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THIENARE, SoI2, ALBEEXRF/NEF CTIE R M B ALEK . IR EROHRHME SF A DADAIE M BRIE A
AlRE, FRICTEALDTHENEEFLIZY, ZEN—EDY U/ ERSETIEEIZRS (reversion)IRRAER
BINTHEY VUMD FEET SHLFET SO T, BEFMERICEEICHK T HIIENEFELLY,

<V ZA—H*> (Omenn) fEIZEE>

BEERRyAURNICEBMRERREZSORALGEERPEEZREL. REGRTHLEMEFMIBIE
EIDORITNIEERIFELURNICETT B,

1. $EAERRAEIR
ARFUVIKEYDBBHREERE. Vo \EEX, FFEE, 5=REMHGE
2. HEHRERR
KA M THARS (FFAECO300/uDL . FFERBRIENN ., BIEMAEZ £,
3. RAG1. RAG2ZETCEEHEESRETEENDREIELFOEREIZLD.
RAG1., RAG2LGEDEEFRMTTECFRERZHIEL. BEZWZTY.

Primary Immunodeficiency Database in Japan (PIDJ)(http://pidj.rcairikenjp/)D EBE K T+ — L THIK
FAHEMNTTRE

<V FYRYLFIRRRKR)S—E RIEHE >
1. BR. ZBVTNICELFET 5,
2. MEREEEDE T KT mg/ml)
3. BERMMTARIETIEITEOL., BEKILEEBEINBLT 55E81H5.
4. RAHMEARZER, FRODER, R4 SF ML DPNPEMIET
5 PNPEIZFDEEIZELS,

PNPEFERT CECFEEZERL. EEZHZ TS, Primary Inmunodeficiency Database in Japan
(PIDJ)(http://pidj.rcairikenjp/ ) D BEHK T+ — L THHKT I LM AEE

<VI CDS8XRIBJE>
1. BR. ZRWFTHICERET S,
2. BERMEM) > /ERIZIEEH, COSIGHMAANRIECDS 0 B F RN TR FEEFHAL. KT
ZWETS,

Primary Immunodeficiency Database in Japan (PIDJ)(http://pidj.rcairikenjp/)D EBE IR T+ — L THH



WT B LA

<VI ZAP-70Ri84E>
1. BR. ZBVTNICELFET 5,
2. WERMM >/ Bk, THIF(ZIEE A, COSEEEMAE L RIBFE = 1LF R (0~5%)
3. PHASE AL IRIE AVIE 5 D 10%K it
4. ZAP-10BEFDEEIZLD,

ZAP-T10 BTN CEGCTFERZERL. EEZHZ1TS, Primary Inmunodeficiency Database in
Japan (PIDJ)(http://pidj.rcai.rikenjp/)D BEF K I+ — L THIKT S EMAEE

<V MHCYSRIRELE >

1L BR.ZROWTNICLRET L0, BERDIEELHD.

2. CDSRE M MRAAY L

3. U2/ NBRHIREREMHC class IDREIMNRIEF(XET

4. NKHIREHEEAME T

5. BRDETEERFILTAPI, TAP2, TAPBP
TAP1, TAP2, TAPBPEEGFMEIT CEIEFEREMHAL. BEZHZITI.
Primary Immunodeficiency Database in Japan (PIDJ)(http://pidj.rcairikenjp/)D B E K T +— L THH
THIENATHE

<KX MHCYZRURAESE >
1. BRIZRVWITNISLHRET S
2. WERMIMN' 2/ 5K, THIREEILIEE 724, CO4R5EMAE AR A
3. B#ifa REMHC class IDFHIWARIE

4. |~EH I OT)UMEE: HAE R ABIEBAEN S DI GRBITIMANEFET 50T LLIE
BEEGDIEL, FGEDERELAEBOCEHRICEO>TREELD,

5. AN EF L EEFIXRFXANK, CITA. RFX5. RFXAP
RFXANK, CITA., RFX5., RFXAPEGFHRMI CELCFEEZTHEREL. BEZHZITO,

Primary Immunodeficiency Database in Japan (PIDJ)(http://pidj.rcai.rikenjo/)D EFH KT+ — L TH
T BHENTRE

<IMSXFETIZEIFHLODEFELID ., EEREFEE>



BEREFLE CDIETHER. BHERAEDREFEZH S I-EBEDRMHTHD, 2011FED
UISH BN ELFE THI0LL EDCIDEEETFHBALMHE->TEY ., SERBSSITER 52 ENTFEIND,
20135 CIRIES N T=CIDEZ Wicriteria(JACL, Nov27)IZk & EEEICID(SCID)IEKREMTHIEA R I8

FIEE B L(B00/u)PHAH F L RIEHNIEFED10%KFEDHLDZEN LY BLERAEACID (leaky SCID)IEFR4H
M THARR AY2~ 47% <800 ul4jF ~ <600 ulPHASIE L RIEAIEE DI0UKRED LD ER SN TIND, B<D

CIDIE, YU/ ENENDI VKD BDFL>DAERELGEICL>THAEER AN ILTRETH D,

ZLDCDIE, YU NBROZNZEND U NP BEDOR D DFEELGE 1L >THHREER AT ATEETH
%, LHL. RERHGHEEZHOEOICILEGTFEMNIBETHS, CIDOEBELEGTFHETIIDONTIE
Primary Immunodeficiency Database in Japan (PIDJ)(http://pidj.rcai.rikenjo/)D EFH IR T+ — L THH
FTHIEDTHE

Q@ REFEEHEIFHBIGAERRE
<1 Wiskott-Aldrich) fE{&E >
WAL
A. EEERRAEIR
1. HREEM
SREMEDRETERICIVELZRLZONEHTH D,
2. /MR
FIF£FITRON, ME. R THMAZL, MBI M/MRERES,
3. iB%
BEETE—HESHRT. #ETHD,

B. EELREMR
1 NR /MR ZE S I/ MBI E S,
2. T HiRaHDE A& CO3 AFIHISH T A RIGIETAALNS,
3.BHiRATIIAES OTY K IgMIET . IgA L8 . IsE L F%RH 5, ZEEHK. RiE
mEkEERMLEEDHFERAFELEILETT 5,
4. NKEMHFFEBTETI 5,
5. AL IERE ESNEM IFPERE KU BEBRD W ERIFIET T AHIH LU,
FEEZERNICIE., 7O—H AR AN =KL D WASP EEHRIETE WASP HHWLE WIP B FEEZRE
95, WASP B FEET X EHME WP BEGTFERIERBARSHEREAEZLS,

<I EMMmMENRREESKREE>

ZETAE:

A EEERRIEIR
1. HITRAR ERICBAL MR DS ITRE (RERRER) - W FAER



BRIHERITET 2 ZHD 5 BETORICITETHAIRISNEILELHS)
2. IMNEEREERE - RE
3. REEEND K17, BRIR
4. BRRT T—E (2FITIXAELY)
5. {KEXSR14EEAIR
6. BRIKHERZ - B2 S D EMM B LR
6 %= TIZ 50%. 8 mEBF T 90% M HESMTH D,
7. REFRLER (REMEREREE)
{BL 0% TIXREFLERETFEDLL,
8. BHESSICT MlatESOREHELNBL.
9. ZMDith:
RETR. NN EEMHEERE 1 R IHKFURERR). KE.BEE. MEODREMHEL

B. EELREMR
1. a7z 707400 EF(2 mHLE95%T)
2. CEA DEMERHH_ENH D)
3. 1sG(IgG2). IgA. IgsE DIET
4. T HIRHDIET . CD4 5% T #lifizf CD4+CDASRAHIERED LR DIET
5. BREMSTIRE RZM
D \BRERHEFHBOREBERTRE S
HEZHIZIXATM ERRRETEATMBEFERZRTET 5. BRBARSMEERREXZLD,
IR B L LT, Ataxia—telagiectasia like disease (ATLD)D$%HY . MRE11 BIzFEEZFES, BB AL MHE
ERXELD,

<II Nijmegen breakage) fE{Z & >

ZEAE:

A. TERKAER

1. /NEEfE

2. FEGE B RREETR

3. EER

4 REFLIZLDZBEMN
5. MAHRRERZEDITHE

VONREBHRES. EESEOEHATETHD,

B. EELIKREMER
1. T HIRRHDET
2. BB ODIET. .G YT ISREIGA REDET. MDD LR
3. MRS 2



D2 \BRERHESF B DR BARTFREN
HEEZETIZIE. NBSI(Nibrin i B FERZREY 5. FRBASHEGHKAZELS.

<INV JJL—L(Bloom) fE{&Ef >
ZWAE:
A. TERKAER

1. IMNRATG AR

2. FEMGE B RREETR

3. B @B

4. EMAFL
5. MAHRRERZEDITHE
EMERES(BLRKE. VoNE) DEHNEETHD.
6. HERBEDEH
7. &5

B. EELREMR
1. LROERAEBOONTIHE(E, kR EAEDRD X Hi(sister chromatid exchange) DIREZEEHTT 5.
Bloom JE{ZEE Tl&. sister chromatid exchange DFEEN EHEMNEHLHNS,
2. THIRHIFESR
3.BHIRAKKIFIER, RFESTOTIMEDKET,
HEEZEIZIL. DNAANYA—HEZI—F TS BLM BRFEREZRATET 5. ERBARLSUEREAELS,

<V ICF fEZE>
WAL
A. EEERRAEIR
1. ¥ RIEETR

EffRRE. R EN.BEE
2. HREEH
3. RERRTE

B. EELIKREMER
1. T MR BTV HEHDIEIERE
2. B HERBITR D HAHVITERE
3. BAUIOIYUVMEEET S,
HEEZETEL T, DNA AFIJLIEIZEEL DNA AFILESV R T5—+-3b #3—K9 % DNMT3B EIZFE
BEZREY 5. BRBALHERERE LS,

<VI PMS2 E&E >



ZWAE:
A. TEERKRER

1. BREEMEICLDRE M REAE

2. hozALH

3. BHEEOERESH
EMRES. KIBE. WESR. €0t

B. EELIREMER

1. T HRaKIEES

2. B HiRa% D E A

3IeGELEIADET.eMDOLER
REITOTIVIISARAIFREIZED,
HEEZHICIL. DNASRTYFIERICEELPMS2BEEFEEERET 5. B BARLHEGRKELS,
EREEMSLLTIOFEMEENDHY . DNA SR YFEEERFE (MLH1, MSH2, MSH6., PMS2) D4
TEHIERIIDERICKSEGERETH D,

<VI RIDDLE fEfEIZEE >
ZWAE:

A. TEERKREIR

1. atRERZRMT

2. REFLICLLPREMN
3. FFARIEETR

4. FEEE

B. EELREMR
DNA ZEHHIBEICR T AEEMELL T ATM OHIEEFOREAERABETHLHH . oD DNA
BEMEIANDERER)7IL—REBELTNS,
HEZMELT.RING B E3 AEXFUUH—E%03—K3 % RNFI68 BIZFEEZRTET 5.
BEREALHERERELD,

<VI < L4 (Schimke) fE{&EE >
ZWAE:
A. FEFERAEK

I BRREMRICLIESR. FERREFS
2. FHIEHA

3. BBIREH

4 BHEE

5. MFAMERBET 2L SR



6. EMAE

B. EELREMR
1. T #RaE DR
2. BB LU REIT DT ELEE
3. EEZHELT, 2BARYET ULV IZEEY SMARCALI BEFEEZRET S, ELEK
sEEREXEES,

<XI RH—Fk> (Netherton) EIZEE>
WAL
A. TERKAER

1. EXRMEABE

FLREAKYRET .

2. EEREE

BEEZEFELTEL AV RELERETH D,
3. 7hE—RE

EMP. MEMZFE. 7TRE—HREX. MR
4. EFETR

5. R

6. —HR CTHMEEER

B. EELIREMR

1. T HRaKIEES

2. B R STiR A MiF IE DER

3. NK e fEEIE T

4. EEZWELT, LERMBIZRE T 5)0TAT7—E( EESA—%0—FF 5 LEKT1 EEFEE%:
FET 5. BEBEARLSHERREAELS,

<X MIRIERZ AL (DiGeorge SE{EEE. 22q11.2 REGE(EEE) >
ZWAE:
A. TERKAER
1. BIFRRRIER R R BIEHIL D LIMEEIZ & BHEIR
2. WERERRKIC &5 5 1%
3. IR A
J7O—EE . FA#BIARE D& . KBRS B, A XBRS . AEHE THIREREEZFDLHFBLGE
4. FFEMEER
AEREBELEN. /NEN. BREGBEEIRARMAE. BEOAPR /NGO NFEELGE
5. FEMREER. SEREER



B. EEUREMR

1. BHILS D LINE. BIFIRBRIEREET

2. T HRAKILBL B IUHEEET

3. BHRISKILIER . RESI NT Y MEIXEEMNHD

4. BBRBREOLDHT—TIVIZEDLIERDORE

5 EERWELT. MHEBARKEBRBLLTERK 229112 DM R K% fluorescence in situ
hybridization (FISH) 4> array comparative genomic hybridization (aCGH) [IZTRIEY %, - TBX1 E{zF
DNTATENFRMUFROHRICKELEENEET HLcnd, BEEBARBEELGHE KD de novo &
R ELD,

<Xl & IgE fEIREE>
WAL
A FERRAEK:
1. BERIFVBREZRLETHMBNTEMBICLDRERES Stk
2. FERPIMDSRET H7E—MERE 2
3. % IsE DE1E
3 EHET D,
1RE2BNHY 1 BHOZLDEFITHADER. BHOAZE. mUEH. BHEKRE. BEHOBMHE. 7
WOREBIELE OF - EER- WA DEELTEHT 5. 2 2L SSICHIRRNFTEME V(LR (B
ANILRZIDA IR ACEEEERE) (T 55 BEM. FRHEREENRLND,

B. EELIREMR

1. T #REITESEZA. Th17 MRIEEL TS

2. BHIRAIFERED . BEMRAEEIETTS

3. % IsE DE1E

4. ERREICTIEMIFIRE ARG EMER

5. BEEDET
6. EEZMEL T, 18E Ik EEETHTYILD STAT3 BIEFEEZRET S, TICHFEHETHYRH
[CEZBAREBUHEGHERZLLIENH D, 2 BE IoE FEEEHIE TYKR2 EEFEEZRET S, £ICE
LEALSHEGHAZET S,

<XI HFHDEARFASHEZHOREBEFEE>
WAL

A. TERKAER

1. A ##AREASE

2. FTRERE

3. RIEY DRI RS



4. I/MRIED

B. EELREMR

1. ief8 THIFRDIET

2. ;oiE B HERDIET

3. BfRREICTHHDEIRFAEORR

4. BEEDWELT, MRAKICRIZT 5 SPI0EGTFERZRET 5. ERBRLHELRHERE LS,

< ZXMALEEE >

WAL
TAAT7ROMFHEDEETEZEREL, EICKE. M, AREMEICEBNEREZE T 5EGFEHTE
EIRFETHD, THRANGEREBICFLEDMICRELE L THS Hoyeraal-Hreidarsson FEIZEE . Revesz fEIE
HEofh. F2UTHIBEFBRHAMORKEMGHELRENFET S,

A. FEERKRAERK
BELEKRTOEXREALEREL. BHA LT 1 DULOKRERKRE2DULED/MERER-THE
WY 5.

1. BRAEIE

— R LOMKED EBRIERBERDS
2. KEER(KE . #EIEFTR)

DRBERILE

)M D £z

3) O 4L % B BESE
SINMEIR(ZE DD FRFRTR)

DEZDEKL. B2

DT DEE

IMIARE

HEE R, FEEL

5)FF[EE

6)RIE LR

NEMEES

8)/INEESE

9)/IMixi 5 3

10) B HHERSE

B. EEGREMR
1. T MR DR
2. B il DR



3. NK iz $DiE D EHEEEIR T

4. RLIBRE D

5. BEZWELT. RERTOATROFIHIEELECFHOEELZRET 5. X EHMERE AT LD
DKC1(dyskerin), % & &, X% L5 TERC, TERT,. NHP2, NOP10, TINF2 B FHENDERERET .

