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MFERIC LD (MSA DEBEEAHEIL S % LIRTD5348)

A= RMRERRE: MU EBRATOREL. TRERTHILD,
RERBEEMRIE/NN—F V=X LTHHEL. TEEBRTHILD.
xA-FL—A—EREEEHRESTTUEL. TRERTHLILO.

E B4 Consensus criteria [Z&k B9 58
MSA-C: Z2EREFIZ/INEEEBIRANEARTHDI LD
MSA-P:EEREFICN—F VX LNEARTHHED

5.2MEED T4

(DPossible MSA:/ S—F Y= X L IMNEAEIRIC B EHRERQOEEITH AV IEEDRI M EmLE
OHRIEE . ERFHRIS ., BEIREFFRIER ., SRR 2)EFEL . M D#MARBRBIENBEETH S . LI
E&RERRMRI, £L<IX PET-SPECT)DE#ZH-FE0D,

(@Probable MSA: LARF/NZRISHED Z LUV A—F 2V = X LAGEENRIE LEHELIZ/DMHEZED TN
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MNIBARGEEMEEEEETHLOUNHEHLGREE, KRGEDBRNET . EES. £k
3 A LIRIZHE L TURHFEE M E A 30mmHg H UL EYEEREAMEAY 15mmHg L ED T, D550 1 D%
H2B)s

@Definite MSA: El#&IZLYREBZMICHEEZHSINLD,

6.5 A2 W

REMN/NNERE., BEEEE/DNESE. RS /MYRAE., A—F VR, REEEKEMLE.
HETHER EERE., LE—/MEABIZBAE., 2 RIE/N—F Y= X L AR EEHETLE., AR 1—
ANRF—1E,
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<EEESE>

modified Rankin Scale (mMRS) . BE-R&E. FROZNZENOFTEMAT—ILEZANT, WTNHNILULE

HERET B,
H A ffimodified Rankin Scale (mRS) & f#t &
modified Rankin Scale BBEICTRER
0. FEol<JEENRRW BRI L O MES & HIcRWIREETH D
1_ JEFEED-> THHLMREEEILRV BRI L ORI 5 2 23, FIELLRTA HIT o Tz
A OB DOTEENIITZ 5 TR BN AR 1T 72V IREETH D
2 REDRREE FIELLFTD HAT o T AFOIEBNCHIRIT H 2 23, A F 4

FHELARIOTEE 3TN TIT A 2 DT TRV, BA0HO  FIZAMLLTHLRETH D

BV D L3R LIATA D

AR DEE B RN I AT B A R A L7 sh e SN i3 B & s 2R
MSNOIT B 2 MF LT D05, BTIII B LIITA D LM, WESHT, RE, HELARBOME, b LY

W& LEE LIWREETH D

WAL D L DR WFEAAT, BHF, F7ZLRBOMR, M Ve SIZi3nihx
TR R ERIIIN DB LETH S VLT L0, Rt s s LW RIETH 2
HEDRSE WICHEN OB 2B E T HRETH D,

FlEx ), RERE, ®IC#E R T 20K ETD

6. L
H AN 2 S22 i

BE-XE N)

ok w2 o

FEMRTT Lo

KICOE D, BEFEANECELVREDERNH SN, HEETE - BEAFITKERL,
BYHREDOIXRP, BEROEEDIXRZLELT D,

BE - RBER@SADNMEZEET B,

MM IEROMKRBER (BERE. MOBREREL L) ZRELT D,
EEMICFROMREBERIKEFL TS,

R (R)

ok w2 o

FEIRTT Lo

MEEDETREDHRITH AN, HEEE - BEEFICKELLY,
FIREED-HIZBEDRING EDERLH S

FFRAERARRDYITICG D, HAVWEEEAGEDHELEFHETRUNALEL D,
IEEDEKEH D WNIEERHGIRSAREFERAISBE,

SEVIR®H S W EREMN TR SAREFERANBE,
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Xk, JERORBREN FROFIEE NS T—EL RICEZY LARWE TH L0, BREREREMET 5 2 &N
MBERFIZOWTE, ERERORNGE L35,
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18 HEE/NMNE LI (2 R MEMEEZFR)

1. =
DN EMES(E, EERRALTEEKEL., REN BEE. 5. BS. XBEFORZ. F. 0F
BE. BCAEMRBEZFICLSBVEREORITTH S,
SERMICIE/NEEDEE R REZEET TR LT S BEEELMBEMEICKBISN . AN E/DNKAEKR D HH
B D30 (FlF/MEE) & MHUANADRE . EERA B I D30 (ZRMFEFE) ICKAISh D, LHE
EEO—HTRREEDESRBERERTLOLHS,

2. &R

FrE 15 EONEBKIAICET IRERVFRERFICET MR (ARARRKRE . TER) TOMRTHE
RTIE., FE/NKNEMEED 672% N MHEM T, 27% N E LB AREBIEEEME. 18% N ELBARSEEE
. RYDNTZ DM LM SR FRE I TH 1=,

MEEDEDDREHIIZRMEMBETHY. ZTOHMIZRMEBEDCEEESBINL BYHN
INBEIE DA DB L DR EH/NMNERBETHY. 7ILa—IL, EY. ER. KIE. MEEELLECLD 2
REDQIMNNETHELDEAINEETHD,

BIEEOGEE. ZAIBHERETHS, VROELEBARLSHEERME. HIC X FEKEGEOLON
FHET S, CO>6. EAETHENBLERMEER/NMNEMSEL, SCA3 (T v R-U3t77K) . SCA6,
SCA31, DRPLA TH 5,

BMEIRMED SCA1, 2,3, 6.7, 17, DRPLA Tl&., [REEGEFORERMEEHICE TS CAG ELVSIEED
BURLEINEEICHBRETIEIZEYRIET D, CAG #2YRLERFIIL., 7I/BEELTIET ILEID &
5128 KEFEREICHELIZVIWLASVENRRTHIEEZLN D, MICRKIZT LA EOEE
RERT N\UFUM R, BREBMRERELHE T RVTILISUREBTIN D,

Ff-. BIEEIRTED SCA8, 10, 31, 36 ILEETF D IEFEREEICH S 3~6 I|WELEYRLES D REIE
KIZEOTHIS, HEFE X BERE/ EBRRERFEFXTAS)LRZRDEF THEEHEE T, EBRRE
2295, INoDOHERBEIE. NFEFMRIVE—MRIEBFEIEN  EYRLEFIDE A HEESINT RNA &L
TREEZHITEEZLONTLS,

—F . #BYIRLEITIIEK BEFOREECRRGEDHMNEETHETHIERELEHHEHAIN-. &
MEIRMED SCAS, 14, 15, LM EGRMDIIRKEE RITEE T IILISVIMEZ S RHIEEE KRG
EDNZDHITHD, CODIZNFEINIERIIZHHY . SHRILBREIENFEINS,

COEMNM RIERICESRAEREET IRERNDH D, BE. BERDNEREDOHAEIEEA T
BAMEROETE L TELRAMABEEDORARICOUNDFEMF (EELZHSIITHES> TN, &
B IFAVRYTROTVA VRO EE T, BH/NMRNERELL TEHRRZEHINDIZELHL-OEIELTE
EER
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3. fEK

4.

FEMR IR FENRZ EARLET HA, BT BB DERISFEBICELS . BIEERMEDOER/MNEMLE
(T, ERAVNMEAEIRICPR BT D8 (FiR/MEED) & N—F VXL REMEES. HARERGEE
BHIHE(ERREZE)ICERKRMIICKAIESN D, MREED KA F, BHRLI=&S SRR EMRETH
B0, YN PDRNE D REM/NNEERELAHD. FHERMEDZILRFESTETHY . RERE
BEHIEHAENH D, —RHI/DRERIZSIRE T HEDANFRITRL, Ff= SCA6PLREFEMEM KA
ERETEED—BEDIBELERERDDDIGEENH D, SCATIFMRAREREMZHSI_EASLY,
DRPLA DEFEREHTETHIFVO—IXATADADKREEZET 5. REREDGEUVEHIZHL . BT
FEWZETIEHRE. BEEGHEEDSS EIARAADBRNIREEDNMGEEICLHEEEA LML,
B+ NRERBALRENBETHD,

aEE
RN E T DREEERRRISHLTH EFHRINEYT—av OMBENH LI ENTES

NTWB, NFUR HTHE MELAD ADL [ZHLZUNEYT—av A a—ElEBELRH D, 1/
EVT—2avOHMRIE. B TERLLIESBERT S,

EWRALLTIE., RAEREMBICFARIZREAILERHARILES CRRIRREEAILED AL
EVEBANMEDNS,

EEEOERICKHLTHEMICEOLNIERINH L. EREHEZ(CHTIERAFILFY RE
REMEDORTER. OFEVERIZHT 27 22V FIRELETON D,

RUTIWASVFIZEALTIE RV T ILASVHE, I EFANEEZ R ZFTEOE CHEMETRSES
— Sy ELTZABREDORREMNHAONTNSH, BED. ENMELH DL D FALY,

5. %t

FERERBEICEIYREELGD, TR T IVISVRISEF DEGFEHOEZEEZIT5,

O BEHHIFEICHELEIE

1.

BEY (K 24 FEERZGELRFER
25447 N

- RRDHAE

THGEGHRENTEIND)

. IRBVTRERTIE

REE (RIARIELL)

. REOEE

DAY 3

BERE

HY (RITORTEERBERMEEEDZIELE)

 BEESTE
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modified Rankin Scale (mRS), BZE-R&. FIROZNZENOFEMATr—ILEZBAWNT, WTFnmh
SULFERFRET S,

O fAEHT
M2 - RERENRY BEBKRSAE) - NEBRFEOCERERICET HHEI
MRARE EINH - #EEREPARtEC 22— BRE KERF

O HREH
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<EEREE>
Definite. Probable Zxt% &9 5,

(¥EEA]

FR/DMNEMEL, BEBRFEEIRERE T IHREMEREORTTHY.

BRR, MEHDWLEGFHICEL DIV DADREELNEEN D, BERMICITLLTOH
BERIT D

@ MO LIERREDESTRAEZETREIRET D,

@ BRAIZFEFL, BBEIERETHETHD.

Q@ RBEICK - TIHEEMEZETT . TODHEE, FREABLEGNTHLS I EASLN, BEREBASMHEE
BEDEELH D,

@ ZDMOEEE LT, $HAREE N—FoV=XL, BEGEEER RESZEE SXKEEERE
EREETTIDAH D,

® EEERD MRI % X # CT 12T, /MYCKHBROERZED D EAS D, HEACRHICK o TIEKK
EERRECKNEENERLG EEZBDLIELH D,

® UTOREIZEL S 2 REFH/DRERREZERNT 5 RMERE, BS 7ILa—LhE EFIY
B1,B12, EEARZ, EHIME (Tx= b2 E), RE[MEEE SRMELE FESE RENEHR
NS (BBARRNAE. J LT U RFAGE. 1 GAD ffd/Miize) 1, FUIKBRBEBEIE TREAR &,

DWHEE D58
Definite : HERE/NNEMEICERT HEREFBAH Y . BEFIHNHRREBEZMZIMANL S
nTW35HE,
Probable :
(D BR/NMNESEICERT HEBENHY .. DHBELEOFZEEHDOOS L UVO@TH-THR.
Fr&

(2) BEZBERNICER/NMNEREICERT SERLHY . D OZTDRZNDMDFRAEE & E—
LAHEINDBE, (BEERFEEMINLGEINTVVEWNMEELED)

Possible : HE/MNEMEICERT HERLNHY .. THELEDTEBEBEDQOZE =T H. ©H
RO TELGWEE,
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<EEEH
modified Rankin Scale (mRS) .

>

SUEZERRET D,

S NS

H A filimodified Rankin Scale (mRS) &

modified Rankin Scale
F oo IEBER RN
SEE LD > THH LM REEL RV
R & OHOEEIITZ D
L DFRE
FIELLRTOTREIA T TIT 2 5 DI Tldewnas, B 05O
\Y Oz LIIB LIATZ %
R OREE
SO &2 LIEE T 503, BT LICITA 5
HEE N b B OREE
HATRPH R ERIIINB BB ETH 5
HEDREE

R

BE-XE N

0
1

2.
3.
4
b

FEIR7T Lo

FICUE 4. BEBEAET I L VGEDERMNH DL,

BE-RBE HROZTNENOFHHER 7—ILEZRANT. WThHN

AR
LETNER

B RS L OMBIL D & HITRVREETH D
B FER TS L O3 2 73, FEIELARTA BT > T
AFLTEBICHIRIZ 22V IREETH 2

FIELLFT> HAT > TO AL FOTRENCHIRIT H 273, HAEAL
TEIXEYZ L TWDIRETH D

13T Bh &

B Al 2 R L7z 4 i 7e 1T

Lo, WEST, RE, FELRLOMR, b ALY
I ELEE LWRETH D

WHFAT, R, FELRAOHER, M L LT3z
MHET DN, Pt R BIInE s LR WRETH D

WIHENP DI B e WL HRIETH D,

HEETE - BEEFBICXELL,

BYMEDOIRYL, BERHOBEDIXREZVLELT S,

BE - RBEMA IO ZEET S,

WG EROMNREER (REXRE. POBIRRELGLE) Z20EET D,

SEMICIEROMREERICIKFELTLS,

R (R)

0.
1.
2.

FEIR7T Lo
fEENETEEDRRTH S,

HEETE - BEEFEICXELRL,

MIREEE D=5 (CRED BTN £ DERA D 5.
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. FRERAERDOYIFICES. HHAVWEEBAGREORELEETHETREUINNLEL B,
4. BEORSIHDSNFHRHGBRIHEEEFANMLE,
SEVRS® S VISR EN T RSEEERANLE,

XKpk, SERORREN LRRO RIS T E L LIZHEY LRWE TH 508, mEERER AT 5 2 L2
B EIZOWTIE, EREIROMR LT 5,
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19 A4V —LIR

1. WME
FAVI—LIRIE, AV —LARDEBE D REROBEGHIRIEIZKY ., AV —LRAIZKEDIEE.
HOIWELOZHELEZETRL. FE-BEOEX. BEk. PIREEESLE BAUEREET HE
BETHY. HEGOEDEENETEND,

2. FRA
AV —LADBEGHIKBERORIBLLEISTAVY —LOKEREZRTEGFOREICIYSR
EY Do

3. fER
ERERELTHE. BIEOIEKX, BER. #RZES (ITULVhA . MEEEELRL) RES, BEE., DA
SREBRAEREREL., F-. EEELEGTFEEDHEUICKYELS,

4. BEE
BREREENT7ZIVE. I—2fF. RORF, LOBHE(L, I, VIE) THRITSATEY., L\{DM
DEEICDOVWTITEMHMEBIENEITINA TS, #HGEMTABRNIDETHS,

5. $i&
g Big. PREEREOAFEEZHEIENEL CNODHEEFERNFTREERT S,

O BE#HIFEICHELEHE
1. BER (TR 24 FEERSBETREEH)
911 A
2. FEFHOHHE
T (S1YY — LN DBIEHKEERDORIBLLLESIVY — LBEDEBELEZSNTINS)
3. HRMLAE
KM (GEMMABIE O EREBREDRGEISBETH D)
4. REBIDEE
WE (BHERABRNLETH D)
5. %
HY BITOHEREABRRRE L0 ELHTIICTHE)
6. EEENLE
BIOREEEARMEESLOEREENEEALT Stage 1 UEEHRETS
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O fAEHT
(54— L5 (O77VREL) BT 2R EMFIL
MAKKRE RREBEZERKZ-EERTARBE BiR kS

O HREH
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<BMEE>

1XEIEB
(1) BZEFR

BREL. KEMR. DS, FFIRE. ARES. BENELEISEET S, HEENE R TIIEEE.

