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KERBEEIRICME IS RERBEEA M IEIEICMa> CTEEL . RN Kb AR ETHD,
RERFEERIEDSE. BASHBEBEENLGVEDOIERERBREEREELINTD, FHREX
FREEEEEAEDAERIESRAMICRACLLHY  ERZEFZNICHENKREN, -, F-EFHITFH
LTHBEENEZE BTSN OHBRFEMICHRELBEREELD, BED QOLIZKEREE
52516, REICENGZIHETV. @UAABRANEEUDIT TR ELH S,
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REELT. BIERANLRAPMERN R KRS, MAEERETE. BEAHER. BihER. MR
TRV RGBEDEESNEREN TS, ChoDEA T, RFOHAERRELTME R R BADHEE
BEMNIESN TV, LML, REEREICELS—EMERREAELTO+2LGRZFMIRIETIIEONT
WELDOLWRIRTHY . BIMET IILERAV-EE MR ORISR BB Z 3 R ELT-ERIRAIRRERZTA
FohTNb,

3. fEK
BEENFEELLTORSATIEEERITED, BEERKITKEBEEICEENECT-EEITHEL.,
COEFRAKBR B BEIRICAE D RIE TH D . KBEEIEIRICAE D FAE EFIE DRI L EH A 5o BFE DB
ENHBILETRITREIRETHS.

BREMERELTIE. RICECLRBEE BN FHNTH LN, REFHEDIZITZBEEERN L, EE.
IR, REELE TR T IHALHIDTIERNVDETH D, . HDERITREFIZLY 2~3:8
THEBTHAIENZNIED, BUEELI-EEICIE T TICKBEFEDOEENEITL TSI LB TEH
{RETHD, IV A—LERBEPLRATANNKEREROHLIEENNODIERERZIGEE. FT
KIEZFZEICEVNT X R TRIRFEAMELHON TLELTE MRI ZRIE T HZEMNEFELLY,

4. Ak
BEZEOERRIZIIE. BEER (Fin. AR AGHE. B, FBME. RAMEA EAIEN)  JmESED
RHADEEERT D,
(W REFEE
RESETTENLOEHIBT TEDEHCERDREL TOBWES L REFREZDELTHD, i
BEIZKDRFAMNEKRLGY | £FRELITS BRICKRLTIE BRIEXAFIORETRHLT S, LHL,
INLDFETIEETHLEEKREEAFTELRO O EEETHRBINIFE CIEIEERFNT:
ODFMBEDEEEZRLEVENEETH S,
(2) FfrgE
ERNHYEBOETNFESNIEZTFEONCFIERERET 5, EEBITEVTIXEEER
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FFEMAFE—BRELGDIN REBEDKE VGO FEEENEAZES TIEA TRHETEHMTA
WEEGDHIELHD,

5. F&

BB ORESEMEICKY . KEBEBHEOEENFRFEET INEINIZFFFRITES, SN
EDRFETHNILERBETIEENHLIENMESN TS, FRBHANNEK EFERICHFET
BIEEFBERTRBETELAREELBL, RIEBENEBRHARECTL, BERFEF MO LVEGEL
LEETHNIE, MRIEBRIFEFERLPFTELN . EREEEE~NDERDEEBICOTHRIRMTEZE
ALEERRD, BEURFEFMEITIMRICIE., FMRHERLGEVWENEETH D, MEBPIC/LERIRIE
NHEELTVSEEIZEK. BERGFFMIIEHETHLIN . BEEENZHTERDT-H QOL AMETLT:
BEIFALBSEBRMETSICLICE > TRFLEFERLAFTELN, MiRORALPLIADEEDFT
VIDRIERIICLETHY ., 10~15 FRREOKBT. ALBESHEERMNBELLEDIIEN S,

O E#HFEICLELEE
1. BER(ER 4 FEERIKELRFER
15,388 A
2. RIRDOHE
TH
3. MRMAEAE
REEIL
4. REDOEE
DB (RRICKBREOERIETT )
5. MR
HY (BITOBEEBRABRARBSEDOZHASLE)
6. EREENLE
LUTOWThhERRETS
R FEZFALVT, TypeB. TypeCE/z (X, fRHA5 58 Stage2 A EZX R ET D,
BAZBRA PR EREZRANT, BAICOWTI70A L E80&ER /1.
[70RKid: RAIZRRET S

O fA#HEHT
MR RERBEREDZE AR FPHEAOREZBNELE-EEFRMAME SR
PMEKKRE WNKEXZREZFHARRBRIARE &5 52X =&

O REH
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<BMEE>
HEBHIN-LDERRET D, 1=FZL mElERAEERESFIEIZSVN T ATAAFEDRIERIZES
LD ESNTIEBIZERRS

X#Ren B (REIETEFMXRO EEGR R CAIEEG THE Y 5, BEREOR/MEARN &, BEICTEER
RAGNWIEZET D)

1. BEEE;EH AU crescent sign (BIEEHE T EITIEE)
2. BERNOTFIRELBORRK

BREMR
3. BYVUFUSL:BED coldinhot 8
4. MRI :BERFREESE (T BREGRTOVTUADIET.
BHREBOERESHEDRT 5
BEBRBEATOEERESR (ERLEUAERNICERVEHEEBOEENFEL.
BEFHEOFRIEITHRHEEABORMERBLGE DEERIEEZR O H1E)

LERIBEDSS. 20U EEE-B (LHEEDMET S,

BRIV ESIR -

BERVESELWEE. BiRERMREXSHEALEEZR-3 LB BRNEET D 4. 9Ha;,—(7<HJE
B EH . SMEIERBEERE) . KRR EEET RNVIE. BB MRSHRIBS . BEEGE CEHTIRERET
R RWDNRICRET BRILTRBEIERN T B,
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<EEENE>
TypeB. TypeCE=IL, Stage2l EZXRET D,
HREXBEBREREDEEEBEICISREIE

Type ARFEFABEZRE@MOANME] 1/3 RiFICEEFEDLD ., FTBEEAERTEBOHIHFE

Type B 3RIEHHANEASTE@mORE 1/3 UL 2/3 REQHEHIZFET 51D
Type C:IEFEFAFAZRERDAE 2/3 LLEIZELSED

Type C-1:ZEIFEEH D/ AIIENEAZZRNICHIED

Type C-2: IR DNMEAIRA FAZZEEZZ LD

) XER/MRIOBEAELIEVTNADTHET 5,

F 2) X RISARBEE E B THIE T %o

7 3) MRI (& T1 sRERE DK BB RIRBE THET S

F4) AEREEOETERE
AERLRRE TREESABROEE2EMENABRLRELEANONAIZEERERET
%

Type A Type B

R KBR B BEIRIEAE DR (Stage) 7348
Stage 1: X EEBOEFEMEEFRFRIILVA MR B UFI A, FIIREABETHENE
o __EmESGIRS____
Stage 2: X R THKRELEDH DA . BEEDEE (collapse) HV7EL FFHA
Stage 3: BEHEDEENHIH. BEHRBIIR-NMTOLFH (BESLUVHEZOEELT TR K
EH->TH&LLY)
Stage 3A:[E;EN 3mm Kt D FHA
Stage 3B:[E;&A 3mm LKL DBFHA

Stage 4: BALAVIBIETEME LA HIRT HHFHA

F:1 BEOEREREO25E X HRETHMEY 4 (EEEGTIEREENALHATELTH
BIEGTEESACHA THNIXAEGFTRERALTRHAZHEST H2L)
2 TR ITAXBAETE R 90 FE - 4VER 45 - MM P R TIEEABIRF Y S (REE)
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BAERNEZREEHEHEREZAVT, BRI OVTIA L IRFAIZRMERET S

B ARER N E 2 IRBA ST B F E 4 (JOA Hip score)

% (40 H)
Eo i a x
REBEENICBE I HRERA &KLY 40 | 40
TEREF B, EHB) AH SN EAHHEL 35 | 35
HITERRADGE, 2L 1TRtaE. REEBSITR. BREEHITLNH DS 30 | 30
BREILED, STREREIHIVERBDODKRERTHEYT 5, 20 | 20
BRENHL2HD. STHERIEHIN. KEICKVYERT S, 10 | 10
BT 58RE. FEREELHS. 0 0
Al B (204 M)
B i a i
JERE (VE| (HE
-HAEAEE10EZAHEL, 10EEICTA, =1EL120E L LIZETI2HET 5, (|| ()m
(BHRBOHIEEICIXINES | E, B TEET 5)
VAN R (HVE| (HE
-EAEAEZ10EZAEL, 10EEICT1H, =1EL30ELU LIT2T8ALET D, (|| ()m
HITREN (20 M5 =)
Eo i g | &
RIEBESIT. REN AR SBRIXEERE 20 | 20
RIEBSIT RN URELABREDWITEESENHS 18 | 18
B7ZEL T30 &= I& 2km DHITHETRE, BRITHAHAH . BELEFICXIFEAEXENEL | 16 | 15
B7EL T 10-15 53, F71=[& 500m DHITAAHE, BRITH DD, ENLULDIZE 1 KEAL | 10 | 10
=,
BREEETEINBNEENTEE, 2 ARELELTD
FEAEHITTEE
AE4AFEE (201 R)
Eo i 5% | B# | TH
REHEMT 4 2 0
IHHR(REZED) 4 2 0
(HrER#30% . KEBZET S5 8 (R ET 5. 5AHLLMTELLS
BIEARAET D)
Lohdddr -3t EAY (XFNBELGEEITREET D)
BEORYEY (FIUVEETIGEEITEHET D)
B NRBEDRYREY 0
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90ALIL B
BORBLEQORRA R _ _ ..

705 LI E8O B K Al
70 =K |l

MARE, JEROBEN RO BEIEE S T ELL LIS LIWE TH D0, R IERE T 5
T EBMBERFIIOWVWTE, EEREMRORSRLE TS,
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73 TEMRE ADH b E2EE

74 TEAKMY TSH b FTERE

75 TEAKMYE PRL 9 FTAERE

76 v iR (T EARMS ACTH 2 b TTHESE)
77 TEAMEIFFrOED S TTERE

78 TEAMBRERIVED S WTTELE

79 TEAGIFEHEETIE

1.

W=

TEAILS WIS ADH, ACTH, TSH, GH. LH, FSH, PRL D BJHZL\LIER DRILEL i EEH
VNI MITHEIZEY  FELTRBEARILEVRZHAIWLBRIZLDEHTEREETHEETHDS,
RRAIE. TEABAROEEL, TEARRILELODMEHETHEKTHOERE. BLUREEEET
SPTEARZMOEFICHEEIND EREETHESEBDOERICEA>TNEILELELY,

TRTOFEFRILEVGBBIEFSNTOEILDE A TEREREETE. ERORILEUHNELDIE
EICEEINTWSELDEH I TEARBEEE TELIESR, F-E—DHRILEVOHADRIETHLDIE.
BMRBIELIE(END, — A, S ITTETERERDRILEL DHEED,

2. [RE

RIEOULE D B T EABEEETETIE. N TEAESOFENEE. HICES (TERIES. BBER
BERE. FHIRESLE) . REMKRE (AFERERBELLTHILIAMR—2 R U4 )LD REBRERE .
eG4 BBERELE  HEREMREMRBELTIUNEKETERRLL) ., M- FHICKZDIEDL
20\, DHREFRHMICHES TEAKIRE (O —N\VERE) OBREFETLTS, — A BIMRISHET GH
> ACTH IZZL HIETIEFHERDO RO I IL(BBREIGRLGE) N, RETIIEESRERFOESH
TEINTWS, RICEGREREISERT L6515 HY . PIT1(TSH, GH, PRL & X18) . PROP1 (TSH.
GH. PRL, LH, FSH #&X18). TPIT (ATCH). GH. SHOX, GRHR(GH)ZEE AL TL VS Kallmann fE{&
HORREETFTHA KALI LEDHRKRTEHERFREE(E LH, FSH RIBICLD AR IEMEREEEIE T A
DREELEED,

FRWITEREICBIL T, IRIE. EEORKRTHICES THRMEEREELNE T NS,

3. fEWK

RIEHDWTBREIEGDRILEV DEEICKYSELEREZET 5.

NDiSE;- 97 3

HERRBICKT HEE
FRREGS>TWAEEELGVDLREERENFET HIHEF. ERGZHOLEIC, FRDOEEITHL,
FifiFEDBEUAREZEIRT 5,

RIVEVRZICRT DIAE
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TEABBETECHLTE, RZTHRIVELOEFELCRECKLRILECHREENTHONS,
TEARLEVIRTFFGEOLEEARILEL DO BOTERELTLEDNTHD, COHEE.
HHRILEDDHETICHEIREHRILELERET D, GH DAL TRBEREIHTRET S,

LTI, RILVEVBOHFREEZOMBERT .

@ ADH 7 AL (FARMERERE) : TRAEILI VD HALEHIWVNIORNGRIRETCOHIEEITS,

@ ACTH 7B AE: BEEROQLFYY 15 -20 mg/ BEHFT 5, BeiE. F3. SMELRED R
ABFIE 2- 3fEICIBET D,

@ TSH 73 A2: ACTH A L2LEHTHEEIEL. ERAILFY U TR 5- 7 BRICHET
5., BELVEMNSHIEL., 2-4 BRI LICRAICIBE . RIEMPKRERFRILEAEA FT4 BELEHEFE
fR.FT3 BEHFLLLIEZTHBFELT D,

@ GH 7ipAL: NMNEICSHLTIERENS GH [ E5ZEL. RREROEEBLEZBELT S, KA
[TXLTIE, T GH RIETHAHZ L% GHRP2 SHERTHERRD £ | LIV EN S GH DB ESEMHA
saL. M IGF-1 EX HRELTHBFEZRET 5.

@ LHFSH A 2: BHTHEBEMBEOHFIEEMELTI I UMET AR TAY TREID IS
LBMFE (2-4 BIT1EE. XETIEIEAROEEICLYTAS R F RILLRML—LEER)
IR VE- TS A= VEIGR (hO IR #1755, — A B2 M ESEEMNET S
BHTIE hCG-hMG(FSH)EEZ . ERAZZBEMET SR M TITHMNEREELZ(E 1 ERARTIEK
HOITIUEE. F 2 EE A TIE hCG-hMG(FSH)BR %45 LHRH R 1% 53%) 217745,

® JOSUFURMALE: WREXTBEITHONEL,

TR (C X T B AR

IR L-ERRBDBERETITLT, HAVWTAERRICHRIVEVBRICKDERIZFLEZEITIE.

LI DBEETI,

@ ADH 7 ihTFTHESE (SIADH) : JKHIBR, EFT14E ADH EAREBZIZ DL TIX, 74X (ADH-V2 2Rk
EME)DOFERA,

@ TSH MbTTHERE: YNMREFUTFHOJ HEIDOFER,

@ PRL HITHEE: F/NSUEEE (AXNILTYY, TAEV)TFUFEIEITIVIIR) DFER,

@ ACTH 7 TTH#AE: ATAMRERBEREAZTEANOY)DER,

@ LH.FSH 7 TTH#AE: LH-RH FEARDOER, F-7oFO7 AERESLT FRAE D 573 il 4E
BEET5:=0FERAINS,

@ GH 7 MBTTHERE: YYRRAFUFEER (A IMNAFE, SULAFR) | GHZBERERE(RITEYT
UR)RRNRSVEBE T REIVTFU ARNLII)EERT S,

5. %%
FRILELHFTEE GIBREATOANR, BRIBEHRILEY) ABEYIZTHhhTWSIEE., FRIZ—EEE
BLIZEAEEN N CENEEDEZMRAEBIZKYEZRINTINS, — A, GH #REELSUIZHERIL
EUBREENFRICEREFIVDRIZBELTIE. REF—EDORBIFEIZSIATOVEGD, IREBEATIX. BE

394



D QOL HEMRZHFLT—EHDEZBIITHONTLEDNRIRTHS,

SMTTEREICOVWTIE, RRRENH A EE L ENIZFRAELGSINSD, Ff-. ACTH MW ITHESE TIE.
MepLFJ—IVIREMNI0~50 yg/dl ZBATREARMKE, BREEZSHLOITFRFIRTH
®o

O ZHHEIHELEHE

1. BER (TR 24 FEERSBRETREER

17,069 A
2. AN

N
3. MBMLARSE

KHES
4. REOEE

WE
5. R

HY (RTOHERBAEFRBLODIAL)
6. EEENLE

ARMDEEESEEAVC, BE. hEE, EfEL 3 BEICHBEINTORBEICIEhEEL LS,
8E, BEE 2 BEICHBEIN TV IBEICIERENRET S,

O fAEHT
MM T A REIE S (CRE I 2B R
MERERE AHEXRFRZREZRMERBERRE - NS BARE HiR K 155

O REH
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<TWREAE>
73 TEHMEADHSY BRERE
A, INTTULVUMETRE (FPARTERR BRAE)
TEBRUBAEZRIRET S,
1. ¥ EIEH
(1) EiEfR
OR=}:!
@ &
@ %R

(2) BmEmMR

@ RE(X1 B 3,000ml LUE,

@ RiZFEE(L 300mOsm/kg LT,

@ KHIPRIAERIZH L THRIBZBBEEIL 300mOsm/kg Zi#EZ ALY,

@ mP/NJTLOVRE - MFFR) D LREELRLUTHEMMIETS 5,
5% = R B 1R K B 7 (0.05ml/kg/min T 120 7 s 5) B2, MF M) o LEMBENYTLOY
BENZEN.  i)144mEg/L T 15pg/ml LLF. i )146mEq/L T 2.5pg/ml LA iii)
148mEq/L T4pg/ml LLF. iv) 150mEq/L LALET 6pg/ml LA FTHD.