Q® HHREFELEZELTIERE

<1 XEHE|EHOH/OT2MIE>

il

BIRIZHE

A& 4~8 MAEDSREEICHDY LTS
miERESOT)AEE R (16 <200mg/dl, IgA BELY IgM [FBEELLT)
KA B #ARIE (<2%)

Rk U N\EILR B EE

RS R RE (X IER

RIEE (B, BARIBELEEL)

BTK B FEEF-(XBTK EEARIE

© N o g bk~ =

- TRICBWTHREL. BREBLESVICREMENSRBILA-WELBALSHELN TS/ OTUATE
TET%5. ZTOREAEGFELTuEHE. ga. lgf . 15, BLNK i’H 5,

<I DEFERBEFEE>

il

1. ;& 1gG DERLGIETZERL. [eA BELU IgM DIETZEHS
2. PIHEREICHTHARIEDETEIIRIE

3. ZDMDBRERLIEILEN &

- TACIL, ICOS., BAFF-R, CD19, CD81, CD20, CD21 ZEfFIANHEIN TS

<O % IgM fEEEE >

PWAE

1. M;& IgG. IgA. IgE DRIBEES
2. MF M FEEF-IESE

» CD40 JAUF(CD154) EREICED X EHE M ERFNFRLEVD . BERBRSMR oM ERFELT
CD40, AICDA F1=[Z AID, UNG ZEIZL5EDEHD,

<V 1gG YT HUSARIEE>
ZMAE



1. REEDEEREEEZET S
2. ODEDFERIEFNLULED 1sG HTHUS5ARIE
3. F—AILD IgG IFEENEEICIEWVEETHD

<V ER IgA RIEE >

PWAE

1. M;F lgA DAHMET (MiF eG BLU IgM [XIEHE)

2. AU E (A BUTTIXIE 1A DN EEFEL T HETRESEHLSIDETHD)
. EAU=InIYUMEEFET HthDEREMRIASN TS

<VI HERAKREETEE>

i

1. BREERDIOFUICKHTERIGHET

2. 1gG. IgG YT VSR IgA, IgM, IgE [(XIEHE

3. ZDMDIRFMFIFZRERFE M RBETIEIBRNEN TS

<VI 3R—BHEH < 0T miE>

B 1

1. 3% 1gG BN FEEHIEDIEFEED-2SD KiFETH S
2. T mFEREST QT OEIKREHAL

3. &6 MALIE

4. ZTOMDEFEEREFEELSBRNSNATND

< ZDEIDREREFEZELTHRE>

- B/VE-T MVE-S ERMEACTREICLHEA LT/ DTV MEEFIBHERELHS.

- WEDFERTAULD GG E IV A YT ISRADREEZHS . REI ATV EHOERFIRELH
Do

@ RERSES
<1 FIT47v7% % (Chédiak-Higashi) fEIEEE >
(E2ErAiE]
A. FEIR
1. RE. E2. BICB T35 9B FIiE
2. —fRLIBA I T D HBREM
3. KIREFEE. =& /NNKH . RIEHRESEOHBEROEE (LY HICIXBILT . E1TH)
4. HMm{Em
5. MEKERIERED S G

B. RERR
1. AMBRAOBEXREH (STORLAF I —EOEB I+ A T72—EH51E)
2. NK HRE;EEDIET



3. MRS EM T MR DOMEERESE
4 LYSTEIGFZEE

RIS LYSTEEFEENDRDOONANIK, BEZIIND
OB FEFFIEREREFRSET. AMBRADE RBERZEOIHE . REDAREENF L
- $E#Z R B2 Gricelli fE{%#% . Hermansky—Pudlak SE{ZE A &SN TLVD

<T XEHY >/ \EIERERERE >
(2ErAE]
A. fEIK
1. EB I AL RIZ KB EIE T 14 BEAZIE
2. MEKERAEIREE
3. EA =IO MmE
4. SAP RISETIE., EY /B BATFRHEM, MEX
5. XIAP RABFETIE. [ERE. HmtEim &

B. REMR
1. YD INEKIZHE TS SAP £ LLIE XIAP ZEERBEDIET
2. SH2D1A £, LLIE XIAP/BIRC4 &I FNER
3. A2 /\YTF72NKT #IlEDIET

XLP [Z[X. B4T 1 @ SAP RIBFELHAT 2 D XIAP RIBIEA SN TLVS
-RAIELTBRIZRIET S

» SH2D1A %, LI XIAP/BIRC4 B FITRHMLBEEMNRBOONNIL., FEEZEIND
-BIRTEIED EB A IILRAELEERE., B ILISMKEBERBZRYIRTISEEICIE. KEFEES

<II BHo®EME )/ \EIEEIREE (ALPS)>
(FZBrE ]
A WZEIER
1.6 7 AFBATIRHICRBT HIEEEME. EREED) U/ EERFEILEE. LLLITZDOEA
2. CD3* TCR--"CD4 CD8 T #if8 (A T ILAHT«47 T Hika) DEM GRAEMM) >/ BREMNEE T[T ML
TWASEET. U2/ Bk D 1.5%L £, $L<IE CD3' T #ifEd 2.5%LL k)

B. & I1EH
1. —RIEH

D DURBEOTRM—2 ZADEE (2 BIOMILI-EENSDLE)
2) FAS. FASLG. CASP10 DW\F A DELFICHITHEMEL LIEEERERIITOER
2. Z”XkigH
1) M sFASL(> 200 pg/mL) . M%F IL-10(> 20 pg/mL) . M;FFE=IFMEEESI B12(> 1500 ng/L) .
M3 1L-18(> 500 pg/mL) DULVNF DN
2) ARG ARERRFNR (BREELCMAREFEIZLD)
3) HEAEMMEKEA G E M., m/NMRBADEIFFHEREAD) hDOZo/O— 1% [gG DIEM
4) BEREDEEICEOLLT IEESME/IEREMED) 2/ \BRIBFEAE D R ik E

-HBIEH2DEMIHRIBEED—RIEH 1%L, EEZHIND

-HAEH2DEMTHRIEBEED ZREEH12Z#HE-E (X REDRTREMENT LY

PR BICHAR—RBRIEJE. RASELEE CR&E M) o/ \BEFEfE (& B4R & & (RALD) . FADDRIBSE AV A1 D
ncTuad



<IHMSMIZBIFRE0ODELID ., RERLEGEE >
(ZErAiE]

ZTOEIDAREREIEFTLL T, RIEMMIKE BAERE (FHL) . Ao D BRELNEERBREEEZHFS>82
REMZIRMERND A EAE (APECED) | IPEX fE{®EE. CD25 RIEJE. ITCH RIBFELE M ONTLVD,

KR Mk E B EEE (FHL) Tl ERO—BRENSMDOREREICLIMREBEERE FHL #5133
CEITREETH D, FHL OFFEIZIL, FHL ([REERFAREA) . FHL2 (/S—T ) > RIEHE) . FHL3 (Munc13-4
RABFE) . FHL4 (Syntaxin11 RIBJE) . FHL5 (Munc18-2 K18%E) AAEIHN TS, FHL2~FHL5 TlX. #FhEh
DREEBEFOEENEDONNIL, EEZEIND, F-ETNTNOEBRBEBTICEDIRI)—=T M
AIRET3H S, NK ffFE OGS T M OMEE T —RITIET T4,

APECED I$R %3 i EIZ B . IPEX SEIRBE (LB M HILRERBDIEEZ SR,

G REEMBMREBETSESSUREBE
<1 BEEXRMEFHBRFEE>
1. £BRBHAINSORET HEEMERLEIE
2. 1SMESF AR BRIE A (GRAH M AT o BRAE R BAY200/ miSK 76)
3. BHGTERBANIRRMMOERR~EMKEANEHHKERDS
4. BRHDE{EFEL T, ELANE HAX1, GFI1, CSF3R. WAS. G6PC3HO'ZEIFfbhd
PRI RI—EEI—F T AELANEEEF D EEHAHI60%
- Z DI HAXTEIZFAOGFIEEF. G-CSFRBRHRTHD
CSFIREFDERE. Wiskott-Aldrich Syndrome protein (WAS)
OEFEEERER, ARMEOEE. #BIRIGER. W REEHFEELHICOPCIEETFEENHD

<I RB#AMEFPERiEE>

1. #4921 BA#HTOFhERFED

2. FAHIC—HBLERER. ORNK, 2588

3. 3~5HTHARREET .

4. FFHREKiE A (GRAH LT A Bk B AY500/ 1 IR i)

5 [XIF2HITIHHERISRI—EEEF (ELANE) EENRHEND,

© KM TOMBRREIZFEITLUBHERD L ERER~BRE) AAHoNHH . BRICL > TES-HEHE
MNoDZETIFEELL

<IRUIIHBIFELODIEND . EEDIEBE =L BIFh BRI AME >

FOMICIEEMTRBE-EAIFPEFHDELL THRALEREGEFNHELNIGLTHRY ., SEkLEz 524
AT EENDE, KRG DLDEL T, Hermansky-PudlakE{EEE (AP3B1) . GriscelifE{ZEE (RAB27A) . p14RIEE
(P14/MAPBPIP) . WHIMJE {& &£ (CXCR4) X #ERIKRIE! (G6PT1) EMNFEITHN D, EEEGEFEFRINNITR



ER
<NV BmBREERELE>

LADBAT1:b24 T ) 0 D RBIZKHIEEEE

1. £%BEHHSOME RS
SEALARME DR FERRSE . R BT, SwR %, B
AIKEESE
FhAERE. WEERE. AREEDET
TJA—HAbARN)—IZ&BHCD18, CDITDRIEIZTEHEIND,
EEEEFIXINTGB2TH S,

LADZATNEELIFUIAURD 7V L RKIEMRBIZKDIEFEEZTTHY . LADZA TIOFEIRIZMN
ATHRBEEERLNROLNS, LADZA TMIILADZA FIDFERICHM A THIERHHY . b2 T5 )
EHEBEERT AKindlin-3DXRBIZEYET B, BEEELGFIEENENFUCTI (2471 EKINDLIN3 (24 7I)
ThdHN. SEEIZBDOTIELY,

5]

o a & O DN

<V 22791\ 5 A7 EF(Shwachman-Diamond) fE & 3% >
1. BRERSHER
2. FRBRRAMEICLDHREEM. A, m/MRIED
3. ERNWEER
4. BREE(BESRLGEZHITEN S
5. BHMEEMAUEERS. AU BHMAMKFERIET SN ZN
6. 90%TSBDSEIGFICEEMNRHOND
L EEERPRAER D1 ESBDSEIE FREMTICKYIEE ZEIZ N5

<VI {EtERZFEE>
EMBREEIFPERAEEIAO—ILOSYKRFE T, TROI—D&MmT
REVBRRIE (HE5—EBMEE. EBF) OBREE
2. [UE.HIELE. RBROUVFAMRSFERK
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3. BUTHINFOEREEGRFOEENLZL., HAWIREAMNEESN TOENA, ZUT5EEDREE
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1. &

BHERBRAEBTLDIE ., REAEAS XTI LMEEEEDOEESEEILEAST DX LEHADIgATE
RETHRBMEERDDLDELD, RIFRFTEELT IgA B K. Berger . IgA-IgGBIEN H D, 1M RIK
FBED—FEELTHILTLDA, BRIZBEWVLTIE 1970 ERTDHNSFRLHELAITHN ., B R
BRABRDIEMATIE30%LU L, NETEH20% LU EEZSHTNSIENBASM oIz, BARERILELS
[CHRENZHTHIEELTI. FO7ARFEMBORE LISV ZOMOBEMREERAMOSNTEY., 4t
BRASHE K TIX LB MDY SO KSBELVHIEZEDRRIEFRATHY . —HTIEBERBITOREL
AT HEELDHNED, EKICEVWTIFEREEREIZZRLEATIEHRTH I LBHMONTINSTZ
O ASIDANEHEROFELEEINTL D, A DMNRELICHEEICPPZL HRBFOERITK
ATIE 20 /DR TIE 10 MRS ZBULD, BERBIETRATOERHIZTHz>TLVS,

2. FRA

AEICTBEN LB ET VAR, BE D RRA (X ERRIE B D BT IZF-REESE =04 DFlH
MHHH RENRMPDIgAZ TR ET SREEESRDRKRAENLEIZLoTEIERISNDHET HER
ARLENTHD, TDRMITRIKAADIGAD BLAHER D EXFELTNSIE, BIEFICEHRDS
LITERICBET I L, BITOHBRETEHINNEICRBL-BEREMDEREEEITBIET LR
KRIARNIgAIEBENHER T LB ETH D, F-RETIE, BEHNER. A N FORERE HREED
BER . EPKEORELOBAGRTHENERLDDOH S, LNLARESAKREZEEL TV SMEDREL
REFDITIERDIL TG 20 REKAELICEDREDERICDOVDTIERAE LN D LD KK
RRBELABLE-BELAFET HENBALNILEYDDHS.

3. fEK
AEFERBOEKE, BRTEHBAOEKICEBR-MRAFEREINDIILDNKREHELDHLIH . #
NETIEIDLEERIMES, ARMORKRCFEGEDEREMROLENAALIVEELD, COZERFE
EREITHRIERNDZRAHNVANTELSHEZEZAONTEY., I—OVN\BEEOFTHLEEREL
BHLEFRICIT TV A TEIREDORRFEEN TN LEEHIC, BAERMEERRK - MROLEEMNEL
HoTLNB,

4. Ak
REDARICOVTITRAMNITEEENFEON TGN =HIZ, R ELITHERENTHhNI TS,
L= 7oXxATo 0 RBEE BIBREXTACMNREVULRAEZZED) . RENHIZE, OZR%kE
HlT (+ RTAAR/NLAGHREZ) /MR EE . n-3 RGBS (BUR) R E TRERZEITI. ETHIHIZE
MIELT-RAN [eA BREDABEDEG (. BMEELRERICMA T, FRHOBREBMABBLEDOTHRER
([CHIEFSND, F-AEGICEILCTOEEE., RIS, BEEE. MEEE. AEEHE. BELLEETI,



5. F&

FRICEAT DHRAGHARLSLEINTLSH ., ZEFOBERECERICKYFRNELS, BHOHED
BHTHD. BARIED IgA BIETIE 10 ERTEMOCBRENDELRABTFRLICTESHEE(L 15~20%.
20 FETH 40%BTHD. BEEEFICL=OoT7oXATUOO U RBEER) LPRIBRERTOMREDTE
WRIERIZKY., 1996 FLIE, FENHEBLTLDEDBELH S, F/DMETIERALVEEFEIE
B THD, PRHUEICOVTITBEERABIZERICE T HBEETENETEETH DL LTINS TE
WO T DOMDEERIBEO D THERBFOSME. BEHMEET. SEEER. BEEOEEHLEEN
FRHUELHERATHLIILENNMHEBLEZRETH D,
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HRET B,
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—UEEEORBRIILEMFHETHD,
—RRICRRBITRIETH DL, 10FET15~20%. 20 FORFEBETH 40 sDBELNKPBFRLITBITT 5.
BRENMETLGITIE. BR20OEHE(BILE. ERERE. BIRIILEE. AEMGE)AAHLND,