ERIEFTR . IRBKED). FiEME. AR, #ANBREBIE. MXRTETEET D,
(2) Mik-ELFHBRERR

BEZHOEOICITEEFENGRBEEZELEMICEIRT %, ERVHAVIEFHERBEMD
AR . HRE ., $Hih TR T S, RMEM) U /\ERDZERAME., FRILBDEEMME . BT D Gaucher
HHRE XS 8 SR MRS (Niemann-Pick#ifa) . RAAA)THE, LSO R FLENBEDFLMN L2, KHE
MY /EROIEERERESFHEREZAVTERRESHETATEL. BRRIBZIIAT S, BREEDATE
[CIFAIEBFCRImEEFINEOLONS-O. FHILEBERIBDGEICIIBEREEDETEZIHTSE
EUN, HARTEZEICDOWTIL, FKMaFE IS EMBAEZ AW -BROMEEGFRNIZEYATRETH
%

EBREGCFOIO—2ITDEEIN, AV —LBEOEGFEH N THS, -ELEIHEDE
EFEWICEZORAEGCFERERARNDIDLENH D, BICZDELGTFEENRBREDIGEERICE
FREEEEESIESRCT L. HOVEEE SR TRV LEHRALLETNIELESEN BEFEENRE
SNl ALRROREEZH CHARZHLGE LB S5 TH D,

(3) ERATR
BEER MRIREMNERTHD. EEMEEBE O ANA T —OKrabbefF TIERMBAEDT2, FlairTOER
RENVFAEH SV IEHAERBRIC—HL TRESNS, AOSRETIEEICHRAEREDORIKT2 ERE
ENHNDZELHD,
(4) SEERIZ2HT
LY REREF TIIMDERKBMERIE ., ARFMIERBLELDEANET 5. RAFKESFI TIIERE
INEZEME . BB =a—OVER. FFAEBEOE RN EREIZES,
(5) BHHE
EEGITORERE. MRGEDERPIE. BRIGENHELLD,
(6) RoMEE
O BREEOEZELWMETFEIHFREERORIE TEEREEN AILZHREICKY, FFHZKE
GEFITHREALLGLIEERNEGTFREICKIVERINSGI L, 48, FabryfmD K OEXEHEBLRDANT
AESHKICEL. BRERETHIERINT | ERFERORENTHAGEE L. REE . F.
REB) DRI HIE,
Q@ EREBTEEDENELENBREXIMEENREICKYHERINGIL,
@ R THERBEDOEMAELFNREICKYERINSGZE (MY — LB D H THGaucher
BOESIC, FRPICHERBEDIHH SN GENEELH D),

OziE-L, REBICEDEREE T HXERDONDLDEHREHRDOHNRET 5, CORR. QRN R
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DEBZHEEDHO-HDSELT S,
X BIIRSA VY —LRERRAZBEAROEKTR . REMR. EGAR. BHZMESROL,

2 FEEHRDOIREHEICDLNT
AV —LEDILUTDIDERRET S,

(1) Gaucherj® (2) Niemann-PickyEA. B!
(3) Niemann-Pickfi CZ! (4) GM1 HUH YA R— R
(5) GM2 AT/ R— R (6) Krabbe’®

Tay-Sachsfif. Sandhofffis. ABHEY

(7) ERMEECRAMNAT— (8) RILFTINYILT7E—E RIBE
(9) Farberf® (10) Hurler.” Scheifi 1% &
(11) HunterfIE{& &% (12) SanfilippofiE & B
(13) MorquiofE& ¥ (14) Maroteaux—LamyJE & #f
(15) Sly¥& (16) E7ZLA=S —FE Ri8fE
an P7IF— R (18) ASVFLTFIF—L R
(19) LOYER—I RNE, MEY (20) a-R/IF— R
21) B-RV/VR—LR (22) 7aVR—L R
(23) 7 RIRIVFIVY VY SV RAE (24) Schindlerf& .~ f4l&&
(25) Pomped (26) WolmanJs
(27) Danond& (28) ibEgES 7 IV BEETEAE
(29) EOAR)RIRF/— R (30) FabryJ&®

(31) S AFUIE

3BEEHE

fEAR

FHRIAVI—LRICIIFBNBEORENEFEN., A—ERBTHREICS>TERITEL S, E24RH
RIEDLDD AR THAIN ARERF T EMEBLDOEAMNEREELGS, FHNLGER. BERLGE
[FLOAZFEREICKSALNED, GM1 BT VAR R 04 THEEOEREICEADND, REERK
ELTIIHAMEEA Fabryim, HIIM TUR—L R IV VF—V R DURS—R/MIBHEIZHLND,
FFiZEE (X Gaucher J&. Niemann—Pickf§. GM1 H2 P UAIR—L R, LAOSHEEREICHBND,

IR (TEL S REARESI TR MEE FHEER,. BRIT. B8, EERELEAALN., AR
FEITIERAE. FBEER., EERE. \—F2oV=X L, FHEESD. EEKHA. #EREHE
waErHFLND,
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<EEEDEE>
Stage 1L EZXHRETH

@ AHRD

Stagel 1 BARBENXI3HEN. ZE AR R BAOEBATECHD,

Stage? - B ARR SN (LB (180 BED i B () (T BLBEDENE
25,

Stage3 - BAMBRENOELSED (M) BEQLHHEEDORNEDDS.
(DQ=35~50)

Staged - BB EET BB (080 EEE DB EDBNERH S, (DQ<35)

Stage5 : B-EY TR B - BT 2O OB EDERNY, 7 — 1 BE

X1 SRHER WELEE. RBuAE. B8 HAES . BHNGER. B, S8ER. iR
fE. DASER, ERSERGE
B, ADTVIVISEEFEREREIHNEER B EEORR) LLDFSERELLT
EREEREECITEDLEL,

Q@ BE-BAE

Stagel : FEIRX2H3H B DY, BT (RRE) FTAE

Stage2 : BEEFFEILILTLDA. B35 (BF) T hE
Stage3 : BELEELFNIAVE(hEERE)
Stage4 : HELEELE2NMAVLE (BERES)

Stage5 : BI-EZYTRIFDEEDERN 7T —HLE

X2 FEIRERANE - AR REEIK . 1L AR, BAETHINE. NNKER . THEED. B HEE. HAET.
BER, 8 EERAE DAREKR. BRRERGE
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VilE

1954V —LIR

R A)

E PR WP FERIAE TR AR THRIEPEORERT ZOfh GHEBEMTTE
1 T L1 GRedR) glucocerebrosidase DIEMHE (R Ao glucocerebroside O MNHD PR (i) SR
(Gaucher 7%) 2,27 (Y Ly e ) Ly ( ) LD L&Y
3,37 (ERR) EEEC ~ ) 2. 721 2.72L 2.72L
2. RFi 3. R 3. KFh 3. KTt
2 = B LA%Y acid sphingomyelinase OIFMHE F [ E o2 sphingomyel in ##( Y o <) SRR (It S
(Niemann-Pick %) 2.B% L ) L&Y LD LD
EHfE (o~ ) 2. 721 2.72L 2.72L
2. RFi 3. R 3. KFh 3. KTt
3 =< By ICR 1. LR NPCI 721 NPC2 0255 Filipin Y44 CD cholesterol ester | JPffies (fiffth) Fiad
(Niemann-Pick J5 C ) 2. N L&Y 255 LD
2.72L L&Y 2.721L
3. R 2.7 3. RFEh
3. KTt
4 ML A7V AY R=VA LU Bgalactosidase OFFHHE LS ERRZ N AL CHEID S
2. A4 L ) L&Y LD
3. RN EEEC ~ ) 2. 721 2.781L
2. RFi 3. R 3. KTt
5 G2 7Y Ao R—=T A 1. gLy B-hexosaminidase A DIFHHE T a7z MR TR 1. oligosaccharides JRHBRIESER PR
(Tay-Sachs Sandhoff AB%) 2.4 Ly ) L&Y LD (PR &)
3. N EHfE (o~ ) 2. 721 2.72L L
2. KFh 3. R 3. RFEh 2.7
B-hexosaminidase B ORI BY 7= hOMRTAR 2.QW2 WY A RO 3. At
L ) L&Y AR &)
EHfE (o~ ) 2. 721 LD
2. KFh 3. R 2.7
GM2 Tt AR D s T A5 3. At
1.5y
2.72L
3. AR
6 77 I 1. L galactocerebrosidase DK T (R Ao JPERAR RIS S
(Krabbe J73) 2. FERY L&Y iEHE( ) L&Y L&Y
3. RN IEHE ( ~ ) 2.72L 2.72L
2. RFhi 3. K H 3. A
7 SRS L LR arylsulfatese A OFFHET [DLEEERRZ N Sulfatide OIRAHRIIIN A ORISR S
2, 4R L&Y 5 ) L&Y L&Y L&Y
3. BRI EEE (O~ ) 2. 7L 2.7 2.72L
2. A 3. K H 3. A 3. A
8 < IVFINAINE 7 7 —P Kb LA arylsulfatese A, B, C OIRMHE SUNF1 3z 00255 PR RIS (PR S
(Multiple sulfatese JHEiE) 2. LR L&Y LdY (1. sulfatide 2.DS 3.HS) L&Y
2. KFh 2.72L L&Y 2.72L
arylsulfatese AJEMHE( ) 3. ARt 2.72L 3. Kt
EE( ~ ) 3. KTt
arylsulfatese B ( )
EE( ~ )
arylsulfatese CGPH{E( )
EEE( ~ )
FDHho sul fatase (
TEPHiE ( )
IEE ( ~ )
9 77— L1% ceramidase OTHE T [/ T2 ceramide OOZFE (B ) Pty Ghilfd) S
(Farber J73) 2.2%! L ) L&Y LD LD
3,37 EEEC ~ ) 2. 721 2.7 2.73L
4,474 2. KFh 3. R 3. RFEh 3. KTt
5.5%!
6.6
T.7H
10 LT 1R LN—F— a~iduronidase OTFHHE T [FI/ETRR o2 5% DS 2. HS ObRApHRIES A
2 N—T—/ = A T L&Y iEHE( ) L&Y L&Y L&Y
3. VA T (o~ ) 2.72L 2. KFh 2.7
2. RFhi 3. K H 3. A
1 LA LI 1. Hi iduronate sulfatase OFFIHE [FI/ETRR o2 5% DS 2. HS ObRApHRIES A
(N5 2. R L EPHE( ) LdY Ldb LD
IEHE ( ~ ) 2.72L 2. KFh 2.72L
2. KFhi 3. R 3. KTt
12 LTSI LA%Y heparan N-sul fatase OJFHEE F [DLEEERRZ N HS OJRAHRIESE A
(74 V) L ) L&Y LD LD
EHfE (o~ ) 2. 721 2. K 2.72L
2. KFh 3. R 3. KTt
2.B7% a-N-asetylglucosaminidase OFEHHE T (Rl oA
L ) L&Y
EHfE (o~ ) 2.72L
2. KFh 3. R
3.CHY acetyl-CoA: a glucosaminide N (Rl oA
acetyltransferase OFHIHE T 1.&Y
Ly e ) 2.72L
(o~ ) 3. R
2. A
4.D7% N-acetylglucosamine 6-sulfatase [Elst i adr iy
L ) L&Y
2. A 2.72L
3. R
13 LaZPHEIVE] LA%Y galactosamine 6-sul fatase OIEMHE B Eean? KS 2. CS-A ORIt PP
i) L ) L&Y LD LD
(BAFXAHH) EHfE (o~ ) 2. 721 2.72L 2.72L
2. iR 2. KFh 3. R 3. RFEh 3. KTt
3.B7% B-galactosidase (R Ao
L ) LdY
2. A 2.72L
3. R
14 LA HHEVIR 1. T arysulfatase B ORIV [/ T2 DS SRR SRS
(v\ b=+ 731 2. i L ) L&Y LD LD
EHfE (o~ ) 2. 721 2. K 2.72L
2. KFh 3. AR 3. KTt
15 LI HHEVIR LAY B-glucuronidase DIEHHIL T [/ T2 DS 2.HS 3.CS JRApitsE SRS
(AFA95) 2. Hpd L ) L&Y LD LD
3 AR EEE (O~ ) 2. 72 2.7 2.72L
2. A 3. K H 3. A 3. A

Fa¥Wal
JJ




E PR WP FERIEMEOIE T TR AR THRIEPEORRT oM GHEBEMTTE
16 LR hyaluronidase OIFHHE T [/ T oA BRGSO JoEIA DR
(Hyaluronidase KABIE) 1L.&Y  1EMHE( ) 1L.5HY 1L.&Y 1L.&Y
EEEC ~ ) 2.7 2.72L 2.72L
2. RFi 3. R 3. KFh 3. KTt
17 T Y R=vA I sialidase OIFPHE (RIS A T o2 JRe sialyloligosaccharide HRIEE | JrsEihds () o BRZeh) S
2. I Ldb  ErHiE( ) L&Y L1 LD
EEEC ~ ) 2.7 L 2.72L
2. KFh 3. R 2.7 3. RFEh
3. A
18 HZ7 b7V K=y A LTV O B-galactosidase OIFHHE PR PR T CTSA 45 JRH sialyloligosaccharide PRI | A (Y o SERAND) i
2. s LR L EPHE( ) LdY #® L
3. FARROWNEL (o~ ) 2.72L LD 2.7
2. R 3. KK 2.72L 3. A
sialidase OIFHHE T 3. KTt
Ly )
(o~ )
2. Kt
cathepsin A OIEMHE T
L )
(o~ )
2. Kt
19 LAY ER—TR LA (TTEL T-cell %) Y vk B galactosidase DIERIHE T GNPTABIEH 50025 itiraontics
2. (PR Ly e ) L&Y AR T2l
G~ ) 2. 721 LD
2. R 3. R 2721
1 a-mannosidase OGN 3, i
Ly ) GNPTG S 0085
EHE (o~ ) LdY
2. KRt 2.72L
ifufEep B—fucosidase OIFHERIIN 3. R
Ly e )
(o~ )
2. A
20 - )Y =R 1L gL a-mannosidase OIFHHE [/ OA oligosaccharide OpRHRIEELH RO, Y o k) S
2. AN L EPHE( ) LdY L L
EEE (o~ ) 2. 7L 2.7 2.7
2.72L  TEHHE( ~ ) 3. R 3. At 3. At
3. KTt
21 B~V FUA B-mannosidase OIFHAE T (RIS A T2 oligosaccharide (OFRAWRHSEH PR (RO, HHE) S
L ) L&Y LD LD
EEEC ~ ) 2. 721 2.72L 2.72L
2. K 3. R 3. KFh 3. KTt
22 Tay R—=UA 1. LR a~—fucosidase DIEMHET [Elst i adr iy oligosaccharide (OJRHPRIEL PR (T S
2. [ L ) L&Y LD LD
EEEC ~ ) 2. 721 2.72L 2.72L
2. KFh 3. R 3. KFh 3. KTt
23 T AT NI R aspartylglucosaminidase OIEMHE T (R Ao oligosaccharide DFRAHRIETES R (V) 2 ER) SR
1L.&HY  1EHE( ) 1L.5HY (aspartylglucosamine) 1L.&Y
(o~ ) 2.72L LD 2.7
2. R 3. KK 2.72L 3. A
3. KTt
24 S RT—/ PR LIE N-acetyl-a-galactosaminidase M T [ E o2 1. oligosaccharide DFRAHRILE PP
(Schindler,/lkH7) 2. Y L ) L&Y 2. glycopeptide OPRIODYRITGH (B2, &P, IR
3. TIPEY EHfE (o~ ) 2. 721 Ldb LD
2. KFh 3. R 2.72L 2.7
3. A 3. A
25 R~ L LY a~glucosidase DL T LS ERRZ N AL (TR S
(Pompe 73) 2. /N L EPHE( ) LdY LD
3. BN i (o~ ) 2.72L 2.72L
2. A 3. K H 3. A
26 ) =P ARE 1LY Wolman 57%) acid lipase OFEHET [RIEm o2 1. choresuterol ester (¥ JoERRRAT (T S
2. MBI (U AT NaAT VR REE Ldbh  iEHE( ) LdY 2. triglyceride O L&Y
(CESD)) (o~ ) 2.72L LD 2.7
2. R 3. KK 2.72L 3. A
3. KTt
27 5 )P Lamp-2 DS LA FTROIER; Lanp-2 DTSR Sl (), LR,
(Danon %) 1L.&Y 1.&Y 1L.&Y
2.72L 2.7 2.72L
3. A 3. K H 3. A
28 e 7 SR LY (i) STALIN (D55 SLCI7A5 (STALIN)IE 5 A5 3 pReigfes 7 VO R AL (B2, Al S
2. HffpE L&Y L&Y L&Y L&Y
3.Sallafi @R 2.72L 2.72L 2.72L 2.72L
3. A 3. K H 3. A 3. A
29 A NURTAF ) =LA L S PPT DO, [AZERR T (GLND) OZE5% AL
2. LR L EPHE( ) LdY GhfRAn < )
3. IBFEFLIRY 2. Kt 2.72L 1.GROD 2.CV 3. FP 4.RL
4, AR tripeptidyl peptidase 1 (DFEH 3. AR 1LY
5. N L ErHiE( ) [A/ERT (N2 025 2.72L
6. IEERE 2. A L&Y 3. A
2.72L (ESASONT, e TEED
3. AR
M CLNIEGFO2ER:
30 777 VW 1. gy a-galactosidase A DIGMHET [/ Ao Gb3 DLRFRHR P (D, D S
2. Y L&Y ) 1.5y L&Y
EEEC ~ ) 2. 721 2.72L
3. Wt~ A A 2. 2L @tE~T e i) 3. R 3. At
2. Kt
31 SAFUE (AT )= R) 1. CINS HHEF- 0L FUMERTOD S AT A |- SRR (iR L) S
2. pf 1.HY L&Y L&Y
3 (D 2.72L 2.72L 2.72L
3. R 3. KFEh 3. KTt

1) DS:dematan sulfate

HS:heparan sulfate
GROD: granular osmioohilic deposits
PPT:palmitoil protein thioesterase

RL:rectilinear complex

KS:leratan sulfate

lysosomal SAT:lysosomal sialic acid transporter

CTH:ceramide trihexoside

CV:curvilinear profiles

(CS:chondroitin sulfate

100

FP:gingerprint profiles

2007-01-01




20 BIBEAEBEICAMNOD4—

1. #i=E
BIERECAMAD/—L BIBFEEHRBERDIGEZEARET S X EFEHERKXDERIERETH
%, INBKENE, BELKRIKNE , adrenomyeloneuropathy(AMN), A AKHXEY , /1M - ik g8 EY | Addison EY,
THEREELGEDBRRREAFEL. &L DOEKEBR, PRIEELD, £LFEMFHEL T, PRHE
REZFT T [FEAE DB MEE, FRMBKIE, HORGE ISV TEBREBREOEMNARESND,

2. [RE
REEEF(E ABCDT BIRFEINTLSH, ABCDT Bz FERLERKFRE DOMICEHLAEIERBE R
FROONT EEFEINORKEFE. HDHLE AMN DRINENGE DERKRFREZFRTHILETE
7Z£L\ FR—EEFREEZAELTVWTHELGLIRRBEZET HHINSHESNTEY. ABCDT EIZF
BT TR MISHREEZRTET 2ER EIEZHLLIRREER) OFENBEESN TV,

3. fEK
BRIA/NRRINE (L 5~10 MICIFRL. RN BAEE . FEMBEET. BEESTHRETRIET S
ENBL RER. HBUARTETEET S,
BEPARBE (11~21 BHBE) &, DRKINE LRBRDIERZEE T DD, POBRICETT 5,

R AKANE! (22 BLAR DO RIE) ($. BRAECHE MK THRAEL. LLENRITETT 5.

