIHAIVWIEMEENREATRIET HESNTWSA. 1 BS54SR
FICEEZROLWEFIFET S EFTNODELRTFEENHEARDON>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

BEREAEEDBRKREZIIEEIIZETHY. £EFENTICIZRCTIEAEHRHRER IS, £EITHT
YEASAVHERDEKBARRENDLDETH S,
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—BIEDB oS0 £ EIZESIBEE - AENSDLETHD,

4. Ak
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5.

FTHEA. ERERICHT SBEREFMEENMTHNL,
CNBLM, B (RTFBE) BRAERUVINICHEIREERICH T OERIMERE, MBI 5HR
M-S Eee R DEFORBICEDDHEBETISH T SRR - SREUER. RENTHNS,

FiR
AR D EB YRR N ZH L= FROLEHICL>TETEETETH S, Shapiro [ZLDHIRE TIE, HART-
HARICEHRBINHY. HERICER -BEAHHEFFLHIET, HEM-HOERIHY. MERIZRE
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<EEREE>
Definite ZXR&ET D,

B R RIE DS MRS

A. fEIK
1. BHESMHER (ZEEOETED R ERLGL)
2. REREE
3. FiE
4. T (RITFB)ETE
5. R
6. REEHY
7. INREACEIRESHY
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REBODEMREHSIEH
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BRRT772—EIE
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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
ADSHLAIEHL E+B D5H4EB U EZET-L. COERIT NEHRBZRNLIZDD,
Probable: AMSH3BH LU L +BDS>62IEB UL EF#ETI-L. COEAI T ANSEEZRNLIZDD,
Possible: AMSHIIEE LU LE+BD>62IBB U EFHE LIz D,
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<EBEEDE>
Omodified Rankin Scale (mRS) . FEIRDZFNZND MR —ILEZHWNT, WTNOAILULEXRET S,

H A fRmodified Rankin Scale (mRS) ¥R #E
modified Rankin Scale SEICTRER
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%

3 | HEEDEE: B0 A HEREEF AL EREI
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LZLVREETH S

4 | HEEMEEDOESE: BELST.BE. BELGHAOHEF. MLE

HITOERNERICIENDDLETHS EITFNMBZBEET LA, RGN E
WHBEELEVVRETHD

5 | EEDOREE: BIENDNMBIZLELTHRETHD
Br-EY  RZEKE BITHEBLRTVELE
P RS

6 | kLT

B AR ZE 2 bR
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FERTZL .

a s wdhd =0
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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 SRS C—EL EIZEYS L nE Th DP, mRER & kT 5
TENRERHDIZOWTIL, EREBROMNE LT 5,
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276 XA A RUE

1. B

HEERBEINRERRESREZETIERMEABEORRT. BLE2AHEICTIADEIST
RETDH BT ERRE X RENSZHIIBZ THIN AN EERELILGD ., RAFRITBH
TH1 130cm, ZHETH 124cm LIEKERALGORERD-0. BB T BELEETTHRALGHNES TS, B
HERED-OPEEICRILEMTHRHBEEZELLZY. TR7IMAVIOREICLIERHEEEE
RIELSITEEEECIYT HIENDAEIALY,

2. [REA

BRSBTS BIRESE 4016.3 (CTETET D FGFRIGRHMESFHMARIETER FZBIA3) TH S, Einhk
HITE L BARIFEE (BHEE) THHD., #5 90% L EIFFHREAREZRIZLDEDESN ., 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—ERAUIZHFEET HEEE (NS4K AEENRRM) TIXEBIER BRI L% S, FGFR3
DT FILIEEREHEDEIEILINEIMIZERT A0, KIEDRRAELGIERE FGFRI (FZAIK
DUFIPERMITTERESNOMEEGREETHY . MEHBEO MENMBRESNNREEF L
NDEBREZRLEREETDRRES. BEEDEBEBGELZELDIEEZEZONTILVD,

3. fEK

HERNOMREREZRDOLIN. HESRE, SFENSKILEN, REEEBITIEERMNBILDLDS
[27%5Y) RREOSREMT/NIEND, RAFREBETH 130cm, KETH 125cm THD, EBRMD %
BITHEERILAOND, FLHRH (BHEET) ICHBEIZLRIDIE. KEBEAFXERVEZEDER
BICKDERTHD, KEBEAEETIERCLAEHOEBICKY., SBHOREHFHIRE. %5 KiK.
PR R, RIS RS DT, THROVO—XRX hiREEIERNAHSND, KEEL2BETIZEL
ZAREMED Lo ELE LY BIFIR, FFIREE (LR ERREREICLIAEEDERIELD, I
HOEBRBEINBELISE . HRMEMES CFRFRPEDORE. EELCLERBICES, PERORE
BEZREDH 90% T2RETICRIAET b, ZLUTEBHEPERICHEITL, 30~40% TIrEHH#HEEL
F5. EREPERIIMLFETHY . MNRAICERDRERTLILEENTHEHH . EEEBITHEEIE
L. LU, B 7. BIRMERRAT. TRRARE . BRI SR HREELEEZETHIENZ L, fi
BOEELEOERESTO.ER. TRELLIELIEAONS, ILIRHISEBFZEDEELH S5
BEIFIEEE THS. COEM KRETE, WHIFELAALND,

176



4. 8k

RERTBRITGD, KEFARBICLOIMBEREELLLOTIEREFMES 45, KEET
S MNEEEERNEFTEE R OCETIEDREILRETOLIZLD TR YU FRiTEE IHS. BFRIC
HLTIERERFRILEV RS PRI EEZRAV-OERERMGENTHONS, BEREREAEICHLTIE
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5 F#

BB EFNEEZTHEVVE S (I R HAICH2~5%DERENELS, BARENREITH
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Definite xR &ET B,
HEBEMBEDZ AL

A. fEIK
1. ERIERETIC R YRV R ERRE DELMES R
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L0,

Possible: AMS52IHB UL EFiET-L. hDBMD5>62IB UL EFE-LCOER T REKREERINLT-

1D,
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