2 . [RIRERAE
FREZEDZEIZIT 3EULDRKREBHEEL, ED55 2 B EF—RROREMRRICMZA TRILED
BT,
A . FEFTR FGIEEMEREMmR G 1)
B . SRR RRMEIIFEFHRMIERDR
C . &% R WIRMMR T 2)

3 . MRBREMIE
A . FERR L
B . $EEMMR HRADEE, MiE IgAfE 315 mg/dL UL (BEMFZRAN-SHERERAEIZELD, )
F 3)
4 . FEEDW
BERICEDRKADEENHE— DA ETHD.
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B . #AHIKEFIIBRRIKERR  VFAMICAT X I LBEEZERET S A DEHIREE T
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(FF=1REIE1T D0 - 1121, MREFBRMERBDEANZIEITIENVETH S,
2  NELBLOBERBBATEZ RIODKRBRUEE X, FEEE, II—TRERGELF, BFEEIC
BREDLSEROBECREMRICE>THEANETD,
¥ 1DRILET, FRIUBk 5~6.HPF LI L
I O)RMLEREXRHIVEEMHILEREERICHRETIILNSL,
I DEEFDFHULIZEDONDS, HEOEEDLENIIIHADIGE, FHULOBETHFE 1A
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F HMOREITOT)ELELT, A MBI TH D,



UTOWThHEE-TIHEEERRET D,

A. CKD EfEENFBE—r YT HFDOH A DIHE

B. EHRO0. 5g/gCr L EDIEE

C. BARETH OBEFHEEE I HLILIV DI5E

CKD EffEHFEE—rT v

ZEHARES A1 A2 A3
REHEE
/B E¥ | BEEOR | SEEOR
FRER/Cr L
(g/9Cr)
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a1 2R 20 | R & | AL
ERERE s
G2 | g 60~89 % ] Lo
GFR X% BE~hZE Ces = — — =
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e o - |\®&F _ T
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68 ZHRMUERE

1. B=E
mElOEREICERANAERICELS, BRMEE. SR MEERE (Polycystic Kidney) NIELWVAFETH S
H. ZRF (cystic kidney) DAHELALLNA TV, EHRMUBRTICE. ER2EAKEHZIREERTE
(Autosomal Dominant Polycystic Kidney Disease, ADPKD)& & & 8 (K 4 14 2 F 14 2 A & (Autosomal
Recessive Polycystic Kidney Disease, ARPKD)&EDY8D S
AIEZRAE BELZYHRBLEFSRILEHHN . KARTELRIBHICEHNTETHY . HRETH
WICHANICTETHET SLDLHEDT. COZMIETEYITHY .. FhHohiadiayY22H %5,

2. FH
ADPKD MDiFEEZB|IZRITEEFIT=2HY (PKD1.,PKD2). KX EHELT Polycystin 1 (PC1)&E
Polycystin 2 (PC2)Za—KLTL %, ADPKD & D#$] 85%HPKD1 DEBIEZFLEEMNFRET. BYH 15%
TIEPKD2BIZFLEENEETH D, PKD1IEZPKD2LY —iRIZEEREKRMNELA . BILRZTHEA
ENKELY,

3. fER
%.VODJ?I( Ho-BEEKRELT, NERAM MR (31%) . BIFEER- & & E (30%) . RIRICS R EER
BENNEIMNS(11%) . HIEF K (9%) . EEIERE (8%) . KE(T%) . FHE(6%) . B8IFE (5%) . IBES
(5%) REEpRE i (4%) i B,

4. BEE

EMEZARTAILE. BHEETEREXZBRILBEENEOOBERRFEETIE S, BETOME
HY 130/85mmHg Kz BAZIZ. ALV L-FroR)LBAEEIFERAE T . ARB /& ACEI ZE—EIR
EL. BHINERTERITNIE a-, B-TREEFEMULAT S,
BNICES-EBEFEOEBEEERNT S ELLT. MABHRERTNTHOA. RIFEHEENELN
T3,

NITUYV U ZBAREEZEICE>THAEN cyclic-AMP BEZTIFAI&I2KY ., BEMBEXEIHIT
BIENEBRFHMETILTREIN, NI TLYIIV2ZRIADERENL AT L OEERRER A H FREFR
BETiThhtz, MLAT IV BEROBREEHEDETET S RELRLAEICIHT 5 LA R
SNTHEY., HEAETIE 2014 F 3 A LRIRBEALLGESTLVS,

5. %t
BREMNEKRTIEETEH. RRICBHENETLTNE. BRELLY . EMERENDLELL D, 60
MEFETIZH 50%DANBEARLICHS, FEEAHOOBRENES N (EED8%)ZLEL,. FEAT

H5,



O EHOHEITHELES

1. BEH
9 29,000 A (FAZEBEIZ&B)

2. FEROWE
FHGEGFOEENTEIATNDS)

3. MRMAEAE
REESL (RIARERITALY)

4. REDOEE
WHE(ETHETHY. 60 MEETIZH 50%D ANBELRLIZED)

5. MR
HY (BABRERRDODHELES)

6. EREENLE
HARMICKDEFEEREEZAL A CKD EEENEE—IT YT THES.B. BRFE 750ml LMD
BRBIEKEES%/ FULD S, WFhhE#FH LB E0RET S,

O fA#EHT
DETHBESCEYT HREMRLL
MRARKKRE AHERZFAEREZRMRRBEANZBERRBAT % wE F-
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EEREE>S
ADPKD MDA #E
#*  <ADPKDBWiENE> (EPHHHRETFERNREEAAA ERekBUESREEIIRSEN A K914 CB2R) 1)

1 FEAREY BRI TV 5188

1) BESEETHRCE 2 ELULEEINRTVSH0

2) CT, MRITIZ, AW E 4 5EU LERINTVSH0

2 FEAREV BRI TVRVIES

D 16MET T, CT, MRIF/ZIIEFFHTME TARICE <« EL LTV HERIh, UTOREN BN DI8S
2) 16U LT, CT, MRIFZIIEFHWTEE TRRICE «sEL LETDVER L, UTOREN BRI ZIES

BT ~EEL

ZREBHIEE R  multiple simple renal cyst

FABEIET > K~ X renal tubular acidosis

LRI W multicystic kidney (ZRASERFF MW multicystic dysplastic kidney)

ZEIER R multilocular cysts of the kidney

TAEEAOIEE L medullary cystic disease of the kidney (HFEER 71228 juvenile nephronophthisis)
SRR (RETERABIETE L)  acquired cystic disease of the kidney

WEEERLEZRIETIIR  autosomal recessive polyeystic kidney disease

O0Oo0oO0OO0OO0OO

ARPKD MDA #E

|  ARPKD DN
1(CNZ T 2 D—EEL L EEHBBEIC ARPKD LEHiTS.
1. EBRIRSTOREHI CHA USEE TR Y mENBE REGFT 8
2. a) MRICERRZBOREL, (T30 BLUEDBS
b) BEFFRR. £EPHEE, BRREEEICKDRBENDIFNEE
¢) ductal plate DR =R Y FFERHIEETE
d) FEEE9IC ARPKD &RREESNICBIBMOEE
o) DTG




UTOWThHEE-TIHEEERRET D,

A. CKD EfEENFBE—r YT HFDOH A DIHE

B. & 750ml LU EMN DB RIEE K EES%/EL L

CKD EffEHFEE—rT v
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69 EEHFEFILIE

1.

BE

B 55 B 1L E (the ossification of the ligamentum flavum; OLF) [&. &R #lENFIL T 2EETHY.
MIBERITEICZ LD, £ ERICKET L, ZHWICIXEMLUN VERE BEEHSHLIEMRI, CTH
FRATHS, ZHEREHILH B%THD, BHEMITRILE HANTMERRIFTELELSGH
FTHIENZNI LD, BHENFHFELO—EDKRBELEAON TS, LOLERTRIET HZED
Hdo

2. [RE

REETATHD. ERENFFELED—MIELIEAON TN, BILEBHAFORFME/LF
BT, BEEEORBIFICETILIAVREAS LA MEEELIC, FBEHFCFav Oq
FUBBAIENY 5,

HLAGBESAMERSh TEY EEHNEERLHHEEZON TV,

3. fEK

4.

REEERNTELENSSV, MIRERELTTROBRADPIDOEY, LUNFE-EE RO TRE
HIRY 5. MADLENEELH D BEA—FILELEDLRT EVSFRBITERT L H5H. BEEIC
BRHESHITRELEGY, REEFICREEEZRTIKEITLES,

AR

MRENEESN TERAHRLEGSISARORMRICES REFEAK ©OHE R ERRORRETS. &
AHERVMEEFEENTOVIEITICELH D BRDBEREEZHAGHOE TRBER DD, BRERK
DRVMERIEFWHETI. COBE. BILEZURLTHEDOEBZIS, MR TELENSHL
TWAISEFERERL TV AU EZRELTELONRIADERELLTVSNRET 5, EBLMIED
SYLLGWMES M ERICFN I A2L1H5,

OLF [S&-THMAEESN TERNENTETETH S ENS LD T, BMFEROFRELY
F5.

5. %t

RRICTRIERNBILT HIEN SN FERA K THLERPHF B LED —HIDHFEIEEZLNDD
TEHH. i, BEHOLBRSEEORENT T HLONS, BILENTFET HENHBAT AL, EEMEL
UNTFURBETOREADNRN BMEIHELERER. LGN N, BREF IR T IVLELDHS.
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2. FEFHOHHE
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HY BAOREREAEARBLODIESE)
6. EEENLE
BTOREEEARAESLOERENEEAVD,
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FEESHEEEICEYT SREDEIL
HMRARE BEREJKRNFEFHEMNMZELE HE FlU FE
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1. FEIEH
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OmiE-FHDOLUN, FEH, BEEE
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QERERES
@ EEOTEEFIR
CmEDRER ST EE
® A% DR R 5T

(2) M- EILFREFRR
—RICEEZRHIL,

(3)ERFTR
OF-L 06!
BIEER T, HARBITET 2 EMATO BB FETHBILEZCEK - BKICREIT LERHT

DEEBLEALND,

@ cT
ERENICRMIFTEEIERYFORELAALNS,

@ MRI
HERLRIZKIBEHREBLADND,

2. BERIEZH
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@ ACTH A E: BEEROQLFYY 15 -20 mg/BEHETRT D, BPIE. B2 SMERED AL
ABFIE 2- 3fEICIBET D,

@ TSH 73R 2: ACTH A L2LEHMITHEEIEL. ERAILFY U TR 5- 7 BZICHET
5., BELVEMNSHIEL., 2-4 BRI LICRAICIBE . RIEMPKRERFRILEAEA FT4 ELEHFE
fB.FT3 EEHFELLIEZMHIFELT D,

® GH 7ibA2: /NRICHLTITREANS GH F5Z2MABL. RREROEEILEBIZELT S, KA
[TXLTIE, FSE GH RIETHAHZ L% GHRP2 SHER THER D £ | LLEFIDEM S GH D B 2 E5T% M
spL. Mo IGF-1 {EZ B RELTHIBFEZRET S,

@ LHFSH A2 BHTHEBEMBEOHFIEZEMLLTI I UMETANRTAY TREID IS
KBMFE (2-4 BIT1EZE. XU TITEABRDOEEICKYTOTS A7 V&I RILLRML—LEE)
IR VE- TS A= VEIHR (A IR UER) E 1755, — A B RHESEEMET S
BHTIE hCG-hMG(FSH)EEZ . ERAZEZBEMET SR M TITHIMNEREELE(E 1 EEARTEK
HOITIUEE. F 2 EE A TIE hCG-hMG(FSH)BR %45 LHRH X% 53%) 217755,

® JOSUFURMAE: WREXLBETHONLEL,

ST (C X B AR

IR L-ERREBDBERETITLT, HAVTAERRICHHRIVEVBRICKDERIZFLEEITIE.

LI DBEETI,

@ ADH 7 3hTTHESE (SIADH) : /KR, EFTE ADH EAREBIZ DL TIX, 74X (ADH-V2 SRk
EME)DOFERA,

@ TSH MbTTHEE: YNMREFUTFHOJ HEIDOFER,

@ PRL HBTTHERE: R/SSUEBIZE (ORI, TOEI)TFUEEETIVEIR) OFER,

@ ACTH 7 TTHAE: ATAMRERBEREAZTEANOY)DER,

@ LH.FSH 7 TTH#AE: LH-RH FEARDOER, F-7oFa7 U ERESLTFRAE D 573G 4E
BZET5:=0FEASNS,

@ GH D MBTTHERE: YYRRIFUFER (AU AFE, SULAFR) . GHZBERERE(RITEYT
UR)RRIRSVEBETREIVTFU ARNLITI)EERT 5,

5. %t
FILELHFTEE GIBRERATOAR, BRIBHRILEY) ABEYIZTHhhTWAIEE., FRIZ—BEE
BLIZEAEEN TN CENEEDEZMRAEIZKYEZRINTINS, — A, GH #REELSUICHERIL
EUBREEENFRICEREFITVDRICEALTE. RE—EDRBFEIZIA TGN, REATIEK. 25



D QOL HEMRZHFLT—EDEZBIITHOATLEDNRIRTH S,

SMTTEREICOVWTIE, RRRENH A HEE L ETNIZFRAELGSNSD, Ff-. ACTH M ITHEE TIE.
MApILF)—IVIREMNI0~50 yg/d ZBATRKEARMCE, BREEZEHLOIFRTIRTH
®o

O BE#HIFEICHELEHE

1. BER (TR 24 FEERSBETREEHR)

17,069 A
2. FEFHOHHE

EN:
3. HRMLAE A

REE
4. REBDEE

WE
5. BME%E

HY (BB EEREAEARBLODIESE)
6. EEENLE

HRUDEEESEEANT, B, hEE, BEE 3 BEICHBIN TV IS SICRHPEELU LS,
BE. BEE 2 BREICHBIN TV EICREEETRET S,

O fA#EHT
MM T A REIE S (CRE I SaAE BRI
MEKKRE BAHERFAEZEREZRARRBERE -RNIBARE R K 1498

O HREH



<TWREAE>
73 TEHMEADHS BREE
A, INTTLVUSMETRE (FPARMERR BRAE)
TERRUBAEEZRIRET S,
1. FEIEH
(1) EiEfR
OR=}:!
@ &
@ %R

(2) BREMR

@ REIE1 A 3,000ml KL,

@ RiZFEE(L 300mOsm/kg LT,

@ KHIBRAERICH VD THRIZEEL 300mOsm/kg EREZAELY,

@ mFNJTLOURE MFFR) D LREELRLUTHEMMIETS 5,
5% = ik B 1R K &7 (0.05ml/kg/min T 120 53l s 5) B I, B TR LEMEENYTLOY
NENEFN. i)144mEq/L T1.5pg/ml L. i )146mEq/L T 2.5pg/ml LLTF. iii)
148mEq/L T4pg/ml LLF. iv) 150mEq/L LLET 6pg/ml LT THS,

® NI ERRRTREFEDL. REEEIL 300mOsm/kg LLEIZERT S,

(3) A 2K
ZREXT PIRMERBELUNDEBELTROEDERNT 5,
@ EhIILoH LldE: MFEDILD I LRED 11.0mg/dl ZEES,
Q@ DEMZHE: B RBIEKEERREKFIRRBRTREDORFDLRZTEED LRSIV ME/NY
TLOVREDLERERDHS,
@ BMMREAE : N\JTLIVARRBRTREORADLRZTEED LREROLL, EEKETOM
FIN TV VBEDEEEL 1.0pg/m LLEELSTILNS,

2. BEEE
() IFEFFIY LREFEREZD ERIZEDL,
(2) T1 SREA MRl BHRICEITHATEARRERBEDET  EL. SMETIERBATHET TS50 H5,

3. DA%
SESEBGIREREE: 1 (1) 0OISQTRTOERZF L. h 21 2) DO LB®FT RTHOERFHET-

ERCI2N
HORPIRMEREBLE: 1 (1) DOMLRTRTOEBZHL. 21 (20D, @. ®FiE=L, 1(2)D

@imsivo 1 HEZERTIO,



B. /\JTL I 5B EIE (SIADH)
HEEFZERNRET D,
1. FEIEH
(1) EfEIK
Bk DT RZFRDHIELN,
(2) BEmRR
@ {EF R LdfE: 0FFR) 7 LREL 135mEq/L 2 TES,
@ MIFINI T AE: MFEF R LA 135mEq/L KRG T, MIFNV TS MENAERELULTH
%,
@ K2 BEE MfE : M3F2EF % 280mOsm/kg 2 FE S,
@ BIER:FRZEEIL 300mOsm/kg % EES,
® Fh)7 LFIROFS: RepFb) o LREL 20mEaq/L L ETHD,
® BHEEEE MBFEI/LT7FUlE 1.2meg/dl LT THS,
@D BIBREHETES: RREEROMEILFI—ILIL6ueg/d UETHD,

2. 5ELIE
(1) MIBL =2 5E M Sng/ml/h LT THAHZEMNZ LY,
(2) M;ERERME( Smg/dl LT THAHIEMNSLY,
(VKA ERMEFIRT DEBKMNEITT DI ELGRF )Y LAMIEIRET .