AMN (F, BEHILBICEHSTEEERICREL. BRE, IREES2EL. BEOREEETEES
ZEDHD. AMN OFRRBHI(, FHEE T KRB CHBITTEHLEIN TS,

N - BN ER BN (L /NN RER, R 2 REE T AEIRET B,

Addison H[FRIBFRENEEDEE.EL. FHET. 2EBER. AERVICBERALBERDD. K
fEI 2 LA, RABIETROOND, £, BBRICHERNHSHZLDHLHY . FTBEET S,
T RRETH—ETIEMEEEDIC AMN BERES =T ENH D (THREE)

4. BEE
HENMERBRECEVTRERRHOENHMRBEICKY., FEROETOFELENRESNTEY.
BEELLTHIFINTWS, — A, ETHTORESN TE+ALENRENFONLGNIENZL, F- &
MmEHRRFEHEICERET HEHHE (GVHD L) ICLHEEHBHY . BISITDOVTIE+ R LRIV ET
Hb. RHOZHER D EMBFHBABENFRIZEVNTBOHTEETHD,
Lorenzo’s oil (AL AV E&: TILHEE=4:1) 1%, M DB RFASHAEE (VLCFA) (FI-BafNfsRhEL) (XIEE L
T 50, RIEL-HIEREIHITHRIEZLLNEEZBND, T D1, AMN O 4 FAE F D FE 1M X R
BAERICIEMEREEL T, UERERNROCEZEEZLIT, BIBEF2ITHLTIERTAMROMHFTEAT
L (EELATAARIHRERICITESTHD)
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5

PR

INRRRNE A KRIE L, FARDIGE . RER. SRICETLERGL 1~2 FTEAKRKEIZED
CENZ, KINICIRBEREZ RO AMNES TR BRETHIODOFEBELEY AR FRIIRIFTHS,
L BBHPISRAKRMECRITL. RRGETERDLIFLHY . TENDETH D, /M- ErE T
LRAKEIHEITT 2N H D, Ff- Addison B, AMN PKRIEBICERT HENHY . TEZET
®o

REEBRICEALTI, BERATIIHREDFANTARETHA=0. BIBHEREERNE RENE
OB TRAL—XIE MR MRABIEEZEE S 5102, FRERDRFEANSEEL follow—up KHlZ &
BLENEETHSD,

ZEDE=HIZIE, KEDHKIHE DBIEHI LTIV T PRZADKRREE B RADEBHERAISLEEE.
REEICTIBREZLEAED TUKBELADH D FFICIEMAD 12 MOKRFEES RISHLTIE. &IE
64 AIZ 1 ED) MRI, A BEFMREGREFRBLE SV RIT). 65 AN 1 F(2 1 B0
BIDEFRE (Wechsler REBEREEMN AREEEZ D, WTIUADRETRINEDRENATERSN
= (FTROETIH o) HEIZF, RRISEMBHHABIEZIRT T RETHSI,

O EHOHEICHELEIE

1.

BEY (K 24 FEERZGELRFER
193 A

- RRDHAE

TEA(ABCD1 B FDERMNREINTINS)

. IRBVRERATIE

REEL (RIARIELL)

. REOEE

DLEGETHETHD)

HY (RITOREERBERMEEXDZMELE)

 BEEDTE

EEREBICEARUENFEAVT. TRTOREERERET D,

iR R BBEWRE (51— L)
154V — L (F7TUFEE) IS AR
FERES RABERERATESH LEMT GF 28

O fREH
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<EEEE>
1 FEEKRVEEKRATR

BRE (R) TEHEICROONLFRIIUTOESYTHDS,

D FEHEER
INRTIEEERMZEFEZTCODEELBLULI-EREET S, RATIIHEHORINAS
HHREL., FHRICEULEREET 5,

@ HNEEEE
INRTIEEEREE. RN-EH-RH-EF-REBELGEOEELNTENDS, AT, FRENE.
ERBEREPEE (REE. RIT. KRR LBLEEXET D,

@ HRAHET
DRIEKRELTEZN REFOHE. fIR. KEMOELEEET S,

@ HITEE
R (EERREERETAENZ LN, EECEREFRDHLIE1H D) ICLDHIT
EEEXE9 5,

® HEAREREIE
mEEDENE. BREDOTE. MURFBHET. EORBICEVWTELEHEEIZERDLNS,

® BEEE
RERVFEHAMERESES, AMN TlE. EHHEOREEEFZTRTITHMNZLY,

@ BERHRES
BEREE . [EELGEETET D,

BB R &ERK
BN, BERTIR. AERLD. BFRILE(KE. ®A) . BOLELGEEZET D,

2 BELLLIBREFMR

(1) WERHEEHEES T
C26:0, C25:0, C24:0 & DB RHAGIHERDIEMERH D, MFRT(ITIT MTFHRAEE. FRiL
KIEFEELGEEZRAWNTHNT S, BREBFROZTHEOEELEKRFEORBICITHEEBEEZL, &K
HREEDH80% TR REAEMEEDIEMEZED S,

SEE (MFERT«IIT C26:0.7C22:0)

INRRIALD 0.0260 + 0.0084 (n=47)
EFEavAO—)L 0.0056 =+ 0.0013 (n=710)

(2) EgEZkET (SEERMRI, SEERCT)
INBRANE, BEH KA, BAKRME TIE, KIKNEE OREEALIZ—EL T, CT TIXERIRE.
MRI T2 S#BFAER TIESETEHEZRO D, REDAMIFZEELE. BEEELEOAIKERZER. X
ZRRENZND, RICRIEEERBE I SRENIRELSFELH D,
AMN B UV/IM i - i SR B T IR BEARRR L /DN, BRE/DMNER DR SEE TR ET D, FEEDHRBEREDHS
EEITIE ARV LIZKYEEZHRETD S,

() HREEZFMRE
FEMEINERSERELL (ABR) TlIE, [ — MERERBRAERTHENZ L, AEREFZREL (SEP) U
BEFHREM(VEP) LEEZRDDIIENZN FEHRCERELBEEETEZRDLIELH S,

(4) BIBEHERET
SERAIZEAEIRTH, ACTH S{EA® rapid ACTH SRERTIRREZRDHHENH S,

(5) Bl TFHEM
ALD BIEFNZEFIEE T MBLEGFEREICZIZIHALHZHEEBIZIEDONA TGN, B—DEES
BLTWTCHELDEBRKRREERT LT LLERIND,
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(6) RERR
REREFHREHERLEIETHADT, ERTOBMIZ(IRILF-E ., KKNBEDHE, T4 —Y
A, MEREDREMEBRZEIRNDCELRREDRHHTHS, BIBTIIREMBOIL. ETHIC
FEACERERDD, KRBEYI/OT7—Y, BIBRREME. REMED 1D VMBI ERK
DERBEVZREDD, COBEVIBREBEMEEZATIIALATO-LIATLZETLOLHE
ESNTWD,

3 HEAIZK
(1) MR
FEXRMGZEES. FEES. DBE. RAOES. #EE. KES. S MEIEE2MR
(SSPE). BB RLAT4—
(2) BA
KIEMHEEME X R, SRMEECGE. FBER. SRAE. BR/DMEEMAE. Addisonf’.
fER. B /\E., thoEESAMAT—

4 BHRESE

(1) FEERRVEBKRAERTHRAZIEE (D-@)D560745<KEH1DULEHD,

(2) ¥z, Mm%, FOBKEOWF L THREEHRELNSIE.

(3) BEED MRI, #B4AEFHRE. FIBREREOVLVTIHNTEEEZRDS,
BaZhlELTIE, Tt~ @OWT MK T HERET S,

® Lid. ZEREEQ) - Q) DEBEIANTEZHETIO (RHEH).

@ FEANICREZEXIFRAELNEY. PWEEQ #HE-TER (REMEM).

@ ZEEEN) LQ) EHf-THZMET. RENICREEXIIREELI VS, HEWIERE
B EA S ECABCDEGFEREATOEATET 358 (XHRESR).
@ABCDIHEGFEEMNRESNT-B

104



<EEEDE>
TROBHENFEEZSHBL, TRTORYEEZHERET S,

K BIBERECAMOT—DRE

ORI PN T
FAEFER(E. 3~10 . M -TEIEIL. RA-BENET. MEEEE. HTEELETREL.
HETHYKREIZESZENAZLY, REZUVERKRFER,
@ BEHKKEY
RAEFEE, 11-21 5. BRARAEK, ERARERBIL/NRELIFIFTRE R,
® Adrenomyeloneuropathy (AMN)

10 KEEF-BAT, BEEXHRETCRELERISETT 5. BEOREESZ
FITENZV BEOKRERERES. EMERES. BEZH52L1H5,
INRBIZRINT SN,

@ RRAKRKE

HIRZEE . FREE. FBFAEK TRAEL ., /MNREERFRICRRICETLTHEY
KEIZES, B, KES. thOBEC AT — EHMEELELED
fidE R BEDEAMNNBE, AMN OERIRETHRAEL, HBHITEELTRAKR
BLdi5atH5,

® Vi - fiEe B

INBRER, TROEMGELRLER/NEESERDERKEREET 5,
® Addison®!

BN, BRTIR. RERY. REOBRABLGERBFEERDAZET S, HEER
(RSN,

@ &THRESE

LHEEED—EEL AMN ISR ERERT2BE80H5.
FDith

FAERTH M,
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21 SRaVKRY 7R

1. BE
SPaVRYT7RIEESFAVRUTHRENEET SN, BRRERKAHIE T SREBLHRHLTLS, VY7
[FIRIVF—FELEICMAT, FHEBREL. TRV R DL D LA DITE. B EIZHES
HO TSz, SV RYTHETIEINSDEYEMEEENTILL TS ATEEE L H D, LH L. TRED
ECASIROVRYTRIZEBTAHEREDTREIIRILF—ELEBETEEZIONTEY. ZOIRIILE—
RBEZICLORENEKRTH D,

2. RH
SrAVRYTREDFERAL, #% DNA LDBEGEFOEEDIZE LIS UK T DNA(MDNA) DEEDIGE
D&%, 1% DNA L DEIEF (. 3 TIZ 200 ELEEFDOEELNRESNTLNVS,
— A IRIKD mtDNA EICIE, RE"EHE. RER(EMEL) L&BI2. BE—HERAIZHFERFEL
TLY% mtDNA D ENFLLTH(EMEIL) RRDREIZES, 9 TIZ mtDNA £(Z 100 EZEEZ 5%RH
REEMNREINTS,

3. fEK
KERMGIFAVR)7RORE (L, EITHHG PR EREREREEICEZHLTOSD, EREINS
EEHLTEDEHP PR IR R D BEUVERI D ZHFEL TS,
REBIGBIER (. LTFISRT ESLBEDICHIN, ChoFAEHhETH>TWSEE XIS MY
FUTZRDEEDNZETICNEIENZ LD, B—DRBBRERLO AR BNEE T, BAENEESILET
S L BEZHICESDEFTHEZET HENENTHL,

I [FLNASAYO—X X, K. IRZEPRIEIK. S8R T . REERE. B
AER, CA=T ST ANF—
A& BAET. ZIEFE. & CK MIE. SA/NNF—
i i REEE, WPW AEIEEE. (D ARAE . fifirs M0 F fE
AR FEHRER. NEHRE. AEEREN
lixs RS, FA2
B D7 A= —fEERE. REREEIREE | RIKARE.SAJDOEVIR
i3 PERRIR . SV b2
& SXSFERMEE M, SRLMERE A E
NE RE R
N RN THF. (Ei
KIE RTET.ZE
N5 AR BEE. EAILSDLME
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4.

AEE

SHEREIEEANICEBRERICIECTEIIITHONIDLENHY . BEEOLHREFHEIEL S
DIZEHLOTEETHD, ERFEZSHLESESICIE., MBEETFROI 1) DBENBREICLES,
TAMAEEHLEGEICIE. RTADABIDERENBEIZHESZTHSS, T, IMEEEEITHT HR
—RA—H—FEOHEEICK T AHERCAIRNEOFERZIELSH . HBEO THOE., B0 OA mEk
BIE (Pearson JEIRE) M ELHERENEETHD,
FERBBERNOFEREZIEL. TNENOEMAEADIVHILEDBEIZESTHAS.

SFaVRYTRHORBRBRETIE. RBOEFIUNHEBRLLTIELOVWTEY. ZOHEIEEICHE-S
TW%, EBI, KBEMERIVE(FA4T7I0, B, B2, YREELZE) NALSND, ATUHFALQI0 DR
RIBASHTIHENN, FHIZIENSEL, - MELAS DZEDHFERDERETFHEZEMIC L-7ILE
U DBBKREBNITONAENA., TORERIEARIATOVEN, SFaVRY7REEDABRELLTEDE
F2MIEIRY A RREBRICESEFIIESAETRETZLF AR THY . SEREZDESHEERS
BEEDTHLIENTFETHD

5. %

ShAVRYTROERREBITESICE>TENKREN, DR (K, DiE. BEGE) DERDIE
B, EHLTODMMDBIRERD S S OEELREEET 5. — R TFRISOVTE, BIRD
BRFERBEHLGNOHES HTLEITED,

O EHOHEICHELBIE

1.

BEAY (TR 24 FEERZIGHIIRFER
1,087 A

- RRDHAE

FHGEEFES)

- HWRIZRERITIE

2L (Ra/amaL)

. REIOEE

DE(SHLTRBERGEHY)

BIRE

HY RITORTEEBERMEEEDDMELE)

 BEESE

PEEULZERRET D,

O fEHmREMHT
MRhar )7 REOBEERRICET SFEMRI
MERKE EILFA ARERME L 4 —aRMRMEARMESE 8 M Rk H#—

O fREH
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<BMEE>
HEEH. BLPIZRRET D,

1. XEIEH
(1) EfEK
O ETHEOHNET. BHHRAE. X SRFHREZZRD S,
@ HMERAT. LR AEE ., BHERK, —BURE. £ 5. RE5.
IAH/O0—xXX, /x#_Ts INE R E DHRIRERIEIRDSH. 1 DL EERR
%, RIFFRDOLUNGE DREHBEZTEZRDHD
@ IMEEEE. DAEGE DUMERK . XITAHEMEAELE OFERIRAEIK. XILRERIATE
LiE. ERMEREERELLEDBAEK. x:;taﬁr;*:ovﬁmuao)m;’&mt XIFHEE
LI EDRIFBEEIE T BERIE TR E DIFERKRZERD
@ BEEER. PRIREEETELZE DA ,szﬂkb#ﬁﬁér%:rui’&)%)
® BERAVET. RREREHLEDORER. BREMHHELEDEERERD

(2)BRE-EEFR

D REHEARBOME X (EEERDIBENRYIELTEL . XRIE MR ARSbORIE—
TRESICALIGIBE -3 5

@ M CT/MRIIZT, KINEEX. MEBICHAIFIEDREZTERD

@ BRERZEICT. 2MHAIC zoL\ttisa:'z,k?ﬁthfé#b&u#ﬁ#ﬁx?woﬁéa‘f FERR. R
BEEEIAGSEMLD ST, MEMRREER, R EIGEOHLNS>5—D
LTORRZEZRDHHH. IEHH GRAETORENSEFESH A LK) I2HIT5R##Z
EimEATREMRICED S,

@ BEHERCEEMRE XIE EROHIEFOMBOMBBTINS IR 7OMRE
EEERHS.

DEIZIECT, L TFTOREESTL.