® NJITL U ARRBRTREXRDL, KEBHBEEE 300mOsm/kg ULIZEFT S,

(3) A K
ZREXT HIRMERBELUNDEBRELTROEDERNT B,
® BHLD Y LMIE: MBEDILS D LRED 11.0mg/dl ZEES,
Q@ DEMZHIE: B REBIEKEFRREKFRHABRTREORDLRZEED LRSIV MEE/NY
TLOVREDLERERDHS,
@ BMMREAE : N\JTLIVARBRBRTREORDLRZTEED LREROLL, EEKETOM
FINJ TV VBEDEEEL 1.0pg/m LLEELZSTINS,

2. BEEE
(N IFEFFID LREFEREZO ERIZEDL,
(2) T1 SREA MRl BHRICEITHATEREREBEDET . BEL. eMETIEEATHET I 50 H 5,

3. DA%
SEEBGIREREE: 1 (1) 0OOISQTRTOERZF L. 21 2)DDOILB®FT RTHOEREHET-

ERCI2N
HORPIRMEREE: 1 (1) DOALRTRTOEBZHEL. 21 (2)DD. Q. ®FHE L. 1(2)D

@imsivo 1l HEZERTIO,
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B. /\JTL I 5B EdE (SIADH)
HERFERNRET D,
1. T EIEH
(1) EREK
Bk DT RZFRDHIELN,
(2) REFR
@ EFbUDLMfE: fEFFR) 7 LEEE 135mEq/L ETES,
@ MmIF/INI T AE: MFEFRII LA 135mEq/L KRG T, MIFNV T MENAERELULTH
%,
@ EZBEEMIE : M4ERBEEIL 280mOsm/kg FTFES,
@ BIRR:FRZEE(L 300mOsm/kg Z LS,
® FRUDLFIROEFS: RPFRI D LEBEIL 20mEq/L LI ETHS,
® BHAEEE MEILT7F=UIE 1.2mg/d UTTHS.
@D BIBREHEETES: RREEROMEILFY—ILIL6ue/d LU ETHS,

2. 5ELIE
(1) MmEFL =2 FMHEIL 5ng/ml/h LT THAZEMNZLY,
(2) M;ERERIEIL 5me/dl LT THAZEMN S,
(VKA ERMEFIRY DEBKNEITT DI ELRFT ) Y LAMIEIRET D,

3. Rk
(1) #RESN B EDBREEF Y LM DAL, FFREZEDOEKETER, R70—HERE
(2)FR)H LRHEAZERIEF ) D LMEE : BEFR) D LEL, TF. Bt
(3) EFTi% ADH 5 fES

4. ME%E
HEERF: (1)ZEFHL. A2 DIDTRTHDIERZFH -TED,
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<EEENE>
LUTFICSRTIEEDSLRVEEENDSVEBEZEEDEEELL. PHEEULEEZRRET S,
WNITUO U METIE (AR ARSE)
B4E: R= 3000~6000mL/H
FRiZEE 251mOsm/L LA E
Mm% ADH RE 1.0pg/mL Ll E (B%ERBIEKAEFRBREDRARIGE)
;% Na ;2 146mEq/L LA F
KIS -#hIREzIE 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
E|fE:  FRE 9000mL/B UL
FRiZEE 150mOsm/L LT
Mm#%Z ADH jE2E 0.4pg/mL LLF
m;#& Na 153mEq/L Bl E
RIS -hIRRE1E SEDEIR (BUKA+2ITHELRNES)

INT TS5 B EIE (SIADH)
BEAE: M5 Na=E 125~134mEq/L
BHEEE 4L
frPafEs L
£HIRE EEGL~BER. BMET
HREEE : IMSF Na JREE 115~124mEq/L
EHMEE JCSI1-1~JCSI-3
RS MERER D ChIEY ~ AR st
LERE BERE~ED
EfE: ME Na/RE 114mEq/L LT
EHMEE JcST ~JCSIT
BHAESE £5ES
£HRE BEOBSR ERE.IBHLL

398



74 TEKMTSHS W ITTESE
<BEREE>
FEEH. FLVBIERRET S,
1. FEIEH
(1) EEEME
@ RRREPHERK (BF. 8k, FTEM, AKERBD)ZRDHD,
@ VFAMERRIRERERDH S,
@ TEREZDEKXICKDEK GERE. REES)2RH5,
(2)BREMR
@ mpRERFERILECASEICENMNDLT, M TSH AV REFXYNIETEBREZEDE
BRI BB L CERE- SEERT,
@ E&ZH (MRl £1=1E CT) TTEAHRERZRD5,
@ HHL-TEARESHEBOREMRBFHREICKY TSH BALLIE TSH REMERDS,

2. 5EHIA
(1) a¥Ta=vk/TSH EILLE>10 GE1)
(2) TRHEERICKYIMAF TSH (FE-ERIEERT (TRED TSH [LEMED 2 LT ELD) FINZLY,
(3) D TEAEFRILELDDBEEZED. TNTNDOBRIRILEVICIDERE RS CENHD,
CE1)FARRZOCIEIED RS (TFFrAEVSEDTH)

3. BRIk
TEARESZZODEVEITERIBRILVEVCRINEEDENEZVELT S,

4. DMREAE

EEF: 1DIEBULEFEL. MO (2) DMEQRTRTHIEEZH-TED,
UV (1HD1ERUEERE-L. A2 2)DD. QF#E-1m,
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<EBEEESE>
UTFICRIEEDILRLVEEENDEVERZEREDEREREL. EETHRET D,

BRAE.  MFWEEE T4EE 1.5~30ng/dL
mm;& TSHEE 50uU/mL LT
B2 RE TEAM/MRE

BAE:  MGEWEEE T4 ERE 3.1ng/dL UL E

m;%E TSHEE 51uU/mL UL
EfEFTR TERKIRE
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75 TEHM PRL 9 b TTERE

HEfZERIRET D,
1. T EIEH
(1) EiER
@ it ARFIE-EARE, T, 2t 7. BE. RHARHES
@ B MAET. 2. ERE. ROAHEE .. KR E. 2itnn
(2) BEMR

e PRL EEED LF B0, REFFICIRMOLAEEFREEZTAELT,
WIFhi 20ng/ml LLEEFERT S,

2. ERIZH
EMRAICKETOS9F 2B E| REMEFRIFEEETE. EMETOS0FUOELES. 2HE
2., MEkE

FEEF: (HD1EBFEL. M D(2)EmETE0,
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<EBEEESE>
UTISRYEEDLRIVEEEDESVNVERZARBENEEREEL. PFELULENRET D,

BE: MF PRLEE 20~50ng/mL
BRIRFTR AIRANGZB#E
EgRFTRM MNTERRE E4DORRICZELSS PRL MiE*

EEJE: ;%5 PRLEE 51~200ng/mL
BRERATR EARZR-ZL TR, MHEEEET
EEgFrRMt THEARE BcORREIZLSE PRL ME*

EfE: MFPRLEE 201ng/mL LI L
SRATR |ARKR-ZLTRE. MHEET. A TEAEEEET
EfgFRM TEAXRREETCEXIRE)

% PRL IEQREEL CRARA. AR THEE, PRIREEET . BEET24LBL 0NN EEN
Bt RANBEETIE.
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76 v VTR (TEEME ACTH 23 TTHESE)
R, IFIFEEPERRET S,
1. FEIEH
(1) EEMR
O EMAEIR
(7) i A ¥REEaR
() R E Tz (XK R BE B Ik &
() REDHBRMEREERERSE (M 1om LULE)
(D)EEDOVEIEH LUK TiEm
()R EMEIC LD NET
(M IMNRIZE T HBBmEE-HEEE
QIR
(7)&mE
(1) AREEERE
() (I2FY)
(L)%E
(#4)ZhE
(h) M HEEERE
(%) BHRERAE
(I BRLE
(T FRHEE

LREOORERMERE SFUVQEFEMERDFHMN G, ENETN—DULZEED D,

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

LEOD. @FiE-$HE . ACTH D BN WEHATHEMT, R)DRII—ZVTREZEITI,

(B)RY)—=UTRE
O —BRDETXFHAS Y IHIEER  SIRERICVE (0.5mg) OTFH A2 U ERNRLI-ZE
(8—10 BF) DMMHIJLFJ—ILEMN 5 ug/ L LEZERT,
@ mHPILFJ—ILBRES: BHBICSVWTCEREREOLGILFY —ILED 5 ug deLLlE
ERY
@ DDAVP :#E&: DDAVP(4ug) #Etkomh ACTH fEAEIED 1.5 EULERT,
@ BEHBHIZBVWTRERERDILFI—ILEL., ZOMHERIZHITHFEHED 15 ZLULEETRT,
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DIFRET, EBIZQ~@DWT &= HE . ACTHIRTFHR IV U TERBREE R BTl
ACTH JEfRZF £ DRI % B MICHEEZHREZEITO.

(4)HEEZWIRE

@ CRHEER:EN CRH (100 g) ik MMt ACTH TEEASRIED 1.5 &L EIZHEMNT D,

Q —BRRETFHARJUIMGIRER BT REICKE (8mg) DTFHAZJ U ZRNRLIZEEH
(8—10 B¥) QML FV—ILEINFHEDF 5 LUTIZHIHE SN D,

@ EfREE: MRl REICKYTERERZOFELIMHT S,

@ GEIRMBIGR MY > T 25 GEMRERIRRE - [ FTH#ARIKR) . AREICELTIH ACTH &
DFR-RAELL (C/P Eb)AY 2 LLE(CRH RIiE#(E 3 LL) G50y TR, 2 Rii(CRH I
BigIE 3 XE)LGSEMME ACTH EAEEDRIREENELLY,

2. FMEsE
HEEF: (1), (2). QBLV@WDD @ @ @Fi#HET
(FIXFEESF: (1), (2). Q) BLV D DD @ %l
LA (1), (2). Q) ER=T
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<EEESE>
UTFICRIEEDILRLEEENDESVEBZEENEEELL, PFEULEERRET D,
B MFILFY—ILEE 10ug/dL ITF

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

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

FRAEEEDILFY —ILEEE 301 ug/BLLE
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77 TEHEMTFFrOED 2 BITEE
FIRMEEERERELTEARITSFRNOEVELERBEEXNRET S,

APIREREHRERE MDREMERERBICETS2HEALELER (CCTIEHER)

B TFEH/RIFRFrOEVELIES

BEFERRET S,

1. XEIEH

(1) EiER

DINR R ILED 93 TR
QR ANBM: ZHLEE
QFARHARID A @ A%
@FDMICIEZ ISP IRHRIEIRERD S

(2) BEMR
DIEBIZE>TEEINSTFRIAEY (LH, FSH, hCG)Z7=(F GnRH(LHRH)IZ &> TAL ST FFk
AE B ERH5, FSH EEFEBZEN B,
QERZH TRETHOTEAICERHREZEZRD S,
QfEMMBILFMIZTFFrOEVEAERD 5,

2. EOHREAE
FEERF: (1) ESVIZ(2)Fm=9,

3. #AIEZH
REMMRBEEE TICEIKREEITFROED 2B E], ERILED 7 IMET OEMRICINZ T, IFKE
AEVEDBELZTRT
TROENERTHSIH. thDEEKREREHHE TEHT 5,
1) FERMEEEETE FSH >20mIU/mL
2) DPEMEEEIETE FSH >20mIU/mL
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<EBEEESE>
BEEEZNRET D
$EE - TRC LAY,
B ROWVWT A ERE=T .
MR TEES AR CFTFMEE=(FIBRIE) (2XSH hCG Ff=IE GnRH E4L
TEABEETEZHFET SIS FAOE ELE T EAKIRE
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78 TFTEAMERERIVEL D WITELE
HEHERNRET D,
1. ¥E1BH

(1) EEERCE)
D FROBEDEKX
@ ELimEXEHKER(BESHOME, & -OF0OEX, FTHEOREHLL)
Q@ EXE

(2)BREFRR
D BERILEY (GH) D DBE,
i GH fEMTRHE 75¢ ARG TEEEFETIHRSNGL, CE2)
@ I/ IGF-1 ( YIMADY C) DEE (& -RIEEED 25D LE), (X 3)
@ CT #F7=I& MRl TTEAREORREEZRDHS, (X 4)

2. 5EHE

BIERS LUHREMR

(1) HT@EZ

(2) EE#A

(3) HREFEE

(4) ZHEIZBITHARESR
(5)  REEAR By SR IF IR JE 1% 2%
(6) TMiHERERE

(7) BmE

(8) K&EFZE

(9) BEEEHRIUFEOHMXROEE (GX5)

3. hRE s
BEEHF: 1) OMCD1EBUEER-L. M D12) D@ TATHEBFHE-TED,
AIREMZEE TR OEART GH AEFEEICIFIESNT-Y ., BBRERNEMLIBAETE, IGF-1 NEiE
T.1(2)@Fmf=F1m,

GE 1) RHRANLAG OB F TIXERNEE THWNMGENH D,

GE2)EEEEIEMmA GHEME 1 ng/ml (VaAVEFUb GH ZBERET S GHAIER) KRG THS. HERTK.
&R, BKE. BETIRMF GHENEEHEFTIHINGZWZEAH S, Ff-. RETEMEP GH
{EAY TRH 4> LH-RH RIBTEMEGEMELSR) 95IL0, TOEVVTFURBEDRNIEBET
M GH EAEMLGNCENH D, SolZ, BHRENEEDZSICERILIRYP GH REMNEE
[BICEARSETHS,

CEJNREEDOER-HANEEBESRT S, XERE. FHERER. BRE. PRBEREETE, IVFO—ILF
BOBRBELEENEHT HEMP IGF-1 NEEEZRSHENIELNH D,
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IGF- I DEEBELLTIANRDEHESEDIL,

CE 4 BALHETEARIRERMRZZBOLVEDO, Z<HHEIC GHRH EAEBEREDOSHENH 5.

GE5) BEEREM X RTHLIBROILARELUVHRIE. BISEOILKEEE . SMLEEREDEL, THEAD
FRARETRHEDREHGE . F X BETFEREBDETYAVREBARER . BEXRTREESNERERHERE
heel pad DEKXK=22mm LI LZEDHS,

409



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 | 308 375 20 173 211 259 318 | 391
133 182 238 300 368 21 168 206 253 310 382
130 178 233 293 i 360 22 163 201 246 303 373
127 | 174 208 287 : 352 23 159 195 240 296 363
124 | 170 222 280 344 24 154 190 234 288 354
121 | 166 217 274 336 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
109 149 195 246 303 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 1 279 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 | 269 as 103 | 132 166 207 | 254
95 1 129 168 214 i 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 | 123 158 195 | 240
93 | 125 163 207 : 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
g1 | 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 43 B2 108 138 176 219
88 117 153 196 + 246 | | 49 81 { 106 137 174 + 218
87 116 152 194 245 50 B0 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 ¢ 107 141 182 232 60 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 | 84 110 144 | 186
68 ! 9B 130 170 | 218 67 61 | 82 109 142 | 183
66 | 95 128 168 | 213 68 60 | 80 107 139 | 180
65 | 93 126 165 | 209 68| | 59 | 79 105 137 | 177
63 91 124 162 | 206 70 57 | 77 103 135 175
61 | 89 122 160 | 202 71 56 | 76 101 133 | 172
58 | 87 119 157 | 198 72 55 | 75 100 131 170
56 | 84 117 153 | 194 73 5 | 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 89 93 123 160
48 | 75 106 140 | 177 77| | 49 | &8 92 121 i 158
a6 | 73 104 137 | 172 78 48 | 67 90 119 1 155
43 71 101 133 | 167 79
4 | 89 98 130 | 163 80
39 | 68 95 126 158 81
37 | B4 93 123 154 82
35 | B2 90 119 149 )




<EBEEESE>
UTISRYEEDLRIVEEEDESVNVERZARBENEEREEL. PFELULENRET D,

BRE: ME GHEE 1ng/mLLLTF
;& IGF-1 BE SD Xa7 +25LTF
BHHEDELTIEZAL

FESE:MF GHIRE 1.1~25ng/mL
m;& IGF-1 jRE SD X7 +251 LI E
ERIREOERENME (BER. HTE 2. REEE . BERED>5. 2 DU LDERKER)ZEH5

EfE: ME GHIRE 26ng/mL L

;& IGF-1 B SD Xa7 +2.51 LItk
RERMEIMS LUV EHEDETERDS
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79 TEAFATEMEETE
UT D ADSEISRTRRILVEV DS BETEOVT IO DB EELE - THEFIEHRET S,

A. JFFrAES 5 METAE

1. ¥EIEH
(1) EfER
D ZREBORINBF 15 BLUL. TF 13 RULFIFZREHOEITEL
Q@ AREREAR. EUINEALE. MEARLRL)
@ MMIET. PEEE. T
@ EE-REOK%E. HHREMR. LEEMRE
® /NEE. EERBE. RETH. BRI (Kallmann IEIEE) 252 E0H 5,

(2) REMRR

@ MmeTFRREEY (LH, FSH) (EBETIEAL,

@ TFRFAE Y5 iR E(LH-RH test, clomiphene, estrogen & 5%)(C® LTI FRrAEY
(FIEGZOUERIG, BL. RERTEET FROED S BMETEDHZE (X, GnRH(LHRH ) D 1EIFE
T ERBETEERIGETRT CEDH D,

Q) M, RAEERTOA K(estrogen, progesterone, testosterone %:&) DIR(E

@ TFRrAEVEFICHLTHRILED D BEMREDH D,

2. BROVIRE
JFRrOEV AR TS E AR SO EIESE - Rt B B IREZR

HEEG: NDIEBLULEE(2)DEEBZEEY,

B. BIBREH#HAILEL (ACTH) 9 iME F5iE

1. ¥EIEH

(1) EfER
D £5HBAX
Q@ ZEFHE
@ EMTIR
@ EHECHK (EMESES ) D LIAEIZLS)
® {EmE

(2) BmEMR
@ mEa)LFI—ILDIEE
@ RepEEEOLTFY —ILEEHEDET
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® M ACTH [FETETI%LY,

@ ACTH 4 BRIBERER(CRH . A~ RS BEAL) (LT, f1fh ACTH BEULFY—ILILER
BHEOLERGERT

® FE ACTH(E—FRL V) ARFICH L TmMALFV —ILIHMERIEETRT . BL. ACTH-Z(3—FA
v 7)EEEEICHLTIEEMEE N DS,

2. BRYVEE
ACTH b EE TS AEFIZREER

HEEH: (1DDIEEULE(2) DDO~QZEHZL. BHIHVEDE LUVOEMT=T ,

C. FRIRREAILEY (TSH) 9B FIE

1. ¥ EIEH
(1) EfER
@ MEEDET
@ FEH
Q KIERZIE
@ AR
® BiE
® HBEEE

(2) BEBEFR
@ me TSH IEEETIHELY,
@ TSH 7 ipFIBHEER(TRH BRAE) ITL T, M TSH IFER SV LUER IS BLRK T 84
DIFEIEL. TRH D 1@ F-ILEHFHZ G TERRIGERT CENH D,
@ M EKIRARILEY (freeT4, freeT3 11E) DIEIE,

2. BRYVRRE
TSH 2 ibE IR TS B2 EFIREERL

2. EHREAE
EEF: 1HD1IEBRUEE(2)D 3IBBZiE=-T,

D. fkRRILEY (GH) Db A E£fE

D-1. /MNE (GH A2 IESKIE)
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CRINR OB NS ERRO LT D)

1. FEIEH
(1) EfEME
D BEEENHZIZLE, EEIX. BEDODOUHWIIENTWT, BRIFEZEFGRD -20SD L
T.HIVEERNEREHFETHO>TH, BREREN 2 FLLEITHT->TEE[BED -1.55D LA

TTHAEZE,)
Q@ HHRTESRERBDEMEETH>TEH, RRFRILEVDBARENRREE Z SN DIEE
HIEMAENHLEE
@ BEENHBEMERBOMO TERRILELDBFIENHELEE,
(2) BEMR

BERILVEAGH) D BRIBERERELT. AV R VAR, 7ILX=V AR, L-DOPA &ff. /0=

DUATR. JIVAT VAR, 13 GHRP-2 BRHRERE TV, TRDENBFONDIE: . 1VRYY
BRI, 7ILX=_VER. L-DOPA Bf . VA-DU AR, £ETIWLATUERHRIZEWT. R

BIELTAFIISKUARR 120 2 (JILATU AR TIX 180 2R) 12h1=Y. 30 HEIEIE
LfzfiEd GHEE DIEEA 6ng/ml LT THAHTL, GHRP-2 BRI T, BHEISLUE