3. ERIZHK
() #REN B EDBREEF Ry LME DA E., FREZEDOEKETER, R70—HERE
(2)FR)H LRHEAZERIEF ) D LMEE : BEFR) D LEL, THF. Bt
(3) E2FTi% ADH 5 iES

4. ME%E
HEERF: (1) ZEFHL. M2 DIDTRTHDIERZFH -TED,



<EEEE>
UTFICSRTIEEDSLRVEEENDSVEBEZEBDEEELL. PHEEULEEZRRET S,
WNITUO VR METAE (AR ARSE)
BjE: FRE 3000~6000mL/H
FRiZEE 251mOsm/L UL E
Mm% ADH JRE 1.0pg/mL LA E (5%ERBIE/KEFREREDRAXRIGE)
;% Na ;2 146mEq/L LAF
KIS -#IREzIE 2L
h&dE: FRE 6000~9000mL/H
FRiZ2BEE 151~250mOsm/L
Mm#% ADH B 05~0.9pg/mL LI E
;& Na jZE 147~152mEq/L
R -HIEEC 1R BEDEIR
B|fE:  FRE 9000mL/A UL
FRiZEE 150mOsm/L LT
m#Z ADH B 0.4pg/mL LLF
m;& Na 153mEq/L Bl E
RS- IRRZ1E SEDEIR (BUKA+2ITHELMES)

INTTLS 5B EIE (SIADH)
BEAE: M5 Na=E 125~134mEq/L
BHEEE 4L
frPafEs AL
£HIRE EEGL~BER. BMET
HREEE : INSE Na JREE 115~124mEq/L
EHMEE JCSI1-1~JCSI-3
FRAES MUERER D ChIEY ~ ARl st
LERE BERE~ED
EfE: ME Na/RE 114mEq/L LT
EHMEE JcST ~JCcSIm
HAESE £5EE
£HRE BEORSR. ERE.IBMHLL



74 TEAETSHS WBITHEE
<BEREE>
FEEH. FLVBIERRET S,
1. T EIEH
(1) EEEME
@ RRREPHERK (BF. 8k, FFEM, RERD)ERDHD,
@ VFAMERRIREREZRDH S,
@ TERKEZDEKXICKDER (ERE. REES)ERH5,
(2)BREMR
@ mARRRRILEVASEICEMDDHST . I TSH [FAVV-REXFYMIBT5BEEZEDE
BRI REBLLLCERE- SEETRT
@ E&ZH (MRl £1=1E CT) TTERERZRD5,
@ HHL-TEARESHEBOREMRBFHRRICKY TSH BALLIE TSH £EMHERDS,

2. 5EHIA
(1) a¥Ta=yk/TSH EILLE>10 GE1)
(2) TRHEERICKYIAF TSH [FE-ERIEZEZ RS (TEED TSH [LRHED 2 ELLTELGD) HINZLN,
(3) D TEAERILELDDBEEZEN. TNTNDOBRIRILEVICEDERE RS CENHD,
CE1)FARREZOIIED IR (TFRFREVREDTH)

3. ERIZHK
TEARESZZODEVEITERIBRILVEVRINEEDENEZVDELT S,

4. TR
EEF: 1DI1EBULEFEL. M2 (2) DMhEQRITRTHIEEZH-TED,
UV (1HD1ERUEERE-L. A2 2)DD. QF#E-10,



<EEESE>
UTFICRTEEDSORVEEEDEBWVEBZEEDEEELL. EEEZXNRET D,
BRE:  MGELEEE T4 BE 1.5~30ng/dL

;& TSHIRE 504 U/mL LR

ERFATR T EAM/DNREE

BAE:  MiEWEEE T4 ERE 3.1ng/dL UL E
m;& TSHEE 51uU/mL UL
EfEFTR TERKIRE



75 TEHM PRL 9B TTESE

HEfZERIRET D,
1. FEIEH
(1) EEfR
@ it ARFIE-EARE, T, 2t 7. 5BE. R HARHES
@ B -MAET.IZE. R RNAHFEE. ZHEEE. Eit5nib
(2) BEMR

e PRL EEED LF B0, ZREFFICIRMOLERFRIEETAELT,
WIFhi 20ng/ml LLEEERT S,

2. ERIZH
EMRAICEETOSOF B E . REEPRIFEEERETIE. ZRMETRS0FUELES. BHE
2., MEKkE

FEEF: (1HD1EBEFEL. A D(2)EH/mETE0,



<EEESE>
UTISRYEEDLRIVEEREDESVEREZARBENEEREEL. PFELULENRET D,

BE: MF PRLEE 20~50ng/mL
ERERPTR FHRAIGZARE
ERFTRM MNTEAERRE BA2ORRIZKLSE PRL MAE*

EESE: M7F PRLEE 51~200ng/mL
BRERFTR EAR-ZFitRH. HHEEIET
EEgFrRMt THEAKRE BcORREIZLSE PRL ME*

EfF: MF PRLEE 201ng/mL LI L
SRATR |MARKR-ZLTRE. MHEEERT. A TEAKEEET
B Rt TERKIRE(ECEXIRE)

% PRL IEQREEL CRARA. AR THEE, PRIREEET . BEET24EBL 0NN EEN
Bt RANBEETIE.



76 TE{AE ACTH 2 bTTEE

RG], (XIFHEEFETRET D,

1. FEIEH

(1) EIER
ORI
(7) i A #REEIR
() Pl AR E 1= (S K FHRBERRILE
(V) REDHBRMEFREERERE (M 1om LLLE)
(DEEBOVELFIVUE TR
()R EMEIC LD NET
(M IMNRIZE T AR BmEE-HEEE
QIEFHFEMEIR

(7)&mE
(1) AREERE
() EEE (IZFW)
(T)%%
() iZhE
(h) THHERERE
(%) BHERAE
(V) BFRILE
(T FEHEER

FRODEEMERSSVQOEFERMERD DAL, FNEL—DLULERD,

(2) RER
@ ffish ACTH &LV —IL(RRAIE) NSIE~EREEZTRY
@ RAPEHILTFI—ILHEE~EEEZRT .
EEDSE, DIFRETHD,

LEOD. QFiE-$HE . ACTH D BN WEEHATHEMT, (R)DRYI—ZUTREZEITI.

B)RV—=UTRE
O —BRALETFY AV UMFIRKER 5T FERICDE (05mg) OTFHARYUERNIRLI-E
(8—10 BF) DMMHIJLFJ—ILEMN 5 ug/ L EERT,
@ MALFI—IILEREE:EHB TSV TERERFOMPIILFY —ILEN 5 g/ deLLLE
R
(@ DDAVP :#Ef: DDAVP(4ug) #Etkmth ACTH fEAAIMED 1.5 ELLLETRT,
@ BEHBHIZBVWTRERERDILFI—ILEN, ZTOMHERIZHITHFEHED 15 ZLULEETRT,



DIFRET, EBIZQ~DDWThhE#E-T5HE . ACTHIRTFHE IV VT IEIRZE X . Bt
ACTH JEfRZF £ DRI % B MICHEEZHREZEITO.

(4)HEEZWRE

D CRHEXER:EN CRH (100ug)ET % DIt ACTH TEEARIED 1.5 £ EIZEMT S,

Q —BRETFHARJUIMGIRER AT REICKE (8mg) DTXH AR U ZRNRLI-EEH
(8—10 B¥) QML FYV—ILEINFHEDF 75 LU TIZHIHE SN D,

@ EREE: MRl REICKY TEAREZDOFEZIHAT S,

@ GEIRMBEIGR MY > TS GEMRERIRRE - I T H#ARIKE) . AREICSLTHIF ACTH &
DR -RMEL (C/P ) A2 LLE(CRH F#i&(E 3 LIE) GBIyl TR, 2 Rilm(CRH #|
BigIE 3 XE)GOEMME ACTH EAEEBDRIREENELY,

2. FMEsE
HEEH: (1), (2. R)BLUV@ DD @ @ @%Fimi=d
(FIFFEEB: (1), (2). QBLUVWDD @ @FiE=T
LA (1), (2). Q) ER=T



<EEESE>
UTFICRIEEDILRLEEENDEVEBZEENEEELL, PEFEULEERRET S,
B MFILFY—ILEE 10ug/dL LIF

FRAEBEDILFY —ILEEE 1001 e/BLELT
PEE: MEFEILFY—ILEE 101~20pu g/dL

FRe|EREDILTFY — )L E 101~300 1 g/H
BE: MBFILFY—ILEE 201 pg/dL AT

FRAEEEDILFY —ILEEE 301 ng/BLLE



77 FTEAMTFRrOE DD BTTERE
FIREREHERELTEARIFRNOELEZRRET S,

APIRMEREHRERE PMREMEFEREICESTS2MEXELZER (CCTIEAR)

B TFEHRIFFrOEVELES

BEFERRET S,

1. XEIEH

(1) EEfR

DINR R ILED 93 TR
QR ANBM: ZHLEE
QFARHARI DA K @ A
@FDMICIEZ ISP IRHREIRERD S

(2) BEMR
DIEBIZE>TEEEINSTFRFAEY (LH, FSH, hCG) ZE7=(F GnRH(LHRH)IZ&>TA LI FKk
AE> @R ERH 5, FSH EEEBZEN B,
QERZH THRETHOTEAKICERHEREEZRD D,
QfEMRBILFMIZTFFrOEVEAERD 5,

2. BHREAE
FEERF: (1) ESTIZ(2)Fm=9,

3. #AIEZH
R MRBEEE TICEOKREEITFROED 2B E], ERILED 7 IMET OEMRICINZA T, IFKRE
AEVEDBELZTRT
TROENERTHSH. thDEEKREREHHE TEHT 5,
1) FERBEEEETE FSH >20mIU/mL
2) DPEMEEEIETE FSH >20mIU/mL



<EEESE>
BEREENRET D,
BEAE - FEC LY,
B ROWVWThADERT,
PRER TERIES (AR IE O R IEE - ILBERE) (CL 5 hCG Ff=(L GnRH E4A
TEABERETESZHETIIFFAOE EE TEKRE



78 FTEAMEREFRILELDBEELE
HEHERNRET D,
1. ¥E1BH

(1) EEERCE)
D FROBREDEKX
@ ELimEXEHKER(BESHOME, & -OFOEX, THOREHAGLE)
Q@ EXE

(2)BREmMR
D BERILEY (GH) DD IBE,
i GH fEN TRV 75¢ #O/ESTEEHEFETIHINGL, CE2)
@ I IGF-1 ( YIbADY C) DEIE (Fs-1EREREED 2SD LIE), (X 3)
@ CT #F7=I& MRl TTEAREOFREZRDHS. (X 4)

2. &3

BIERS LUBREMR

(1) HT@EZ

(2) EE#A

(3) MREFEE

(4) ZHEICBITHARER
(5)  REEAR By SR IE IR IE 1% 2%
(6) TMHHERERE

(7) BmE

(8) K&EFE

(9) BEEEHRIUFEOHMXBROEE (GX5)

3. A
BEEH: 1) OMCD1EBUEERB-L. M D12) DR TATHEBFHE-TED,
AIREMZEE TR OEART GH AEFEEICIFENT-Y ., BBRERNEMLIBAETEH, IGF-1 NEiE
T.1(2)@Fmf=F1m,

GE 1) RHRANLAH OB EF TIXERNEE THWNMGENRH D,

GE2)EEEEIEMmA GHEME 1 ng/ml (VaAVEFUb GH #EERET S GHRAITER) KRG THS. HERR.
&R, BKE. FETIRMF GHENEEHETIHINGZWZEAH S, Ff-. RETEMEP GH
{EAY TRH 4> LH-RH RIBTEMEGEMELSR) 5L, TOEVVTFURBEDRNIUEBET
M GH EAEMLGNCENH D, SolZ, BHRENEEDZSIERILI-RP GH REMNEE
[BICEARSIETHS,

CEJNREEZEDER-HANREBESRT 5, XERE. FHEER. BRE. PRBEEEETE. IV FO—ILF
BOMRBELZENEHT HEMP IGF-1 NEEEZRSHENIENHD,



IGF- 1 OEEBELLTIANRDEHESEDIL,

CE ) BASHETEARIRERMTRZZBOLVELDL, Z<HFIC GHRH EABREDSEENH D,

CE5) BEEREM X RTMHLIBROILARESLUVHIE, BIREOILKEES ., SHRBEEREDOREN, TEAD
FRAKRETRHEDREHGE . F X BETFEREBDETYAVREBARER . EXRTREESNERERERE
heel pad DEKXK=22mm LI LZEDHS,