® SFOUF)TEEEROFEHET XiE 2T YCLA Q10 f;qu:FaEch%m(Dﬁz
ZERBDHD, £z1E. SO R) 7 DNA DREBEEEERH

® IFaUKRY7 DNA DEH. BHEE XIT \I~:|/I~')7F'a§h$ NFEI—LT S
MEEFERERD

2. 5EXRIA
(7)RERE

HEEHNELV, BEHREICESITS. BRETHET. XX KFEBIFZARMHETE)-M)UO—LE
ERBIZHTSH RRF: ragged-red fiber) . /& SDH JEMEIME (A/\JEEBIKREERICH(TSH SSV:
strongly SDH-reactive blood vessel) . & hAO—LcB L EERRIBEH . EFEMBIZLSIOY
FU7REBFZHEELZRDOS, £E. BERHUNTHER DO H HiEE ML - Ed oIk
TREBEEZRDL. ZOERTFEEDEE L. BEEMBGE TIF 7O —DELORE - PR
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DEEZHERET S,

(1 BRFE-EILERE
BHEENSL., BEABCEEMRZAVVEBREEIE T, EFRER. ELEUEABIREE
B TCA A4V ) EERR. BERBHREERRLGCEDFEHET EB:. EED 20%LIT. &
B EED 0%LUT)EREBDHD, Tf=lL. SFaVR)7 DNA DEE., FRDIETEEDH5,

(7)DNA &Z&E
HEENSL, RAMLBRESN TS, HLIELFIASNIZS,IF)7 DNA OEHMEETHD
R&-F1E. REZE (MITOMAP: http://www.mitomap.org/7LEEXSB) CENEE THARZIKRE
(EED 20 UT)HBHHZE, HLLE SFaV R PEES FEI—F T ARERFORNEES
RHb,

(D) MEKDSEMRR
DERT.BETOAVY. M7avy, WPWEIRE ., DEME). ST-TEE. LDE-LDEET. £Z4
=B, BE QK. KBMIRHLZERD D, DII—HT. MEHLHEREZETIEEEELER
EREBHFEETZROS, EXBEDHEKRZET DIGEEEZRKREZ DL, MREID AR
2T HGEEIEDEDILREDENREETERDH D, DFHYUFI LT, MBI REHETOERY A
AHETEERWNHLDOFTHE, BMIPP DERYIAH TTHEEED S,

(M) BRERDSERMR
FEHR GHERMKIAT 1+ (30 mg/d) LLE) . MR (FRILETHRMEK 5 /HPF LLE) A7 /BER (IE
BEREFEUL)FROD, MFARFEFRDLF (20 mg/dl LLE)  JLT7F=UED LF (2 mg/dl
KE)
ZRHDB,

(M) MBRFEKRDSERR
SEEDAIM (Hb 6 g/dl LATF) . HULLITRMEKFAME (Hb 10 g/dl, BIMEK 4000/ 11 LLF, /MK
107/ pILTF)ERDHB,

(F)HFERDSEFRR
PEELEORF#EERES (ASTALT AY200 U/L UE) MA7UE-T7HELR (EEREEEUL)
ZRHDB,

(D)HERBDSE/RMR
MAEE (Z2RERF =126mg/dl. OGTT2 Bl =200mg/dl, &R =200me/dl DLVYTHhY) & HoAlc (EH
MEAIZHE(E) =6.5% (hA1c(JDS fBE)=6.1%)

(r) ELEETE
TEEAKRBFEOMPELERE., HUIIFEERILERENEYRL T, 2 mmol/L (18 mg/dl) L ETHAZE.
X[E MR ARYMAROIE—TRERICHOHGEEE—I 0 H D,

CSRIVRYTIRDZE

#EEG (1HO~BD561BBUEHY. D2 (2)D~ON55, 2IEA U EEFE-TL0 (3131EH
WE)
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Bl (1HDO~B05351EBUEHY. D (2)D~®@D>5. 1IEB LU LEHE-TH0 (F121HE
WE)
<EEESE>
REFEEULZERRET D,

R fipFA
1)+E931~3[2D20VT
REDOFEHTLY,
BE: FHA2LUT
hEE: T2 0L
BHiE: FHILUE
8. /MR (6 B LE) TRHEA RIS S X, FHMECE-EEDFEYRETALS,

2)t9324~9IZDLVT

REILUEDEILAVA2DLUL @4 UEDEIIaVN 1 DULEHBIEEF, EfELT D, T RY
2L EDEIVavA 2 DU E RBB U EDEII IV DULBHBGERIFFFEELT D, ThLUSN DG
BT AIGADEILAVICRBDHHGEEERIELT 5. TR TDEILAVICRBMNBWVERZEE LT S,

3) A EHE
vOLav1~3&tUiay 4a~9DFHEDSH . BEEENASVATRAMNGEEREET S, BL, HITHFE
DHFEF, DEELZDOULDIERICHEERENH L LI ETELD T, MEMBFTRZEEELT S

o311 BEEFEEE(ADL)

A. =5E

0 EH

1 BERE REJEHETEDS

2 PEERE BELEINLIENHD
3 EEEE LIELILEELGEIND
4 REEREE FEAEARILEZTENAL
B. B&T
E#
FnicHE3
B E5
ANHBHENEIR—ZE
BREXBFEIBE
C. E¥

0 EH

3

3

A W NN = O
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3

+EB
4w

= DTN TEHINGPKYET
FEINIRVARTE
E S RTTEEOAKEAHFETEE
WE ([FEASHBETE

T T

1
2
3
4

I
b o

D. BE

ESE

OPRETARBALNNTEFE
BAT—OYAXIZTHIENTESN ., —HNMBIEHE
—AYAX(ZFTHE BRTENDLEELTES
£ Bh

E.BEK

ESE

OPRETRBALSNTFE

FFICR AV PBERICHABE
ZLONBEETINENTTEEEEHD
£ Bh

F. t@m-Ain

ESE

OPRETARBALSNTEFE
ANBNEDDBEHLNILEEIIFIETHEEZET
A, HEE BBIGICTKDIZNBEET
£ Bh

G. BIEEK (FER. (TLNhALRE)

7L

1 B/ AXRiE

1EA~1[@E#

1[EE~1[EH8

1B/ BUL. EEERE

A WO NN =+ O A WO NN =+ O A W NN = O

A WO NN =+ O

T av2 B R e
A. B8t R4
0 EH
1 BERE (BAENICEEICESLRVREERLDL. —HITBEAHS
2 WEERE(RUBEZTEHIN. BEEMEILTED)
3 EEREE (REVCEFMORILBEENSHY. BREFNELLREH)
4 REEREE(NCHTLIRLEIHLHN, BREEF EORTRENILEHE)
B. EI#{TITEERR
0 EH
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A &7a{R AN

K[AHEL, BRE L=k

K[ANEL BEEFELAHRENS
EABEETLRITT HTEATERL

A0 NN =

923 3 EH

A. EGIEA DR 71 (#EIE MRC: modified Medical Research Council scale)
0 IE%
1 BEHHNET (MRC4)
2 REEFHNET. EHESTEE(MRC3)
3
4

3

3

EEMNET. nEHEETEE(MRC2)
REEHNET (MRCO~1)

B. LD EE) ({E1E ICARS: International Cooperative Ataxia Scale)
EE
BERGAEE
PEERAES. EFICEEEHLH OO BEEFHEICHELL
EERREE. EFTHE
EERAEE. BEERTHE
C. 17T
2<mELZL
BEEE. 1~2km HITTRS
FEEREE. BEAIODVTHLDOHLNEEH
EERE. 100~400m THRENRE
REERE. 10mU LS TN
D. hEFED:EE TS (BERFRE. FLIZIT<RE)

0 HIRRZL
1 HIMIZHEHY
2 REEICHIREHY
3
4

A WO NN =+ O

A WO NN =+ O

= EIHREHY
T eIHE

vHiava BE
0 EH
1 FEBEDOKESOFEFHFDHIEL
2 BRERKDFFAZHDEL RENADE)
3 TVEHDIEMTEREL
4 ADL [CELLEEL. BANIFLEALELL
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o a5 R
0 25dBHL AT (IEH)
1 25~40dBHL (BX[E #H%)
2 40~70dBHL (FhEEEEE)
3 70~90dBHL (& E# )
4 90dBHL Lt (EE#ER)
%500, 1000, 2000Hz DFEHET, FCANRWE (REEE) DETHIE

to av6 DEHHE

0 EEDLER., LTI—

1 ARk, B E A EHEEIE T (EF>60%) . EERMEODBXAR
DIA—TOEEFT RA®H DT EF<60%, Fi=[FR—AA—H—%5F
& D AR IE (EF <40~60%)

BEEDRHIE

A ON

o a7 B
0 EH
LT FZU9) TSR <50-90%
2 JLT7F=UDI)T IR 30-50%
3 ULT7F=UDI)T IR 10-30%
4 GLTFZUOITIUoR <10%, E=IEEFHLBHE

—_

+5 a8 MikHEE

0 EH

1 BEO&M

2 PEEQEAM

3 BEALAAM. FERmMEKEME
4 R{aEm. SERIOBMMABELE M

9309 FFHEE
0 EH
1 AST.ALTOEEELR
2 AST.ALTDHEELR
3 ASTALT OEELR. &7 EZT7EF-IFEE

KB, JEROBREN L BEIEESIESE T EL LY LARAWETH LN, BRERZGET 5 Z &0
WERFNZOWN T, EREBROX S E T 5,
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22 HLOEH0R
O #E

1. BIE
HLPLOH(V ) ABREMEAEE) X B ARANICZ R T HRRATADEI TR M EFAERE THY. IHNME
RERECTHEHAIONBEERE REBIFEBLVLIIFAERLZOARICEENERZRD S,
RIEMDRAEZE 10-20%25F28 . BxiblE 1:25 THREIIRIADEETIE 10 AAITRLT 3-105 A
ESNd, BEFRIEZIEMESHZERL 5-10 FEFDETHELUE 30~40 FEFIDET HEVDILER
5,

2. [REAE
LPLOHFEE, BEHERICASHDREERNMEALTRET HZRFHEBEZEAONTET-, 2011
FIZ[L. RNF213 BIRFALPLPROBRZMEBELF THAHEAER SN, RNF213 BEFLDO—IE
EH £ #(Single Nucleotide Polymorphism: SNP)AY p.R4810K ELVSIREURAERZL-5F M IWEAT
RNF213 B FERBEMTIIRBDRIELHRATETLVEL, —FA . RNF213 [FRERBIARBILERE LS
NTW-BEENERFAESREICLEERICEONSIEN AL, BENAEMETILERTHELLR
ANHAHIENTEIND, .

3. fER
EIER(BARER)DEONS—BELZOLIZEEEDHREREZETILOETTERITBEE - L%
D=5, NEHITIHBMEMERSKFEEEO ., F-RAGICIXEZRHHMERK-THIA 30-40% EHRS
ha, lEmi (TIA 2 iNEZER)  NEmME TAMA., BERELGEICKRESEEINS,

(DPNRBIUFKIHDEMIZEDMBIERENRET HLON S BHES. RAOREE(ERHE. FR
. ERE) . BREEE. THEED. TUNhA BREEENELS, Bl FEEILBTR (FEEGRE) TH
FaIh, REFEMHICHEL, BIZEIFRAOEENRRTHL0H5. FERITEDERMBELTELS
BEEFLTEEENHD, MIEEDMAIZSC-MEREERZET S50, FHICLEEEG, BX
NBARFAZEZHS5BITIE, EBRE. SERESICMATHNERET. RHFES(REFZEV)LENR
Y (%

(B ABIFEZERHIMA (ZLIFHEAL M, ZDM<HET HIM, MR HI0) 40-50 KZ i ELTEHE
SN, REMEEDH TRET SEHE. MEGIERKRLGEELCRKERTEEZETHLDLHDHD. E
RHORBLUKTERT EDBEMGHILERESND, RTHDHFHAL MBI THS,

QEMmME ., HmENKENE LSO IAFKIAIFBER TRESNDILPLOBEAEML TS, (3~16%),
EAEERICE WV TLRZERYRIIIHFEL. £ 2~3%EBEZ BN S,

(DR EICERREEL L ORMNHY . 20-30%BEBEEEL . FIT/NRBITIIAAICBREH IRV ERE
ELMNTEEMRICERTEIENEVO, AoMDRERTEEOEEINTEIND,
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4.

5.

AEA

fbdRE I . i ) 2R LM ED bA— )L R ETTER KRG E DARBEREITI . MEMFEFISHL
TIENHAMTERTATESNBHELAITTIEN S, S ERERILZAIZER KINBEIRY & %
b ET HEEMTERMSAEREENZZIITOREMNTEEN. RUEEZHALLESNTE
BifiAH5, BEEAHMAICKTIEERVCEANITEEMNIMRENBEREFHHENH SN KE
DHRIZKYBALMZGoT=,

F#&

INEBITIE, ELIRARES DA T R ISEEMILEEES . MEETEET. NEEOMLIIZKY K
EEEREICWNSEELH D, — . —BMERE MEE TRELLFICES VD TELYRN R BEERA
SNEFIDHZHFRIIRIFTHD,

BABIFEEZR LM R DINZE P TRARET SFIAFEHIAE SO FETHDOHFHMNH MBI TH
Do
EAEER BV TLRZERYRIIHFEL. £ 2~3%EFEZ NS,

O EHOHEIHELEIE

1.

BEY(FEK 24 FEERZIGEIIRFER
15177 A

- RROHE

8

- SHREVERTIE

R (BEETHBHD)

. REIOBRE

DEREEFIEVDTLRIOBEBEREEZES D, )

RITEEDHY (RITOBERBGBRMEETXOZHELESLHY)

BEESE

1. /NEBI8 FLLITF)
INRISHREBHIEICES D

* INRIEHFERBOENS

EEEE. MMEE. BREE. BFER. TEES (BGTA. 28 . FLOVNAFKE. REMR K
RIHFBNT ABZETIL0)  FREE KRAHERE. BREET. BFFLEEBADSH—D
Ll E DIERIRIHE

* INEORBIEFICEIL T, BYLGSRMERERE (WISC-IVZE) 217U M D, B L DIXIEEL
EDREMEENHDEDET D,

2. A
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1) Barthel Index ¥ 85 B LLTF

2) RABITIE, BRLE. KEELGEDHLHLGREMNLGELLHY . TO L TERMEEREDOHER
Z5ELLT. FRE(SREIIEEELLGYET) ORENFIE T, S RINEEEE T SHISNn 158
3) FHERERUME S ERLUNOFMBEE T EROBEICEOLLIEERELEZD

4) BRI (ER EOFH-LAEE, HMDHIR)

O fE#iE#HT
[24) ZAEpREmPAZEIE D2 M- BRI I 5813
MERKRE tBEXFRRERRE EFRERRAENREE EEEE

O HREH
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<BEEE>
H OB (V1) RENAREREAZEAE) DFTE M EE
1 PErL. B EZEEDERZEIIWEATHY., DEELRDIIRLAHD
(1) BEBEARNIEFAREKRIBZPOELEEICREEXIIFAENALND
(2) £PHPOOE (EELER) HNBREICENTHALOND
2 HOHOHE (V1 RBAREGEARIE) (KRR FHOEERTHY ., TRICHESHBLOMOERE LN TS
(1) BAREENRREZEZONSNEEIAEMERE
2) BCRERSE
(3) BEREZ
(4) RRifES
(5) HrofEIREE
(6) TALYII T INDEUTR
(7) EBERSME
(8) EEERMUSTHRERSTDEEE
(9) ZDith

(E{& 2 #ix]

1 £ (V1) REAREREAZEALE) OEEZ BN EEZIENHATH S EITHBIMRECEARE(L
AT HREDGAICIERNEEZEITIENBATHD,

2 fz12L.MRI TI&, 1.5TLLE(B.0 TRZ—TIXELIZH A D #4578 E D&% AL = TOF (Time of Flight)
EIZEY  UTORRER-IGEICE, EEZEELTEL,
(1) MRA TEREANANEENRIEREDIRE X IIFAELALND,
(2) MRA TRINEEZTIEEMERAAOND,
GEIMRI £, KENEEZEIICDH<EL—BIT 2 DL L DBAS A flow void #FRHBI5E . HPHLPME (B

HIER) EHELTELY,

& : MRI - MRA (magnetic resonance imaging * angiography) [C&DERIZZETDT=6H DIEET

(1) BMSHBER(MR) CHIKBMEER(MRA)IZEY, BEOKMERZICHT
SEMBEICEBLLT, TROIRTOHERZHILISIGEEIE BEDOKNMERSE
[FENTHKLY,
@ BEENANEHIREERE, FTRU R KINEIARACIERIZIRE R ILFAENAOND,
Q@ KNEERIBICEEMERILALND,
® OLEQDFRAFEEITEIZH D,

(2) JRIBERVHIE
@D WEIHIAE (X10tesla LI EDHIEERANSIEMNEFELLY,
@ MRA RGETHFITHELEL,
@ WIGHE - ®EE EXFOFERAOEELGLEDFHREZLOLOREGERFAETMEA

RITEEAT B,

@ MRI L. BAIKEEEZEBICDEEL—AIT2 DULDOBEASHE flow void
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ERDH5E. EEMEREHIELTEL,
® BREBEEHIZKYREDBX - B/NHENEIYFEERENFONDATEEEN
HEDT.EZHDAERETHIE,
() BABITIEMDEERIZHSIMERELHNOHLLIENZLD T, MRl - MRA D H
TOZWITNEFEFRETHIENEFELLY,
(4) MRI - MRA DHTEBILIZEZEE. F—TJ1ILLEZEED-HIRHET HIL,
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<EBEEESE>
1. /NEBI(8 FLLITF)
INRISHREBHIEICES D

*INRIEHRERRO RS

EFEE. MMEES. BHES. BRER. TBREE (BE1TA. 28) . TUONARE, KERMR (K
RITHBT, AEEETHL0) . FREE KERHRE. BEREET. BFFERADIS—D
Ut DIERD RS E

* INEDRMEE ICBL TIE. B S RN AR E (WISC-VAZE) Z1TL). /D, EfR LDNIEER
EDRENEENHDLDET S,

2. AP

1N ~4)DVTIDITHRETIEERNRET D,
1) Barthel Index ¥ 85 B LLTF
2) RABITIE, BRLE. KEELGEDHLHLGREWLGELLHY . TO L TERMEEREDOHER
Z5ELLT. FARE(SRIFIIEEELLGYET) ORENFIE T, S RINEEEE T SHISN 158
3) FHEIE RUME S ERLANOFHEE L. EROBFRICELLITEERELEZASX
4) BRI (EGR EOFH-LAEE, HMDHIR)

X< FMBSIZOLNT>

1. & M FEIE

2. H i FAE

3. SPECT %> PET & TR YMATD N BIR KB Z FHEL . EENROONSEFI N F MBI 4D,
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HERERYET(H : Barthel Index

85 RUTZEXMRET D,
IS R
Bi. BMELGEDEEN., REMNRRRNICENKRZD 10
1 BE BANE (1A E, BN TEU>THAKLTHESS) 5
2B 0
BHEF | Bi.JL—F . VL ARDBEELED GETEIVED) 15
) Moy | BEOWMAINBIFE-IIEREET D 10
FAD | BEHZLIFATRETHADIZIET LN BN 5
E SN BFE (TR 0
B3 CGEmE. B2, |mEE. OIF4H1Y) 5
3 ER
BB EIEF T8 0
BIL(KIRDZRE. BBREZED. R—2T L ERGELFERALTVSIEEIET 0
A FMLE | DEFELED)
£ BANE, KEXZASH, KR, BRIBKRICNHBIZET D 5
ENBEIEFATEE 0
. Ehva 5
5 A
BB FEFIE A AT BE 0
45mEL EDHAT, %R (BEH/F. STHREBRO OERAOFEEMbHLT 15
6 B 45mUEDNBIBT, HITROFEAEET 10
SITTEEDBZE . ERFICT45mU EDEETRE 9
LS 0
—— Bi. FYYLEDERDOHFELR OGN 10
7 " MEFE-IEERETET D 5
N 0
Bi.#.O7XAF— EEOERZET 10
8 BFEZ |HHoNE. BEMGRERN. F2LEXENTITAS 5
EEELS 0
BeEa | RELGL. wha. LEORYIRLEATEE 10
9 JbA— | LFICKREHY. whE. LEORVIRVIINBIZET HELET 5
L LS 0
BERD | REAL. IURFOERYIRLE ATRE 10
10 bA— | EFITREHY. WRBFORYBWVICHBIZET HELET 5
L EEELS 0

Xk, JEROFREN FRROEIEESEE T ELLEICEZYE LARWE TH LN, BEEREREkGT 5 Z &N
MBERFNZOWTIE, EREERORSRLET 5,
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23 J)AdR

O HM=

1.