Ttk 60 IhH=Y. 15 HEICAIELI-MF GH TE{EAS 16 ng/ml LT THAZE,

LUTEEETHEDOEMREEFIEL. WITIDIZHETEIL,

BE: EERERAT()DOFHEZL. HhD1(2) D2FELU LD 7 i RIBEERIZH 75 GH TEENT RT3
ng/ml LAF (GHRP-2 B#EERTIE 10 ng/ml LLTF)DHD,

Fr=(F, TIEBREA () DQFE=(F, 1(1) DDEQREFT-L, HD1(2) D1FEED 5 b RIHGHERICH
(% GH TE{EAY 3 ng/ml LLTF (GHRP-2 B[R TIX 10 ng/ml U TF)DEHLD,

PEE TEERRRILEVD BT ESREIZHRARFRILVEV D BRLERESREDIL. £
T®D GH TEEAY 6ng/mL LLF (GHRP-2 E#iERTIX 16 ng/ml L) DED,

D-2. kA (B GH 5 b2 %E)

1. TEIEH
I FREIR B KUBRERE

1 INREARAECIERREETEH5CE 1),

2 HRFBEARIZTET.EPHET. K NET. S5ORE. ESETLHEOBREREFESIEN
H5b,

3 BFRELTEREDEIREIEEL. REDEREIL, (KIEH (NEBEIHDEM, XN EYT
teDiEm. BRIEAZEDIET. BEDET. HHETLELH D,

4 BEENFEMHEBRCE2) OEHLGEVLERER. AREF-IRAEHREZEOBRENH S,
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I#EMR

1 BERERILEY (GH) Db RIEEHBREL T ARV AR, ZILX=VER. JIVAIV AR, F2&
GHRP-2 BRERERETLNCEZ). TRDENFONDIILECEL) AR VAR, TILX=VER
FFTLATUAFHRBRIZEV T, ARIS LUER R 1205 B (VIILAT VAR TIL180%
&) 12hH 1=, 304 T EICRIE L =10 E (M15) GH DTEMEAS 3 ng/ml LT THS (4. 5) . GHRP-
2B AR T, BRNAIB LUV AR®RE0D(THIZY., 150 &(ZBIELI-MM:E (M%) GH TEEA 9
ng/ml AT THBEE AV AUV ARIZHT5H GH TEIE 1.8 ng/ml LATISH LT HIE GH £ RIG
THHEHET (GE5),

2GH ZEOTEBDOTERRILEL DD METHH S,

I %R
1 MF &) IGF-1ENEHESLIUEEEZEL-EEBICLENEETHS (GE6),

(37 B 4]
BABRERIVES DA £ (THEEH )
1. ID1HENE T D2L3%FFE L. DI D1 T2FELELLED GH 57 b RIBERER T B LV TREE
=9+m,
2. IoatTID2%imizL. TD1T1EED GH 2 RIBEHRICEWTEEEF/ -TLD,
GHRP-2 B FTAERD AIEIL. EERDRA GH DA EEDHIEIZALGNEGE T,
BABRRIVED BT EIEDEEL
1. IO1EBUEEHBLL. M OID1EEH-TED,

[RE 5 58]
EERABERILVES D BFAEIE
1. ID1HENE T D2L3%FFE L. A DI D1T 2 FEELLED GH 7 b FIEERERIZH (T4 MmE (M
#%)GH DIBIEMN TR T 1.8 ng/ml LLF (GHRP-2 BB TIX 9 ng/ml LLITF) DED,
2. 14 LT M2%F#EzL, I D1 TI1FEFED GH 2 RIHEERICH 1+ 5 M E (M) GH DTEEM
1.8 ng/ml LL'F (GHRP-2 BHEHERTIE 9 ng/ml LLTF)DLD,

PEERABRERILVEVD DA E
A GH T 2EDHEREISEESTHED T, BEEMA GH DR EEUNDED,

EERIE

GE1) MR TEZSHLTOAEOEYL GH AR EER CIIREREREZROLELN LA H D,

(G¥2) BEEANDRLEHNEE . BEEHONMERE. FHELUVBEAERE. HAWNIEBRREIZSLTER
ETE-TEARDOEERMENZEOON, TNOIZKYBRRKR T FTEARBEEEZD S HNBRREEIN
Vit A=

GE3) EEMA GH RBTEENRONSER L. 1RV EFRRBRE L GHRP-2 &FHBREE
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THEAS ARV ERHRREEDEMVREOEERELZF OBEETIEZTHS, BMOEELL
TT7ILF=UERHINIT VAT AR RERETI. VA=D V&, L-DOPA &fif& GHRH &7
REBIBEERIGERTIENHDDTHEALELY,

CE4) RDOEIEREITHE N TIE, GH B ibRIBHARICE VWV TERIGERT CEDNHIDTEREZNLEL
ERN
- ERARBEEEIE TIE : BRRRILEVICKSEUGEFTEEDITRET D,
- AR FRARSE : DDAVP [C&BBEDICKRET S,
- RRFRIVEVDMICEEEZEZASTROLOILGERIRS R AR RYIZEFIELTHRET S,
- RESORBEILFIAN, o EEE, B-RIHE, FASUEBE R5DE EMRE, o

DOEBE, o= FHE, ITXASUE

- SEE. IEEE. PREMSEEREBOI DORICERELLESE

(GE5) BWE®D GH BIEFYMI)IVEF U GH ICERLI-ZERZZAL TS, LHL, FYMIELY GH
ENEGD-O. AREREZEHEOFYMEOHERX THELZ GHETHET 5,

CE6) XEEE. FEE. VO IILFRIGHERE. PRIEHEETESEMORRIZL S0P RE

DETHHYS%,
Gx7) EERLUSNDAA GH TR EEEZHTES GHRP-2 ARIHEROME (M%) GH EEEE
FEEFEOTLVELY,

(Bt 1) FEAMDNE. TERHESREF - GH 2B A 2B ESRELZMSNTGHEEIZES
BEREAESLDTH. RAICENTGH 7 RISERICEEGCRSETY CEAHLIDTHEREN

DLETHD.
(B 2) ANIZHNT GH BMRIBEZZH T D5 R ICIE, 2 FBEELLED GH 7 RIBERICH LT, B
EE=TRENHD,

(B 3) 18 MR THOTHLEAANTE T LTHRAZRICEELTWSISSICAFIEDDMEALEICE
BYHEHITIE. AREBEDHEF T TITIHE>TLDAIREMENEZ 5N D,

E. 70549F> (PRL) 9 ME T IE

1. ¥ EIEH
(1) EfEME
EBHOR S MET
(2) BEFR

@ M PRLEBMEDIET, (GEHEEIFEL. VT 1.5 ng/m KETHAZLEZERET D, )
@ TRHARER, TRH B (200~500 4 g 8%:%) (239 At PRL D RISTEDIE FE- X R INEZEH
%,

2. SRR (THESEHI)
(&) EHm=,
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<EEEDE>
BEEEZNRET D

BE: FrRMREKERAR. DRAMREARGE

BiE: UTOWThDZEH-TLD
M TEAESLGEDREMERIZESELD
EREEICHEELD
BERTEARRILEL DDA SEF LN TEAREEETIE
BEEORERRIVEL S AL
ACTH B RIBSE, I+ FhOE Y B RIEAE

Kk, ERORED ERROEIEL DS T EU LICEY LRNWE TH DN, mEERER AT 5 Z
EMREIRFIZONTIE, EREIROFNR LT 5,
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80 RIEMEFILRTFO—)LIMEE REESRE)

1. #BE
RiEEEIL AT O—)LILSE (FH) (X, LDL RBRREEGEFERICKDE—BEERFHRETHY. BELEK
B EERREED, REESEREET 100 FAIZ1T ARBREDHEETEDOOND, FH (X5 LDL-OL AT
A—/LIfE. BERESFIVEFUHEHIRBEILEEZEEET 5. ATOESKRLREEZEESRKE, HERTS
FERPCHRILATO—ILDEDOEE. AEANDRIGHENEELZY . ZOEBICEVLTHL2<BIN Y&
WETIRENHD,

2. &R
FHIX. LDL 2B ADEGFERICKY DL ZBREANRELH DT ZOHENKEETINT,
= LDL MAEMFIEFRIINDEEZLN TS, EE M LDL D 70% L TRESIN L. REEE
KEETIE. FETO DL DRBENEEDH10%IETLTEY ., ETOREICKREHILTMEE LDL B
EZLFL OEEAOILATA—ILDEED)RINEED, TDT1=H.FH BETIIEFLYS LDL
ALRTA—)LIEZERL. TNISER T 55 EHBIRELELN BERE P I0IZFFHT S,

3. fEK

FH REESKE. HEBKYERLS DL OLRATA—/LNEZEL. REHEBEN MEENTHD. 7
FLABRHEEE. AlRH. 2B HESIREILEL. DRBICEVTERICETT 5, SIIREILAEL. BB
ARTZ 1T TSR EIARFF CLHETL . MG H EIXE . FREERRT 5. EREDMHEET. LDL EDL
SOEEVWCHBORSICHAIT S —A. REEFERAIEE FH IZHFEMNLLO TEG, EEMEDEFIC
LROHEND,

FHREZREWTIE. XBIIRF LT FIRE . SBIIREEA. I REICHIEL. ETLTI0METIC
IRIVE. DAAEE, BARESISEITIENHON TS, B KBIAR. BE 5 KBIARCAHENARIZ 58
BIREILESIERIT, —A. MOE L LEMEIREL DETHIEL, BEIIRFELD T & FHEIIR
B IXKEIARIC IS ABIRE L LTINS ENHY . FOMEEIFH 26%EBESN TS,

4. BEE
FH OBEOEXRE., BHIREELEEER TESIBIRFEILEORESLIVERDFHTHY . B4
PHEBEUABRARLEETHS, HRAETRBICEMETL BEMELEDELVRAFEL Fi#
RN FITDITEHERERFIC, BIE, B, 6L DBAREILEDIEERFELoNY LB T, SMmEOHE
RI&ZE&&IZavba—ILT %,

AR ERREL DU P RAFURE | FH REESRICK T 2EYEEIL. LDL 77z XFABRTDELS
RIZKLTITLN. LDL 77z RARBEDO B H (ISR TIL JAEEITICTIE L - LDL OB L FZHH
5B BB TITI, FH REE SR LDL 7 7L Y RO %t #EiG ThY . TESRYEHIZLDL 7
TILY RBBREMIBT RETH D BEMLAEMIBOREIL. Ny ETEARRUASMEERIEITA AT BE
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5

L1GBA~6BTAMNHELED,

FH REEEARICKHT S LDL 7IzL P RBBEOEHRURIIOVTIE. KEEBEDRIE. IIEDIE
KOZER, SEIROBARELEREDEROINH ., BEMHRLGLE . REMOBRIFEAENROREL
%W\, —H.FH REEAKIZHLT. DL ZIILVRADEANENDE DHBEETORTHOHREL
HY. BHD LDL 7IILV ADBANLEFEND,

ERFRBIELAREDVEDELTRIRSNDIGENE S,

PR

FH REESEKE, HAERKLYZFRLGS DL ALATO—LIEZEL ., KERRENFHMNTHL. 7
FLARERE. AR%. EFMEBIRELEL. DEBMICEVWTERISETY 5, BIRELEL. EE
ARFZ 1 CRSKBIARST (CHEITL . FRBIGF LIRE . FREEHKT D,

O BE#HIFEICHELEHE

1.

BEY (K 24 FEERZIGEIIRFER)
140 A

- RRDHE

TEA(DLEZRADEELFERLEZALONTND)

. HRBVERER A

REEL (RIARIEL)
- REDOEE
Y3
HY (BREARELF RS DEMTELE)
 BEESTE
PHEERRIERBERELEEXFHEAEFTADXEOREEZRLTISET S,

O fAEHT

MEFMESELEICRET AT

MAREREKE BAEMKXFEFBAMERBERNDBAHFEM &2 56 &

O HREH
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<BMEE>
HERE. (ZXHERGIERRET D,

REMED>
FiEMEILATO—/LIEFH) REESAEIE. LDL OREICEAHIEEFOEZIZLYFDEEHE
Fan,.MH LDL ALRATFO—/ILENERIZERE L TCEERICEEDHIRBILIEZE-9TEETHY. KE

L

CROEEGHBEZLHI, HEAHLTEHICRRALLDL 7IILVRA(MERRZET) G EDEBRILA
BRICEYMERELDL REDETELEET D,

1. T EIFH

(1) EZFRR
REERE. REGE. AEGOFE. BEMTHEICOHSTITERT S, FHRERE, 1080
SOREERENMIEHTHD,

(2) & -EILZHIRERMR
INREIKYE LDL OLRATA—)LMEETT IEMNZLHN . & LDL aLRTA—/LIEICE P
FERAMELNMHEBILHE. )/ BRORESFMEO DL SEKFEFREESATREAD
20 %LU TICEBRETERL, EMDEE LD,
LDL 2K, ARH, PCSK9 72£M LDL BRI HOLBEIGFDEMIZEY ., EEZMZET I

ENTED,

2. BEER
FH (&, BEIRE U KBRS ICEEUBIRELE ST CEMRELL D, BEINREL (L, DEEE
PIDMEZSIEECTEND TENDETHS. KBIRFHRE . KEBRF LRFEEZEH T HENEL
BICREESARTRIAERNZLELT S LLHY . TENDETHS,

3. HEiRZH
RRTO—VIE. INREEEGERERREZTTRELORRDE. FRIREEETECRIA—
VERFLENE LOL OLRTO—LIEERTRELDOER AN HRELLS.
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4. DERE%E
R, ZEREEGENRET D,

e
LDL REHRRICEAHDELEFDEGLFHEN. HDHULE LDL ZFREFHEBIEIZE>T FH REEARK
THHLDHINDLD,

(X IFHEEA:
TREEEREDHRILRATO—)LEAY 450 mg/dI(LDL aL AT A—)L{EAYST0me/d) LLL.
HIVTNERKIYREERENELET IHEEEENTILATO—/LIE DBIENTFIL.
EHAEICERT L0,
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<EEEDE>
PHBEERREZEEESEEL. SHEEEZB T LDEIT A THRET D,
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81 FRIRRILEDAIGIE

1.

W=

BARBR7RILE D A IGAE(Syndrome of Resistance to Thyroid Hormone, LA RTH)(E. BIRARRILEIZ
xt 9 HIZHIE R D RIS EDBIEL TS RIEMEEIREEEL T 1967 4., Refetoff ICK>THOH THESN.
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REERETR REEREC AARGEREC fig R
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40 > mPAP > 25
Stage 1 | WHO-PH/NYHA I~1I fERA%LL
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Stage 2 | WHO-PH/NYHA I~II mPAP > 40 mmHg ERLL
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BEGE  REIZKYVDATHRITIRINBWMGE LD ITI—TOFHELRIET S,
IEFETIEZA LAY, TRPG @ 40mmHg (X, mPAP @ 25 mmHg [CPEET %, TRPG O 60mmHg (£, mPAP
40mmHg [ZIE#Y 5,

MR, SEROBREN FROFIEEVHEE T—EU RICEY LARAWETH LN, mEERERE kTS =
EMPMBEIREZHONWTIE, EREROGHRLET D,

470



88 fmaRAREAZEIE ~ fi B M EEAE

1.

BE

fifi§% AR BAZESE (pulmonary veno—occlusive disease:PVOD) (X486 THEAEETH 5. 154 mENIRTE i
EMEEESFEGLIERETHY. BEICENETERICFEFTRTHS, REMRBFMIICIIMANOFRIK
NELGREMMTHY. fiFRIkDONIREECREICFICLLIAEZRD S, MMEME ESE (pulmonary
capillary hemangiomatosis: PCH) (X RIEfAMF M Cfia2 D EMEBAZ/HHMET HA. mERE LD
RDOFEAREAZEZ AL, fiagAk PR A THHMENARD M E (FEIARE) D FiG LR EEK -9 2&1255,
ZD1=8 . BRERMICITEE DR R TH S, SHITHEMICILith D FhE AR ffi= I £ AE (pulmonary
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secrcm® Ll k)
(b) FHEIAREAE (ZDEE) (FEE (15mmHg ELF)
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TREZOWVWITNAERLTIDET S
o ITEHHODD? + FEEHOQ + BIREADS>HIEBLL
o FTEEHDD + BIRIEBET
TPVOD/PCH £EL Ml |
o FIEFEHODOQ + BIRIEBDS>L—IHEHE
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<JRIEBMFTR >
PVOD: RAEAMESAR (B I/ NERFEIR) O U FA N OB E (FIRD 30~90%) 12 FAZERT R.
PCH: ffifaEE D EME M IME D ZRBILE SUIELE, 512 PVOD [CEL-REMEIRF L Z2H 515
BtHY

474



<EEERE>
Stage3Ll EEXHRET B,
s MmE#eEn 58

NYHA 18ES 58
I B BEDEKFETIEIEEIR
IE BEOQEKITHTERER. FEEBHAPLOHIRENDS
ME BEUTOSKIHTERER. FERTEBNELIFRINS
NVE: . EALBBREEHDIOEREFHFTHERRER

WHO i I [ £ # 5E 53 48 (WHO-PH)
I E: BAEEICHIB OGO S M E B E
LRDS R EB TIIFREHE RS . MECRBEELELLEL,
IE: BRFEBEOFHROHLMEMELEEE
TEEFIIXERERIGL, TEDF AR TE THEREHOES . MECRMLEENEIS,
E: BAEEICELVOFIRRDH LM MEEEE
TEFFICERERD GV, TBUTOBEEDSAKFE CEREREARERT . MECR#EENED
%
NVE EALGBREHLT R TCEBLLG LS MEEES
INLDBFFALFEDERERLTILS,
TBEBHICETRRHES SO/ E TR FTHAHEND,
EALGBREBTLERERKDIEELAH D,
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(FT R EERE)

ESpShze! N "
e BREEK TEHEIARE (mPAP) | iMZREk(CD it 0 & 1 SR ZE 45 A
aB A<
40 > mPAP > 25
Stage 1 | WHO-PH/NYHA I~II EA%GL
mmHg
Stage 2 | WHO-PH/NYHA I~ | mPAP > 40 mmHg FALL
FAHY BEFERLE
Stage 3 | WHO-PH/NYHA I~II mPAP 2 25 mmHg )
Cl > 25 -
WHO-PH/NYHA IlI~IV | mPAP > 25 mmHg FERODEEIZZRLT
L/min/m?
Stage 4 | WHO-PH/NYHA IlI~IV | mPAP > 25 mmHg CI< 25 L/min/m? | FHEDEHEIZZST
Stage 5 | WHO-PH/NYHA IV mPAP > 40 mmHg FRAODEEIZEZST

PGI2 FiediE-RTE
BEERANBLELIES
FEREKRDREE.
mPAP D{BEIZBFR7%<
Stage 5

BRIEIK. mPAP, Cl, M EILREEADEBE I RN TERBI HLEL) Stage Z:3EIR
B BRMANENRREZEALORENBLL, REZDIUELESHAICE, MlEHRREOERALS
12T, Stage 3 A LET D (BERRIC BEDMIMENREEABEELZLET H-8).
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(E#EF)

B | EMER LIFRECOSRINE | b mesmomsmm
HEEZE (TRPG)
Stage 1 | WHO-PH/NYHA I, II TRPG < 40 mmHg FERGL
FrE. BELTREGL
Stage 2 | WHO-PH/NYHA I, II TRPG 2> 40 mmHg fEAGL
WHO-PH/NYHA 1 TRPG < 40 mmHg FERHY
I N P g AELREL | | I
Stage 3 | WHO-PH/NYHA I~II TRPG > 40 mmHg FAHY BEFEALEV)
WHO-PH/NYHA III TRPG 2> 40 mmHg fEAGL
WHO-PH/NYHA 11, III TRPG < 40 mmHg FERHY
Stage 4 | WHO-PH/NYHA II, III TRPG > 60 mmHg FRAOEEICERLST
WHO-PH/NYHA IV TRPG < 60mmHg FRAOEEIZEST
Stage 5 | WHO-PH/NYHA IV TRPG > 60 mmHg FRAOEEIZERST
PGI2 fieadiE - R T M fnfE A
MNHERISE (X WHO-PH 448,
mPAP D{E(ZBE{%7%:< Stage 5

BRENR. TRPG, M EHREEADER I N TEHETRLEL) Stage ZER
BE.BRMADENRREZFEALOFRENBLL REZDIUELEGHAICE, Ml EHRREOERAL
12T, Stage 3 A LLET B (BERRIC BEDMIMEN REEABEELZLEHT H-L).

stage3LL ETEDE<ES 2 FIT—EDODATIZKAFHENLEELL, LHL., /NRE,. SEE. HEENS
WEELE . REBICEYDDTHEITIRIAEWNES (D IO—TOFHELEA &T 5,

IEFETIEA LAY, TRPG M 40mmHg (X, mPAP @ 25 mmHg IZPEET %, TRPG @ 60mmHg (&, mPAP 0
40mmHg [ZIL#9 5,

XKk, JERORED ERROEIEL D% T EU LICEY LRNWE TH DN, SR ER Ak T 5 Z
EMREIRFIZONTIE, EIREIROFR LT 5,
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89 (EtEimtzEEr2 NS MmEE

O HM=E

1.