BERAMPIGF-IREEEGH (ME— 1% vh) FRIMES AR

B - EdEd

-28D | -1sD | thfE [ +1SD | +25D " | -2sD T -1SD [hRfE | +1SD | +25D
142 1 1095 254 320 | 391 18 182 222 271 333 410
139 191 249 313 383 19 178 217 265 325 | 401
136 187 243 | 306 375 20 173 211 259 318 | 391
133 182 238 300 368 2 168 206 253 310 382
130 178 233 293 i 360 22 163 201 246 303 373
127 | 174 208 287 i 352 23 159 195 240 296 363
124 | 170 222 280 344 24 154 190 234 288 354
121 | 168 217 274 336 25 150 185 229 281 345
119 | 163 212 268 329 26 146 180 223 274 336
116 159 208 262 322 27 141 176 217 | 267 323
114 155 203 256 315 28 137 171 212 261 320
111 152 199 251 309 29 133 166 206 254 312
109 149 195 248 303 30 129 162 201 248 304
107 148 191 241 297 31 126 158 196 242 | 297
105 143 187 237 292 32 122 154 192 237 290
103 | 141 184 233 | 287 33 119 150 187 231 283
102 | 138 181 229 | 283 34 115 146 183 226 277
100 136 178 226 | 279 35 112 142 178 221 271
99 134 175 222 1 275 36 109 : 139 174 216 @ 265
97 | 132 173 219 | 272 37 106 | 135 170 211 | 260
96 ! 131 171 217 i 269 as 103 | 132 166 207 | 254
95 | 129 168 214 | 266 39 | 100 129 163 203 250
94 | 127 166 212 | 263 40 98 126 159 199 | 245
94 | 126 165 209 | 261 4 95 | 123 156 195 | 240
93 | 125 163 207 i 259 42 93 i 120 153 191 | 236
92 | 124 161 206 | 257 43 80 : 117 150 188 | 233
g2 | 123 160 204 | 255 44 B8 | 115 147 185 | 229
91 | 122 159 202 253 45 87 | 113 145 182 226
90 | 121 157 201 251 46 85 111 142 180 224
90 120 156 199 250 47 B3 109 140 177 221
89 118 154 197 | 248 48 B2 108 138 176 219
88 117 153 196 + 246 | | 49 81 { 106 137 174 + 218
87 116 152 194 245 50 80 105 135 172 216
87 115 151 193 243 51 79 104 134 171 215
86 | 114 149 192 242 52 78 102 133 169 213
85 114 148 190 240 53 77 101 131 168 212
84 113 147 189 239 54 76 100 130 167 211
84 112 146 188 238 55 75 99 129 165 210
83 | 111 145 187 | 237 56 74 98 128 164 208
82 | 110 144 186 | 236 57 73 97 126 162 | 207
81 1 109 143 185 | 235 58 72 95 125 161 | 205
80 | 108 142 184 233 59 71 94 123 159 203
79 1 107 141 182 232 &0 70 93 121 157 201
77 | 105 140 181 230 61 69 g1 | 120 155 198
76 104 138 180 228 62 68 a0 | 118 153 196
75 103 137 178 226 63 66 | 88 116 151 194
73 101 135 176 | 224 64 65 | 87 114 149 ¢ 191
72 100 134 174 | 221 65 64 | 85 | 112 146 | 188
70 98 132 172 | 219 66 62 | B84 110 144 | 186
68 ! 96 130 170 | 216 67 61 | 82 109 142 | 183
66 | 85 128 168 | 213 68 60 | B0 107 139 | 180
65 | 93 126 165 | 209 68| | 59 | 79 105 137 | 177
63 91 124 162 | 208 70 57 | 77 103 135 175
61 ! 89 122 160 ! 202 71 56 | 76 101 133 1 172
58 | 87 119 157 | 198 72 56 1 75 100 131 170
56 | 84 117 153 | 194 73 54 | 73 98 129 | 167
54 82 114 150 190 74 53 72 96 127 165
52 80 112 147 | 185 75 52 71 95 125 163
50 78 109 144 | 181 76 50 69 93 123 160
48 | 75 106 140 177 77|11 49 | 68 92 121 i 158
46 | 73 104 137 | 172 78 48 | 67 90 119 i 155
43 71 101 133 | 167 79

41 | 89 98 130 | 163 80

39 | 68 95 126 158 81

37 : 8B4 93 123 154 82

35 i B2 90 119 149 83




<EEESE>
UTISRYEEDLRIVEEREDESVEREZARBENEEREEL. PFELULENRET D,

BRE: ME GHEE 1ng/mLLTF
;& IGF-1 BE SD Xa7 +25LUTF
BHHEDESTIEAL

hESE: M;F GHRE 1.1~25ng/mL
;& IGF-1 jRE SD X7 +251 LI E
ERERAEENME (BEfE. RTEZ. REEE. HFiHENI>5. 2 DU LDBKER) ZEH D

FfE: MFGHRE 2.6ng/mL L E
;& IGF-1 B SD Xa7 +2.51 LIt
RERMEIFMS LUV EHEDETERDD



79 TEAFATEMEETE
UT D ADSEISRTRRILVEV D BETEOVT IO OBEEELE - THEGIEHRET S,

A. JFFrAED 5 METSE

1. ¥EIEH
(1) EfER
D ZRUEBORINBF 15 BUL. TF 13 RULFHIFZREMOEITEL
Q@ AREREAR. BUINEALE. MEARLL)
Q MHIET. PEEE. T
@ EE-REOK%. HREMR. LEEMRE
® /NEE. EERBE. RETH. BRI (Kallmann IEIEE) 252 E0H 5,

(2) REFR

@ MmpITFRrAEY (LH, FSH) I(EEETIEALY,

@ TJFRFAE Y5 iR E(LH-RH test, clomiphene, estrogen &5 %)(® LTI FRrOEY
(FAELGVOLERIG. BL., RERTEMET FROED SMETEDNISE L. GnRH(LHRH ) D 1[EIE
IR EGIR S TEERISZRY CENH D,

@ me, W¢"|'5E7\7_'El*f|3(estrogen, progesterone, testosterone HE) DIRE

@ IFFrEECARITHLTHRIVES D BIEMRIGLH S,

2. BROVIRE
JFRrOEV AR FTSE AR SO ERS - Rt BB RIREZR

HEEG: NDIEBULE(2)DEEBZEEY,

B. BIBREH#AILEL (ACTH) 9 iME T 5iE

1. ¥EIEH

(1) EEME
D £5HBERK
Q@ ZEFMH
@ B&HFIR
@ BHUHK (EMAESES M) ) LMEICEKD)
® {EmE

(2) REFR
® meaLFI—ILDIEE
@ ReEEHIILF—ILHEHEDET



@ M ACTH [ZEMETIEAL,

@ ACTH 53 RIEFHER(CRH | A2 AUV RFEE) [ZRLT, ¥ ACTH BLUVLFV—ILIFIER
BIEWLEBRIEERT .

® FFEACTH@O—rAL V) BRI LTHFINLFY —ILIFEREZETT . {EL, ACTH-Z(2—tO
U 2)EHGARITRHLTITEMREAH S,

2. BRORE
ACTH 5 ZE TSR EHIZREEKRL,

HEEG: (NVD1RBULEEQ)DD~QZFHL. @HHINIDELUVOEHE=T .

C. FRIRRIEHAILEL (TSH) MK FIiE

1. FEIEH
(1) EfER
@ MEEDET
@ FEH
Q KIERIIE
@ AR
® BiE
® HBEEE

(2) BREFR
@ me TSH IEEBETIEELY,
@ TSH 73 ipRIBEER(TRH BRAE) ITXLT, M TSH IIFMER SV LUER S BELRK T
DIFEIEL. TRH D 1@ F-ITEHFFZ G TERRIGERT CENH D,
@ M EKIRARILEY (freeT4, freeT3 11E) DIEIE,

2. BRYVRRE
TSH 2 ibE R TS B2 EFIBREERL

2. BHREAE
FEEF: 1HD1IERLUEE(2)D 31IBBZiE=T,

D. fkRRILEY (GH) A2 fE

D-1. /MR (GH DA £ M ES RAE)




CRNROBIENRIBEE BEROLEITET D)

1. ¥EIEH

(1) EfEMZE
D BEEENHZZLE, BEBEIX. BEDODOUHWIIENTWT, BRIFEZEFGRD -20SD L
T.HIVEERNEEHFETHO>TH. BREREN 2 FLLEICHT->TEEE[BED -1.55D LU

TTHAZE,)
Q@ HHRTESRERBDENMEETHo>TH, RRFILEVD BT ENRREE Z SN DIEE
HIEMAELNHLEE
@ BEENHBEMERBOMO TERRILELDBFIENHELE,
(2) BEMR

BERIVEGH D BRIBEHRERELT. ARV AR 7ILF=VER. L-DOPA &fif. /0=
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MENFET DEHFINHD. COGEEICIEMEARMEMSLEEDEHLIZEHLTRL, TORIZE,
DMEAT—TIVEREMR. BE X R, & CT 4L DERATR. FREEEREMALE DBREMRZ R M
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I E: BREEICHIROML S M i £E
LBEDSHRES TIEIFRREORERS . MECRmaEaELLEL,
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FEROCLIIRETHS, HEGITIEMER CT BRICEWVWT,. TUYASRKEZEE. NERHREDOIREGEMN
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(a) MEBIARED LT (REFFFMEBIIRTHET 25mmHg KL, Bl E4E$H1 T 3 Wood Unit, 240dyne-
secrcm® Ll k)
(b) FHEIAREAIE (ZDBEE) (FIEE (15mmHg LLF)
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[CHCHH Mt e - BRARE . EFTERIRE. FIRETTEEMSBE. BoK. HiffEm. f2E. &, fF
WeEREE . TRUZIE. TREIRE. MEREO LITHR THIRBRGE DEREZTY LB EOFEE
ZLEHN. AURAEOKELECYES.

REDHESMNTREN—RE/NYR - 2T VERBERRDASNEZRIENYR - FTVERBEENH D,
ZRENYR-FTVEERRORRELTHE. BBMEHES. SoMmttDRBRENH D,



<EEESE>
FIRILITEEEDZMEBBDAARSA2 (2013 F) [THIT B/ VR -7 VERBEEEHFE
EEENELULEZRRETSD

FEE 1 BIFTRLEA, FREROHHEL,

FEE L FRERDHILODERMEELLL,

RS HRE RIS T T T T TTTTTmmmsmssss-
BEEN: SEEBOHESN. ARLEOIOEREET S,

EEEV: FA2G0LILHLLEHMZERD . RHAREET S,

(fF52)

1. BE- B - ETitFiRE
(+) BAREERDH DN, HEMETIEEL,

(++) : BHEMMERIREZEOH LD, EMOBREFALZNED, ZHOMERE - B#IRELXI R E - BFIREN
REEFT RS ELE (A AMIRESTEREFS) PIIREFTEAE Y TR UVRE (5 3 b, 2013 ) JITED
ERLUEDLD. FEFEFICEAFREEFMRZRZDDHLD, RFMMERIREOSZELINICEL
%,

(+++) : ZHMMERFIREZRD . HOOBREZE T L0, EFFERIRBOBZSLNIZELD,

2. MARETTHERR
(+) FIARETTELE Y BRE . EK, HmEm ., BEE. BMD55— DL LLIEEREDEMN, BEREBELL
A A
(++) : LEERFTRDS35 . ABREDLELT53DE— DL LUIEHRDS

3. BKFEHIR
(+)  BEIERBICKDEFERFEHFIRIEHEIMNSITOEDORYDILIETE, BhD 505 EIFERELTL

%,

(++)  BEKSEBICKDEFERFHFIRO-ONMBIZMLEELL, HHOD 50%LL EFRRL TS,

4. HeEdm

(+) BEEFBMHLLITARENMEDHEILEENZRD S,

5 FFr&

(+) FFRE0OBIEIL. FEREYILEE 3me/dl LI L THIESEE (BARFEFRSEESEE. F 12

KW ORODL 1981 TEULEEFERET D,

6. EFERIRESE. FIREEOFTRIE - BRIREBUN DB, TLLTL- THEREFRERICAELCLHFH
IRBZLD, T LIBE -+ 15k Eh5-BiG- &k BERHIRE. ROFLEETHL.

7. PAARTTHESE 14 B FAdE (. AR eIZ(E, IRE - #EIE T B O ME DR - ZFEN AR THY . FIRETTE
fiE T4 BAE & FIARE TTERE MR REIC 7 B TE D, PIRE TTERE 4 BAE T, PIREFTEICHESBAR L Z
DNELI-BHIEDES A V8D FEMEL. R -BUKFER. #iEHMZE 29 5, PIARE TTERE HEMRE TIE.
FIRETFTE IS G BRI CRIRBERELHENE S REEZET 5,
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+

FIARETTHEERT R -+ |+ | ++ ++
+

SR EBHIR - = |+ |++ +4

JHiEE M — = | = | = +

2 — = | = | = +

MR, SEROBEN FROEEESFHLE T —EU RIZEY LARWETH LD, BHERERLZkGET 5 =
EMRBERFIZONTIL, ERERONSRLET B,



93 $FFMFARE TTELE

1. =
FEFRMEFIRESTERE S L. FRREFIREOFAE., JEBICEYPIRETEEICESEEHETLD BE.

FEEICELSIEEGL FREEOBMICEILESLN, BEEEICKLSHMMERE - BF#IRE. it
FAARE . PIREFTEEME B RRE . REK. FPMERNAE . Hn{Em) . fRAE. B, FFEafES . PFIIRMAE A E D
EEZTY . EAEFBHEHEREMARMITRESERAEFARBICLS2EBEFREDKERTIE., M=IC
HLEHHICOOZIMERMA AN, £ BEFETIE. BRREIYBAXREDBZEIZOOEHKER
DHbd, BREIFH 1:3. REDE—V(F 40~50 F T, FHERIL 494 % (BHE41.7 & K519 %)
Thbd,

2. [fRAE
FEDREIEFEAT, FAKRHEMIRMIZES. BRER. ECRERBRGEN DD RIEEFXVAILR
EDREICONTIE, REDHMERFADIER. BEMNTH D, — 7 MEL. PFELMEICEHEL. IF
FHRETHOCRERBLEULEFEIROON., BEREREZESHIIEELS VL ENLEDIR
HELTHOSREEENZAON TS, BRMEMIREFTEREICS L TIE T Hizn B CRH MBI HE
AHHEEZLNTIND,

3. fEK
FIREN LRI 5L, BENAKREAGY ., BN -FLI LA HD, oI, FIIRED L FIZKYPIARI D
—EARFEICEA LT [THD A MICEKITEHELSIITHES, COKIICLTTELHLLMAD FREZERZ A
BlMATRREHRFT B, CORBIMITERDI-HICHEDOEBRNRIEL. BEVCBICHIRENELS. BE
DREEDEBBEETTEL WV IRECY . BlNEE 2T &5(1275, I/MREETL, HinL7-fFCi%&
PIEFEYITLAE S, o BIEOEN LR T5L., BIROMENZTDEICTHRENAAGY R - H M
L.t - FTloFEOEKRINHIRT S,

4. Ak
F M PIARE ST (S 69 DARA AR LT, PIIRETTEAE IS BB B FRARIE I & AT 4 %Ak
. PERASRETTEE (TSN MER R AME 23 L TOHE B EE 1T
1. BEERMIREICHLTIE

1. BEMIRERERICKIIHMPOES TIE—RRMEI 3y IR R, A RATAHPCHNIZHREN
BEETV, LMRELISS ERAFHELEET S,

2. —FLEOMNBONTERTIEKRERER. NRENEBRORE. F(EFHFHETI,

3. RHEMOERFITIE. BEARBETRESEICLTARRIERE., FEFPHFHEEET 5,

4. BWMFMEELLTI. THREEZHMIL. BFEH. THRE- B LEOMITENRZMZ-IEZE
Filf). FETBIRBO v O FEMIEEERT 5. NABHABRLOGAFMEELLTIE, TIF



MBIV TEEE - § L0 MTER T (Hassab F1i7) 12EET 5.
IM. REfE - AR AE TTESE (XL T
ERRICEHTHER (BFE. ER)MNELLCEE BIUEENREEEZONSEEDMEKFED TH
MmiERGZEDEGHELHY . RERABRHMNHLUVEH TILER D FIBRBIARE 12 iT (partial splenic
embolization: PSE)EUL\LEEHE T =& E T 5.