BZE

TIVAVRIE. EETVAVEBNALADEATEREEEZETHIEETIAVEAICERL, EICHE
HRNICERT AL KYRRICHBHREHZH I REBREERETHD, TV RORERMA
RATTHLHMHEM I OAYTT)Lh-ITHCID)IE 1 F£MIZ 100 BANIT T NRBEDEIESTRETSHL
DESN TS, EFDTIAURITHEEICKY | [RERFHADFFHMEIMFE M CID; sporadic CJD (sCJD)).
TVF U EBEGRFERICLHERME(REM CJID; Gerstman—Straussler—Scheinker i (GSS); HIEMHR
FEMERERSE (fatal familial insomnia: FFD), iMSD T A B2 & B F 4 (environmentally acquired;
J—IL—. ERM. ZEE (variant: vCJID)D 3 FEFEIZHFESIND, TVAUIRIT. NEREBERLEETHY.
ERLAS TR, D 4B RINEBSERE AL TS,

2. [fR[AE

TUVALEBPPILEEDATERICEKEL TS, ZOHEEICELTIEHERAHY . FLHE->TLE
LVo IEE PrP (& PrPC EFFENTHEYEANBEBERTHEILINS, —A. TUAVROBRRNIZESNEEE
15 PrP [X PrPS & [, EANREER THAEINIZY, PrPSe (X PrPC [ZHER 7S /EBEER S LR — TH D
DIUFBENERLS>THEY., BU—MEENKYEELG-ORBMLAY RELPOTVENSTIACMRD
HEEHLTWS,

E/MET)A B TIE PrPC 124V ED PrPse A3#ERRL T PrPC A PrPS (CE# 3 2 EHERSEFNL T, ik
RICEBELTRRTHEEAONTVSD TROEFICEELTITERDOFHILHY . #F O RE M
DRFEDI=O DR BHAENITHNTINS,

Bt CJID TIK. PP B FOEENT7I/BEFICEELEIL. PrP DEREBENEILLOT LM
O PrPEDEAINDPTNEEZLN TS,

3. fEK

4.

CJD DEGARHREAE—MRIZ 3 HAIZH TN D,

(1) H1HEBER 55D2F.HFN, HELEFOEIHORT. REEE, IEEMR. OB, K
FEIRF DI RMAER,

(2) FE28 RBAMENRICIEELLGY ., EENHIKLLY . BEROBRANTELGLGS T, IS4/ —XX
NIRRT 5, SITIXRAICHHELLGY ., OO TERLE Yihd, aREFEMMRTIERRITOITE. &
MRS DOHEIR, MR, S50 D2FHT. HEME. DRAMZT . EHE (gegenhalten) . BIER T
(startle response) ZEMNRHLNB,

() HEIH-EHEERENLISICHREREFECEMMEICERT S, SAV0—XR(TEHEK, BEIE
T1~2FRETRTCT S,

AR
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BEAILREILTHD.

5 %%
MEMAIED TIXETHIE ~2FTRILET S, EBntE CID O—EDIMFEME CID [FHETHEBIEEIC
E3xtn1H5,

O EHOHEIILELEE

1. BER(TR 24 FEERZREINRFEER
475 A

2. RROEE
TRERGTIAVEANRREEZLND)

3. MIRMGEAERAE
RFESL

4. REDEE
HEGERITETETI~ 2800 HETRELETS)
HY (RITOHEREAEARSEDODEESLE)

6. EfEEREE
Barthel IndexZfLVT. 85 RUTERRET D,

O EHRIZHT
[DUA R ROERMEYA IR ICRET ARAEHEI
MERRE SRAXZPEEREMEEHEZRINEZL - HBHFEE(@REANRSE) %2 LA E-

O HREH
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<BMREZE>
HERE. (ZXERGIEARET D,

TV RS EE

TIVA VRS ZDRERFE LS I RRAFADIMENS. 27VF 0 EREEFERICLHEREE. 38R
BIIVAVEADGREICLSERME. D3DICKEFEEIND,

1. MEETVA R

CIDDEEEAE

1. FEEI (definite) : BXARRBEICH LN TCIDITAF MR ERT REZGIBAT 50\, FEVz R4 TOvNEN R
FHBZNREICTEEIT)AVEAFRESNZ10D,

2. [XIXHEREMI (probable) : FREFTR -BETVA L EADRIEF{ONTULVELD, EITHRMEETRL. S
BIZHE £ O E R REZR DD, SHIT, SHYA—X R HERBEE (XSRS BREE. /R IR
(ADDEHTEED) FRIIREER EHEESKEDSL2EEULEETHELD, HBHULIE. 3. £
ULMBILIZER 2T 51T, ik 14-3-3 EREGHETRBEREBN2ERETHLHLD,

3. BEL M3l (possible) : X IFFEEFILRIRDEERIEIREZ T D0, R E DB AR MEREZRDELD
R

2. BIEEETUA IR
(a) TVAVEBEEFERVISIZKDREMECID
Ef& T R OB RERNOVISZ R - 1B A NZHICRIEELZD I TI)A L EAQABEFDORETHD,

(b) TVALEBEIGTFEEPI02LIZLSHGSS(GSS102)

GSSDZHTE%E

1. FEEDGI(definite) : EITHREAE . DNAER . EERRELGEZET D, VAV ERBGFOER
HERHLN . ARRICH UV TESSITAF MR REIAT 0. &V R4 TJavkEn &
EHBFMNREICTEEI)AVEAIRESNZ10,

2. [ZIXWEREB (probable) : EREKAERETVA L EBELEFOERITIHEERLRLTHLH . KEFT
R-BZBEIJVACEADOEANFONATLENED,

3. EEL VBl (possible) : RIEEMNHY . #ITHRIEZ 2L MERNEERFREEESHN. TUAY
EREGEFOEECREMRE - EETVAVEBDOMBAINFLNTLVENLD,

(c) TVAVEABEFEREE200KIZLAREMECID
MEELEDERZIEITIAVEOEBGEFORENDETHS,

(d) BB REMAERSE (FFI)

FRID M B2
1. #E3RM5 (definite) : BRIRAIIEITIERR . FRAE . RBAREEIRRE, 34 H/0—X X /MR
HAREIE, BBBERBLLEFFIELTFELGWVERZZEL. TUAVERBEEFOIR 178
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NZEEEZHLIAF 1295 Met/Met TH B,
S5ICHMARRIC B O TRRIICAF AR ERT RZGIBA T 40\, FEVz X2 Ty hEd Rl
BEMNRECTERT)A EANBRESNED,

2. |FIFFEEHI (probable) : ERERAIICFFIELTFELAGWMERZZL. TVAVERBEFOIRY
178DEEZHLIF 129D Met/Met THIM . IREFMR-BET VAV EHDOIHALFLINTLY
BLNED,

3. £ELMEl (possible) : ERERAIICFFIEL TFELEGWMEREZELTWSHD, TUAVEREBELGFERED
REMR-BEJTVAVEADOIANBLNTLVEVED,

(e)ZDHMDERMET VALK
HHAEIZZLVERELTIIM22REZIZK D RIEMECIDAH T 5N 5, M232RIEVISIEFEELILTEY.
ENETOAMESN TOTRERNRENFERSN|E TG BWIZIETVA U RELRFREN
WBTHD. FHIFRIEFEEH66.65%. FHBRYMT1IETHY . HHREIMFKMECIDE MR DERREE
B BRERREETHHNKRETHD, TDM. EROREMECIDERTELEFEENMONA TS
NFETHD,
F1-. GSSIZHLP102LD I M FEZ 29 HP105LERLGE N LN TLVS,

3. EBMTUA R
(a) EMAREFIRIFEIEFHEICZLSHCID
ERMECIDDZHTEEEIIMAEMECIDDIDIZHLS,

(b) ZEFHO4 YT x)Lk-AaT %K (variant Creutzfeldt—Jakob disease : vCJD)
ROV TILN-VIATRDO DM EE
I
EITHERE - RES
. FdseMmALLE
—RBRELE, thORERENBRNTED,
. ERMEOAREEMNGLY,
RiEETIVA U REEETE S,

m o o w >

HIEMEADOFE MK (@)

. BEKDOFEAEEIBREREE D)

% EH

L 2FOO—-XRH, FEHEEHN. CRAR=T
SRANE

m o o m >
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A. iR T PSD [E14(c) (FF=IXMKEMNRIETT)
B. MRITHI {253 #H 4 DRIRFED S 1ES(d)

v
A EREBRTEET T UB(e)

B EfHl: I ALHBRECHEIELEZLOW
(ZIXHEEHF: I +0045 IEEH+TIA+IIB
F-E 1 +IVA

5 LN fHl: I+00m45 EH+IIA

e, A% E\ED. B, $8E

[FoEYELI-BAPEERE

HNERTERE=EERRTEER

KRB EOREBIKEE LR LGS

e: OZRMEREIL—FUICHEITLRZY., MHEMECIDICHE MK RERHHHZHEITTHIE
[FHZEINGOD, BBRIERIEFELEVDAREKRMICEESERDLELWCIDERWBICITERATSH
%

D K&/ DERICHI->TEMRELLLEGT) A EBBIEDTEFIKI—IL—BE

0O T O

[o N

-
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<EEERE>
HERERYET(H : Barthel Index

85 RUTZEXMRET D,
IS R
Bi. BMELGEDEEN., REMNRRRNICENKRZD 10
1 BE BANE (1A E, BN TEU>THAKLTHESS) 5
2B 0
BHEF | Bi.JL—F . VL ARDBEELED GETEIVED) 15
) Moy | BEOWMAINBIFE-IIEREET D 10
FAD | BEHZLIFATRETHADIZIT LN B 5
E SN BFE (TR 0
B3 CGEmE. B2, |mEE. OIF4H1Y) 5
3 ER
BB EIEF T8 0
BIL(KIRDEE. BBRZEZED. R—2TILERGELFERALTLSIEEIET 0
A rMLE | DEFEED)
£ BMANE, KEXZASH, KR, BRIEKRICNHBIZET D 5
ENBEIEFATEE 0
. Ehva 5
5 A
BB FEFIE A AT BE 0
45mEL EDHAT, %R (BEHF. STHREBRO OERAOFEEEMbHLT 15
6 B 45mUEDNBIBT, HITROFEAEET 10
SITTEEDBZE . ERFICT45mU EDEETRE 9
LS 0
—— Bi. FYYLEDERDOHFELR OGN 10
7 " MEFE-IEERETET D 5
N 0
Bi.#.O7XAF— EEOERZET 10
8 BFEA |HHoNE. BEMGRERN. F2LUEXENTITAS 5
EEELS 0
BeEa | RELGL. wha. LEORYIRLEATEE 10
9  JbA— | LFICKREHY. whE. LEORVIRVIINBIZET HELET 5
L LS 0
BERD | REAL. IURFOERYIRLE ATRE 10
10 bA— | EFITREHY. WRBFORYBEWVICHBIZET HELET 5
L LS 0

Xk, JEROFREN FROEIEESHEE T EICEZYE LARWE THHD, BREEREREkGT 5 Z &N
MR ONWTIX, ERERERORNSRET 5,
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24 FHRMEILEERX

O HM=

1.

BZE

2 MRE{L £ X2 (subacute sclerosing panencephalitis; SSPE) (XZEERKZ 74 JL R IZL SRR
RNDEFEETANIILARETHD,
BE.BREVAIIABREL T BEOVANAEREDBREERREFELGY . VMILRICEERRED
ROEBRKEARZL > TREL. HEDRBICREL. ERMOETEDRBEZEIBREGRPETH S,
EFTIE.BMEVAMIIRICEILIERHEAMERMARE JC VMIILRIZKDETHSEMBENKE
(progressive multifocal leukoencephalopathy: PML)A %15 TULVS,

2. [fRAE

SSPE DRIEIZEET DB VA ILRIE. VMIILADEREBDUVEDTHAII AO—TZ2RAINSE
1595 M ERICEENEIIHENEEEZEFTHIENHLHNIEINT . CNED VM ILRABIOERLE
BEROERIEELTRIET HEEZONLD ., FERFORBICOVWTIE., HTIEXRESEMNEIY
[TLVEE LD DR N EZ SN TULSHERREICIN TLVRLY,

3. fEK

RERERBEOBRYPMEZRTRIET 5.1 RUTOMEEETHIENSEL, EEIZHBREED
BEMNBELN TRV, RB IV IOF USRS ERMOBRAMERTRET A0 H1E5N TS, SSPE
(T LB E B B GER R EVER 1B E &5, BE 48 (Jabbour D7 EE) [T TN TLNVS,

1 H#4
HREL. BE~OEED. EROET. KEQET. BEQOHMMETLETRIONIND, LEIES
FUE.RIUREEETHIEEH D,

2 A
BAEMGEREOIAIO—XANRBHONDDIFHEH THS . MIIREN . FFHTETETL, HIT7E
ELREEERENBETIT S,

3HA
MEHRITIEIER LGS, EEEST IEETL. EBALLT T ALY, ETLEMIEL S, BODBEER
LREICHELLGT-TD, BEREMBERELTERLGHT. THRUGHRHA, OFERNO S MHITENER
LB, Ff- SAVO—XADEEEHLLED,

4 #A
EERECT MLREZEHLE TREZERL-BREERM. M ERbEBERERNL-BRRZRLEES, S
AO0—XRIELBFEEVOLITEXRT S,

ERBEYETHHN, By ATAHICO=22MEE (5 10%) . BELU L DFBZRTIBMEE (K9 10%)
ARLND, BEDBRICEY . HEETI B ETNELGDFINRONDESIZHEoT=,
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4. BEE
B REMNABERFIHEISNTOVELRS, A /0 TS/IRGRAVYTY/o0)0EAkE 4143
—27zO v aHBNFA02—T7z00 B DEETHAVIERERZRENITHONL TS, RIATIEXY/NEY Y
DEEELEALNTINS,

5 %%
FEREDABEETIZEIZEY, EROETNMZON-Y  HEEZTITHINREONEELSIZHY ., EKIZEE
LETETOHAMIEITY 6 E<XOWNEELLERL =, LML, BRI EHIEEFFENTHY., —BHIIZITTE
TRTHD.