BZE

1E MR MAS A E ST/ E LMK YMEIARAEAZEL ., MR 2 MmasRICMHBIREEBDOEE
NeMALILLEICH->TEELTWSHETH S, F-IBHEMMEEREICE UV TEHMMENARE
25mmHg L EDffim i EZ & fFL TL 5 51% 12 14 M #2 ZE 42 14 ffi = M £ £ (chronic thromoboembolic
pulmonary hypertension: CTEPH) &EULVS, ARJE(X. IBREEFBEIIEET HARBMARNFRERELLTEHE
FMIEMMMARERE EanER) EOSEFNANLTERAY, 2009 £ 10 . ¥ F RSV FEIC
BHETEHMNERESN, CTEPH IT#HE—Shi=,

CTEPH TILIHEIAREAZEDRED . S MEENERNELTEET, Z<LOEHITIELIMHMERD 40%LL
LOFAEEZZEDHLHESN TS, MEERDRELMEARATO MIZDERNFIKROEBLIZEHELTL
52EbEZbN., DPAH THONDEIBEREL AL OEEEAIRTO MAEERFE, QmizERHAL
BRI DML -MFRICHESHESIROMERE . QM2 ICK>THAEL-HAKLYENMIZE THAREX
HIRREDYEZESITHEBIROMERELE ., small vessel disease DEGLREZHEHIELTLNSE
EZ2bN5,CTEPH (XBNATIEHEFTLZROA, BHAETIELMIZSL TR EF#IRMRETITEEL
{ELY HLA-B*5201 1> HLA-DPB1%0202 LBEE S HIEFI B AN ENBMESTN TS, Chd D HLA [FEX
KTIFBOTHEDDVLEWIAT D0 BKGIEERGSI-REMFZF DEANDOFEINREBINTL
%

3. fEK

4.

s mEEDBRERELTIE, FERTRE. ZEF . B, BE. KAEEAHLND, VT
NELBEEOMSMETIEHRLUIKIERSERLEEICF, T TICEEOMBLENROHONEIE
BN, Ff-. BEMSMEEICEHERORAFEDREIRMEAH D, SHITEITHITIE, HAIRRR. AT
FER. TRRFRE. BKGEAADND, ZDM, i MEEDREELEGLERREITHIBRLALGHAETR
NHoLND,

AR
HREITHLENTHAENIE TV ATHEILSN TVSAEELLTIL, MBIARMAE NIZFERR A H D,

LALEEHENE TIEFHES SN o= RFAIMEAEARD CTEPH (L. AT —TIVERLV:
2RI EHRMBIARILGR T (BPA F1=(X PTPA) DEMMEMNRRSNDODH D, SHI2, FHERADZNK
HEHLWNIMEREFHAIVEERUEMSMEEEZETOREICHLT. TREIT TV V5—F
RIFETHHIAL T TR ALGNS, CTEPH OAERAH TIE, F 9 EMLGHEEZMEEREETHmET
STENRBETHS RVTHRDEREZHFLTMEBRFHEZRMETE T D=0 D%
BEEZFIAT 5. MBEERENEZTHAEE PRARRETDBERLGEICHLT, FTARIKI LA
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—ZBETHHELH5. BERFENENK, AOFERMRKLDELLEEET 5, So12, EEGRF, K

FEDARICERLI-FFRER AL FiBIAR R IR 576 BR 7 3R 1= (L8R K A2 B B4 i BN AR 415 3R 487 D @ G 2 4%

HITOBELNDHD FTENMBESNDID ., RIERES ., ShE CHiERRESHLTEDNIIRIH. &

ENFMERZELLBVBIREZRLICREDRREY 5. RIEFES ©ifRZEMS MES LTI,
VAT TIDREEERT 5. =, TOMDOMMEIRENED LIS ELH5.

5. Fik

CTEPH [CIEiBEICEMMMEEREEZ TR T HERIBOONSIRERL, PO GEKRDEVEE
JREEDEITHAONZBRENH D, LLEREED CTEPH T, MREEREEZEHETIRRMAEE
DH THREDETEHC ZENATRELRHILFET 5. LALFHMEARED 30mmHg ZHZHEEHITIE,
fifies M (XEFEZBRELLITEILTEHBEELEL —RICEFETRTHS, —A. CTEPH [TXHLTIEF
7 (A ZN AR ML 42 R AR HEBRAT) 2KV QOL FERDBENFOoNSD, Ff=, RIATIEFEFMBEIGHIZxFL T
AT—TIVERW-BEREEMMEBRILEMORIEIN, FMICEET MM EERRBENREINT
W5, FNEAOLWLIIII LT, Ml ERRELZFERT &3I4 T-&IED CTEPHIEFI DS FEAFER
(X 87%EHEAHAONTIND, — A, M EEHLAH 1000-1100dyn.s.cm—ZHBZ BB DFEIITFRTH5,

O BHOHFEICHELEE

1. BER(TER 24 FEERSBEIREER)
1,810 A

2. RIADE
EN:

3. ERMLAE A E
SRHEIL (HRAABAEL)

4. RPDESE
PE (s EDEKRHNEFTS)

5. B
HY BITOREERARFESLOLOD)

6. EEENE
NYHA i HEBESY $EE . WHO [ I EHEEE D 485 4 LTI L - PRS2 BE D B FE £ 48 % FAL VT Stage 2 1A
LERRET S,

O fE#iE#HT
MFRA 2T HREHE
MERKRE FERFRZFREFHAZR FREAME #i B 58

O HREH
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<BoHREZE>
'T%’I‘iliﬂ*%%*%’l‘iﬂfﬁ%m EAEIE. SFE LM RYMBARMIEIEMICRAEZECL. s MEEE S 6
ERRIEIREL THIERMTR R T ETB<EEDDLDTHS, REDZWIZIE, BLHT—TILREIZELD
Hfﬁu—:JIuJ:T:O) siEEbIc DS MEEZE-FREDRNZHALETHS.

(1) BEmMR
O ALAT—TIVRET
1. fHBARED L5 (RFFF O MEIARTHEA 25mmHg LLE)
2. FHEIAREAE (EDEE) AIEF (15mmHg LLF)
@ ffffas MRS F IS LR
BISHICEEOLVREMEMTSMRIE (segmental defects) A, MIRAMRRER THURERE
HEATERL6NALULTREH DV ITRELHEATES, HRADZEICIL, 6HARICTEDEZENVLETH
%,
Q MENARESZAT R
2 L-Mmi2IZ&BZE{LEL T, 1. pouch defects. 2. webs and bands, 3.intimal irregularities. 4. abrupt
narrowing. 5. complete obstruction @ 5 DMDS3EA%4KEE 1 DHGEBASN S,
@ MaE&ES CTATR
&S CT I[CT B EL=M 22 &5ZEIEEL T, 1. mural defects, 2. webs and bands, 3. intimal
irregularities. 4. abrupt narrowing. 5. complete obstruction @ 5 DMD3H %< EL 1 DA FERAE N S,

(2) BELITREREMR
® DIa—
1. A=K, PFlROKFIE
2. IDRTSERICTHEMEICHEHMIL/ 2 — RIEEVAZIGEHREOFR R (R A INEHERE
40mmHg LLE)
3. TAPSE(Z=RFEHUEIARLL) DIET
@ BIRILEHRFTR
1. B EEA RMEZFHFHEERIAE (PaCO, = 35Torr, PaO, = 70Torr)
2. AaDO, DK (AaDO, = 30Torr)
@ Lk X REE
1. FFIEBMBIARIE R DR (EE I 5 DR RISEMEAR FITHROIEK & KEZE 18 mmLl £)
2. ILEEEZDILK (CTR=50%)
3. fErMEEEZ D BHATIGE (EAXIF ETME)
@ HER
1. AR R UVAEEE&R
2.V1 TO R25 mX[E R/S>1, V5 TH S=7 mmXI& R/S=1

() ETEERKRUERKRFTR
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@ FEROREIN,

@ BB AHDNDERIRER (RADIEREE ., . KBAE) A, URTICAELEL TR ERHLNT
AV

@ TERFEEF#HARMITEZ S HE DERKRER (FROEREVER) NLUATICDLEKEB1RILEEHLN
TW%,

@ FhErICCRiMmE M E L ERREINS,

® MEMEZ L. MelEEZ RS IBLHROEE (Ip(I)F0nE I/VE, MEMRFERE
ERFHERBT D55, VKEL 1 D) D H 5,

4) BT REERR
LT OMEEEE 29 HMEER., B MEERMENSMEE TR fEsnhEOVNTIEEZEEX-
BEMMEDEBRELIDD T, CNoZERNTHIL,
1. M E LB R IR EN AR 4 A S 0 E S
2. BBIRSS 45 il Eh A 14 i 75 I I E
3. EXRMI Y MEDEREIZES M ENR i = M T 5E
4. PARRIE TTHEAE (<455 B AR 14 i = I £ e
5. HIV R4S FmBNAR A i = M0 IE fE
6. ZFI|FWIZLES A ENAR A S M £ e
7. imERARBAZE MR A | i E M M E EE
8. F4&REEMNE MERE
9. ZiMEDLERBIZHES IS M ERE
10. FFEIRERAE B RV RIS EL SR MAE |24+ 5 il M0 fE
1. ZOMOEMELE (FIILIAAR—2 R, SO LAY ZABIMEBIRE. o/ SIRE AR IEE . KBIAR %
FEIREE, ffME DERMERE . MEARFEFAME. MlE 0N T84 E LS RIS MIEAE)

(5) PRTEELE

LTRIEBZET ANTHl=9Is,

DR R FER
1) ZHOEOOBREBEMRODE LA T—TILRERRZHELTIE,
2) ZHOE=HOBREMEDOMBRS -MR O FI I LRRERI-T L,
3) ZHD=-HDREMROMBARERZAT RGVLIEMERES CT TRZmI=9 &,
4) BRI REEBDTRTERNTESIL,
5) FiFEHLSUIC BPAPTPASEITFEFICDOVWTIEFERZRETHL,

QE k¥

F 777 5 I BPA(PTPA) FEATHI & ENLUSN DB KA Z L TEFHZT H &,
1) il 2z > T BPA (PTPA) #1741

a) FMHHBIBPARIEEITREDEE N HS L,
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b) ZHID - DREFMEDIMRS - MR 2 F 75 LRGN LITMERES CT TR %4 L L IEFEIRE
THROWITIANET S L FIRLYEEEZ EITHSSIBEET D).

) ALAT—TIREMRELBSZLIREREMEOHOLDBI I —REOHEZH=T &,
d) RAITREREDIANTZERITED &

2) FEFif

DASTT7 FEOMMENRBEZGEDBRICEY . MEEEDOREETHRPFRL YITERL

LLFERBITGE-TVTE, AEBEISDELISS,

a) THOL-OOBREMEDOMBST - MRS VFISLRR. MERESR CT ARGV L IXHBIIRKE S

MEOWIT NN ZEET S L FIRLYEEEZ EITHESRIBEET D).

b) BLAT—TIREFRFLBSZLIREREMEOFOLBII—REDHAEZ®=T &,
¢) RAITREREDIANTZERITED &,
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<EBEEESE>
NYHA (DB REST $EE . WHO fifi S M EHRE D FBE L EITERL =R D EEE S FZMALVT, Stage 2 LA EZE
HRET D,

fifi = I E 4 BE 3 48

NYHA 1(MERES $R
I £ @BEDEKTETIEEER
IE BEOSKITHTERER. FETENOOFHRENS
ME BEUTOSEKIHTERRER. FATHNZLIHRESND
NVE:EALBREEH D ILEFFF CHLEKFER

WHO i1 5 IfiL £ fiE 1 BE 5348 (WHO-PH)
I E: BREEICHIROMGL S M i £ &
LBED SR ES TIEIFREEOES . MECRmaEaELLEL,
IE: SRESHBEEOFHROSH L MMEMEERE
TEHEBFICIBRERALZD, TED S HEEN THEIREE#OES . MECRBLRENEIS,
I E: SAFEEICELOGIRDH LS T AE B E
TEFFICERERALZD, ZTRUTOBREDHKFE CTHFREH KRS . MEORMLEEMNED
%,
NVE . EALBRBEBL TR CERBLLGIMELEERSE
INLDBEFAELFEDERETRLTLVS,
TEBFICEERRES LU/ FTEFTHAH5N5,
EALGBREHTLERERDIBELNH S,
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(Fr AR EREER)

@ L mENARE fimEE | KE#EF-ZERR "
B BRI i fn & 1 SR ZE 45 AR
S (mPAP) (PVR) Pa0O2 (Torr)
 Stage 1_| WHO-PH/NYHAL | mPAP 2 25mmHe | _ _ _ _ | _ _ _ _ _ | BERADERISHRLT_
Stage 2 | WHO-PH/NYHA II | mPAP > 25 mmHg PaO2 = 70torr | D EEIZZELT
Stage 3 | WHO-PH/NYHA I mPAP 2 25 mmHg Pa0O2 < 70torr FERAOHEIZEZELT
WHO-PH/NYHA I | mPAP 2> 25 mmHg ERAHY
WHO-PH/NYHA - s
mPAP > 25 mmHg FROFEIZEZLT
[~ 1Iv
WHO-PH/NYHA - s
Stage 4 e 1V mPAP > 30 mmHg FROREICZFRLT
PVR 2
1,000
WHO-PH/NYHA L
Stage 5 1 dyn.s.cm™® FROFEIZEZST
(12.5 Wood
Unit)

BRAEIR. mPAP, PVR, K&#lf - EAR Pa02, MMl EVLREDEHEBE TN TERE-IRLEL Stage ZER
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(E#E)

IDIO—RETO= | ADHTHETEOTEY
o o N fhm &N EFEFR -
BEE | BREMERK KRBT ERE lﬁﬁmﬁmﬂwxmi}mTﬁm
(TRPG) mE#E$H (PVR)

_ | Steget |WHO-PHNYHAL | L] EROEERLY
Stage 2 | WHO-PH/NYHA I FHOEEIZRST
Stage 3 | WHO-PH/NYHA II~IV | TRPG < 40 mmHg mPAP < 25 mmHg FRAHY

WHO-PH/NYHA II TRPG > 40 mmHg | mPAP > 25 mmHg FROFEIZFZST

Stage 4 | WHO-PH/NYHA III~IV | TRPG > 40 mmHg | mPAP > 25 mmHg FEROEEIZFZRST

PVR > 1,000 -

Stage 5 | WHO-PH/NYHA I~V ERDEEIZZRLT
dyn.s.cm™(12.5WU)

WHO-PH/NYHA II~IV | TRPG > 60 mmHg EROEEIZZRLT

BRAEIR. TRPG. mPAP, PVR, fifilll E¥53&FF =L HOT EA. DEHBE TN TEHE-T RHEL Stage ZER

RIFUNHEAAEEZE (TRPG) DIE(F, BHFHFFICIDATERITLI-HRICIE, FAIRETHNIEZDEZFERT

MR, SEROBREN FEROFIEESVHEE T—EU RICEY LAWETH LN, mEERERE kTS =
EMPMBEIRZIZHONWTIE, EREROGHRLET D,
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90 ')/ \ARE FHRESE

1.

BE

)2 \ARE AR EEAE (LAM) (&, BB D EHEHE (LAM fifz) 8L, MICS HERBZRET 5.
BRIRETEN DL EMHDESHEERETHSD, BEIMEREILAE (TSC) ITHE>THRLET S TSC-LAM &, Bt
THRAETHMAEMN LAM EIZH SN S, TELTHEIRATREFE R DO K IMEIZRAEL . EITITHE> THIERMER
g, iZik, mER, FLUMKEE DERCFFENHIEL, BASHERETS2ENZ N, BigaE (2m
EMIEMELZEH T HIENHD. MRENETT HETRBENMETLIERTLEZET 50, ETD
RETFEBICLICEZHRTHD REEIEL 1940 FRIENOERDEBLZETAVTOESIFREDADNTAY,
IR7E TIX) 2/ \BR & £ BEJE (LAM: lymphangioleiomyomatosis) LWLV B L TIEIZH—IN TS,

2. [RE

MFEME LAM, TSC-LAM &£312 TSC DREELEFELTRIESNT: TSCELFDEENRAEICEASL
TWW%,TSC FEBDEHFICELADBEREZHERT IEREERETHY. REEEFELT TSCT1 &
TSC2 KRIEEIN TV, TSC BIFEREITIYMEEMLT- LAM #ifald, REREEMICITELER
SREDEMEEILRILGOD) U/ \EIOMICERREL, MICEVFAY. FEREDREEZBRT 5, F1-.
LAM #ERE 1LY 2/ S E R R RS E R F T D VEGF-C 8& U VEGF-D Z3R<H L. LAM IR ZERIZIE.
EEGIVNETFLELZES>THEY. LAMBEDEROER(C D /N\ETENRDHZREIZES> TS ATHE
MENEZSN TS,

3. fEK

4.