5. %%
BHERMEMIRETEESEDFTRIRFTHY., #iRELEMA FO—)LEN S5 ILFFED FEE LT
REIZEKBRTEIKIFEAELGTL. SERV 10 ERBEFTEIL 80~90%LRIFTHD, £f-. REIERZEHIT
DHFEBEDOERITVLE FFEEESLBRETHD,

O EHOHEICHELEIE
1. BER(HRMEIZLS)
#9900 A
2. FEFHOHHE
TH(EEREREDEENREIND)
3. HRMLAE A
SRHEST (FIBRIETTE . BEMSRE T S DERFEREE1TD)
4. REBDEE
PHEFEIREOIVFO—ILARE)
5. BME%E
HY (FPRMITREEED S EABRDHIRT/2 (2013 4))
6. EEENLE
IR M1TREEDBEEABDH AR5 (2013 ) 1251255 MPINRE LA SR E HBEAL
TEEENEULERRET S,

O fAEHT
M#atREFRRMESEE FIRMITERZEICEI SAETARIE |
HRARE RREHNKFARNFENEE HR ZR L£H#

O fREH



ANEIFEERBFELTRH#IN ., FRBICIYREBARGDIIENS UTICEYREMIZZET 5, FEE
U LAT RO R EEBFFRRICEMA TSR TSI E,

1. —fiRIREMR

1) MFRE : — DU LD MRS DBDETRY  FICI/NMROBDITEETH D,

2) AP EERE BEERREICLEFIIEN S,

3)NRFERE  LIXLIE LAVHIE EDHIREZ D 5. FIIRETTEE S BBEC+ =150, BERE.
TEUBIEERE VD SERFTEMINEERD SN DD,

EGREMR
1)BE K. CT. MRIL, H’EH%%#&E
(a) LIZLIZEEEED
(b) FFi LR HA D 1 aa-t,L DRBEHBEREERDEERERT D,
(C)FBOREEFBEIENZ LD, KELEELMMERLERICTKITEREZTS02H5,
(d) FF &R (%ﬁ’ﬁ’ﬁ’l‘iﬁE1‘&5@%&@BE)%T%%’E’ﬁ’I‘ii@ﬂzw:;E VEREDHBZENHD,
(e) ERALEBBARDILELEDH
CF =y ,&hjvmﬁt%u\laﬁﬂmm,mz [REIRIMFTEDEMEEDS
() ZREIZFFA. IS FIARICIMARERHZZENH D,
2) t FERRE BN ARE R PIARAR AL VU AR B AR AT PAARE 52
FARAREFRROETES . PIREREERO. TOEEEEFTRTH D BICHFRKEFIARL KT
S FIARICIE R ERD D LD H B,
) FEIREF S LVEAE
LIELIEFEIRBAEERYE L LMK TR0 5, FAER#IREFEEF-IEELR
LTLV%,
4)BERIZAN 57412 & 5F LD MEBIE T, FFOEMEDEEEME, BOEMEDZELLMEME
BEHBIENZLN

3. REREMR

DFEORRTR -HEROHHLD. GLEDHHSH, FRETEFERLGLO, BITEROMMFEE
TTHD. ELIZFFDERETT LD H D, FEETIE. FEETORFEEDKZZLIELIE

B, FRAEMRESH SV IEFIREAR EFFLTLSA, ZREDRAEE M ZRH HH1A
0. FTl=. BEAIEEHEE S HES N H D, FEEDFTRITEL.,

2) Frig BT R  FFRRAEFIIRE D E N - F/ME L RPIRR DEILE . SV EBMTREZEY
BHIH %, FIIRIE DB RMHILZRD . LIELIEAR ORI KEE T 5, FFlan@ER
BgA Ao, FICHEKBIRZEET 5, =1L, BRI FREEOB LR EF
835,



) IRBOREFRR - ELWMEXRZRD S,

4) R BT R - FRARARIC & 1T D RRIR (BRARRD 184 | MR - BIRIRHEDEM©, BRIZE T
Gamna-Gandy fgEiGEZRD B,

[CE-THREMICEMT 5. EZHIEHFBOREBHRBFMRMRICEMTEINGIE,

4. DWICERLTIRN T ~NESKE
- PP
- FF 4 PIAREBA 24
N X T EIREE
- KR E
-HERKE
- IEMERT AR
- SERVERTHRMEE
BV AL AR %
-JEEEHAD R F VAR LR L

BETHS,



<EEESE>
EEENELULERRET D

B 1 BB R IEROMEL,
EEED HREDHHLODAREELLL,

TEREN mRERO. AREETH. T T 777
EEEN: SETHIHIRSN, NELBOIEREET S,

EEEV FFLLGVLITHLEEENZRED, EHEREET D,

(fF52)

1. BiE- B -EATiEERE
(+) BAREEEDH DN, HEMMETIEEL,

(++) : HHMEEFHIREERO S, HIOBRENLZVED, HHMMERE - BFIRE L X BE - BFHIREN
REEFT RS ELE (AARMARETTEEFR) [ PIIREFTEAEERY R UVRE (58 3 iR, 2013 ) IITEDE. F2
LEDED ., F-1F F AFICEARGEFTRERDHL0D, EFTEBRIRBOSZESLINICELD,

(+++) : ZHMMEFFIREZRD . HMOBREZE T L0, EFEHIRBEOBELNIZELSD,

2. MAIRETTHEFR
(+) :FIARETTELE Y B IZE . BEK, HlfdEm ., BEE. BEMD55— DL LLIEEREDH LM, BEREBEELL
AN
(++) : LEERTRDS5 . ABREDLELTHEDE—DHLUIEHRDHD

3. B EBHIR
(+)  HZIERBICEILDERFHFHIRIEHEINSGITOLEDOERYDILIETE, B D 505U EIFERBLTL

%,

(++) Y BKRBIZEDEERFTHHBD-ONBZBLELL. BEOD 50%LL EFERL TS,
4. JHiEEHm
(+) BRE. FEMHLLJILBRIBENEOHELEHMZZED D

5 FF&

(+) - FFR20OBIEE., MEFRLEYILEUAE 3mg/d LI ETHHEEE (BAHEEEEEESE. £ 120
RKWSURODL 18 ITEULEEERET S,

6. EFMEHIELE. FIIRBEO P TRIE - B#IRELUNDEAL., TLLTE- THREIREFIRERICECHE
IRBZ LS. T bEE -+ 18 Z5-BiG-Eh BERHIE. ROFELEETHD,

7. PARARTTHERETE B B . M RIC(E ., AR - IR T B O ME DGR - ZEN XA THY . PIRETTE
fE T BAE S FIARIE FUEAE MR IE ISR FETE D, FIIREFTEAE 4 BAE TIE. PIIRETTEICES B AR LB E G
DELE-BHEOESAVROZEMEL. R -BREF. $HELELE 2T S, PIIRE FTELE SR TIE.
FIARETTE IS G E RIS HIREIE R ECMIRNEMREEZEY 5,
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RF EEE I |II \14 \'4
BIE- B - BT EARE + | ++ | +++ | +++
FIARETTHERTR + | ++ | ++ ++
BKEENHIIR - |+ ++ ++
HIEEH M — | = _ n
e — = |- ¥

MRE, SR DR N LD FIEE NS T EULICEY LW E ThH DM, mERER Lk 5 2

EMBERFIZONTIE, EBEERO S E T 5,




94 [RFEMERRTEFEE

O HM=

1.

BZE

[RFEMERE 4 FFEE Z (Primary biliary cirrhosis:PBC) [XRE A RIZAEBASN TLVELVEESTHE DR
0/ RETH S, B 5 0FICHEVHEEMEOBIESGHEZAEL. REBRNICIEFEENHFR
EET D EBERMICIEEASSOFITHESIZIER. BLUVEHERAD—DTHSAMIFIVFYTHAK
(Anti-mitochondrial antibodies: AMA) DG LZHHEEL . PELUBRDKEICZ L, BRRERLE<{H5
NIEWERIE R PBC DEHIBLEL. COXIEHIFRFEERTEBLFREEL,

2. [fRAE

REREDRERRTFELTHATHAD, BEMED—DOTHSH AMA NEEMH DS EICIFHMHIEL. Ff-.
BIHERRIRE. V1L VERBFOACRENMERBEPBRRESHLOTVI NS REMRIZIE
BERRFHEFEAZEZLON TS, REEBFNIC. BECRERGEFEITEIMENEDHLNET
ERY, RERERFICEIHRAGHRBICEIREZHIRFENERLGREZHES TSI ENBESA TN
Do

3. fEK

4.

FEARIE (DR S0RITEDGER, QFEE - FFEE S L UMEH T HREICHIER. Q& HLID
BOREREBICHIER. D3DDHTI)—ITHTTERDHIENTED, WO RBBBERTHS
A - BB DERKEITHBAITH AR SOBICE IR B ESERNHBEL TS BIER
PBC TIXEHLI-BEREMKEDRKE - FERNREICH TS ELE L BHEMGHEEFRREELT,
OERICAIBEMAOBIEMEICHIRBEEREBAAONDESNLH D FFEEHMAICERL TS
ENSLETTNIE EEL. BELHKIC. BEREHIVE. K. FHEE. FEZCHESEARENEN
Do

B

ML LT R AR BR (TR O HERRICEE TN, M- REBICE LA RIDETH D, M
NP EATIERERIGICED R LRSI 2FCR LT, B FRT AL 50 I E DGER
EEBHEITHLT FEEICESEFEEICHESMARETTESE . K. IKEF D & FHEICH L TOREN
WELEED, DIV TA XL O—)LEE(UDCA)FIRAFE 1 BIRE LS TEY . AN LIREEIN S, 90%D
FEFITIEIRERBROETAALNSD . ETLIEF TIESRIAAFTELLD, HABETIE. &KiAEE
UDCA &&412. BIRMEEDVEDTHAINY I ITS— 1 BMESNTIVS, /ERH#EF (X UDCA L&
%1-8 UDCA LD B AN ENIDDND, PBC-AIH A —/\—5V TiEIZE T X DRENEB S SIZIXEIT
BRERILVEVHEEASINS, FEIE M PBC TI&. BBAS5oMICEDUEK. $F(CZ5F. BIEMAELERAI D
DORINEFICEDBHBREICKHTIEBENEETHD, MIRETEEZRLAOTL BREFIEILA
WEICEDHICHET A5 ENHAHD T, EHNLGHENVETHS, ETHITEIIFZOHREICLEER



5

%, FFREEIERLIZIGS L. K. FEREZEDSHEICHTEIRIEABEELD FHNEL L. N
MEVERICIRANECHBIEOEIS ELHH . EEETH TRFMABELET IS0 T, MAELKEYIL
EVfESmg/dl ZHEIZ, FIREME. BBFFEICHEMRT 5. BIERIEL. SETH 80% BN TIVS,
FEBENDLGNEAETEERICERRIFBIENEELTEY . BHERELECK DKL EAEG] &R
RICRIFTH D,

Tk

EAEIETE PBC [XEAEIRME PBC [CEEFBRBY FRITKEKLA. £ 10~40% (5 FRETH 25%) ILfiE
&% PBC ~#8179 5, REHICLHLIEEITETFETRTHD. 5 FAFE(L, MiF T.Bil EH 2.0mg/dl
Tl 60%. 5.0mg/dl [Z7%:5 & 55%. 8.0mg/dl #{BZ H& 35%&75H, PBC DEFFRIICEAT HMIAF&
LTI&. Mayo ETILTIZER. EVILEY TILTI TOMOVE VR, REAHITFEN TS, —A.
BAFBIEECHEETIE. EVILEL E AST/ALT ThH. SERE L. FEIEMSE PBC TIXFA £ L858 F Ik
EOWRICLDHHELEHMAKREE EOHDH, BIEIRYEPBC TIIHEBELUNDRETRELET 5 EMNS
LYo

O EHOHEIHELEIE

1.

6.

BEY(FEK 24 FEERZIGEIIRFER
19,701 A

- RROHE

TH(BEREDEENTERIND)

- SHREVERTIE

REEL (ARBREEREL)

. REIOBRE

W (SEAEIRTE PBC D9 10~40% (5 FERITH 25%) (TFEIRTE PBC ~B179 5,)

HY BRITORTEEREABRMEETEDZHMES)
EEERFE
[E3MREHMERTREZ (PBC) ME2EH AR5 42(2012 ) PBC DEERIAHI I DEEIE T PBCE xS ET 5,

O faiE#HT
Mt DR - IEEREBICE T HREHERI
MRARERE BEREXFXFREEFRESHEN FEMRE TR HC

O HREH



<EBoMREZE>
(1) BRER

RERERTHRERTHIENE N, REFHIRE, HRTHILLECHIET HIEN L FIRETTEERD
EHEEICHIRY 5, [RFEMERE4HFFEZ (primary  biliary cirrhosis, LLF PBC) [SERR £ . fEIRTE
(symptomatic) PBC EEJEIETE (asymptomatic)PBC 20 5Eah . RIERER. BE. BEBHIE. iEK.
P RNAE G ERFER CE DCBMMBERE A THI5E . EIRMYE PBC LMESR, ChODERERIGE L5
fEIETE PBC &MU, BIEEEDFFEHEL LZ BT DHENHD.

(2) mik-EILFREMR

FERME . |AERMEZRDOT . FIEDTTE. MFBFFDRERER (TILADI)KRRT72—E., ¥ GTP %5&) F .
BaLRTE—)LE. IgM EDQ EFERH. a2 R 7K (antimitochondrial antibody . LAF AMA) W& 48
EIZBHETH S,

(3) HWFHIFTR

R clEhEX/NERBEELGOLUREREE(ZIEMIEE IR IR 4B E 28 (chronic non—suppurative
destructive cholangitis, LL T CNSDC) HAUMIEEHLKERDH B,
ERUAICEARETEMEILIM LT S,

(4) BHHE
SEMAEN T DERICKRERREEZES, Dx—J LR, BE) o< F BERRRAGEDR
CREMKBZEHIIIENDHS.

ORI
B EYREEFNREA S0, FRRRRMEECEEE X BRAEFRBEERDESE

(6) Eokn
ROWTNM1DIZEEETHLDE PBC LT 5,
@ ##FHIIZ CNSDC ZR&H . REMREH PBC ELTFELLELED,
@ AMA AT, fARIFRIICIE CNSDC DATRZERHIELVLY, PBC IZFELAL (compatible) ##i15 %
ERCROR
Q HBEFEMNBRRERDERTHEVN AMA NEHET. LMEERKBRUZRAMND PBC £EZONELD,



<EEENE>
[REMRETEREZE (PBC) DEZEHARSAY (2012 F)ZH 1+ 5ERKF L
SERM PBC(sPBC) X% &T 5,

<BRERAEH >

J|IE{ZE PBC(aPBC) : FFEEE IS Bt R EKE K<

AR PBC(sPBC) - FFIEE < EO<BEERERAL. 77
s1PBC #EJJLEE 2.0 mg/dl KimDHLD
s2PBC #EVJLEE 2.0 mg/d L EDED

* FESICHSEMRER . BE. RERER. B8 BIRE. B, FERESE

Mk, SEROFEEN FEROEIELE LG T—EU RICEY LARWETH LD, EfEREREL kT 5 =
EMBERFIZONTIE, BEEROG LT 5,



95 [FRFEMERRILIEARE %

1. BE

[RFEMEREILEREE % (PSC) (FFFANDIEEDRMEMERELLELLETHEDORBERERETHS. BE
#.AIDS MIEEEE ., PEEEMIER (PSC 2MESIUVRIEEMEIN) . BEDFHOIME ., HKRIEER
A.AXMEEEREE. EEMELEERE X BEOEMMEHEE. floxuridine BlFICKDEERES OIS
[CHSEDIF2RMEEIEEREE REL TRV SNS, Ff-. BEREMEERICHESILDEEH T, 1G4 BHE
WIEMHEE XL SND, 2012 FOLETU7—MRAEICENIE, HBEEEHICOPZL REFE
(¥ 20 & 60 WmAXD 2 IEMETHS. FRIFNEETRADREFNEL EBEXBRDOEHE 34%I2.
BEREDEHE 7.3%[5BDHT=,

2. FRA
BOREMF R OREMEETEFELELRRICREZHREELSEZEZIONTNSA, FMIEFAT
Hd. REMBEEDEHN S FREDEENTEEIN TV,

3. fER
LERABICEINIE, FE 28%(C, BWERMN 16%BHONTEY . RRUICHELE~AZES,

4. Ak
DIVITAF L A—ILEEORF T TS—RIALP ¥ ¥ -GTP EZE TS EHM, FHREHRETHMID
WTIETREATH S, BATHIERICHT 5/ L — RO —BRHERL F—oR E ONREREENER
DIEbH D, EITHITIE, FEEIME—DREETHY . IEEFBENDLEOARBTIXERFBELE
[ZTHN TS, ERIFiEHEER PSC DEHREATUVATEEEADOAEMSHRESN TV,

5. %t
LERAEOFEREMNSIL. FBIELZLD 5 FEFEIL 715% THoT=.