O ZHOHEITLELEHE
1. BEYRCER 24 FEERZHREIREFER
83 A
2. RIRDEE
THEEMRBIAINANRERESN TUOSINERNGHEFIETBETHD)
3. NRMTREAE
RS (RABELL)
4. REOEE
WHEETHETEREDEETLD)
HY RITORTEEELBEAREXDZMELE)
6. BIEENEE
Jabbour DGRBS FEZAVT. I HILL EDLDERRET S,

O EHRIZHT
[DUA R ROERMEYA IR EAEICRET ARAEHEU
MERRE SRXZPEEREMEEHEZRINEL - HBFEE(@HRERNRESE) %2 LA E-

O HREH

129



<BMREZE>
NFEFHER], [HEEITHHILDERRET S

(1) MHEL., NERIT. SAYO0—X X EEHE, KT REDHIE

(2) ETHRA

Q) MBERBIIKED LR

4) BERPICKBRAERE

(5) BER lgG-index N LHF

(6) BEKRICEEAMEBFKERDD

EEMO~GEBIZDLT, (1), %=L, (3). (4). (5). (6)D>5 1 HE FimT=t £ SSPE DEEL\HHY. 2
HRE#AH-EEZEEETHY.SIBEBEZ R IEZHIEETH D,

=ZLB)EIL. FEAICIEE ARV, R FIERICERL TR S UL,

2 BREMER

(1) MERSHAMO LT (FRIMBREEINGRGE T THEGHEABE RIGICE > TELREAALNE L)

(2) WERBBIARDOBEE (FBRESRINGIRIGTZ T THEGFEREE RIETH)

(3) BEi& 1gG-index (=[REK 1eGIRE ~MF G RE] - [BERT7ITIVREE-MET7IISVEEDOLR

(4) BiR D FEEAERE 5 (periodic burst) : R AL+ R OB THRI IS RBRKBRT. IHFET. K
HOHETIZONTEANENE

(5)X 2 CT.MRI TRIKNEAED X fR{EIRINEEA> MRI-T2 S{ES 18 (T HALIE) . KINEZ B DZEHE (MMEALLE)
mEDHH

LR B HE EL T,

(6) MNARIMBTRIERNR. MIRZAF AR, BEEICESD SSPE VA ILAXILA AT VR #AHIKEICK
% SSPE A L AR DEEBA

(7) MDD SSPE 91 ILAD Bkt

(8) NATYREAE—2323%KI12&D SSPE 9A LA 45/ LDKAIZE TS EEH
(PCRATI& SSPE THWEDKTEHLILLILEZMLEDD T, SSPE DEMTICIEHEYZILIALY)

3 HEAIFZER
(1) BEIZIE. TAD A DERIG. R
(2) RENIRBEEEME. FICLEDETHESAVO—XXTADA
() KIKBEEME. $FIBITaESAMAT—
(4) ZFOHOERME R UM%

4 BHHE
RHDEITEELIZ EEDEEEIC—RMIZHLNEEHELAMDS,
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(1) BRERRTTE. FAE iR
(2) EIRFFAEMETRE VT BYBS(CLOTRES
() BREEFERRR (R, i)
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<EBEEESE>
THLLEDIDERRET D,

Jabbour DEERFEA 58

T8i: MRZELCEED. RRWGE) . THEE. BEEE. L2 NET. ZHETFO., LLERABEMA
FRARERARRIETT 5,

NH: S£H5REREE.RIREERHEIRECEDEERMECEDHEET .. FHEESH L --EF
BUERAHIRYT 5. MG TFEZERELTIE, SA/O0—XADEFoN b,

MER: EHEENETL. RAICREFREGYSEIZES, BARRE TR S ROk, RINEEGCEDERE
Rz EDEIITED, IR, BIR. KMEGE BEMEKELRIND,

IVE]: SAIVO-XRFFEAEHEKL. BEFRKE. Moro BRRFITGEDRIERFANHIRT 5. REMIZES
MRS L1305,
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T % R R EIE (PML)

1. BE

ZLDNITERRELTNS JC VAMIILAD, BEAMETLIK R THEHELTRNICZ FHIEDR
HIREEE-THEETHD,

AFTOH PML DERZEREBLLTIE HIV BREECMRRBHEES N 2. BRBE/HEERRLTE I HC
FRK TlE PML QO ERER B D Z<F HIV BEIED G HDH (#985%) . RFBTILZDEME K B IS LB LI
[Ch-5HERTHD.

JC VAILADFNREIEH - NREAICEZY . RADMAREBERILEAOD 80WEETH D,

2. REAE
JC VA ADHBEIFRIERT. DR, FICBEROEEELRITHERBRELTLSLEEZLNTHY.
BEATHRFPIZICIAMIILR EIZF DNAZEHTES, F-EEEORMEM B #EFIZH7 4/ /LR DNA
ARSI, BRERERLELTVSINDEEZ LN TS, CROOHMIRRICHHERELTNVS JC IAMILR
NBEEEEDEETFS BICHEERETS) ICKYEERESh . PMLERET 5EE2 005,

3. fERK
PML DEGERIERIETRE THDI SR M IZRMLTEH THIN ., KKRON DDA (& FFE - AL
PR - RAMEEEE S - KRB AREELGETHD, TOE. MREROEELLLICHEHFE - EEES - Tk
THEE-FREEER - HaEMRE - KELENMDY, RNEKREBIZES,
FOABRICESREBEEICEYRIESERD JC IMILAHKRORERICHNREIY., ABEN ARIZE
RERK(BLUVEGR)DEEEZADLIIENH S (REBBEMEIZESH ; immune reconstitution

inflammatory syndrome: IRIS)

4. BEE
JC A ILRIZH T BAFEMAAERIEEN TDT= . PMLDAERIEERERRBICHESREERETEEE/
IE”‘mt’& B9 CENERELDD, DFY. HIV-PML TIE HAART &%, 3F HIV-PML TIXEEZEHID 1k
MR L DEMFEHEBNDOBEBRAITHN D, DNA AREEEEZTDELEZHIAMILRAELIUS
—71|:u7aa FEREFRTICVAMILRICHSHNZHRNHIEDIETUALANILOE VAR IRE (FA0N,
BE IZ)TORBETHDHIA7OFXUBEMo>-BELHY . SHLITOREIDEEND,

5. Fi&
—RICEBEMANS AR TETTIN, ARDROCEBIADRENDORELECKYEITALEFY,
BET55E81HD. HV ZEMBEEBELLI- PML OF RAFHMEIE 18 £, ZOMOERELZEREKELL
f=PML IEhREFHMMA I BESNTEY . AR TENERICENVEETHS,
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O EHOHEITHELES
1. BEH
100 AR5 (ARVIIZ&B)
2. RIRDHE
FEAUCTAMILADBEERIENREINATIND)
3. MIRMAERAE
REEIL (BAREEIEGL)
4. REDOEE
LE(ETHETHD)
5. A%
HY (ARVMOZEHEEHY)
6. EREENE
Barthel IndexZFLVT. 85 RUTERRET D,

O fA#EHT
[T)ARRERMED A AREEICRE T SR EHITL
MAERKKRE ERAFZFEEREUVRHEZRNE L -HRREZ(@WEARSE) &% LA ELC

O fREH

134



<EOBREZE>
DefinitePML. Probable &EEZ2Hiat = PML xR ET 5,

Definite PML: FEeR#EIEB D 5 Fimf-9
Probable PML: Tt &#EIEH®M 1,2, 3 XUV 4 Zimf=7
Possible PML: FEe&#IEHD 1,2 $XUV 3 Fimf=d

R AFIE D F 2T HEDRE)

i MRl T, BEICIKZEEZFHEVDR/NTRE. REEDREHIERTEQ)
HEKEZ S ERBLERRMICERNTESQ)

iNEF SRS PCR T JCV DNA HYRHI(4)

BIRRFE = (T AR TR AR IERT R(5)E JCV R (6)% 3

o > o nhp o=

b3

(DHREFL (ADS, EH- REINHFIRS4LE) DBECEYENEF(F2)XTT )YFIITE)&E
AThOEFICRREL /NRARELH D, RE-FERMERENGE DREREERE, REKRELTHEHF
/UL IR . SRANMSREREE . KB MAOES . NEERE. DNERKGE S EhRMEERKEET S,
EABDGES. By ATEIMEEKREIZES,

(REDEEICIE MR ARELERT. NEABEAE-FIAGL-RETHELGEDBERENEARTHD,
JREIE T1 ERAEER TEES. T2 BAEERES LU FLAR B TEIEEE2E2T 5, ILERAER TIEHL
LWMRETBIESZEL. AWVREIXESELNZ LGSO VT ROBIESHRELZETHENEA

5. EREIEEYRIIEEERBET 0. ENITHERDRICHERED DI ELH S,

QBEEMELLTFREIBTEES AN —LREDRBEELCErRERLVAILA HIV) BNfE . Y bATAY
AILA(CMV) Il K7 EDEH S, LAML AIDS 7#& PML BELABNBFEEIZIXLIELIE HIV BHIEAS CMV i
REBEELNEHT S,

(DIFDEICITEED LD H D, BREELICBHEENBEEDT.PML OEWLLHNIEERET 5,

ORRBEE. BRZICHAREFETHV)THIEOHFEZ. 7R TYTORE. RIAT7—2-2905 )70
HE,

(6)JCV DNA, mRNA, 22 /N B DAL LLIEBEFIEMEEIZL DV IL AR FDEE,
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<EEERE>
HEERYET(H : Barthel Index
85 MUTERRET S,

BERAE J=F5
HiI. BBIERGEDLEBT ., ZEMBRINICBRNKZS 10
1 BE MBI (F=EA X, ENTEY>THALKLTEDSS) 5
298 0
TN Hi.JL—% JUrLAMDRELET FETEILED) 15
T BEOBAONIE-IFEREET S 10
A PP ey ure————y 5
- Al g C
DBH i ’
ENBE-ITIAATEE 0
o B3 GEm. B2, mEE, 0 ITHY) 5
3 ER
N BIFE-IXA AT 8E 0
B3 (KIRDIBRE. BIAKEED R—2T L EBLEEFERALTLAES T 0
ZDHRELED)
4 ~LENE - y;
BB hEX 25, KR RIBRIZNHBEIFET S 5
ENBNFEIXF T EE 0
. BiL 5
5 AiB
Ho N BE-IXARAIEE 0
45mU EDSIT, MEER (EHF. HSTRIEIBRO OFERADEEILRHT 15
6 B 5mE LD EIBIT, HITEROFERAEZED 10
1T
HITTREDB S ERFICT 45mLU EDIRERTE o
iU 0
Bi.FIYBEDFEROEEIIMRHEL 10
7 BEERREE | NBEIIEBEREET D 5
g 0
Hi.#. 7R F—  HEOEHREZED 10
8 BEZ AN B AZENLTRREN, 29 ULEFXBESTITAS 5
LEELst 0
KELL, TG, LEOIMYKRLEETEE 10
PeEa -
9 i EEIZREDRY ., 75 LEORYRWICNBZET 2ELED 5
iU 0
KE2EGL., IRB[BOEY KL ATHE 10
HEFRav b
10 a1 EEIZREDRY WWRBORMYFEWVIZHBZEETZELED 5
iU 0

RB, JEROBREN RO EEESHESE T EL EICEY LAWE TH L0, BfEERA kT2 2 &N
MR ONWTIX, EREERORNSRET 5,

136



26 HTLV-1 BEHBE

1. #@E
HTLV-1 DF v TIZHNDIEHETHEDESEEREZ RS — 8,

2. [RE
HTLV-1 BEN—RMIZFERTHAA . BEED T —BICDARIET SR (T H Mo TLVELY,

3. fEK

MZEOEFRIETRODSEYRICESSITES (A TREERESHE) BB, 585K, HEREH. FRE
2 HOVIEBUEOERLEDHERFEEETEE>TVDIEN S, BREESILESES(CLELTEEIC
EEFBHMNELL LUNBYOREARE . BEMBLONZ L, ZOM, £THITIEITEEORTES L
MHEEMEICKDOFEN AVRTUVRE BEBRBEREA LIS,

BEERIGBRETETEMEICEAT M., BEMEISETL, BBARTHITREEICEDHEAEND,
S TOREE CETENRMEMLHY .. EEFTIEIA THROTLMELABRTOHNETICKYEAL
PRTELGYEREY LG LHLHD. — AT EBEEINBEDFERIBICHIYIERDETHLALSNE
LMElEZ LY, LERDTEERFEAOBET - REEETHE ORERTE-THILIFEAEHLNLELY,

4. A&

RIEDFIHLHEEINLBITIX., BELGREICEEZRAETIRERELPRVANINRAEEINVETHD,
—H . REDFHAEMNFEAELZNEEZONSHITIE., EHEAOHREE (X3 AXMEREAS. ML
NEYT—2avhfZahb,

5. F&

BEERRETHETEMEICEBT 20, ETHN RSB THITTREEICGLHlEA5N5, B TDH
EECETENRIMERAHY ., BEEFITIEE FROTLMKE. AEOHNETICKIEMEE TELEY
t75%, — AT BBEENBREDOFERAICTHOEVIEROETNELAEAONEVEELZ L, EERO
TEMECHE T OCREREETLEDBRMEE KT HILIFEALL BANIZERFRIEIBRTFTHS.

112 RIS K D RERBRER BT, IREEBREDBYRLOBEIFETROAFELTEETHD,
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O EHOHEITHELES
1. BEH
3,000 A (FAZRHEZLD)
2. FEROWE
T (HTLV-1 BREN—FEMIZRETHAID, BB D —EICOHFRIET HHF (LMo TLVELY)
3. MRMAEAE
RHESL HEBEDH)
4. REDOEE
LE(ETHETHD)
5. MR
HY (FAERBERL)
6. EREENE
Barthel Index ZFLVT, 85 M LL T . F7=Id Osame D EFNHEREEZ FHEE T Graded LI EEZXRET S,

O fA#EHT
MR EICET 5REHAR
PMRARE LRXFEFHHZAR &R B &

O fREH
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<EEREE>
<HTLV-1 BEBHE (HAMD WA A RS2 >

FERB@WMESE)
TRD1~3Z2Tm=FLD%E HAM L2219 5,
1. B EMRETZ W T RO 4R E
2. i HTLV-1 UAHD IES S UK TS
3. D BEMEBLIRNTED
(EEMEMEHRE. OB, TaHEHES. THES. SHRMELE. ReREHL. EaME
BHEREMNE. EH/NNEME. REVRE)

PHDNSELLLHER
BE. BRETHEORBZEESD,
BREFEZLFIBET. LUNROEAGEBRNHERDEERELD,
BREREESNRIERDLLH D,
THEORTFEE. (RTUVGEDBREMEREETEZLIELLIEEFS,
FHERAEIR - UKL RAFE T, EREREHOTHLEEICEEFD,
EBROEFFEERoNGONEMICEEFTSHA ., LIXLITREBER S IXTTEL . HrI RS A
THdo
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<EEESE>
Osame MDEFNHEREFEE FfiEE T Graded UL EZRRET D,

1 ) % Bk [ ¥ oD T fE ¥ (Osame Grade)

Grade Disability
0 |HIT - ETELICREZZHEL
1 | FEARE—FHHEL
2 | HAREOFETE-BROIHIEFY)
3 | MMNTRFEE

J_4 _|BERERICFIYLE .

5 | AFICESD=WEHZEF
6 | AFICESD2I-WHEREE-MFLo10mLL LT
7 | AFICKEDIWEESMELLE, 10mLIAT]
8 | AFEIZLED-LNEEsmLIAT]
9 | MFICKED-WEHEREE MOAIXLEE)T]
10 | @DOAIENEBEREE LW\SYFERE)T
11 | BATIEBEHARE ERYA]
12 | BRYFEE
13 | EDiE ML

Xk, JEROREN RO TIEE NS T ELL EICEZY LAWETH L), @ERERE T 5 2 &N
MBI FIZONWTIE, EREERORNRLET D
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HEERYET(H : Barthel Index
85 MUTERRET S,

={EISES R
Bi. BBEGEDEET., REMRRAICENKRZD 10
1 BE BANE (FzEAE, BN TEYU>THAKLTESS) 5
==V :l 0
BHEF | Bi.IL—F. UL ALOBELED GETEILED) 15
) NoRY | BEOBANBFELIEREZET S 10
FA®D | EHZLIFATRETHAMIZIE LB 5
% ENBIELIEF AR 0
B CGEm., B2, ®mEE. OIT4H1Y) 5
3 ER
MBI E IS AT EE 0
B (KRDEE. BIBREZSD . R—2 T ERLEEFERALTVSEEEE 0
A rLE | DEELED)
£ BANE, AEXZSH. KR, RIEKRICNHIZET D 5
ENBIFELIEF TR 0
. BiL 5
5 A&
MBI E LT T HE 0
45mEl LD BT, HER (BEHF. STHREBRO OERAOEEERMHT 15
6 B 45mP EDNBNSIT. HITROFEREZEL 10
HITTEEDIBS . BB FIZT 45mLl L DR/ T 8k 5
LEELS 0
Bi. FIVLGEDERADGHEEIIRE O 10
R B 5
7 " NTRIFLFEREZET S 5
N 0
Bi.#. 7R FT—  EEDOEREZET 10
8 BEZ |WMONE.RENGRERN, F2LUEFESTITAS 5
LEELS 0
BED | RELGL. whE. LEORYKRUVEATEE 10
9 JbA— | LFITKREHY. mE. LEORYRVICNHEIZETHELED 5
y|” LEELS 0
BERD | REGL, WURFOIYKRLEATEE 10
10 UbA— | EEICREHY . PRFOBMYBWINEIZETHELED 5
y|” LEELS 0

Mk, SEROFREN FEROEIELESFE T EU RIZEY LARWETH LN, B EREE T 5 =
EMBERFIZONTIE, EBERERO G E T 5,
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27 BREEEZRBRILEGEERD T7—ILKF)

1. =
1930 . KAV DIREEZE Theodor Fahr (1877-1945) AR MIAEFIREEL T, TDRAIAKSAIC
DTN TS, LHL, 77—IL (Fahr) iBEWLWSIR A ITHEEBMEEL TEBELGELIANHY ., ChFTEEL
DEBIMHBANSNTE A, &I, B5 Tl familial idiopathic basal ganglia calcification (FIBGC). primary
familial brain calcification (PFBC)E D& FAMEHNTILNS,
LMMEGERONIIEFILZDEDERKRMBRRENS. RIEGFICHIBALI-EFLEFEL. TRDER
FEENSHEEICRON>TLD, SEREILLIREERFMNHBALTIKIDER DN S,