FICHIRFTREFE DX EIZHEL . THREFERIIOKREPETHHN, FARRICEHEINDILED
Hd. BIUETIE. MEM LAM [FBHTIHTH S, MHEEDEITITHEWFIERITIREEAHIRT 5 LIS
Y FEEEARARMEREELTEZMSNDEEN S VEL . BERDETEMBIRZ TOEETLELT
RESNDIEENDHDH, TOMDEREL TR, MER, HIGEE DOFERIFEIR O, ZLUMKE K,
TERDU/NFEE. BEERE (U \IREFHRE) . BMEFHREMEICHSER (BB, MR, EliE)Z2:2
HRBZELDS.

BEE

AEMRSEEERDIEA TEREXILEENERIEZICERATHY . FRABFOELGLIERIZH
WMHENEHALTRET S, REDRELETICIFEERILELOBEA#BIIN =0, RILEVE
ENERINTELA. BRICEALT—EDRBIIBONTULVEN, EE. D FEMABREND—FETHY
mTOR fAEFE THLH AU LADBEMMENFHESN . RFITH VT 2014 F£7 BICEFRREINF, ~AY
LRI(E, fitEEEDETEMLET 5. LUK CEKERDSE L. BEREHEZE NS, FOME
HIRESN TS,

LAM TIESRBOBRNZLAHoN5=6 . BEICHIERE OB EERZTV. BRIFLEERZEL
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LULENHD,

R EDEITICRYFFIRF £ IZESTEFITIIFRINEYT— a0 EBERFEN COPD 10 E D fthik
BERBRIZRET SN D REIFRA £ L THBBELEIG L7258, BAEMIC LAM BNBELGLHEN
Mo TS,

. SR, HEIXBEICL>TEELGRETHAN . WRNBLLT DML H D BT LLERER
BAGLA, IR, HED LAM DRENRIFTHEEZEEBLERICEZDDLELHSD,

PR

BEERRIZBIEZHTHY., BEICETLTERALICELZFEABRLEMIONIL, EABRTHLETHIE
HRTREMICHI-YMFREEEDN BIFICRI-NDEHILH S, LHL. LAM DSEEDLLDDEIEHNREL
F=#E@% R OMIEEALMIZFGE>TLVELY,

FRL15-18 FEICEABTITON-2EREDHER. 10 FFREFEIL 85% THo1-A. HEHHAE
THYBEETHSD. KE LAM Foundation [CKDHEITREE 410 FEGINS DR DR, 10 FEFER (B
HEZEL) [ 86% L RESNT LNV,

O BE#HIFEICHELEHE

1.

BEY (K 24 FEERZIGEIIRFER)
526 A

- RRDHE

FHREAGREREGCFHIRHESNTOSGD RRETORFEBASNTIEGLY)

. HRBVERER A

REESL FRIGHIBERITGELD, 0 LRIEEFR)

. REOEE

Y3

HY (RITOREERBBBRAREEOLD)

 BEESTE

MRVCKDIEEETFEL. EERETIULEEZRRET D

O BT
MMERA LT SAEHZE
MERRE FTEXRFEXRFREFMER FRFIAEE 5 £ E—

O REH
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<BHREZE>
PMTHEREM, WX IFEER . ERRZEHVTIIRRET S,

1) 27\ E #H BESE (Lymphangioleiomyomatosis:LAM) (&, &SRS (LAM $HRE) AV, {REH!) >/ \Ei
(FiiPS - kb . RAEARRE ., BRRIEGE) TIEBLTREZHABL. RERICUUNEHEZEIEETH L. B
EETERTREF MO LEICREL . FEREUIN ., [, MRGEZZEICEMSIND, REDZETIZIL.
LAM [Z—HT M8 CT FRRAHY. M othDEEMEMEBEZRN T HIENRATHY ., AIRETHNIL
RIBFRZMEITOCENHESIND,

1. ¥EIEH
(1) wZAIER
LAM [2—E T 588 CTRRR GE2)HY. hDothDERMMEEBLERINTES.

(2) 2B DER: ZEMRIIZKYLITIZHET 5.
@ EEiEEM »EEEB +REZEHEREG (GE3)
@ FEEHERES
@-1 #AfEZER: 7B B +RIEBEE X (XHEERF GE3)
-2 HRaZ W wZEIE B +FLEEMRE K P ICLAMBRRR Y 5 R 4— (GE4) Z2RHDED
@ EREREZ M
@1 WHAEE +LAMZRIE T S DEGERATR (GE5)
@-2 HEBEEDH

2. HERIZH
UTOESGMIEERKT SRBERNTD.
73,7917

-COPD (1g21EFAZEMMMEE)

ST LN A RREAE IR E (LCH)

T —J U R ISR E

-TIOAR—L R (BRAMMBEEZE T 55E)

- 22 AR B ER RS M AT AR

*Birt-Hogg-Dubé JEIZEE

1) 27 NER M S & 14 2 lymphocytic interstitial pneumonia (LIP)

Light—chain deposition disease

3. {EEH#HFE DX RETE
EROQBVTNERRLES B,

BL. QEEFRZMBIDBRBICH->TIFEBRRATBEAZD T AERRFEIREBZE TELRUVER, #55
PEIE{LAE D ETAR L. ZERIRE CHEB L= ZLEEMIK OFLEER KD E . BEDVELEONIEREEE
5L E CT B (ENMEEECT) BIBET AL, SBIZ. GEB) D (2) FzlE (4) I2HT=BI5E I,
BMEHEFEOREZHMEDNDIE—. HAHVIBRNELLEULER REEOEREBD CT HHLE
MRD) ZM@&8 CT BERICMA TIRHET HIL.
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CE1) LAM I 2 5MERETHA-O. MRELMNRENH D, MIVREDAHDLAMIEFIN ZZ TSN S AT RE
HEEETEGVDA. 20 LAM BERETCEFRERTET IMBLEDEFELZLEEBET S,

(G¥2) LAM [T—HT5HE CT FfR
ERABLSEREA T HER (HMmm~1ecm XA Z L) A, WM., £~ THEIC. UFAEH DR
EHIC, EBMHEFIC, EEMBFRICEDHLNS.
B REECT RE (RTA RE1~2mm) K HERIND.

(GX3) TREFMZMESLE
LAM DEKRMRE LT BHIRMIE (LAMAIRE) DA THD. EFHELTHRETMEICIEET 5. FEAR
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AN
(+): LRARDIE AREDLELTH2EDE— DL LLUIEHRED S,

3. B EBHIR
(+)  HZIERBICELDERFHFHRIEHEIMNSHTOLEDOEYDILIETE, B 505U EIEERBLTL

%,

(++)  HEZBEBICKIDEARFHFHRDO-OMBIZLEELL. BEOD 50%LL EFRRL TS,

4. HiEEHMm
(+) BR#E. BB LJILARIBENEOHILEHMERDH D,

5 FFr£
(+) - FFR20OHIERE., MEFERLREYIILEAE 3mg/d L ETHEHEEE (BAHEEEEEESHE. £ 120
AW URODL 1981 TEULEERRET D,

6. EFMHIELE. FIIRBEOFTRIE - E#IREUNDOEML, FLLTE- THBEREFIREZICECSHEH
IRIBZ LD, T LEE -+ 180 Z5-BiG-Eh BERHIE. ROFELEETHD,

7. PARRFTHERETE B B (. M RIC(T ., AR - IR TR O ME DR - ZFEAEARTHY . PIRETTE
fETE BEEPIARE STEE ERE (2 FETE D, FIIRETTEE M BAE TIE. PRETEICHESBHRLEESD
DELE-BHIEOESAVROZEEMEL. S-BREF. $HELELEET 5, PIIRE FTEAE R TE.
FIARETTE ISR E AR I IR R E LR EHREETET 5.
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*

RF . EEE I |II \T4 \'4
BIE- B - EFTiEAARE + | ++ | +++ | +++
FIARETTHERTR + | ++ | ++ ++
BKEENHIIR - |+ ++ ++
JHIEEH M — | = _ n
e — = |- ¥

S FERORIEN L0 BN S T EL SIS LRV# Th B, SR ER AT 5 =

EMBERFIZONTIE, BEREROGE T 5,
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94 [RFEMERRTEFEE

O HM=E

1.

BZE

[RFEMERE 4 FFEEZ (Primary biliary cirrhosis:PBC) [&IRE M RIZAEBASN TLVELVEEESTHE DR
0/ RETH S, B 50FICHEVVHEEMEOBIESGHEZAEL. RBRNICIEFEENCHFR
EET D EBRMICIEEASISOFITHESIZIER. BLUVEHERAD—DTHAMIFIVFYTHIEK
(Anti-mitochondrial antibodies: AMA) DG ELZHHEEL . PELUBRDKEICZ L, BRREREE<{H5
NEWEGEIEME PBC DREHID L. COLILESIIERFEERTRALFRBLL,

2. [fA

REREDRERRSTFELTHATHAHD, BEMED—DOTHSH AMA NEEMHN DS EICIFHMHIEL. Ff-.
BIHERRIRE, D1 LVERBEFOACRENERBPBRRESHLOTVLIEND FREMRIZIE
BERRFHEFEAZEZLON TS, REEBFHNIC. BECRERGEFEITEIMENREDHLNET
ERY, RERERFICEIHRAGHRBICEIREZHIRFENERLGREZHES TS ENBESA TN
Do

3. fEK

4.

FEARIE (DEBS0RICEDGER, QFEE - FFEE S L UMEH T DREICHIER. Q& HLID
BOREREBICHIER, D3DDHTIN TR T TERDIENTED, AT RIFHBERTHS
A - BB D ERKREITHBIITH A SORICE IR BESERNHBEL TS BRI
PBC TIXEHLI-BEREMTKEDRKE - FERNREICH TS ELE L BHEMGHEEFRREELT,
EOERICAIBEMOBIEMEICHIRBEEREBNAONIESNLH D FFEETHMAICEERL TS
ENSLETTNIE EEL. BELHKIC, BEREHIVE. K. FHEE. FEZICHESEARENEREN
Do

BRI

ML LT R AR BRIV O SHERRICEEFIM., M- REBICE LA RSB ETH D, I
NP TIERERIGIZEDRIELIRTS50MFITHL T, BBitS5o#M i T DL+ S5o CE D ER
EEBHEITHLT FELICELSEFEEITHESMARETTESE . K. IEF D & HHEICR L TOREN
WELEED, DIV TA XL O—)LEE(UDCA)FIRAEFE 1 BIRE LS TEY . AN BIEEIN S, 90%D
FEFITIERERBROETHAAONSD, ETLIEF TIERISAFTELGL, HABETIE. Rif(E
UDCA &&bIz, BIRIMEREDVEDTHINYF I4TS— P, EHESN TS, YERBEF (X UDCA LE7%
%1-8 UDCA LD B AN ENDDND, PBC-AIH A —/\—S5 v TiE IR T X DBENBMESIZIXEIR
BRERILEVHEEASINS, FEIEM PBC TI&. BBAS5oMICEDUERK. $F(CZ5F. BIEMAELERAI D
DRIEFICLSIFRREICHT HABENEETH L. MIRETEELZELPOT BREMIRE (XA
WEICEDHICHIET A5 ENHAHD T, EHNLGHENVETHS, ETHITEIIFEZOHREICLEER

508



5

B, FFREEIERLIISS L. K, FFEREZDOSHEICH T IRMIEABEELD HNET L. N
MEVERICIRANECHBIEOEIS ELHH. EEETH TEFHABLETTH0T, mERKEYIL
EVfESmg/dl ZHEIZ, FIREME. BBFFEICHERT 5. BEREL. SETH 80%LEBNTIVS,
FEBENDLGNEAETEERICERRIFBIENEELTEY . BHERELECK O KIEATZAES ER
RICRIFTH D,

Tk

#EAEIETE PBC [XEEAEIRME PBC [CEEFBRBYFRIFKRELA £ 10~40% (5 FMETH 25%) [LE
&% PBC ~#8179 5, REHICHLLEITETFETRTH D, 5 FAFE(L, MiF T.Bil EH 2.0mg/dl
Tl 60%. 5.0mg/dl 2754 & 55%. 8.0mg/dl ZHBZ 5H& 35%L&%5, PBC DAGFFRIICET HMIEF&
LTI&. Mayo ETILTIZER. EVILEY  TILTI TJOMOVE VR, REAHITFLN TS, —A.
BAFBIEECHEETIE. EVILEL E AST/ALT ThH. SEEIL. FEIEYE PBC TIXFA £ LB8EF Ik
EOWRICLDHHLEHMAKREEZ EOHDH, BIEIRYEPBC TIEHEREUNDRETRLET H5EME
LYo

O EHOHEIHELEIE

1.

6.

BEYU (TR 24 FEERZIGEIIRFER
19,701 A

- RADHEE

TH(BEREDESNTERIND)

- HRBVSERTIE

REEL (ARAREEREL)

. READEE

B (EEIRTE PBC D9 10~40% (5 FfETH 25%) (XIEIETE PBC ~#8179 5, )

HY RITOREEREABRMEETEDDIEAS)
EEENE
[E3ME M RTREZ (PBC) ME2EH MRS 4(2012 F)PBC DEEKRIAHA I DIEIE M PBCE X% ET 5,

O fE#iE#HT
MR- IEEREICET HREHERIL
MRARERE BEREXFXFREEFREHEN FEVRE AN HC

O HREH

509



<EOMREZE>
(1) BRER

RERERTHRERTHIENE L, REHIRE, HRTHILLECHIET HIEN L FIRETTEERD
EHEEICHIRT 5, [RFEMRET4AFHEZ (primary  biliary cirrhosis, LR PBC) [SEGER £ . SEIR %
(symptomatic) PBC EEJE{ETE (asymptomatic)PBC 20 5Eah . RIERER. BE. BEB#HIRE. iEK.
P RNAE G ERFE R CE DCBMMBERE A T LI5S, IR PBC LMESR, CAODERERIGE L
fE{ZME PBC &MU, BIEZEOFFHELULRIBIT DHIH5ELHD.

(2) Mik-ELFEREMR

FERME . MAEIRMEZRDOT . FIEDTTE. MBFFDRERER (TILADI)KRRT72—E., ¥ GTP %5&) FH.
BaLRTE—)LE. IgM EDQ EFERH. AZha2 R 7K (antimitochondrial antibody . LA AMA) W& 48
EIZBHETH S,

(3) HABFHIFTR

R clEhHFEX/NERBEELGVOLUREEE(ZIEMIEEEEKIR 4B E % (chronic non-suppurative
destructive cholangitis. LL T CNSDC) ®HAUMIEEHLKERH B,
ERU A ICEARRTEMEILIM LT S,

(4) BHHE
SEMENFRT DERICKRERERELZNES. Dx—J LR, BE) o< T BERRKRALEDR
CREMKRBZEHIIENHS.

(5) HRIZH
B EYREEFNREA S0, FARRREMEECEEE X BRAEFREERDESE

(6) ok
ROWTNM1DIZEEETHLD%E PBC LT 5,
@ ##FHIIZ CNSDC ZR&H . REFREH PBC ELTFELLZLED,
@ AMA AETET, fARIFMIIZIE CNSDC DATRZERHIELVLY, PBC IZFELAL (compatible) ##i15%
ERCRIOR
Q HBFEMNBRRERDERITHEVN AMA NEHET. LMELERKBRUERMND PBC £EZONELD,
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<EEENE>
[REMRETEREZ (PBC) DEZEHARSAY (2012 F)IZH I+ 5ERKF L
SEIR M PBC(sPBC) X% &T 5,

<E@PR¥mEA >

|IE{Z1E PBC(aPBC) : FFEEICfE5 Bt REIRERL

JEMEME PBC(sPBO) - IR B ><BM¥ERERC. 77
s1IPBC #EJLEE 2.0 mg/dl RimDHLD
s2PBC #AEJLE E 2.0 mg/dl L EDELD

* FFESCHSEMRER . BE. KERER. B8 BfIRE. BK. FERESE

MR, JEROREN ERROEEE/NEE T EL EICEY LARWETH DN, mEERERE kT 5 =
EMRMBERFIZONTIEL, ERERONRET 5,
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95 FRFEMERRILIEARE &

1. #BE

[RFEMEREALEREE % (PSC) (FFFANDIEEDRMEMERELLELLETHEDRBRERERETHS. BE
#.AIDS MIEEEE ., EEEMIER (PSC 2MESIUVRIEEAEIN) . BEDFHOIME. HRIEER
A.AXMEEEREE. EEMELEEBRE X, BEOEMMEHEE. floxuridine BlFICKSEERESTOHRE
[CHSEDIF2RMEFEILEREE REL TRV SNS, Ff-. BEREMERICHESILDEEH T, 1G4 BHE
AL HREE RERNEND, 2012 FOLETU7—MAZRICENE. BEFXBHIZOOZL HEFH
(¥ 20 & 60 WmAXD 2 IEMETHS. FRIFNEETRADREFNEL EBEXBRDEHE 34%I2.
BEREDEHE 7.3%[5BHT=,

2. FA
BOREMF R OREMETEFEELRRICREZHRELSEEZIONTNSL, FHMIEFHT
Hd. KEMBEEDEHN S FREDEENTEZEIN TV,

3. R
LERABICEINIE, FE 28%(C, FWERM 16%RHONTEY . RRUICHELE~AZES,

4. Ak
DIVITAF L A= IVEBEORF T TS—HIALP ¥ v -GTP EZXE TS B HM, FHREWRETHMID
WTIETREATH S, BATHIERICHT B/ L— R P —RMERLF—2 R E ONBR B AENE A
DZEbH D, EITHITIE, FEEIME—DREETHY . RIEEFBENDLEOARBTIXERFBELE
[ZfTHN TS, EREFEHER PSC DB RENSUVATEEEADOAEMNSIHESN TIVS,

5. %%
LERAEOFERNSIL. FRIELZLD 5 FEFEIL 715% THoT=.