O EHOHEICHELEIE

1. BEREEAMOR IEEREICET 2AETMRMOESTE 2007 FE)

#9 400 A
2. RIRDIHE

T (REFHEEHIREEINTIND)
3. MBHITARAE

KM (RAMARELL., ETHI CTRIFBEA K — DR SETHANBERELSLY)

4. REBIDEE

WHE (FFRHEELO 5 FEFRIL 75%)




HY (ARVELDMER L= W E2E)
6. EEEENSE
Child-Pugh 73$8ZFL\. B XU C ZXRET B,

O fAEHT
T8RO/ - IEEREICE T SREM R
HRARE BEREXFXFREREFREMEN HiE TR HC

O HREH



<pHEE>
E{LtEREE % (PSC)

FREESRELZERTARRMEERBELELTEILMEE X (SC) A H 5., SCIZIE. DEHIME(PSC) . Qlg
GARBIE (1gG4SC) . QRN BHY . BEFRIZIZH UV TIZIEASoMICHSIER L LB THAN., BEERBIB O
BIRENBREABH AN ELRDI-OREDSVNER DU LML LADETHSD, LTI, FHEHSC
(PSC)EEFRA45 4% T L. [gGASC. ERIELDEBA SEETS,

1. ERERAIHHE GEAK . BREREZ @)
(D RESoFICKHAEK (BRIE. RE. HELL)
(2) REEEBER CEBREXBE X, y0—2R) ORE
Q) MAKEREMEEE (6MALLICH=PALPELR (EE LRD2~31E))
(4)IgG4SC. #FM (2x1MH%) DR (FED)
1) EEREEICLHEE X (AIDSEZEL)
2) BHES
3) EEES R F TR
4)EERR
5)BRMEILEEE %
6) EXRMRERE
7)Floxuridine®iFIZ KB EEREE
8) EE MmiHIk%E
RO FERFEELERELERTH S,

2. BRI
FREE (B&EUREE. BE) [CHEMNEEGTRERT,

(1)us
1) BRTE T HREE N D% LGk
2)RET HIREEEE
3) BB LR

(2)ERC
1) 387148 BRIRIER . BRI R, B RS LU SR E L EL THREHREH ORBREET D)
2)BERIEBG(EPILL. RIFHHK)
3)FHEES KB DL
4) N EEDREITHL TR T LLAFRIEENRIRLALY,

(83) MRC (ERCE.RI#%)

(4)CT(ERC. MRCOIEENREDIEIRICINZ CTREEEECHEE - ALEHREOEREEETS)
(83~4) [CTHWREE OBFEE LILRDREEDRELHERT 5.



3. WBNEE
(DHFREGEESFRBEEICRET5E0)
(2)FNE REAFNEEICRE T 5E0)
(B HFANE (RENFRESVFNEEICE S S5E0)

4. SERIEZER
BRI RNEKREIL. [eGAEESCTH D, HEREIEERX (AIP) LigG4EERE TIXFRNEE DEL
HEEEFE->STHREISHFEEREL. ThICLIBEELREDBRKREREETEHIENH D, CNLILFEE
BEMNPSCLIZELD-H. REDBWERZHNBETHD. KE S DIgGARESCIIE D REME
REEHTE-O. BECREUEREHESEICEDWAIETHLIH ., BECREEEXBAROZEHAHLL
FEGICECREEEXESFLAVER DZETIEHLLY, LUTIZ, IgGARESCOEHMETT .

(D REASFICKAER BB, HE. HELL) (LR,
(2) RIEEMRER CEBME XX, 70—2%K) DREIHETH S, thifzmn G4 BERBZEHTHT
DB B,
() MBEERBERE (6MALLEIZH-HALPELR (EE LRD2~3E))ZE2ETSHLIEH L. AIP
[CHSBEEREIEFNAD A THAESEREN TEKRTH S,
1NMmFEy s RJr2g/dILl L, 1gG1800mg/dIMA EFf-1E1gG4 L7 (135mg/dILLE)
2) BEERABEEERLSEL (K. YOI FEF)
(4)IgGARESCTIIRTOAMENZEN T HHZBEMN S,
(5) Efg LDERI =
1) HEEO LFRBEEDILE
2) LB ROVER
3) FFIC/FTHIZGRE B B R
4) TEREENEED FE
5) PSCIZHH BRI G I E (ERIRIR R KPR FRBEBE LUV R E L EL TEEREH O
BREETD)ZRBOAL,



<EEENE>
[Child-Pugh3 48]

BRUCEXRLET B,

RAVb 18 25 3=
I5H
AbdAE 20N BRE LELEERE
&K A A LE hEE
mEE JLE > fBE(mg/dI) 20 Rih 2.0~30 30 ¥
MmE7IVIZUAE/d) 35 8 2.8~35 2.8 Xl
JoraUE VEHEE%) 70 & 40~70 40 R

REBHDRAIEMELZDETHEATHEETS A 5~6 B 7~95 C 10~154

Mk, SEROFREN FEROEIELESFE T EU RIZEY LARWETH LN, B EREE kT 5 =
EMBERFIZONTIE, BERERO G E T 5,



96 BCREMX

1.

M=

BE®REMEFLE. FHERESORIICECSREEFNESLTNDESZAoNDEBMEICEREY S
RTHY . FELURDLIEIZIFRT HEARFHTHS. RAIMIZIIERRDIF LI AIILA, 7ILa—IL,
EYMITLHHFEE. RO B RERBICESFEFIBRNESND, £ BERICERLEEINHIF
BICAUFARTOSMRDEDERT . — A REDHAEIZEY ., R RIRIZRIE S SEF O FEHHA
BMEGEOTNS, HRIEFRRT 60 MEFILETD—IEMERL, ZAIHELRORETHY . ES K
er#Hond, BRI 1:6 THREIZSLN,

2. [RE

HEeREUFXOREITEASNTLGLA BARATIE 60%DEHIT HLA-DR4 [5tE. BRK T
HLA-DR3 & HLA-DR4 [51EBIAZ L\ e oM DEERMERMEELTLVSERDNS,

Fl=. DAL RBESE (A BIFRI4ILR, Epstein-Barr 7 JLA, HARAHOIAILA, FRBIAILR) %
—HOEXNECSREMEFRBEDFRELTHREIN TS,

3. fEK

ELETEIREKRELTIE. BERED 60%EHEZLHE (35 %) BRFIR(27%) HAIhIZXS,
FEVAIILAHEEF R TERREGVEER. RBREOHKLTILONTNTAH 15%ITHABND, FT=.
BHTHMODBECRERRBICKIERENRERET 2201H5, BECREREHIVWIEIBEROE
HIEEEE 1/3 DEFITHLN., EHEEDTVLDELTIHIEEFIRIRK (9%FEE) . x—J L UE
1R3% (7%F2E) . BEi) 7T F BREE) N H D, FHREFRELTIE. D VAL R HRF XK. FFEEL
BB EIEAL,

ARE

BEBAERMEFNS R T7IF—F (ASTIGOT), ALTIGPT)) DG EFEIL TH D, F—BIRFEETTLF
VAV THD MENVRATIF—EE 1gG ORELZEIRICTT D, ATAMRNILRAEAICL D FERE
MBRIOVNTIE, BEERTIEFRHATH S, — A LT L (BIERF % - BHMEFAR L) HIICXTACR/
IVRBEETOMRICIE, BB IS, EERR) ICHT 520 EENBETH D, 2 FRLULEIENS
VATIF—EE G NEERATHEBITLIEL. TLR=V RO hib R ARETH S, LHL., MiEFSY
RAT7IF—E oG N EFEMICEEELTORIMES TIE, SAETLICIYBERICERLEALND, BE
Zhib LT-fEI D 80% THMAMN A, 60% DAEHIIE 1 FELRNIZERT 516, aEPLEEL+ 25
BEENABETHD, HIEOTLR=V OV AREICRIFICKELES D Z<TIE. BRARIZELNTETL
F=varDEEICLYIENS VR TIF—EOEEILER/IENTED, BIBRERTACNAREICE
MhhL T BRERYRIEF CRIBREERTAA RAERATERVESITIE., fENFEIT7YF4TY
COFEAPENTHD, 7THFA TV B EFICIE., MRES GRIMEKE D . B, |EBHIERAE .. M/



W) BEIE. FEEGEISTENBETHD, LRV OVEBRCEEDBREFICIE. 2ILYTE
FOa—LBEHATHETMENS VY RATIFT—EOHRERILEZGEONIGEENH L. BEREY
FRICEHEMENT 2 (BHERF - BRMEFT2)FIOFRIEITRTHY . FBIEEZEFICANEAES
HORENDLETHD.

5. F&

BYABENMBEMICITHON B REEFREGN D FEE. MaRIFTHY. £EFHMICONTE
—MRAQEEZROLEL, LML BYEEENThAGNE hDEBEFEREICLRTRAAICHEE-
PFAREAEETT S, FPRERIFICEDLZOICEMEBENS VRATISF—EOEKEESENEETHY. 12
YIRS BHREFETR (FLL. FFE) 120N 5,

O BE#HIFEICHELEHE
1. BER(HRMEIZLS)
#9 10,000 A
2. FEFHOHHE
T (B ERENEFEOEENTREEIND)
3. HRMLAE A
SRHEST (RAMARELL)
4. REBDEE
WE (EYARNThOAAENE, BREICHEL -FRE~EETTS)
5. BME%E
HY T#AMOIF - BEEEICETIRERE Y BREERERANHEDD AL
6. EEENLE
HEGEMFARBEAIES1 (2013 F) EEEHENFEEU LEERENRORRET S,

O fA#EHT
T8RO/ - IEEKEICE T HREMFEIL
HRARE BEREXFXFREEFREHEN FEVRE A &

O fREH



<BMEE>
AR VIERBFIZHRES D,

1 D FRHEICLDAFEENEESND
2. RIS H SV TR FBH ARG
3. 1gG BfE(>E%E FRIE 1.1 %)
4. $AFEF R interface hepatitis PHR2EMAZENAOND
5 BIBRERTOARNZENT S
sE)
FERERTI &L, 2~5 M55 3 HEULERDS.
JEEL R
LERERTI 2L, 2~5 OFRED 1~2 HEZRH5.
it
1. BIBERERATOAREYRRITARNZIELLOT, BB -JERBFILLIC, ARFMERTICHERE
TL, ZOHBBATREEHTEMTHIENRAITHS. <L, ARENCHFERDIEITTERESE
(FEEREONEIERERTOSNARERIAT 5.
2. EZHASTAHETESESICKZTNMEESELL, RDULIHCREMEFREDETS.
3. e, BEICHEEICERL TV SIEENH L LITBET 5.
4. SMREGITE, LFELER 2, 3 ZROLNGEENHS. T, BEFHICPIIREEO REMBZFHT,
PIDFRIDIRIE, RERISEMEMAZECEZIRDOZRERODEFINFET .
5. PHINREELID, BT EEEFEZTL, BEDSHSICITEFES PEETITHREIIECHMIHE
~NENT D BB, 1 DHEFB-TEHT, EEELIVARFTENREONIEEILREORIEEE
%.
6. FASEXATHRZULDOEEERIERERTAMNAREEET 5.
7. REPAVRYTIREDGHETH->TH, BMHERITHRZULDOBEICHEIBRERTA/AEES
BT 5. BHOREMFATORMI,VRYTREBIERIZH 10%THS.
8. ZEWNEAFIEE (Drug-induced liver injury: DILI) M7 (Z(% DDW-J 2004 RYMERFIEZFZE AT E LV
RZATIVEBEICT S
9. RADIFEEERD, COZHIEHICHKULLVESREEFXLEETS.



(B%&)
[ JSEZEicl qmyd

Simplified Criteria for the Diagnosis of Autoimmune Hepatitis (2008 £E)
U (ANA) or fAF/BAUIA(SMA) 40 fELIE 1=
B (ANA) or fAF/BAUIA(SMA) 80 fELIE 2=
B ~Ao8Y — LR (LKM)

SLA $uf&k (SLA)

IgG

FE®
DAIVREFRDEE

6 mLLE :5%E2 (probable AIH)

O ERZ AT
H B

=i

ALP:AST E1=1&
ALP:ALT

<15
1.5~3.0
>3.0

mEFE/aJYyrFEE >20
lgG {E-IE% ER{ELD 1.5~20

te

ANA SMA E71=I%
LKM-1 $4k

AMA B51%
FRIMNILAT—H—

1.0~15
<1.0

>1:80
1:80
1:40
<1:40

514
(=3¢

0FELUE 28
fE1E 2|
SEHELER1 A
>11fE 2%
18 1=
RS 2 m
AT RE 2=

7 R L ##E2 (definite AIH)

it

1. ALP & ALT fEED LI, ZhThELE
EDLRETHRLIZLETEREINS. Th4bh
%, (ALP {E+ALP IE% LFR{E)--(AST f&
+AST IEE ERIE). ALT [2DUL\THEH
[TEHHET 5.

2. FyE BB RZRAVREERER
REICIDBECHMAENM. ANA DB
Hep-2 #if@Z ALV =R ERNLIEICK
BHRIFELE. MRITIENMETHLIENE.

3. A%, BE, CEFRVAMILAT—H—.
(%45 IgM anti-HAV, HBs Ag, IgM
anti-HBc, Anti-HCV & HCV RNA). C
NEDFLXIAMINAI—H—DIEHETH-



&

H H =R

AR FA R & -4
(=4 +1
EHT7ILO—IILERE <25¢/H +2
>60g/H -2
FFHB#8& interface hepatitis +3
Yo NER PR EMREMROMARRE +1
FFAfE DOy R +1
EEROVWTIhORREEBDHALY -5
EERE -3
thafwE -3
thOBEESREEREDS
+2
i
{+hniE 8
tho B EmABHE +2

HLADR3 F7-I% DR4 [ 8BERIGHE +1

B
TEHEEFERLEBS VLR (CMY,
EBV ZE)DEASENEESNBISEIZIL,
FNENDILILAT—H—ZBIETS.

4. HFEEHERBREFCICHEZTEEELS
SEAMFELIIEDOREEDHHEMIRA
FE.

5. EEREL(E, PBC F1=I& PSC I
B RE BV £ R AT AR AR AR S R Y B
RENEBEEHRE/ASAFEMEE X
VEERBEOSEDRDMARBRHIL) S
SO/ FIHR A REEEADILEEE
SEFIREABEDEEGEE KRG (Wh D
marginal bile duct proliferation with

cholangiolitis) .

6. ELOHMEERETHHLONGEREE
FIEEHDEHOLWVRE.

7. BEFELE—HRETOMDOB D RER
BOEH

8. fthd B 2 HiiA4° HLA DR3 FE7zI& DR4
(239 B mIEL, ANA, SMA B KU LKM-1
DOVFTNEEEDEFIZRS.

9. D BCIMARLITBIEAEMNEILS
n, AH ~OEENHELAESNZBEH
& T , pANCA, anti-LC1, anti—SLA,
anti—~ASGP-R, LSP, anti-LP, anti-sulfatid Z%
ENEFEND (HESH).