2. [R&HE
FIBGC FEBIZEWNT . YVEEF S RAR—E—ND—DTH S type Il sodium—dependent phosphate
transporter 2 (PiT2)% code 3 DiBInF SLC20A2 DEEMNHKESINT-. BRANDEFIZENTEH, Kkl
THHBICCOEGFEEZRD . REMBBANDKEL milestone &lioTz, SHICHM/MRERBERTF
(platelet—derived growth factor)ML 74— subunit B % code 3 BI1B{EF PDGFRB DZEELHESN
t=o #ELV T, PDGF 2AAKD EEA ligand D—DTdHSH PDGF-B % code § DIEIGF PDGFB DEEIZD
WTEmESNT=,

3. fER

BIERD D /N\—F DV UFERTG E SRS BIEIR L /NINAER . AFFEIR (BTERZESEIR T, FRAEfE K%
E-TEGETEBOTEHRELH S, EVATIERE. TAMAZROLELDLEAGN KIRBIEESR
FEBIEHY . BIRETHETH S, F-BRNICEHCTHRENRONEILELHD, RIEEEEFHRMES
E5 7T —+ (paroxysmal kinesigenic choreoathetosis (PKC)) ZfERET DIEELH D, PIZ(E. FELIE
[ZERKIFEZ 29 5 DNTC(Diffuse neurofibrillary tangles with calcification=/\BR - 4E1L5K) &
AN EE T HAERHIE D E<EL DNTC [EEIR TIXBIEEEE . RIEEEICEELANEERBES I, B
72 IBGC THRTEEED MFRIE TE 2T SEHIN BRSNS, DNTC TIXEESS CT ER LD AIKILIF IR
MOBRDLDETHESIN TSN IBGC THESINTWAIILGEILS>I-AIRILDEE ., F-KiEHl
DE|EIEFEFLLY,

4. REE
RAMGBEESIELR DN >TLWVEWN BEEFERZRD-EZDKREBRHFERM PS g PiT2,
PDGF ZEHIZBIEDHARANGEINTIND  RHERETIEHDHH . FHEEESOFEHAEIKIC quetiapine 7E&
REMRENAVLN TS, FRBEMICEAA—FOVIREEHIT IERNLHY. i/ —Fv>
JRZE ., PKC TIX carbamazepine B3R ZFRHTLVS,
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5. %%
FILA—)LZ=LZRT DEFTIE. BHEKRCHEREELOT0, EREGFLEEICE T KAE
[RAEDEITOFRIIEHLHOTADEFRIEN D,

O EHOHEITHELES
1. BEH
200 N\ (BARIEIZELD)
2. RIRDHE
THGEGFEENTEINATD)
3. MIRMAERAE
REEIL
4. REDOEE
DLE (RFRETHETHD)
5. A%
HY ARV LD EE)
6. EEENLE
Barthel Index Z#FL\T. 85 MU TERERET S,

O 1F#ki=#tT
MR A RALE QB FEMICE DW= LSBT MRSA 0 ORELICE T SR
MRARE RERMKEZEWLERF &R KIE O

O fREH
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<EoWREHE>
TRHR1~4DETHEBZHETELDET D,

1. BBEB CT k. MAIEEKICBAS ARG R IIEZEFRDH
nnEsIc 1#o$iimam1t&,h\bnéta)€rf%<(.—,E’*%l &Hé, CEERD RIRDBRIEEE)
INK R EGEE DR RIEDBFEITRE O,
A1 REICKST . KINEER. HICRERNEIIRLARIEEELOT VL THY.
BRMEOERF T, 1 EFAZRVDTI X THAMEICEERICERIEEZZEH TS,
E2 TROXFICEITZAEBD LS, F8ER CT TREIRDARIEIL. #5 20%Z F4K, 2~ 3% B
[CRRO. MELMEELLITEMT HERALHY ., FREEZEET ILELNHD.

2. AoADETHEDHIREREET D,
BRMIZIE. B8 FFAER (BRINFIGER . 7ILa—)UKRFIELLE) . TADA . FERFEEIE, FRAN4E.
IN—FYZ XL FHEEER) (PKC BE)  IMNEERGEE N H D,
F1 BEREBDONIEFEETL, BP2ICKY. LIELITEREZRDEIENH D, F-AF VTN TEL
WREBEDEHEEEEDNDDHLLH D,
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HEEH AF=IEB DLELEL—AZiHEEL.AD CEB/-TELD

SELMEl A+B EFE-TED

* DMRV £ L<[% Nonaka Myopathy [XEFERIIZ GNE myopathy &E#E—IEFR T S EIZ N B (Huizing et al.
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Neuromuscul Disord 2014)A%, K2 EE D IZIFIREBERAIN TOBEREFHFEELT=.

C. IRMAEEE LI EYS A7 $F— (Oculopharyngodistal myopathy) B2l &
@B H A

&R REI4FE (a, b [LAZH)

a. REETEZETD

b. FIEBFHDHNET -FHEEEET S

(LLTFIFEEmR)

HRRETETHD

NIRRT -BEEEEET S

-ERBRECOREREZROLIENHS

B. —MHIRE (a (X L7H)
a. ;& CKEIXEEMNSEESAE (1,000 IU/L AT
(LLTFIFEEmR)
-t B B THRMZE L (fibrillation potential & #RIE MUP HFEHLNEHELHD)

C. iAERMR
a. BRYZEREHSHIREDFE

ORI ~EKE
FRR PR B4 88 31

SRUHERLGSAMDHERE HOEMEIANF—ZET)
-ERIREEE! A5 A A7 44— (OPMD)
§ B2 2 RO 855 A
-BIYERERTMOIA/NF—

QAT —
T =451 A+B+C Z#iE=-9+M
LMl A+B THAN., CEm-SHLED

D. ZDMDECBZIA/N\F—BUEE

@K EMT

ZOMDEMBIANF—ERREGCFORESNTOVENLDEZEH T, FEOH|ENH D, CCTIE. £
DDZBMBIANF—FZLUT AB DETZHETLDEEET Do

A. BREREOFH
a. BUMHMNBAICERSND
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b. MEIETHSD
c. BREBZHOT . BEMEFILETETHS
d 2 FULEDEBTHS

B. iAERFTR
a. BHRMEZIEDEFE
b. MERMERILIZEND, HOoTELHAETEETHRATEDLDTEGN

O RREEF
REBEFIASNIGSHRICIE. ENEAR TS (REAFADGE X, RRFHAILEHT D) UT
(T, LA ER S A HEILL D DORKRIDEMEIF/NF—THY ., BRIV, EER K. REREEGFEIRE

T35, SR EERSONENEDYSIDAREENHEIEITBET S,
® Distal anterior compartment myopathy (DACM):C A7 )L RIBIZL B, BaRZBIZ=8FR LB AN,
TRATEOHRENIFATERESENS, AR, DYSF
® Non-dysferlin distal muscular dystrophy :=#F 8 L -EGR - R EBEFFRZ 29 %, AR. ANOS
® Welander distal myopathy*: 40 {fXLABFIZHAEL . FIEEHGFDHNIETERT, AD, TIAT
® Early-onset distal myopathy*: /NRFEIE CRIRE&H - FIEEHBESIVEREFRFEDOH NETETT,
AD, MYH7
® Distal myopathy with CAV3 mutation: ZFRETFRNHDHNETETRL. BHEFEXZETHL
7%, AD. CAV3
® Vocal cord and pharyngeal dysfunction with distal myopathy (VCPDM) : B & KUNREEF HIE T ZR
3 AD. MATR3
® Distal VCP (valosin containing protein)-mutated myopathy*: B /N v NEEFTEERIEER SBANEE 1S,
LIFLIE iR RMEE{LE+S, AD. VCP
® Distal nebulin (NEB) myopathy*/NEMWNOEFERANRIETRIEEHDH NETZETRT . AR, NEB
® Tibial muscular dystrophy (TMD)*: RIFE BB DH NETETRT, AD. TTN
o FRIRHEMEIA/\F— (myofibrillar myopathy) JREBZHIZHIRERNDHRLLGELEEREIHIHET 5.
B®E AD. TTID, LDB3, CRYAB, DES, FLNC
AD: BEEBAEBMEIER. AR BEREBRLEER. * AMTEERETE
[ 1=30%-

FERMUIFANF— BEUBIFNTF—OBREREELLSELH N A TRIVERD AN DIGEEIFEXRMES

FINF—

ELTHET D
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<EEERE>
HEERYET(H : Barthel Index
85 MUTERRET S,

BERAE J=F5
HiI. BBIERGEDLEBT ., ZEMBRINICBRNKZS 10
1 BE MBI (F=EA X, ENTEY>THALKLTEDSS) 5
298 0
TN Hi.JL—% JUrLAMDRELET FETEILED) 15
T BEOBAONIE-IFEREET S 10
A PP ey ure————y 5
- Al g C
DBH i ’
ENBE-ITIAATEE 0
o B3 GEm. B2, mEE, 0 ITHY) 5
3 ER
N BIFE-IXA AT 8E 0
B3 (KIRDIBRE. BIAKEED R—2T L EBLEEFERALTLAES T 0
ZDHRELED)
4 ~LENE - y;
BB hEX 25, KR RIBRIZNHBEIFET S 5
ENBNFEIXF T EE 0
. BiL 5
5 AiB
Ho N BE-IXARAIEE 0
45mU EDSIT, MEER (EHF. HSTRIEIBRO OFERADEEILRHT 15
6 B 5mE LD EIBIT, HITEROFERAEZED 10
1T
HITTREDB S ERFICT 45mLU EDIRERTE o
iU 0
Bi.FIYBEDFEROEEIIMRHEL 10
7 BEERREE | NBEIIEBEREET D 5
g 0
Hi.#. 7R F—  HEOEHREZED 10
8 BEZ AN B AZENLTRREN, 29 ULEFXBESTITAS 5
LEELst 0
KELL, TG, LEOIMYKRLEETEE 10
PeEa -
9 i EEIZREDRY ., 75 LEORYRWICNBZET 2ELED 5
iU 0
KE2EGL., IRB[BOEY KL ATHE 10
HEFRav b
10 a1 EEIZREDRY WWRBORMYFEWVIZHBZEETZELED 5
iU 0

Mk, SEROFREN FEROEIELESFE T —ELU RIZEY LAEWETH LN, B EREA kT 5 =
EMBERFIZONTIE, BERERO S E T 5,
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31 RALVLSHA/INF—

1.

Bz

FLYRHICREL. BIRITETTHAMHMEBLOMNETLMEMICMZ ., LLEM B LY F15- 5
EEi- RRAEGE DBMMEEEISANTF—THb. BE. EXEREBHETHLIN. mELSHEREX
#EAHBIBIRESNT=, 7L vEfRERFRIZ Collagen VI BIZFEEEZRREET S,

REOEZHETIE. RRLVLEF/NF—DHRE0.77(10 Axt) TH S, Collagen VI BES A/ IF—D
FTCERRVLIANF—HIEHEETHD. TH 22 EFEEEFHBR AR EMBSH AR ERIRY
REBEIRAVLIANF—LTOEREBEOERERAE (BHU) ITEZRENfTONIA RAL LS
FNRF—DEBEERIEIIIL)IERDBERD 1/10 BETHY . KB TIERE L OHNKREZHOEETH
BEEZDND, ERE. AFHGIEL, 1989 F& 1992 FITEFRENHIDHTHD, mPlEHIZEETE
BIIZEZ D HERE L TULVARLY,

2. [RE

Collagen VI #3—K 9% COL6A1, COL6A2, COL6A3 DWLN\TFNMDBIEFNEREIZKYRIET S,

3. fEK

LA RAICRAEL . AMHBMOH NMET LHERARRITET T 5. LERMEHAKYF5-HEHD
[Eah e, RESOMERAEEZAS,

4. BEE

RAMBRERGLINE)T—Lav BERFHABRDA, REICIITHLARERMAE TS
BrH5,

5. %t

HITREEGRE,

O EHOHEICHELEIE

1.

BEH
100 AR5 (ARVIIZLB)
. BRDEE
FHGEGFOEENTEINATID)
. NRBEEAE
RFEL ARARBEREEZL)
. REOESE

DEFLHRIZHEL. EITHETHD)
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5. ME%E
HY (ARMOZIELEZEHY)
6. EfEENEE
Barthel Index Z#ML\T.85 RUTERRET S,

O fAEHT
I AR EICET 5REHRE
PHRARE RAEXFRZFREFRARBHEARE &R B EXE

O FEEH
BEEEE % (Barthel Index)
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<BHREZE>
RRZL LZHA78F— (MIM# 158810, Bethlem myopathy) 2 B E %
HEEH. BULMIZRRET B,
@B H A

A. ERFREYF (a—c (FH7R)
EREAEBMEGFELINEE (FICERBARLHERDOHNHD)
CEITNREARIE GBE 2 Bh5 5 %) (FBICHKARESNH D)
c. BEANLOEAER MG (5 I~V 515 EnRARAEN . AMRAER. B RAEN)
d. BRIRETHEORR - HWEGANMHEBEOH HETELUHER (UTIESERMR)
(LLTFIFSEmMR)

-50 R LARRI ST RREL TR A BN L LY

-MBEELILLIEEHT S

-7E CKEIXEEMNSEESAE (1,500 IU/L LLIF)

S ERTHRMELEL

IDEVE T EIRGE DI EHHEE RS

o

[on

B. BHAERTR (BEFR)
a. HNHMEEREZHIBEHRELE
b. & FE T Collagen VI EE (FHRIFEHRB LMD REBLGE) EBDHEHENHS

C. BRFHIRE
a. COL6A1, COL6A2, COL6A3 EIZFDANTRRA R LR (FNITRERSRFLFEE~ATORESEE
EDIEDHD)

ORNTREEKE
-BHAL YR BT #E A £ I & B (Emery-Dreifuss B2 fi o AMAT—11E)

@k hTI)—

HERB A+CERmEL. BRI RSKREBZERILEE2D
LG A+B ZEEL. BRI RSKREZERIILEED
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<EEERE>
HEERYET(H : Barthel Index
85 MUTERRET S,

BERAE J=F5
HiI. BBIERGEDLEBT ., ZEMBRINICBRNKZS 10
1 BE MBI (F=EA X, ENTEY>THALKLTEDSS) 5
298 0
TN Hi.JL—% JUrLAMDRELET FETEILED) 15
T BEOBAONIE-IFEREET S 10
A PP ey ure————y 5
- Al g C
DBH i ’
ENBE-ITIAATEE 0
o B3 GEm. B2, mEE, 0 ITHY) 5
3 ER
N BIFE-IXA AT 8E 0
B3 (KIRDIBRE. BIAKEED R—2T L EBLEEFERALTLAES T 0
ZDHRELED)
4 ~LENE - y;
BB hEX 25, KR RIBRIZNHBEIFET S 5
ENBNFEIXF T EE 0
. BiL 5
5 AiB
Ho N BE-IXARAIEE 0
45mU EDSIT, MEER (EHF. HSTRIEIBRO OFERADEEILRHT 15
6 B 5mE LD EIBIT, HITEROFERAEZED 10
1T
HITTREDB S ERFICT 45mLU EDIRERTE o
iU 0
Bi.FIYBEDFEROEEIIMRHEL 10
7 BEERREE | NBEIIEBEREET D 5
g 0
Hi.#. 7R F—  HEOEHREZED 10
8 BEZ AN B AZENLTRREN, 29 ULEFXBESTITAS 5
LEELst 0
KELL, TG, LEOIMYKRLEETEE 10
PeEa -
9 i EEIZREDRY ., 75 LEORYRWICNBZET 2ELED 5
iU 0
KE2EGL., IRB[BOEY KL ATHE 10
HEFRav b
10 a1 EEIZREDRY WWRBORMYFEWVIZHBZEETZELED 5
iU 0

RB, JEROBREN RO EEESHESE T EL EICEY LAWE TH L0, BfEERA kT2 2 &N
B IRFNTONWTUR, EREBRORNRET D,
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32 BCEBZRMESA/NTF—

1. WME
BERHOHBRHERNICEENETECERZERAEET2BH THALLEREDHEET, REAFHET
BELREILITHS MEEODHESETEDIANF—(HHET - HEB EZEI FTEIBLETE
EETH,

2. FRA
BCERZERMEIF/NF—DHRREKE Danon 5 (¥ /04K) LBRIBCEREFIXEHMEIF /F—
(XMEA) TIX, REEEFAFERSNA, TDOMOERFE FRRAFATH D, F-HIADFEED AH
ZALIFEARBHTHS, FENLCEHCERZRARBLTHERT A AL, HERBREICAEEE
B —rI70)BEETHIENTEDN. Ao DHBON FRELOBEENHEREIND,

3. fEK
(1) BEHESICRDBRETHEO G HET EHEBOHR
() ILFEEICLDETHEDDRE BXRE, #i5RE) . SRR
(3) FE i
BL. BBERREICELTIE. (2). Q)ZFHELLBNIELNH D, RIEFEITHRA T, ETHMS 50 FRET
WMENHD, BRELICRETIN. BEEOABNRMEENZLY,