O ZHHEIHELEHE

1. BER(EAMOR-BEREICET 2AERRMOELREE 2007 £5E)

#9400 A
2. AN

T (REFHEENTEIATND)
3. HRMLAE

R (RAMARER L., ETH CRAFBIEL M — DRSETHEINBERLEL)

4. REOEE

DB (FFRBHELL D 5 FEFR(E 75%)

512



HY (ARVENMER L= W EZE)
6. EEEENSE
NFLEF2)ERMRET D
DAEROESE (BE. KEEE. BEX, B/K R CERM, FFENE. BEESTS)
2)ALPHTEEREEE ERD2MELL LD EE

O fA#EHT
T8RO/ - IREREBICE T 5REM R
HRARE BEREXFXFREEFREMEN HiE TR EC

O REH
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<TWREAE>
LR E % (PSC)

FREEEEEERT IRRMWAERELTEIEEEE X (SC) M H 5, SCIZIE. DFREFKME(PSC) . Qlg
G4BiE (1gG4SC) . QR MM HY . BEREBIZEWVWTIIREASMITHESERIIHBTHSH., BEBERZ AL
BIRSNDIRERBFENERLGL-OBEOTVEA D EMBELR LIV ETHD, LLTIC, RFEMESC
(PSC)BEERHIH % R L. [gGASC, R EDER SEZETS,

1. ERERAIHHE FEAK |, BRER#Z@)
(D RESoFICKHAEK (BRI, B HELL)
(2) REEERER CEBEXBE X, y0—2R) ORE
Q) MAHEREMEEE (6MALLLICH=PALPELR (EE LRD2~31E))
(4)1gGASC. #FM (2x1H%) DS (FER)
1) EEREEICLHEE X (AIDSZEL)
2) BHES
3) EESN R F MR
4)EERR
5)ERMEILHEE X
6) EXRMRERE
7)Floxuridine®iFIZ KB EEREE
8) B MmHIk%E
RO FERFEELERELERTH S,

2. BRI
FREE (B&EURFMEE. BE) [CHEMNLTEGRTRERT,

(1us
1) BRTE T HREE N DM ZE LR
2)RET HIRE R E
3) BB LR

(2)ERC
1) 3R 7148 (BRIRIER . BRI B R MBS LU SR L EL TREEHREH ORBIREET D)
2)BERIEBG(ENULL. RIFHHK)
3)FREESREDRELD
4) N EEDREITHL TR T LLAFRIEENRIRLALY,

(8) MRC (ERCERI#%)

(4)CT(ERC. MRCOIEENBEDEIRICIZ CTREEBECHEE - BALEzREDEREIEETS)
(83~4) [CTHWREE OB LILRDREEDRELHERT 5.
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3. WBNER
(DHFREGEESFRBEEICRET5E0)
(2)FNE REASFNEEICRET 5E0)
B HFANE RENFRBSIVFNEEICELS5E0)

4. SERIEZET
AT RNEKREL, [eGAEESCTHD, HERZEIEE X (AIP) PigG4AEERE TIXRNEEDREL
HELEFE-STHRETISHFEEREL. ThICLIBEELREDBRKRIEREETEHIENH D, CNLILFE
BAEAPSCLIZERL S0 REDEWERNZHNLETH S, KEH DIgGARESCIZE D REMSRE
REEHTE-O. BECREUEREHESEICOWAIETHLIHN . BECREEEXBAROZEHAHLL
FEFICECREEEXESFLAVEGIDZETIZHLLY, LLTIZ, IgGABESCOEHETRT .

(D REAISFICKAER BB, HE. HELL) LR,
(2) RIEMRRIRB CEBEXRB X, /0—2%%) OREIIHTH D, R0 1064 BEERBEZEHT L
DB B,
(B MBEEBERE (6MALLEIZH-HALPELR (EE LRD2~3F))ZETHLIEH L. AIP
[CHSBEEREIEFNAD A THAESEREN T EKRTH S,
1) MEy /' R7Yr2g/dIEl L 1gG1800mg/dILL EFF-1E1gG4 L7 (135mg/dILL L)
2) BEERABEEERLSELD (EE. YOI FEF)
(4)IgGARESCTIIRTOAMRNZEN T HHZEEMNSZLY,
(5) Efg LDERI =
1) B EO L FRBEEDILE
2) LA RUOVERE
3) FFIC/FTHIZGRE B PR
4) TEREENEED FE
5) PSCIZHH BB G I EE (ERIRIR R R PR FURBEE LUV R E L EL TEERED O
BREETD)ZRBOHAL,
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<EEEDE>

NFLF2)ERMRET D

DAEEROES (BE. RERE. BEX, Bk R EEHM, FFEKE. BEEGRS)
2)ALPAEER EEE LIRD2MELL LD EE

XAk, SERORREN FEROBEIEE LG T—EU RICY LAWE TH LN, mRERL kT 5 2
ERMBEREIZIHOWTE, EREROMNRLET B,

516



96 BCREMX

1.

M=

BE®REMEFLE. FHRESORIICECSREEFNESLTNDEEZAoNDEBMEICRET S
RTHY . FELURDLIEIZITFRT HENRFHTHS. RAIMIZIIERMDIFXIAIILA, 7ILa—Ib,
EMNIZLDHEE. RUMO B R RRBICEIHESTIBRNESN D, F=, AERICEELEEIFIF.
BICAUNFARTOSMRDEDERT . — A REDREIZKY ., R RERIZHKIE S DIEH O FFEA A
BMEEOTINS, RAEFRRT 60 MEFILETEH—IEMERL, ZAXHELRORETHY . ES K
er#Hond, BERELEH 1:6 THREIZSLN,

2. [RE

HEeREMEFXOREITEASN TLLGLA BARATIE 60%DEH T HLA-DR4 BEtE. BRKTIE
HLA-DR3 & HLA-DR4 [514BIA LWL\ e Mo M DERMERMNEELTLVSERDNS,

Fl=. DAL RBESE (A BFRI4ILR, Epstein-Barr 7 JLA, HARAHOIAILA, FRBIAILR) 10
—HOEXNECREUFRBEDFRELTHREIN TS,

3. fEK

EAETIEMBERELTIE. BRBED 60%EHZELLFHE (RS %) BRATRIR(27%) BIhIZrL,
TV AEIEEF X TITEELRO SR, RBENRETDLONETNENH 15%ICHBND, FT-.
BT HMDOBECRERBICLIERENRERET21DLH5. BECREXREHIVITIBRFENE
HiEE LT 1/3 DEFITHON., EFHEEOTVLDELTIXBHEFIRIRL (9%EE) . Y 1—JLUE
1REE (1%I2E) . BET) I F QWEE) 1 H D FERERELTIE., hD VAL R IR 2. FFEEL
BB EIEHLY,

ARE

BEBAERMEFNS R T7IF—F (ASTIGOT), ALTIGPT)) DFHFEEFEIL TH D, T BIRFEETTLK
=AYV THD MEMNVRATIF—EE 1gG OREEZEIRICZT D, ATAMRNILRAEAICL D FEBE
MBRITOVNTIE, B R TIETRHATH S, —F. RHEFT L (BERF £ - BHEFAL)FlIICXTAAR/
IVABEETSMRICIE. BEE (IS, EERER) ITHT 50 EENBETH D, 2 FRULMERNS
VATIF—EE G NEERATHEB I LIEL. TLRZV RO hib R aEETH S, LML, MiFESY
RAT7IF—E G N EFEMICEEELTORIMEFI TIE, AEDLIZIYBERICERLALOND, B
Z ik LI-EfHI 0D 80% THRAN A LN, 60% DIESIE 1 EURICHRT 510, AEPLEEELE TR
BEENBETHD, HIEOTLUR=V OV AEICRIFICKELIES D ZTIE. BRRFIZELTETL
F=varDEEICLYIMENSVRTIF—EOEEILER/LIENTES, BIBRERTAOCNAREICE
IOhLT BRERYRIEF OCRIBREERTAARHIERATELRES TIE., REINFHFI 7Y FA4 T
COFEAPENTHD 7THFA TV B ERFCE, MKES GRIMEKED . B, |EBHIEKAE . /M
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W) BFIE. FEEGEISTENBETHD, LRV OVEHBRCEEDOBREFICIE. DILYTE
FOa—LBEHATAHIETMENS VRATIFT—EOHRERILEZGEONIGEENH L. BCREN
FRICEHEMFTE (BUERF - BRMEFT2)FIOFRIEITRTHY. FBIEEZEFICANTEES
HORENDETHD.

5. F&

BYAENMBEMIITHON B REEFREG O FLE. MuRIFTHY., £EFHMICOVTE
—MRAQEEZROLEL, LML, BYEEENTHOAGENE DB EEICERTRAAICHEE-
FREALETT S, PREBRIFICEDLOICEMEBENS VRATIF—EOEFKEEBENEETHY. 12
YIRS BHREFETR(FLLE. FE) 12N 5,

O EHOHEICHELEIE
1. BERIRMIZLS)
#9 10,000 A
2. FIFEDHE
T (HEAEMEFEOBEAREEIND)
3. BBRMIIAERA &
REET (RABARELL)
4. REBIDEE
DE GEYIARMNMTOALENE, BHICHREL - FFRE~EETT)
5. BEE%E
HY THAMORT-AEREICET2REMRIN BCeERF RS HENBHEES)
6. EEENLE
B D REIT R DB MRS A2 (2013 ) BEEHTDOHEREL L.
F ISR PN H DV LRI R E LS SN AENEERENROTRET S,

O fA#HEHT
T8RO/ - IREREBICE T 5REM R
HRARE BEREXFXFREEFHREHEN FEMRE R &

O HREH
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<BMEE>
HEFIRVERBFIZHRES D,

1. D RRICKDIHFEENEEIND
2. KIS S DU IR F BB IR EE
3. 1gG BE(>EELRIE 1.1 5)
4. $AFEF R interface hepatitis PHR2EMAZENAOND
5. BIBREBERTOSMRAENT S
Bl
LEIEET £#7-L, 2~5 O35 3 BHULEZEDHS.
EI:: Rt
LEBEBEHT 2L, 2~5 OFFIRD 1~2 BHE#EH5S.
i
1. BIBRERTOARENDFRISABRMEZIELLDT, BEME-FEMRBFILEIC, ABRRRIICHERE
7L, TOMBFTREZEHTEMTIIENRBTHS. 1120, BEANICHFERDEITTERESE
FEZHERRCNBEIBEREXRTOSMNAEBRERIIRT S,
2. ERZERAITHHETETLHEICIITDEEZSELL, REULIEIBECREMEFREZHTS.
3. ZUREs, BLCHREZICERLCWSIGANAHDHILEIZEET S.
4. 2MRMEFITIE, LFRIEE 2, 3 ZROBVEELNHD. Fi-, MBFMICPIIRIZO XEMIEEFEHT,
PILERIE DIRGE, RIERIGEHEMBAZE SO EZKIROZBEROLEFNFET 5.
5. PWIAREELRD, T EEEFHEZTL, BEDEEICTERGS, PHETIEREICISCEHE
~NBNTB. BB, 1 ODHEHB-TEHT, BEEEIYREFFELNEDLNIGELRKOXIEEE
3.
6. BSUEAOTHIRZULOBEERBRERTOANAEEEETS.
7. \ErAVRYTHREABETH>TEH, BHERATAREZULOBEICIIRIBRERTOARNAREE
B35 HEREMFRTORIMVRYTRERBHEEREH 10%THS.
8. EMMRFREZE (Drug-induced liver injury : DILI) (D& AT DDW-J 2004 ZEMHFFEEZ A7 ELYS
YZaT7INESEIZTS.
9. BENDIFEEZEG, OB ICZULEVWBCRELFXAELELATS.
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(&%)

OFEZERa7
Simplified Criteria for the Diagnosis of Autoimmune Hepatitis (2008 £E)
IR (ANA) or T BEFmIA(SMA)|40 fELLE |1 R
IR (ANA) or ITBEFIA(SMA)|80 fELLLE |2 =
HFE <198V —LiA (LKM) WFEUE |22
SLA Hufk (SLA) (1 2 m
>IEEER|1 A
IgG
>11fE 2R
& 15 18
FF4E 1R o
L Bidl 2 =
DAINAEFRDEE Al e 2|

6 Ll L :5%52 (probable AIH)

7 B LLE  #E52 (definite AIH)

OE[FZARa7
E H RE|E
ik +2
ALP:AST Ff=(% <15 +2 1. ALP & ALT fEEDLIE, ZNENEE
ALP:ALT 15~30 0 EDLRETRLILLETREINS. 374D
>3.0 -2 %, (ALP {E+ALP IE% LR{#E)+(AST {&
+~AST IEE LR{E). ALT [2DUL\THEIH
ISETHE T 5.
mFESOITYERLIF|>20 +3
lgG {E-IEE ERIEED|[1.5~20 +2
Lt 1.0~15 +1
<1.0 0
ANA SMA Ft=[% >1:80 +3  |2. FyE BB FERAV-EEREER
LKM-1 $14k 1:80 +2  |BREICKSZBEZHARAIME. ANA HEE
1:40 +1 Hep-2 fifaz AULV-RERERHNLEICK
<1:40 0 HRFELE. MRITIEHBTHLESE.
AMA [i51% -4
FEHIMIWAT—h— |BE -3 3. AR BE CEHFRVAILAIT—H—.
pEiE +3 (745 IgM anti-HAV, HBs Ag, IgM

anti-HBc, Anti-HCV &1 HCV RNA).

NOEDFRIAMINAT—H—DEETH-
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IE H =¥ |E
THHEEZERELEDSVMILA(CMY,
EBV %&) OEENEEINDIHZEICIE,
FNFROIAMINAR—h—FRETS.
EWAR A 1k -4 4. FEEHEBECICFET2ERELSE
(=4 +1 HEEME (LT DAIEEMED H 2 E MR A
FE.
F7ILa—LERE ||[<25¢/H +2
>60g/H -2
FFHB#81% interface hepatitis +3
1) 2/ \ERAOTZ B AR B A 0D HERR = || +1
O OE Y MR +1
EROVWTIORRLEDE -5
EERE -3 5. EERZEL(E, PBC £1=[3 PSC 2451
IR E GEY G A AT EBIRRIC K YFRE
REN-EEHREZESAFEMEEE X
PEERBEOSEOR DKL) &
SV E (TR R EERDIREEH
S>T-FIIREBE D BEZELGRE RIS (LoD
marginal bile duct proliferation with
cholangiolitis) .
fthDIRZE -3 6. ELSRALRE T HHOMGREF
FIEEHDEHOLIVRE.
thOBEREREDS s 7. BEFE—HRETOMDODEDRE
f3# REDEH
ftrnEE 8. fthd B 2 HifA+4> HLA DR3 Ff=(% DR4
239 B, ANA, SMA EXU LKM-1
DOWFhEEEDREFIZRS.
tho B 2 ARG +2 |9 thDBEHREEIFTBEAEMNHEILS
n, AH ~OREENHALNESNT-BEHN
{& T , pANCA, anti-LC1, anti-SLA,
antirASGP-R, LSP, anti-LP, anti—sulfatid
BENEEND (HESR).
HLADR3 7z (& DR4 (&4 A B RG] +1 10. HLA DR3 %> DR4 [$F &L TIERa—5

VARPAEARKICEELTWNS. DA
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IH H =E- G|
FETITAH EDREHEABES M ESHT- DRS,
DR4 LIS} D HLA class I HEA IS DS
B1HEMAET 5.
BfiE +2 M. BEICEFOVTARIGE(BIRIZERT)
DEMIFLRIEEHT, BEMDEEER
I2ET 5.
B +3
BERBICEDEHE  ||AH HEZH (definite) >15
SAIERI AIH £%5245| (probable) 10~15
BER AIH HEE245 (definite) >17
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Pediatric EGID Activity Index ver.20120922

JiEPR @ chronicity (22T

O  Persistent type (food suspected; )
m] Intermittent type (Season; food suspected; )
O e b LURES
TBIRIZONT
O  FEHEANESINDPRIERRFREDH Y ( )
O  FEEHOBRSMRWHIIIESRER S 0 ( )
A I3F 100 4 EATO 170 AR TR 40 0L EFE  15-30 Al P AEE 14 AL FERE

HIRIE (EGID 12 L 2 RIEELAHEE S D855
0 k<. TENHIRZ L
3 FEMIGOITEI, WE LV HIRI NS
6 CRIEERETUIELIEITEIHIRS v

10 FEOW LM ERH Y

RE
0 fREHN, b LITLE
3 REAHZ 2
6 fRHE<-2SD
9 {KE<-3SD

R
0
3

ISD=HE
28D < & F<-1SD
(RO HE BRI UZH 7> b L)
B} <-2SD
5 R <-35D

6
9

AR 2 AR D AR (1)

M5 7 L

5o v (R L) A4 BELE
1al/H O FiZ4 BELE
2-5[Bl/HOE: A4 HEALE
6 /AL EomErt: 1AM E

© N 0w o

LT T DR T
0 Wil EIE HHAD S

3 BAAMI DT EBBB  AIC4 ALLE

6 VOBIKBIARIZ < EHT D

O fMEA, RGPS & M £ R LT

EREAAE AR T B IR G) R AR
REEH B

BENRNENDHS AIC4RME
BEITVO B A

© o w o

JiZie

0 ML

3 MR, JERRMTC, TEBhZHIIR L

6 HEE, HATRFVZY, BIRERICEZ S

9 HE., BRAOMINZLEL T LRWAHANHICHD
EHLE 2 RE T 2ERQ) TR, — Aol
0-1 [ DOAKEREE T

2-5 [ DKERE 24 ALLE

6 [FILL EDKERE, HlZ4 ALLE
Wik ziEL = Lz,

o wo 7

THEELE 2 RET AR QME  —H ok
0 iMmfE7z L

3 MEOMmMMNECHRE 1ELE

6 WinemfE 1Lk

9 WA, KREOME

FRATT R
0 7A7IU(Ab), ~EZ YV (Hb) &R L

3 3.0=Alb<3.5, and/or 9.0=Hb<11.0
6  Alb<3.0 and/or Hb<9.0
9  Alb<2.0 and/or Hb<7.0
A bR BRI 5
0 025 5%AK
3 5%LL E 10% A
6 10%LL I 20% A
9 20%<

BERITIZEA LR, BERBRLEELEET D
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OIFFAIR MR E X TR BB RO EEENE
RERBHOERRTT7 (RA EGD EEEFHE)
£t 100 & 40 AUEERE  15-39 AP%SE
PEFEEUEERRET D,

14 LU ERAE

LEHILEERERT HERN) B
3 IERdHY (MErHAEL)

5 1EI/HOEM AIZ4BLUE
7 2-5[E/BOIEIE AIC4BLULE
9 6[E/ALLLDIEME B 1HUL

LEEIEEERKRT HEKRQ) BTES
6 WDOHEAAHILKLEFTH
9 BYIEA. F-IERNBREICLIBHERERL

LA EERRT DERQ BRIk
6 BARIFLDBAL
9 BRRIIEFEALLG RERBLGEEZDELTD

e

3 BE.ERRET, FBHEHMRLEGL

6 FEE.EB TR Y, BIERRISESS

9 EE.BREAHOERELELT DREADNEIIHD

TEUHIEEERRT HMEIR0) TH
3 2-5EMKEE Alc4BLUL
6 6ELIEDKIRE Alc4BLIE
9 fHKERILI,

TERHILEERRT HERQ) mfE

3 LEMMAELSEE AlIZ1ELE
6 BAMNGIE AIC1EEE

9 ERH.XKEDME

BREMR (RIMEZHRUKEZELY)
3 3.0=Alb<35

6 2.0=Alb<3.0

9 Alb<20

RIEMITEEERE S (RARELXHBUIZEL)
3 5%LIE 10%kKH

6 10%LLE 20% K

9 20%<

NFETIZUTOWTNODEKREZRLEHoI=H
0 %Ly
5 b

EGID D& BHE (FFFlL. FLELGE) TR T 5-DIZF
ffiz1To71=

EGID MARBMTRE—FEMICATAA R, Szl
FIELGEDEMERANBEINLERIZFERALA

0 EALTLVEL

5 (AL

MK, JEROBREN LD EEE NS T EU LY LeWnWETH L0, @FERERE MG T D
T ENMERFIZOWNTEL, EBRERONGELE TS,
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102 BHERREIEBIEERAEE