10. HLA DR3 %> DR4 [ZFE &L TALERa—5h
VAROBARRKICEAELTWNS. thd A



H H

BRI K HETE
A

of

=

S

op
=

Ne

B

AIH #5245 (definite)
AlH £%22 451 (probable)
AlH #2151 (definite)
AIH £85215 (probable)

+2

+3

>15
10~15

>17
12~17

it

FETIX AH EDOBEENBAS M &SN - DR3,
DR4 LI4 M HLA class T HiEMBHE DS
B1RMNET 5.

. BRICEVWIT HRIGHE (RIRIZERY)
DA IO T, AEAMDEEHER
(=9 5.



<EEESE>
hEEULERRET D,

B REMFREBEAIRS/1 (2013 ) EEEHIE

SRR ERERARERTR ERIEEMR
ORFHERKEESHY (DAST, ALT>200IU.~2 O X/
Q@ FAERMNELITHEX @EYILEY >5mg./d2 QHFEENTHEIL
@FarArE R <60%

E E: KD 1,2, 300WThMNRRELNS. 1. BBEREIER: DF-IZQ, 2. BEREEFRR:D
+QRFIEQ+®, 3. EEREMRR :OF=ILQ

FEE: BEREE:O, Q BEREFRR:Q, BBREMR O, ONELNT, BERRE
TR :QF=IZONRRELND.

8 E: REEER O Q BRREMRE:.O© O Q) BERREMR:O, QOLThtRS
nig.

B3
1. EELHIEINIGES . BHFTBEMEOWSEEREEENDBNEEET S,
2. EENSE.BIEFAPHEDFEFRAETIL.MELD £5E(27 5,
3. MEEDERFT, TORAVEVEED 60%UT. HANIFESENIGELEMMBEA~DENEE
ET 5,

KB JEROBREN FEROFIEESELE T EU RICEY LW ETHIN, BARERZ ke 5 =
EMRBERFIZONWTIL, EREEBRORNSRLET B,



97 HEAMER K055 BIERF %

1. BE
BIRERT 2 &1E . FFRVAIIRBESE . EYT7LIILY—, BEREUEFXGENRRT, EEOFRICEL
MCTLAGIERENEL ., ETEOEE., HiftER R OHE R EER (FFHENKE) GE DR ERMN
RIDHEETHD, AETIE. TMRBERBENS 8 BURNICTOMIVE VERA 405U FIZETL.
FEELELLOFMMEZELIHFRIEERSN. COHEMA10BLUROAKR 11 BUBROERSMK
BniEEND,

FATT DIEMEEREL RO SN DEF EBIEF XN SN T HH. B BIF L4 LR (HBV) DEBIEIE
HXrYTHRMEELEBEEINICED TN, T YUK ZBLGEOHF R BN RONESEREIC
RELTHY., EYhE. MEFES. DUIIRIEEHRFLZEFREORHOONLEWGEE TBIERF XD
BRALTWS, EEDOFRBICEENECT, 8 BUAICTOIVERM INR A 15 LLELADESIXI 24
FAREIEZWT ., BHEF X IET2MHFA L IO EER 1T, TORENSHXBEETHEEALN
BREBIERGTIENTES,

2. &R

2010~12 FEQOREHFET I LERAETIE VMILRETEED 39%FHHTHY . FRATEAMN
B 48% ., BRMEED 29% TH oz VAILAMEIEB EARLEL. AEREF L PUTHIDOLLITE 6:
5THofz. AR TIXEMERLEHMN 25%. BAERTEFvUTHMN19%ZEEHTEY. BE X744l
D 54% (TR E N - L FFEICL D HBY BIEMALIF £ THY . BEEREE N DD FIE (de novo B BT %)
MZD 58%%& HHTL V=,

DA ILAESN T, ZEWHED 14%. B REMED 8%, AN 34%% HH TV =, EMHEETE

MR BEEAEROVWThOKRETLALNEN, BECREEIEEER TS o/,

3. fEK
BIE AT 28 Tld . FFERNEZ R EAF B AER RRAE K (T 750 . 2T R ERBRICRMERAICITE L IERK
(BB, BEFR. DEHTIRBLGLE) KB 25BRRGLEERDD, —RICEEF A TIEE
NHIET LN DEEHRIERIEERT HIENE LA, BIFEFF X TIEROERRERMFHRT SN
20, T BUEF RIS RIC2HOEHHEZHFEL. ZIEEFT 2 (MOF :multiple organ failure) IZfa% 15
B1H5. EHETIERBRREE, BELRL2E LY DIC M) 409 THRH LB, IEEHEI 20%, SHILEH ML
15%ZHFFELTL V=,

4. AEE
BIERRDABBRCHRLEELDX., REICH T HABRENIEEREICEI>THIERDEREMEIET S
CETHD, D= 1 REBEMEETBEFEDRZEENEET, BT REER LI T=EH
(X, EFEEAANBEL TR RMEONAREFRRIRETHS, FE 1| ELULEOFEREEZHFELT



5

BIERF R EZHEINTIGE (T, MERBENBRBBEFEHAEHLE - AIHHENEEEMBT 5. F
fz BRI -IBEEBICET AHAEMBUMNERLIZRATI VI VAT LB LU EEER KEAH
BLUIET—ARA=VT DVRATLERAVTFEFTRAETV. REEF RSN EICHBEEERET 5,
BREICE DN AEALT I EREEAIRMBRHNSRET DN EFELL, KA MM /MR AN
DULTWDIEFITIE, FHEFELER LD B THEREREZERT 5. BE X T7HITIEIVTAE I,
T/HRENGE DT O MR ER5T M. TOMRERICIIHBZET H-H. 1>4—TJzAY
EHALEMDMIVRAEZZRRTIONLELL, 4FH.B BHAMRLEFITHIFERELIEHHET 5560,
X ) THIEDERNRELLEF T, RIRICRIOMNIRAEEERETRETHD, —H. BCREHED®
EYEOEMNTIIRIBRRERTOAREEHMAKEITHRET D (RTAMR -/ ILREER) . REGE LA
HOBEAREOHFIDEMTEERTHY. VML AELEETRBAF TLEBINDIGELH S,

. Fi&

SUERFT2OFRIIFRIKEFELTEY . AMEERDAETERLUESICH T amEISHER
44%, BRME 24%TH>T=. RREDEETIE. A EARFTH 1M, ETIEESEEICK>TEBHE
TOREFMNEL, BURTERGRIL STUEERRIZLE>TNS, —A.B BXxr7HIEECREMELREL
BlE, 2R, ERUREBITHAENMEL TOXRRABHELLOTID, 108, 1998 FLUEIIFEIEE
KT HEFIAEML TS, ChiEHT-MamELTMER 38%. BRI 36%ThHd, FFBELTZIT
FITREmSINIZEEITIE. B IFREEEE T LLCEET 5,

(@)

EROYIEICHELEIE

1.

3

4

5

6

BEY (K 24 FEERZGELRFER
266 A
- RROHE

DAV EYtE. BEREMGE
. IRBVRERATIE

FFRBIEREZETS
. REDOEE

BRERIEVNLOD, BM@RITEET HIEN S FFBES X RENHREERIGT ILENDH D,
HY (RITORTEERBERMEEEDZIELE)
 BEESTE
BEIEUEOFMEREFENRET D,

O fAEHT

+

B - EEREICEAT HREMRN

BFEFXIESR BEEMNKE &% #H &

O fREH



£
P



# 1. BEFXOZMMEE (BREFEATH A O ERICEET 7T 1HE: 2003 £F)

BIERF S £13 . FF R0 IHARMRIETL 8 BLIPNISHEOFF ARSI DU\ TEE I B L ORI
FEEEL. TOPOVE VBRI 08B FERTEOET B, EOIEITILE KT 10 B NIREL B
THRAMBE 11 BURICRRTAERELAHD,

GE1)

(G£2)

(GE3)

Gx4)
(G£5)

KT EEBURENEET DB EXBEM XML 5. BL. B BF XV AL ADEIEE
Exr )7 oD MEIEESILREF XICEH TR,

RYrhE. BIRA 2. EIRIEMAT. Reve EMRFTEMBED REZFHHOLVOFF (IR K H
RN T B,

FFMERRRE O BB FE ) 4B (X R IL 5358 (1972 ) ITH DK,

BRI H#A DR EICE T 2RI DHES (2002 F) (ZE D

OOV EVERD 40%LA T ERTESI NS5 FFEREMNEOONEN, GOLITEEE T ELL
HNOEFIE BT REFEDR ., FEREIRA DS 8B LI 24 B LRI EEE I E L EORKEZEFHIR
T HEHTEFREMEFREICHET 5. CNoIFBIER XDEREBETHAHH, BHIERLTIIRR
HLTHZS.

(BEERBDOHBICRLTOBRRFEBAZICECE I ECE 4 DHDEREHESNATIND)




K2 AMEFTF20OBHEE (EEFBETBAE O -IRERE(CET SRR I 2011 &)

EERGOLHEFPRENEELEZAONDIFICHESENAEL., MIFREKRLIRNS 8 BLURNICZ, & EOIFHEE
EEICEDWNTITOMOVE UBERA 40%U THEVDLIE INRIE 15 UEERTEDEIRERAE1EZHT S,
SRR LEFMERENROONGN, BOLITEEEN | EEFTOMEEEDR & BE I E L LMK
X 2T AHIBEYICHET S, T, [BERIMFTL1EMHRERE RN S EEE O E L EOFERED
HIRTHFETOHRMN 10 BLLADI2 MR (& 11 BLUE 56 BLIRNDTESHEER |[TH5ET 5,

(G£6)

GE7)

(G£8)

G£9)

GE10)
GE11)

B HIFRVAILADEEREFYUTHOOAMEESNILIEAEFAL2IZEDD,. F-. BCR
BEHETETTIEMRERBEOEENSTEHAOES L. RS ERET SRTOFH#EECBHLH
BRIETHROONGNESEIEERFA2ZEHTES.

FIILO— LR R ZRBMICEEFREEERLLTRET SRETHY. AR 210 5K
NF B, BL. RITTHEEFERENEBLZOLTILa—IVIZ&DIEMETOES L. FF#EEES
DEREREANT7ILA—IILERTIEEL ZOREROF FHEEICHOAZETHARHONLEEE (&
TR £1ELTRS,

EWhE, BRAL. BB, REEELGEFEO REZFEDLEVFFALLI2EFTR 2112
BEHD. VLAY, BEREE. BEMTLUIILF—LEFRICREZFEIFT2EMBIEF21&0
TS,

TP AN AE 0D BB FE D 4B IX RIS 38 (1972 ) ITE DL BL. /MNRTIXIE 5 B/NRIFiET—2 >3
w7 (1988 ) Ik H/NRIFMESED S EIZALS,

A I THAME DR EICET 2RI DIEET (2002 ) R ELI-FHIESHE D((FEI),
TOraVE UBRIAY 40% LA FARLLIZ INRE 1.5 UL LT, #RERHIRAS 8 B LIRE 24 BLIRAIC
EEIEUEOKEZRRTIEFIEIHEREFA2IEEZHL. RERFT210EBHEREREL
TS,




x 3. AEFF2OREASE (FEEFBET#AE O/ -FRERE(CBT SR I : 2013 &)

I.OANLRE: LUTOVAMINAREZORELZF L. BEZANSLZVMNILANFEZTDORREEZ
S HAEHI
-D A B :1gM-HAV HiikRE T
-2 B & :HBs iR FE7=(d IgM-HBc A A 514, HBV-DNA DA MNEHEDIHZE L EH H*
I1-@-1. 24EEF: UTOIBEEDSE, WTFNNIZEZET DS
- FfERTIC HBs FURAEM T 1 £ LRI HREINS - LB EDR
= e 45l
- IgM-HBc $nfkh = HiE D EHI
* HBc HiLiAHME H{F D AE I
[-@-2. Fv)7Hl: LTO4EEDSL. LWTAMNIEZET HIEH
- RFEFTIC HBs IR EEDFEHI (A)
- IgM-HBc FuiAAME D Ei DIEHI (B)
- HBc #iuiAH & B DFESHI (C)
« FAEATIC HBs filRFEE . HBc Hiik7%L L HBs HiiA A 5 1E T,
1 LRI R E NG - (LA E R L A5 (D)
[-@-2-i. B|IEEMF)T7 GERLGL)
EEEA.B.C DfAINAIZEZH L. 1 FELIRIZREINS] - L2 HEED KR EIE DS
I -@-2-ii. |IERMF)T7 (GFEEHY  BIEHELH)
EFEA.B.COfAIMAIZERHL. 1 FLRNICREINSG] - L FEEEDEE LGS
I -@-2-iii. BEERREDEEMALHI (de novo B BUFF %)
LEEDIZERLTS
[-Q-3. DEEFEER: - LESEOENIZHEZYLARVES
*  FFREERFICIIFMEAINIZ HBV-DNA ENSIETHAHEXFEBLTEMHTS

I-@ C & :HCV Hi{A%EL\L HCV-RNA A5 14D fE 5l

I-@ E ! :1gA-HEV Hi{A%EL L HEV-RNA A5 1E D FEH)

-6 ZFO/MDIAILAEBV, CMVEEDEMRSE, BiEFHbLERALZ VO LEGFRETIIALL
E B

I. HE®EME: BERDSEEEEZHZIEN. TERBREBELZOLINE G REAEE LRD 1.1 &
LL_E ODFiE {5l
fox FREEEZB-SBOREFAFGOLEYMEESCH B REEFANEENTOLAIREREZS
BICBWTARERKY S



. ZEWs: ERBANSHRL TOEENNIFEZDREEE Z SN SEH
M- 7L ILE—1 (FFRAEH) #ork
M- HEMFFRLUSDREH]) +oxx
sk FLILX—MEEPERE. FERKRETHITEIEDDOEE. ERLVBERZBICETHET S

V. ZOMDIF & LN DAES : EEERIRBIZESVWTUTOREIZHET S
V-0 fBIREES wrkx
V- B : Wilson 5. MBI . SUEITIREERFAT . Reye AEIREF /0L
V-Q BEHEEOFZHE
V-@ FFUIBRELZVLIFBIEZFLS
V-G Z0itt

wkok FFUIRRERGVDLIFBBERUN OMEFT L. BREAELUVL DIC ITHESHFA L., B iELGLE FEIRE

EDREEZETHHEENBNELEERBLTHETS

V. REAFH: +75REEZERLEIZHEL Y, LEDANICH D ESNEUVES]
VI. FHEAREE: +ABREERESNTUOEN =0, LEEDRINIZE B ESNELES]



£ 4. BEFXOHBESESTARSAY : RaA7UVT AT A(BEFBETH#AEOR -IBEKEIZETS
#F22 1HE- 2009 £E)

237 0 1 2
FaE-SHEE(B) 0~5 6~10 M=
PT (%) 20 < 5< =20 <2
T.Bil (mg/dL) <10 10= <15 155
D.Bil/T.Bil 0.7= 05= <07 <05
m/MR(A) 10< 5< =10 =1
e L HY
<RIA7ERHRETFRFETE>

0 A :IFIF 0%, 1 A:%910%, 2~3 £:200% 30%. 4 5 : %9 50%.
5 %9 70%, 6 mLLLE:90%LL E



<EEESE>
BEIEUEOFMEREFENRET D,

¥k, SEROREN RO BEIEE S T—EU RICY LAWE TH LN, mRERAL kT 5 2
EMBEERFIZONTIE, EREROXM G ET 5,



08 FIERMERER
O BE

1. =&

SMEREE, XK T ZHRBICH MBS TERILSNDERE RN ASH OBFE CTHEATEE SN
R EBRONBSIVEABICEMRELZELRETHY. EEEICI > TRELEEICHTONDS B
MR MREBE LI ENHLIEEFERE. —RMICITATFEETHY . BRERMEIEZ 6N A
BiBg S, BERITHEER - RLEMICIZFIBIZET 5ESh TS,
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