1. #@E

2455 14 A 1 IE B ZEAE (Chronic Idiopathic Intestinal Pseudo—Obstruction: CIIP) [&. JH 1t B EENHEEEIESE
D=1, BEFHGHZEEDRHAENGNIZLANOLT | BEEES., B -IR0t . . BEILRGLE DR
ERERETE-ITRETHDOHEMKEETHD, HILENBYOEEL I ITHMEMRAENGTVLE DS
¥ . BEAERERZELESGZRE CHENRACREBGE RO HMEMEBAZEEICIL. Hirschsprung 75 (B E
FIRETAE) D KSITHILERE L DR FEME(Primary) DE D LR K ARTEREIR TE . BIRAE. PRMBERLED
LEERBOERICHSTHKME (Secondary)DELDENH D, /NEEAFRIE DB IEAMERZFAZESL (Chronic
Intestinal Pseudo—Obstruction: CIPO)M %<&, ¥ 1 (idiopathic) T#H S,

2. &R

ZUTRRMEITRIET HEEZAONTVS=HZTDEIEIVELSREFRHETH S, REFMZEHILEIN
FLOICENTIIHBHMEICEEEZROLNEDN 82%, MIREMAICEEZIH-10OMN 18%TH 1=,
BIEEDR—RA—H—HlETH S Cajal HIBDERETHILT IMELNHEIN—EDREEF TV, JH
LB DBBILILE :20%. /N7 54%. $ER7:49%. B : 22% L LB THHEB N Z L,

3. fEK

REEPRs . IELE, ERS. TRICHREL. BEMWELOLLTIEBLWVERZETERNLINH D, BEDORZBE
1ERLDNZVDHIEBEDREICKYERNBERT H5E5LHD. LH L., ZLOEHIFIEELZYRLE
DOFIRIEETT 2. HIEBEDBENENLLAMGEE . BAEELLEY. BRANOBMEANEEYRTT
BIEBILFET B,

4. BEE

FERHCILRHAICERAEERCRELEHOABRDZOICRAFHIBELRLEDO. ERREICEST
BRRIIERDETITE3DEH5. WTNICEVTERAITEECRAHREIVEGEETH D, EEHIT
(FHEEREDZODF1—THACHEESR. RELKSOHHED-DOITIBOHAAR O DL EEIRDT—
TILDBENBELLGD, BESETCEBFREHEVIRNTZT - CLEREREICLERENTET 51
&, MELEHAEEROBROEELBYRT CENS L, COTHRERRAREMN . BFEE LM, BB YRR,
ISEREHTEESHEOEMNTHONDIELHD. COLIEFTIIEYRLRPAREEADEICLEY,
NREEFTIGETLRHRIREXBORERE. BEEELED-OICEEOHEERFELFRINS,
2001-2010 ED £ EFRAE 92 FITIX 52%IIFEEEMTHY. 4%I/MEFBENTTHON TNV, COLIIT/NETHE
HEHEMHDIOEZEBEBIEEVELT HEFNLELET S,

5. %%
2001-2010 £ DL EFZE 92 I TIX 90% L EDEFIZFEHIZEFLTLBEODFROBENEONE=E
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DD FYRNEAR L 146 FEREICRATH D, FHEWVEFID . BE-BECHLEBENT—T
IWEICKDBEILERTEEZLELL T, 12 30% L L DEFIA, BEIREKECRBERELGEDALIDFE
BREETWELLTWV - BEORHTL2CERENRDO-HEENTHENEEBIEEET-L bacterial
translocation [C&HBMAEIZ KDL I3V I TRATRT T HEHIC, REAICHI-58#BIKREXEDEHELLTOK
MEOFRLICKYTEIZES, F-ERBIREEZLELT 5-ORIREI BT HEVSBERLH D, IHIC
RAMGREBETO-OHFREFEST O RMEHOXREEL., BOERTREO-HOBEHEETLEELET)
THEELHD.

O EHOHEITHELES
1. BEH
/INEBI 100 AL B 1300 A
2. BRDHEIE
TH
3. ERMIAE A X
REEIL RAHEEERGL)
4. REDOEE
B (RATRTT HEHC. REICH-58#IREENDE)
5. BEE%E
HY (FREEDOEHMEES)
6. EIEENLE
MARMICKIEEESFEERANT. BEEHFENRET D,

DNRHID SO BRE DR ARED DENRERELS — AL REA RS AERHIRE
FEREE AMAZESHRENRNG %8 B0 25
TEAEICHT A BRI A IBREORE . DI AR OREAETIEIL

BFEKE WEMIXPESTHRUIFERSCERY TEKE 58 2

O HREH
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<EoWREHE>
UTDT1ERZETHILO

1. (BRI, BB, RREDAREZEY 550 EECHAREREZRAICHERMNFIIRENIZEE
Hd

PARBRBETE 2MAALL, ALRHALBZEORIETIE 6 MALLORKBRZET S

EG 2 CIHILEDHGREREGER T D5E1)

HILEZRET HSHREMNTREEZROE

FFEEBAERD HE 2B THRRICHEERZRHIL

Megacystis microcolon intestinal hypoperistalsis syndrome(MMIHS)& Segmental Dilatation of intestine Z[&
VAR

7. $FE Chronic Intestinal Pseudo—Obstruction(CIPO)Z g4V 9 55F2)

o a kN

HOFERBICIE SETOEMBEMLUN VEEIZESHREGT, BT LEBEELEL,
i ) BRIV I SNSRI CIPO ZRIR1IZRY

AlFk-1  FHEFEE CIPO

1)L E T BHEERE
2 S HEILAE
AP
EZ TP
25M%IT)TINM—TR
MCTD (mixed connective tissue disease)
Ehlers—Danlos fEf{&#f
moANAT4—
T7IOAR—T R
N EARD Lymphoid infiltration
Brown bowel JE{ZE¥ (Ceroidosis)
ShaV R 7 AR RE
2) HILEMREEERE
ikt B EHEREE
FEREBERGERESE
PEFR R ME AR IE
RS A AT —
EB r91JL X, Herpes Zoster "9 A JL A, Rota A JLARGZE DR ZAEIREE
3) AR E
R BREERIE T E
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Bl FIRBR R E T E
B & iE
4) KHERE
FREIE
RILVIAE
ERLEMRERE (K+, Ca2+, Mg2+)
5) Z Dt
U7V
N9
PFERBR IR %
EIREMEIERE (Paraneoplastic pseudo—obstruction)
Al AR AR AR M 42 i
AR ARICKDEIRE
& ZE
P iEi%
oa—29R
Chagas J&
SME, HILETTR, BREAREZISERT SMEEAL VR
Ogilvie fE{ZE
6) ZEHIE
mo2E
RARE
TURSF/ORTH
J/FT7IOUFR
Vinca alkaloid
S
FTEFAK
Ca FrorILEERE

RI/I\E)L
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<EEEDE>
BEEFZERRET D

MR, MEEE, BS BN AS OBEBERICLY, BEEENELEESATEY, HOUTO IEED
56, SdEt | BEULERET L%, BEAET 5.

| EBREEELEET S

2 RERREBELELTD

SRBHTHILEREELBEETS B
HOMEERELE BE BE REEE LYRE, SIMEGESLIBABORLF—S2aT

KB, JEROBREN L BEIEESIESE T ELULICEY LARAWETH L), BREREZGET 5 Z &0
WHRFNZOWN T, EREBROX S E T 5,
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103 BEXRBbtE/NMNEHR SR T EIE

1. @ME

AREE T EIREAHO S B KEERL. Microcolon 2L, EEL AL RIEIKE KT & £ Ef Megacystis Microcolon
Intestinal Hypoperistalsis Syndrome (L1 T MMIHS) THY ., FTEFEBDEXRMEHILEZRELLTHONTLVS,
ZLUAIETHFOLOIZHLBIREENARBICHEZYBETHY . NEREOEGIZEEYE5,

2. &R

ZAATHRRMEICRET HEEAONTEY | WELSRETFHATH S, WELIEBEMNSIIF ETODHEILESR
KIZhz>TEROONDEHINLEL, EBEDH o1z 16 Flh LI TREN S S REEHITREER DTz, T D1,
ZhE. 1451 ERE 1561, TOME -+ 168 741, IP 4 BlITIREZ R D= EBERICLLFREFHRERL
2001-2010 FOLEFAETIXEHIITHN TV 17 FITHE. HRICEELLESA TS,

3. fEK

FERPMSREL., EHHELEXERESHIIZFEDH D, 2001-2010 ENLEAED 19 EF OB TH
MFEBFOBRKERELTIE SRR 19 5. ERBSBE 19 51, BREBEHELE 7 61, B 7 I, Z D 4thI ZIRENE
BEOKBEEROz. KRR TE EEOFENZEICER T 5IEKY. 3<H<EL MMIHS DZERH EEH
NERERDZAOTVSEERE TIZZLBIAZEAIEEL 5., REMICHERB R DRELNEHFKT L. B
FENEY CELHMEBITLIEFNMNZEAETHS,

4. BEE
ZEAHITOVTIE, PIDEIREE. BERBICIIRBEEERSIBVEND., SoMHEBRRICK TS
EFMEAAMTHIENBELLED, BEDT-ODIFBEDEFRMEEEFRICOVTEFIICKVIREFEET S,
BEYIBRORIEIZOVNTIEIZDOHRIIFTHTHS,2001-2010 FNOLERFRED A TIX 16 HITHREDNT=&O
DIFENERSNTEYFHLULEITH=5 11 SINERMICSHEDEREESLO T =, FERBRBIEICLY
M TELAMEELHY  NEBECZERBEOHMRERELEDINEINESEDORETFEETHD

5. ¥

ZDKREDEHEEDIRBET-EY ., BIEEREF LY, 2001-2010 ENLEFRAE 19 I TIEL 10 FIAETE. 9 51
NRETELTHY. .5 FEFE 628%, 10 FEFEE 565% THoT=. EFEFD 9 Hld, 7 HITHLEBIRFEEEE
TEINTHEY . BEICHEEDHESTEZRO TV, RRELTHIREXEL I >FERERICER T HHFES
BHITFoNTEY, COBRMEENDERFELLORSE . HLEREDHENFREELAT HEEALND,
FEBHIRBREVELT S-OBIREN BT IEVVSRERLH D RENEXRBETD-HEAREET
FEECROERTEC-OEMEEEE-I55LH5.
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O BEHHIFEICHELEIE

1.

2 E M (MMIHS)
100 AR (BFRMEIZLD)

- RROHE

REA

. HRBVERERAIE

RS (RAMBRELGL. BERE. VIR, BIRRELGE OREREDH, )

. REOEE

DLE(RAICOEIHIRRENDE ., RARBUMAEICEYE TS HEFLHY)

BIRE

HY (FESDZMEEFHY)

 BEESTE

PRBICKDIEFEESEERANT, EEHFNZHRET D,

O 1F#ki=#tT
NNREAMGDHESRRFOHAMREOIENRAERARES —LLRGHAR SRR
HRARE AMKZEFHARERDENE HE BO EF

O REH
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<EoWREHE>
LUTD5SERZE TR0

1.

a r N

HABERNSREEES., B, BEFOBRAEEREZETS
EXEMZETS

A REDERRIE RS T Microcolon 25285,
HILBEZRAET AFENRELROHLL
ERARICE LV TREEBFEMICHERITRI

e
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<EEEDE>
BEEFZERRET D

fefe. BEE . Bt E DRERAEERICEY . BEEENEZELIEZFTENTEY .. ADUTD 3IEEDIS,
DIKEL 1 THBULEZRE=TELDZE. EEHIET D

1LIRFIRREZDLELT D

2RERBEVELTD

SR HIL EREZLELT H5E1)
HO)HLEEREL . HE.BE.BRBEE. ILVRE. BIIMELGLEICLABRABDORLFT—U%ST

XAk, JEROREN LR OFIEE NS T EL RICEY LAEWETH L), BREREZGET 5 Z &0
MBERFIZOWTE, ERERORNG LT 5,
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104 [5EM@FEIMRE G

1. @ME
AL, FERPMSHILEBRAMBZEMABEORLICER T EELTEEENGRAEEREZERTER
ThHY. FPRETFBRBDEXRMEEEEREBELLTHONTLS, ZLIE. EG#EFEOHIZ, hDEIREEN
RHIZHIYRETHY . NEBHEDOEIGZHEYF5,

2. FA
HIEEERMZHMRORDICSERY HHEERBRENEDRAEATHY . HEELLIL/MEMNSAL
FIETOLEREICHIOTROLNIEFN SN EHITMIXIFLALRDT | REEICLRHET NEL
DFEL BRERATRERHERVZLLEEZONS,

3. fEK
HAERSNSREL. BRABE . 1B, FREHEEEN FEKTH S,

P EARHREOBIIEERICRY. . BOOBELEMNSLICELDII LMD, BYREER
BUOHENEHR THD, HoT. ERHUERDIE. BEERRITSOMEBRRANBELLENILICLS,
SHIC, PILEBREBELRAICES2O. AT —T L BLELHIREEREFESLEDAFHELREIL
VTV FICHERBICEEOBARLLTRET S, GEMROEEANESELLONEL £HEILE
DIEB AR LEFV HIEEDEBEED-OICRHADER. BIRKETEEVELT S, CnolFAMH
B 2 KD EUMIE D= ORIRFED I RO H B,

4. BEE

PEASIIOVTIE, PILERIREKE. BERBICEIDIXRBEEELILBUVVELL, SR RITHT
BBEFHEMMTEIENBEELED, BEDT=OICILBEDERINNEELS, CORRITERERGLA
BRELEY | DA —TEFRE ML REDBEBEERET 58 E4-TLVS, 2001-2010 FDLE
FETIE., FIEIZZEFEERFIA. BFEERGICLHEBELT, BIFEFRERODIEREGOTINz, —
AT, BEIIFAIOKEEREEZEREVIROZIEICOVTIE. ZONREIFHATHY . BEDELEZIA—FED
RBEBTOLGL. - T REEEREDAKEVIRFLILEFEHH T ILELNH AN . REFATD
AMMEITRESTLVGL, ST, BEFIL. BERBEICLYEG TEHREEMELAHY . NNEFEEC L EEE
BHEOMFREBLELTOBRANSEDEELLGD,

5. ¥
COEBEDEZLN, BEEDFEBEI-EY . FTELFL, 2001-2010 FOLERHE TIFRTEIF22.22%
LGS THY . FIEOLEREORALDEETLI-MIFMRRE LG 44 HlFhDETH 10 FIOFELTER
2273%ELEBL T, EBEZRO TR, ELRTIRRA L, BIRKELS-F MR RISER T S EEE
ELHMETHY . BMRENDEKGFEDRTEL. ERENDBITORE . AHEHILEREIZESI-
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R REIRMOREDN. FREERATIHIEEAOND BEDEHFECERENLRO-OHEENTHE
MNEEBIEZZT-L bacterial translocation [Tk AHMIMAEIZL S 3y I TRAFET T HAEHI©. REARMIC
DEYGEODEEZLELL, SHICREICHI-2FIRKRED S HHELL TORIME CHA2(CEYSEIC
EHERNZ L, F-REARMICHIY, BRFIRBEZVLELTH-0I12, BIRKERELTO#IRI S
THEOHERLH D, REANGRBEREZEO-OEARRXEEZTOROERTREDO-OEMESTEE
TiHEELH5.

O EHOHEICHELEIE
1. BEH
#1100 A (HFRBEIZLB)
2. FIFEDHE
FN
3. BBRMIIAERA A
KT UMEFBIERE)
4. REBIDEE
PDERBEETEL, HREECEONEERENVLE)
5. BEE%E
BA/NENRSLEEODHALESHY
6. EEEHE
HRUDEREESEEANT, BEHEHRET S,

O 1F#ki=#tT
NNREAMGDHESRRFOHAMREOIENRAERARES —LLRGHAR SRR
HRARE AMKZEFHARERDENRE HE BO EF

O REH
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<BMEE>
1LHTERBHDCERARERERET S
2 SR AR IR AN AN D DS MR EEZHES
[RETHROBAZELIRIL. BERHERMERR TH S
FREERIEML : DK EBERF T F G (TENETA) LRBO T2 ELERBERERTEZHT 5,

554



<EEEDE>
BEEFZERRET D

fefe, BEE I, IER-IBHGE DERAEERICKY, BEEFENELIEFTENTEY, AMDOUTD IEED
36, PEKEL 1 EBULERBRETLDE, EEHILET S

1LIRFIRREZDLELT D

2RERBEHELELTD

SHMAHILEREZLELT D 5E1)

HO)HEERELRD BE BE BREE I1LVRE, BIMEGEIZLIBRABTDOILFT—U%ST

XAk, JEROREN LR OFIEE NS T EL RICEY LAEWETH L), BREREZGET 5 Z &0
MBERFIZOWTE, ERERORNG LT 5,
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105 JLE S aR3A4 - TAESEIREE

1. @ME
IWEDD 234 ETAED, FBHENREERF. 1FEBES. 1BAVMBIEZED 7 EAFHRELI-OMN
YT, L. AROEFNIBESN., ILEL D184 - TAEEEBHETMRIND S RTMIEREE,

2. [®RR
16p13.3 [ZEE{I9 % CREB -binding protein i&{5F (CREBBP or CBP)WEEEEFEFIBALI=AY. (&
AEDERFES, REE{RFD CREBBP [FERM Y 7EFILNS VR ITIS—ETHY . ILED 1 3(4-T
TEERBIIERMN TEFILVIEEREEEEZOND,

3. fEK
FBaHESREER. FRER. 1BLVVBIEM
a. B EHA
LEZICFKBLZERODFEAENHHET, HERKRELIREEDIEN S,
b.A R FiE
EERZTRY . FHRRERIEIBHETH 152cm. XETH 143cm, FREFILETHLHHBE IQ
(% 40-50 &,

c.BEER-EEME
$HEEER /A, KRMBX. AIESNEH. AVBE. RUVEE. RRHMT. NIEAE KR . mIREHHE.
FRRERR LS. RBELYTAICHBUEFR. /SO /NE ENER. KBS
EZRIEA
d.ARF}
MR ETERE. BREHAE. ARME, KNE
e Of% - 1A%
MRS - B R(EECHEAIIZRED . IBEVWKRETF. 58 5 HRE . IBROKREERE. FEE—[Eih
wR.RTR. EfiBeRE. EERE. BHAE. FBEA DMEE, FRETHR. BBRE ¥RE

fR IS
&, BIEEHO MRREBR. YA R, LSRRI EEE,
g IR FMIRTR
BMRIRIET. TALA. BHEEE .
h.EEZ(CHBLN DR
5-10%C R4 - BHEEGFICK, iR RAkER . BEHRE. MEXRIE. XM OFE. RERGER)
BREd,

4. BEE
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RAEDECAHRAFAREFLGN REHOESHEICHIET HETRAMNTFROBEZIIN D,

5. F&
AR -FLREICIERE MR RE . HELES, Bt 26k, ERLEELLE5,
FEHIGLEFHEBREEFTORBERALAOND, BHEEBEOEHUMNME, —RIC. £EH TR
FRIFTHD, ERXUETHY. SHBOEZIFEENOFHHEMNTHY . EFETORYICHI-5XEEFkK
T, BHHEDABREEBMICITLLN. QOL DR LIZEH D, TANANIAVIA—LELEEETHS,

O EHOHEICHELEIE

1. BEH
#1200 A (HFRBE=&B)

2. FIFEDHE
THGEEFOREERENRBEINTNS)

3. BBRMIIAERA A
REET (RABARELL)

4. REBIDEE
PE (BHERREREEES)

5. BEE%E
HY (FLBEENBHELESHY)

6. EEEHE
HRUICLIEEESFEEAD, HELE-TBA2ERBEYHOTRET B,

O 'fEHmEMHT
[EXREEERBOBRVATLAEBREREZOS LERERXBEOTIL—LT—Y DFEIL )
PMRRARE BEZFBRFEFH-BRECFEI— &R MG R

O HEEH
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<EEELE>
DHFIER RSB
FEER: ORLEORE-18LEOFE
QA ASDHER
QEVEE-RULEE
REERERED. D-@-Q%inT=9 5B A Rubinstein-Taybi fEIZEF L2 H7
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<EBEEESE>
KTEEDEE (7)) BE ) RFEE (D) EBIHERERNRET D,

HE(7) JEREL T, FONARSE, BREES KEREEE. BRFEREAMS VTN —DLE
s E

HE (1) RAEDAET, RDE, FIRE. ABIRE. ful/MRE. fUREIZE., REMEIGRE. 570y
A—DWIFT DRSS TSGR

I () JBRT, FREE(AIHRSKZ. [REVRTR. BRIT7IVI/FEONEZLEETHID) . B
FEELZ BE-BE-PLBREBEFICLDIREDIL—DLULETIGSR

XAk, JEROREN LR OFIEE NS T EL RICEY LAEWETH L), BREREZGET 5 Z &0
MBERFIZOWTE, ERERORNG LT 5,
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106 CFC fE{&#*
(Cardio—Facio—Cutaneous fiE {&&F ([ igi - B8+ R [EfEIZEF) )

1. @E
2N Ras/MAPK L0 FIIVGERBICHEET PEGCFDERNEERIZL T, R -REEE
HEEER. EOVEECAEETR/NGE DB HMEEEDE, fE55 THh—ILLI-EE. B5-AILLEE-A
BRI E DEEAEK., ERMEDEE., BXBEDHERZREDLAONDEEERE,

2. BEH
HEHRDEE T KRAS, BRAF, MEK1, MEK2EBEFOWWTNAMNIZERMEGEENEHOND,
BRAEERTE. FREGFIEIFEEREINTLEL, CNODBEEFITHIAA Ras/MAPK 4 FILiE
ERBICEETIN. TOEENTEREBE OB LDBEKREREZES-I MDD TIEFEASA TV
LY,

3. R
B HEES. BEREER. EUVVEEORIEERH/NEE DIFBMGEEDE, i TH—ILLI-EE.
BE-ALEE -ABELEDOREBER. ERXRELMEE, BXELDHELENZEOHLND,

4. BEE
BAPAAEREEIMONATOEGLD, EEENSIHHbNS, DEEPCEGEEODRHXKRLEEHA
BN, FREXES(HET S,

5. $i&
LEIC, AMFEHEDEMRESEZEHT 5,

O ZHHEIHELEHE
1. BEH
#9200 A (FAZCHEIZ&B)
2. AN
THGEGETFREENTBRINTIND)
3. MBMLARSE
KHEIL (RAMARAL)
4. REOEE
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B TIE. BE 100 FAIT2AFIE. /DNETIL 100 EANIZTARELHRENH S, BARBREFES . BA/N
BEPEEREERICTELS aHUS DA (T, MIESEM/NMEETMANSEEEFRICLS HUS
KU ADAMTS13EMZERICED TTP ZRRUVV=ED 1 ELTVAN . EREMBOXMRET NERFEDEEH
(. FHAFIHEREICELS aHUS DHIZHLTTHY  TEEZET S,

2. [RE

aHUS [E TMAZ R T ZEEEKRBESH. TOILD—HNHARFHEHBEFOEGCFREREICLDIE
DM TEfz, INLDBEEFEE(E aHUS BEDH 710% TROMN>THY. BKTIE H AF (FH) D
EENBHETRLONDID. AR TIECIDEEN S, -, WETIXMEANR M L Tz Az
FOrAVRED AU (TM) DEEGFEELRERD 1 DELTHESNTLVD,

3. fEK

4.

aHUS TROMDELAERELTIE, M/MRE DR RS H mBE (EBE) 2 & o H Mfe K oA m A & i
[CEHEHBER BUNGETHD, Tz, BEDEREITL>TEE ZRABHLNEELH S,
B2, RB-OBAMRERGEERODEENH D,

BEE

LR R CTOREMNEEEAELLTIE, MBRBOMPTEHTELEOMBEENH D, ChoDmMEBEFEIT
Q70FERBENDLEAIN, aHUS BFEDIET-EIL 50%Hh D 25%ZF TR T L=, #iAFHLFIEEFD
EBIZEDBDITHLTIE, EMEIR C5 B/ —F LA ETHSH., £ MER CO £/ Y B—F
LHAEZRAWVWSIZHE>TIIHEOEANDI-ODREEZSEIC. PHELEDRANEICHDH2~8
BN THENEETH S,

PR

aHUS TlE. ZOHMFHAMBENEDELTIBEDELRRICEDLEEOLNTEY . BIEAD 25%L
EVNEHEIERZIZESLDTHS,
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O EHOHEIIVLELEHE
1. BEH
100 AR (FARIEIZ&B)
2. HIROEE
THGEGFERLGENTEINTLND)
3. MRMGAEAE
REEIL (MR OMTEELE D MBEENH D)
4. REOEE
DEFEBIBRIDLELESENERLIZED)
5. oA
HY (BXRBREFESLIWNEHEFEFRBEOZHEEHY)
6. EEENER
ARMEBRDEEEDFEAVTHREELULEZRRET S,

RS R TR I A IR B D B LA A O RE S B2 M

FEREE RERUENAY BOH KE B 518

[EABRES ARNEHES A RFALENYREEERIDNLEEREES]
ZEE EBXY MR %E F #=

O REH
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<EORREZE>
BRDLEIZHITH () FHAREEREICEKSDBDDSE, Definite, Probable X R ET 5,

Definite:
ZEHAZEAN, EEERICEETZEOTRNIE, Mg m/NMrE DT ERE TR E,
BUNMEE M AMEAM; Hol10g/dl K
me Hb {EDHTHIETHDTIEAL, MF LDH O LF . MFENTNOECDERFH. REMRAAT THD
WHARMBROEFEEZLEICH/NNEESE MDA EEHERTS
m/MREA; PLT 15 B/ 1l K
SMEEEAKD ;
NG RG-SR AMFIL 7 FUEEED 1.5 &
(MFIL7F=UE, MREBRZSOEEMBELERD ) BAB: AKI OZMEZELZRALD
Probable:
SMEEEAKD) | fhnEEEFDEEND, M/MUEADO 3 IHEEDSS 2 IHEZEL. A DOEESERIC
BEY 550D TH, Mt/ D EEBRTHLERIE,

fTHIZEIR

SESRELEMXBERREDRINZE:
REREDOESZHRAT LA E BERE - TEEREERLEIE (EIA) -
i LPS-IgM #ifkizE

@ Mgt/ EBERTTP)D BRI 2K
PEE. TTP (T HAY 5 MR TR M SN TE1=, LA L ADAMTS13 DFERIZXY ., TTP fEF T AFEICHh M
59 . ZD 60~90%& ADAMTS13 jEMEAEREZFFHL TLVSEMHIBALT=, > T aHUS DEBERIZHINT
ADAMTSI13 SEMEFBIES) [XTTP EBWL. ChEBRNTILELHSH, LOLENS, TTP DEHHEM S
HIETSLERRIETRAVOATEY., COHIZ(E ADAMTSI3 FUAEELOLEEETICEESLD
155, o T. ADAMTS13 jEMH 5% LU LZERTEBFICDOVTIEZDMDERRIEKRBMBEL T aHUS TH
M TTP THAMNZHIET B,

@ BAMERMDFRRAIZESD TMA DRSS
DIC. EJEE . BMESME. MUVIEBERMERBELGE. TMA OREBEZELLCENHLHIGRERELR
"5,

@ Probable 1252Z 9 (L., aHUS DHEJEEMHEZSEEICEE.
BREEZHICLELGRERADERICEH S,
aHUS DB B LRIV HILNUABRAHEZRET S,

® HUS DIREZEL. UTORRICHIEEICIE. TRADEEICESHNT aHUS ZEET S,
&% 6 H A RiEDAEH
- FRAERFHANBARE TELES GBIEMERAERD)
-HUS DER1EH E S eI (T FEAEH)
-RETEADEMDEEE
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-BZFHER HUS DB H
‘HUS DRERE(BRHSEHIRNT D)
- TR MAEZ 7L EH]

aHUS (ADAMTS13 * 1 R1BIZL5 TTP 24t DmE 748

(1) FEAFIEHEES:

(7) kX%
HAEODEETFZEE: H AF.1 EF. membrane cofactor protein(MCP, CD46)., C3. B EF.
FADRED )Y %2

) &R
1 H AFiAGEDBEIIKREL *3

(2)ANFEUKBERFBIE * 4
(3) BERAEXS

(7) MixBKE

() HIV

(7) BE®X

(T) 12T oY

(F) K¥=

(4) ZEHIE*6

(7) WEHEEE

(A1) FafinsilzE

(7)) /R EE

(5) $ERREE
(7) HELLP fEfEEF
) 98
(6) BEREKRE -BIRm*T
(7) SLE
1) ) UREE IR E IR
(7) B RETEAE - R 2R 1B A&
(8) ZMfth

*1 ADAMTS13, 74> E LTS5 REF(von Willebrand factor, VWF) D4R HIYMTEEHR

*2 BN, HAZER-HEEFOEAEEE. EBLFEN, L. AZEACHARHRFOER
ENEERHLENTH>TH. HABED aHUS #EFTE T IR (TS EL,

*3 ELISA, Wz RA>TOvNEIZ& D H RFHRAGE D&

*4 REFHRTEE  £%6MAXRE. MFET7I/BAON CRRESATAVME. EAFA =2 MfE

*5 REMEVMORE . MBEFMIREICLDHETE M
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*6 [REZEFIDREE
] HEMWRRE. ) VEERRRE. IIFFNREICKSMHEEZH

T LUTOERND-ODREESEIC. BHBEEDKRASTEICHD (2)~(8)ERNT H &

<ERDI=HDRE>

AN UORBERE : MFRESRFU, MBAFIILIAOVE, RPAFILYO UEE

RREE R, K

BERERE - BRAE i, ) VIEEHRE. i dsDNA UK. it > bR A 7HR 11 Scl-70
TR
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REFEEULZERRET D,
aHUS EIEE 7 %E

1.75Mm%E&mm (Hb 10.0 g/dLE#)

2. Mm/MiRGEE A (PIt 1575/ u LK)

.AMEBREE (AL AKI FH2LE, NMNRIZOWTIEARMROES - A CEnmiEFES
L7 FZUHRED 2 FELL)

4. FE R FRAE AR

5. MEEE (EmEivEER. DAEEHE)

6. MR fEE

1. [ M4 2

8. &It BREIE (£ < (FUNHEHAME180mmHg LA £, HLERHAME (X120mmHg A EERL, ZDI(F
MNIENEICERY SEMEFEREET 5)

9. MIFARBIEHIE

10. B #H

1. M¥ABRF - IERE AR ARIKESE

BAE T ECRISL
PEE 1&2%HFH-T
EE 1HHVE2FFE L. 3~110WThhFHEET

AKI %57 (KDIGO 2013)
ik KDIGO Clinical Practice Guideline for Acute Kidney Injury Kidney International Supplements (2012) 2, 1-138

mEFEIL7F=> FRE
fRE 1 HEED 1.5-1.9 % 6 5 12 BERE T<0. 5ml /kg/BF
fmEA 2 HEMED 2.0-2.9 & 12 BERILLLE T<0. 5ml /keg/ B
A 3 EREDI & 24 EERALLE T<O0. 3ml /ke/ B

FREIMFILTFZ2 ESES

4. Omg/dl &M 12 BRI L DR

FEBERBEREDRHSE

FzlE, 18 mRBDEETIE

eGFR<35m| /min/1. 73m* MIET

EREORAENGZNZE X TR SN SERETHE

589



HANDNEOE S « PR 2 & Do fyE Cr FE%E

50% 5 A (g (A ASNDNLOE - PRI L Ok Cr (i

e JAHE)
3-5 " H 0.2
6-8 ) H 0.22
9-11 7*H 0.22
1 5% 0.23
2% 0.24
3 1% 0.27
4 7% 0.3
5 1% 0.34
6 1% 0.34
75 0.37
8 ik 0.4
9 i 0.41
10 7% 0.41
11 % 0.45
12m B 0.53
127 XK 0.52
13 5 0.59
13m X 0.53
14 5 0.65
4% & 0.58
15 5 0.68
15 & 0.59
16m % 0.73
16m X 0.59
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113 ToofEERE

1. #BE
AIE(X.NOD2 BIEFOERICKIYEREBHREBHEGHEXICTRETILEEMRFEMERETHS,
%<3 NOD2 JE{ZF D exon 3(NOD FEIH) ICEEZERH. in vitro IZHELVT NF-kB D BRMLELEIT
HEEEENELTETHD BHELTHILDDORERDGEVIIEGBLROHOND, K EAEIK-BEE
FEK-BRAEIRZE 3 T HET DN, ZLDBHEERIFCDIEIZHIREL. SEHMLTHERISICIXERAL M
%, BENMOBHFMIRE TIXASIE GERzEE. F LR 232D 5

2. FH
TSofEEREIL. 2001 F(IZHIBBAN THEMEEMNGENZRHT S NOD2 OMEETTET RICKYRAE
FHIELBELIIZENT=, LAL.NOD2 DEEFEFEICE>T NF-kB DEBETHENFTEINDIELD
D HBERAFEIZHEU DL OMNIMKAELTTBHTH S,

3. fEK
ZLATARMUBTICRET 5, RP FLEZF-REEEPD) . EEERK (BH L) .. BERKREILLE
BRMEICEEN) Z3EMET DM, TNo3EEMNIT R THESIZIIEEANLI S, BEFMNIZENTHhE
JEE R BN SFEE M ET S, RAD Y ILOAR— R ESN AP o/ EERR (X E2
&)7:;(1\0

4. BEE

ML LT= A BGE IR A TR ARITER S EIZRHEMICITHON TOSDARK TH S, EXTO
A FHRIER] (NSAIDs) (£ HE . EROBHIC—EDHENEAFTINLIS  BEOWEIZIEDEMNSEL,
ATAARARIEHIRBCIRBFEZROSEFNICALON S BBEEDRBLETHICELVTRTAAR
REBRENTHNEEELH D, REGEREIEEHEAOBR AN SENDONTLVEL, TOMMDAELLT.
AR FE—FPEREDEBICT—EDNRIHIERESNA TS, Tl EYFHEFIELT
adalimumab %2 infliximab [CEWTIEKRDEENFoN-EOMENROHLNTIVS, HUFTARITREALDL
RARZEICHT HENMEDEFREL NILTROHLN TV,

5. %%
AR (&, TV RACEEHEES -9, BEKRDOETIZHEND., KBAZE-F . CNODEEER,
EED QOL [FELLEEFENS,

O EHOHEIHELEH
1. BEH
100 AR (BRI &LD)
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2. RIRDHIE
T (NOD2EEZFEEMNES LTSI, HERAFEICHET LD IIKALELTTHA)
3. ERMIAE A X
R (ARARHAEEGL)
4. REIOEE
DE(ETHETHD)
5. BEE%E
HY (AR LDZHEEE)
6. EIEENLE
MRIMERDEEE D FFERAL. EEHERIRET S,

O fAEHT
THERERBETDERREICH T DHAZREB ORI
HRARE HABRXFREFREFAEMEZ/NERE &R TR £5

O REH
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<BMEE>
[oE 7€ 5 | THE RSP OGS BB I T BR RO BRI 1 &2 M R ET Do

NOD2ZEICEEL -2 B REMAFERERE (TSVERE/ EEREYILIMR—X)DBHEE
O XIEIX. NOD2EIEFNEERZERLLTCEEICAFENRELZXRIHEETHD,

a) NOD2IBIGZFICEEZ RO D, Z<IINOD2EIEZF Dexon 3(NODREIE) ICERZEEFED. in vitrolZHE LT
NF-x BO BRI GEENEZEIEGEEREDERTHL. F-. REEODHLHETEZEAREMLER
BRELIN. REBROGWDIIRFILERDHONS (FFZL. COIGFE. RinELGYEEBREEETRR
TEEY D)

b) BEMLUDMEBFHRETIE. IFEZET D,

- TROEBEREKDOVTNAMNIINZT, a) £RBHILDETHEESG L. b) ZRHLHLDOEMHEBFMZ
BliET B,

O KEER. EEiER. IREERAIEHTH S,
1) KRREER
- REMOED . EHBEDBRIERIIFAERE L, ESITHFIL. HHVIIEZET D,
- FEETEHIBE
(RTAAFHAISH T DREIEFZLL, ESITHS ADBEATERRERLEEREZRYIRY)
2) EAEAEIR
- BEEELIEEEICEERICERY 5,
- FiE. BHASY—tE—U%ICERT S
(LM BB TR EHRIREROL, FERICEHEFHRDI:=O . BEHEHEHLT . HEEIHIRE
NEL, 1220 ETHITIIRE O ER PR, #iEEXY )
3) BRIEIK
- TRIMES
- WIPREE. REIRK . IR, MR ERTEREIXERIKIEITR A,
GETTHITIE., kBT %)

— EEEDN.2).3) DPMRBIZHITBERERDDEEL1DEIEBHRISEDHLILDOD . BIEFRELH
BEBRETHENGVLD., HAVIRBEEDLOZEIERRIZEHIET 5, BH. TORRICIEZEOD
SEZRBLSRT D,

O ZKnSEIER
© BADYILIAAR—S RFFE AR FTER) o /BT E TR EL TRHED (=L, R EDHF
HZBETHDHLDTIHELY),
- ZLOERITIE, AR LURTIASA DERRIERN RO oM S, BCGHEEMNERRERHIRDZHELGHE
nH5,
© BRAOHIRREEDDHEN DS,
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- RIEROHBFETICEFEELSNINDSZ LMD SEHMRIETTEBALEBEZADDTIHGL BAFERD
HED=OIZIEREER - EHERNAHRLURE T, 2 HIVLERFEMEE RS SN
ZFELLY,
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<EEEDE>
BEEFZERRET D

EEHFDESE:
RRFOEEMEOREEIR
1T DRI ETAEIR
IRREZRDS=ORIBTRERILEL PREMNFH . EMFHRFIOREEET DEH
DWTFNHhERFE=TI0

B, JEROREN RO EEENHESE T EU RIS LWETH LN, miERERE kG 2 L
MBBERFITONTIE, EREDROMG LTS
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