4. BEE
AEEIIFEILTOVEND, DFEZEIFERRERFTERETHY., DEBHEOHDIRARETHD.
HDEROEHFEICDOVTIX., HEBRENERTHS,

5. Fi&

BREBITREEHRZRHT . DEBBEXZTHLLEVEES. DFAEEROERENSTFH2FE TRREIZHR
[ZZ % (Sugie et al. Neurology 2002) , [TV AZE D IR #HRIEER ORFES . BIEE. ff/KIE. BIREL
EZBBEETEERT LN H D, F-. BRAECKNOERES . RIE#EEEZTEZEHIIEMNDOHRELH D,
EENEITT S, PIREE O TR, HERETEE T, E TRHRIYRELIGEE T EFHRE
BEZET S,
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O EHOHEITHELES
1. BEH
100 AR (BARYEIZELD)
2. RIRDHE
TH(HEEBEICBECERNEE T HIENEDLND)
3. MIRMAERAE
REEIL
4. REDOEE
LEGETHETHD)
5. A%
HY (BRHEZLREIWNEHBEEREKEDOZHELEEHY)
6. EfEENEE
Barthel IndexZFLV\T 85 MU T, FIEANYHARFEZRAWTIELU LZEEERBOXMERET D,

O fA#EHT
I AN HREICRET 5REHRE
HRARE RAEXFRZREFRARBHEARE &R B EXE

1. B{ABLEE : Barthel Index
2. 1IDBERE :NYHASY 58
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<BMEE>
HEEH. BLPIZRRET D,

Danon fRES M £ %

(MIM# 300257, Danon disease, LAMP-2 deficiency)

S

@I AL

A BRIREIFFE (B1EIX ab R, KHEF a WA . cg FSEFMR)

a. BREFE - FHLREDFHE
b. ETHEDHNETHLUVHENE
(UTIFSERR)
c. XEHMBRMEEGEITMAELE
d. REFEHIT, BIEE 10 HAMD. ZHEF 30 MANLAZLY
e. MHLERZHIEN SN,
f. & CK fEIX. EEMLEESE(1,0000U/L UT)
g HHERTHRMZEL (fibrillation potential EIRIE MUP) BNFEEHLNEZELHD

B. BiAERTR (ab [TbZE.cd IFBEMR)
a. BCERZEREZHSHIRME
b. ZRE ETO7EFILAIIRATS—EEN
(B TOMBRBIEERE)
(UTFIEZEFHRR)
c. ZRELTOHMBEER (CAMATV YILIT VAV FZIZ a2 ARF) -3 10E) FKB
(BEHTOREMBIEFRE)
d (EFHEMIRICT BCERZEREBEOEEEREOHFR

C. LAMP-2 DFFfi (a FEf=I& b)
a. LAMP-2 &iE (REMABtRLEEaFIEHIRE T OvNER)
b. LAMP-2 EIzFZEE

ORNTREKE
Fife PR F 882 A
MDA NF—OH RO T —1EE DK E
-HRERMRE
-t DREREDFEEL TLSHIDERE
95 2 2 A 55
-BRERZERMEERITMOIA/F—
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@:khTI)—
HEH AFE BOYGEIEL—FZMmEL. A2 CEH/=TLD
BLV3l A+B ZTiEf-91m

BEECEREZHOXEHMEIA/NTF— AL
(MIM# 310440, X-linked Myopathy with excessive autophagy: XMEA)

ZETICHE R
A. ERFRIIYFH (a (T ZA.b-F XS ERR)
a. BRIBWETHEOHNETELUHENRE
(LLTFIFSEmMR)
b. XEEMEEEFEITMHEME
c. FEIE(T4REA
d. DEAEELMEEE T LGN
e. Ifl;F CK {EIX. EEMNSHFESIE(,5001U/L LLF)
f. St ERTHRMZE L (fibrillation potential YOS IRIE MUP) AAERHSNBIENHD

B. BiARTR (ab XA, cfIFSEFMR)
a. BEERZERZHSHIRME
b. ZRELTOF7EFIIVVIRTS—EEMDOLR (BRHTORBILZEEE)
(UTFZEFRR)
c. ZRELTOHMBEER (CAMATV YILIT VAV FZIZ a2 ARF) -3 10E) FKB
(BEHTOREMBIEFRE)
d. FEMIR~DOMR Cob-9 DILE (FHREHTOREBBILFERE)
e. HRHDEREEDERL (FEFEMER)
f BECERZRERLOREKE (EFHEMER)

C. BTN
a. VMA21 BIzFZEE

ORNTREKE
Fife PR F 882 A
MDA NF—OH RO T —1EE DK E
-HRERMRE
95 2 2 A 55
-BRERZERMEERITMOIA/F—
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@ ZhTd)—
HEEF A E£-(E B DVELEL—FZFiHm-L. ™MD CEEm-94+D
£UMAl A+B EiE=-9ED
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<EEESE>

1.

SR EERYETE M : Barthel Index
85 MUTERRET S,

BERAE J=F5
Bil. BEELGEDEET ., ZEMNBRIANICENKZS 10
1 BE MBI (F=EA X, ENTEY>THALKLTEDSS) 5
298 0
5T Bi. JL—F YL AMDREELETC GETEILED) 15
T T | BEOBANBEEEREET S 10
A PP ey ure————y 5
- Al g C
DBH i ’
ENBE-ITIAATEE 0
s mm B Ghm., B2, mEE, OITHIY) 5
= RS BIET = (LR AT 8 0
B (KRDBRE, BIBEKREZESL . R—4T L ESBLGEZFERALTLSEEE 0
ZDHRFLED)
4 ~LENE - y;
BB hEX 25, KR RIBRIZNHBEIFET S 5
ENBNFE=IXF T EE 0
. BiL 5
5 AiB
Ho N BE-IXARATEE 0
45mU EDSIT, MEER (EHF. HSTRIEIBRO OFERADEEILRHT 15
6 B 5mE LD EIBIT. HITROFERAEZED 10
1T
HITTREDB S ERFICT 45mLU EDIRERTE o
iU 0
Bi, FIYLEDFERADEEIEHLEL 10
7 [BERRRE | TBFE-IXEREETS 5
g 0
Bi. #t. 97 R F—  KEDEREED 10
8 BEEZ Ho By, ZENLGERMN. F2LULEIXES TITAS 5
LEELst 0
KELL., ke, £FEORYIKRLEATEE 10
PeEa -
9 a—L EZITREHLY. i LEORYIRWIZNEBIZETLELET 5
iU 0
KE2EGL., IRB[BOEY KL ATHE 10
HEFRav b
10 a—L EFITHREDHY ., WRBFORYFEWINEBIZETH2ELESD 5
iU 0
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2. IDEREETE : NYHASE

IEULEZERRET D,
1B IMRENH DA FREBFRFICHRIAGKEEFEICEY T LAERER, RibE.

R BFLEDRRMNELLTNLD,

MEEADY . FEEBHABEICHFISNLLD;
KRR EEBFERICEEENGVA, BEFEDSIS. LLERMRVITE(BIZIE, BERLE
HOREHITHE) LT, LEEDRFNREETHLD,

MERENHY . FERFFNZLAFFISNDID;
RERRFICITRER TG VA, LRMIEVAEFETYL, LEEDEHRAHETHE0,

MREAHY . WHAGLEREDFEFEDRICEH ERRFRABIEL, -, DFREER. Ff=
[T, BRVEEEBARFRICEVTEAON., FEIZEYENLNERT S0,

Mk, SEROFREN FEROEIELESFE T EU RIZEY LARWE TH LD, B EREE kT 5 =
EMBERFIZONTIE, EBERERO S E T 5,

174




33 S aJILY-NUR)VEREE 18

1. #§}E

227 )Y R L (Schwartz-Jampel) FEIZEE (SUS) (X, A& . RBERXBHEHREEEIFSN ., S4+
—TEREH B EREEAOIEGCHAEETC. AT TFRIEBVLARELHKICABREZTEENEETIND, BB
HFDRROE-ORRIP/NELGY . OZRoE-HRNGERZET 5. BREBLLTE ESE.
KEHOEHAHEENROONS, CORETE, BRERELIA T EVVSBRELGEREROHEAE
HENHON T, ST EIL BOFGIGE. hEEELERL ., BEHREDOERETIET A K
FREIZB I =7IX HRBRECAMAT4—O, ERXUIA =T ETHRREINLSIF =T LI EL
ST EF OOREE R FORREZT DS FRIBFBANF-N TV,

SJS &, 1997 £ Giedion HITKYERREIAS 1A, 1B, 2 BUTHFBIN TV 1A L 1B IFEEEITELS
THEINTO D, BAELGR D TELL, FERKEE . MEBEREZESHL. ALRHRBRREET 5 2 BIL.
IH7E Tl leukemia inhibitory factor receptor(LIFRE{EFZE EIZFE X T 5 Stuve—Wiedemann JE{ZEEE R —
DEBLESNTULVD,

2. [BR
2000 FEARIZAY., SIS [F/N—JLhY (HSPG2) BInFEEKETHA A EMNRSIN, T=FBEIZ, /N—)L
AV, FEFILAJ VIR TL—REBEREHESSIZBEIEIUENFTHAIENTEINT =, RIE
DHFIITBATHS,

3. fER

— AR ICH A RFICIBALIVEIRZROTERILUE B S ROBEMGERICRA I N, SFHET
[CEZWENnd, BEEHOREROE-OHRRTH/NELGY, OZROE-READLILGERZET 5. HD B
RBFHAEICKAIA M =TLERRELZEERET 5. FEBTHESNLIA =TI HFink. 25
PEIZHIEL . FHER EHERLILRFICE S RERE (complex repetitive discharge) EFiSN D4 HINLGATRE
Y. BERERLLTI. ESR, KEFOREniE. EHORIENEDONE. X RATRICT, REHE
K. Bifn. EHMERBNRELONLS ., Bin. BHmEMAKIIXEEHICRONS, KEBEEOELF L
B, NREBRZZREHHIENH D,

4. AEE
ShERHIXHERE . IRABENHEILL TLVELY,

5. %t

BHHELLTIE /NRIE. BRE. BB, RFZFORERNHS. SOE. BLENFO/IEFHBLLIEL
EEHT 5.
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O EHOHEITHELES
1. BEH
100 AR5 (ARVIIZ&B)
2. RIRDHE
THGEGFEENTEINTD)
3. MIRMAERAE
REEIL (RABEMHEILLTLVELY)
4. REDOEE
HE(BRREEICHEEFTHELEETIND)
5. A%
HY (BRHEZLEIWNEHBEERREDOZHEEEHY)
6. EREENLE
Barthel IndexZFLVT. 85 RUTERERET D,

O fA#EHT
FOMAMHRBICEYTSRETHAR
HRARE RAEXFRZREFRARBHEARE &R B EXE

O HEEH
BEEEHE % (Barthel Index)
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<BMEE>
NEFFER]L. [HERIEHRET D,

Schwartz-Jampel f 1 B S i B #E
(FIZHESE

DZ%EREDHSB
=

DIZMA . Q@FIE@%EEDH S,

OEEZELIA=—Z2RDH5. 1)HHLF2),
DERRMICSFF=——HR (HRERR) ERDH 5.
AREA A DUNHE = R HERZR/NEFR DB,
A DIEIC LD OTRoE-RIEELES,
2) ¢t ER TEMINTEREIEFDEMERDS.
EIRIE TEIRA SRR DR ELIA P ——RETHS.

QTRDOANIDEREEEZZRDD,
Bk
K BA & 0D JeE h #0178
N ER
BHDOEDA
R, Bif, BEImEMK

QHERDAELEBEFTNN—IALEAVNIEDREZRD S,
(BF HREMREHREOK/PITR, RERBEFIBRRWLGIFNF—HARELED BEOKRKNDF
RIFEICHST1RHEIZEBDHOND,)

@N—IVHVEEFICEREZRDS.

SEEHE
“RIEITHVHE, <L 3 BRFETIZR A ND,
"BICTRO/MNTFREEHT S,
/MR ER
INSRAE
EN BN
EZRIEA
Schwartz-Jampel fE1ZEf (X, 1997 £E(Z Giedion HIZKYERKRE NS 1A, 1B, 2 BU[ZHFEEIN TV, 1A & 1B
FEEEICL>THEIN TS, BEGRDIEHLL, BEREE. REBEEZE6HHL. FLRBEEZSE
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95 2 BL. IRTETIL leukemia inhibitory factor receptor(LIFRIE{ZFZEEIZFEE §5 Stuve-Wiedemann fE{&
BLRI—DEERELESINTLVS,
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<EEERE>
HEERYET(H : Barthel Index
85 MUTERRET S,

={EISES R
Bi. BBEGEDEET., REMRRAICENKRZD 10
1 BE BANE (FzEAE, BN TEYU>THAKLTESS) 5
==V :l 0
BHEF | Bi.IL—F. UL ALOBELED GETEILED) 15
) oy | BEOHINEFLIEREETS 10
FA®D | EHZLIFATRETHAMIZIE LB 5
% ENBEIEF A8 0
B CGEm., B2, ®mEE. OIT4H1Y) 5
3 ER
MBI E IS AT EE 0
B (KRDEE. BIBREZSD . R—2 T ERLEEFERALTVSEEEE 0
A rLE | DEELED)
£ BANE, AEXZSH. KR, RIBKRICNHIZET D 5
ENBIFELIEFOTRE 0
. BiL 5
5 A&
AN BIE T AT B 0
45mEl LD BT, HER (BEHF. STHREBRO OERAOEEEMHT 15
6 B 45mP EDNBNSIT. HITROFEREZEL 10
HITTEEDIBS . BB FIZT 45mLl L DR/ T 8k 5
LEELS 0
Bi. FIVLGEDERADGHEEIIRE O 10
R B 5
7 " NTRIFLFEREZET S 5
N 0
Bi.#. 7R FT—  EEDOEREZET 10
8 BEZ |WMONE.RENGRERN, F2LUEFESTITAS 5
LEELS 0
BED | RELGL. whE. LEORYKRUVEATEE 10
9 JbA— | LFITKREHY. mE. LEORYRVICNHEIZETHELED 5
y|” LEELS 0
BERD | REGL, WURFOIYKRLEATEE 10
10 UbA— | EEICREHY . PRFOBMYBWIZNEIZETHELED 5
y|” LEELS 0

Mk, SEROFREN FEROEIELESFE T —ELU RIZEY LAEWETH LN, B EREA kT 5 =
EMBERFIZONTIE, BERERO S E T 5,

179



35 MIRIRMEAEE

1. =
FIRRMIEE [ BL(NF1, Ly DU N EUR) (Thoz-F - LR E R M EE T HMEL. Z0ED
B.R, #ER. BT, HLE)GREICZELEREZETIBBETHY . EXEARUEEBHEDBEEMEERSE
THb.
IR AR MENEAE O 2 (NF2, neurofibromatosis type?2) (. MRITEICF 4 T DEEMIRSHIE (RTEMHIZHHIE)
ZEWEL. ZDMDOHBERES RELUERGEHE. HIRE. SHLKE) PERERE (KT
NOHRHIE. R BRE(EEEARNBE) ZETIELBAREBEOELGEERETHD,

2. RE

PIRRMIERE [ B (NFI. Ly 2 ) oI\ oE VR (F. REEGFF 17T HREAERB (17911.2)
[ZHIE L. ZOEEFEDIE neurofibromin (Za—074703Y) EE(FN, Ras ERADHEEE
Hil{E L THERRIBRE MR G A C LIk Y BEORE LBEZNFITEHEEAONT NS,
NF1BEFICERE - L-ERMIEE 1 2 TE, Ras DIEEMNAESIED =%, Ras/MAPK R D
JEMEAE & PISK/AKT #2RRDEMILZE L., HRRHEZILOHEL. ZEOREEZLELH LIRS
T, LAaL. BFLLVERBICOVLTREFRAGZRL S

ARRERE I MO BEEGFIIE 22 2EERR 22012 IZHFEEL. COEGRFIMEYHTERE
[Emerlin (Ffzl& schwannomin) &&fHF SN TULVS, merlin (XEEBINFIEFE L TECEERS
NTWD, HIZRMHERE I 2TIE, merlin OBEGEFITEENEL, EEG merlin ATEHENH
[CHIET D, BHRIC, IERMERE [ LN DO—RROMIZHIE - BEIENE - B EKREGZ ETH merlin
DEEFICEENRON->TULS,

3. fERK
PIRRMBIE LB (NF1, Ly O VU INIEUR) & UTOEREEHRET S,

A7z -F - LH-RBETEYLAVOLGLRTHY. BIZKVWIIILYVI—E—BLLENER
[CELHETHAT. BRBENICEDRRIEIAONGEL, BERABOLONEL ., AAHAEFULE
HOMNEHIMBEE LTS, PMNETEHZEO0.5ecmlE, RATIXE . bem U EZHELT S,

HRBRME-EEOHRGHEELIREHELYEEICZHT S, COENRBEHBROBZEME
f& (nodular plexiform neurofibroma), UNFEAMD#HIZERHMAE (diffuse plexiform neurofibroma)
DHLNDIELHD, BERL & 5 HRBRHBESIREHENORET DABETEED 2~4%I4%
L%,

ZOMOER: RERE-LMBHERK. XEDEEM. BngM. EFEUHERNFIE. BEM4S
FEMGE, BRE-EEE - BEBNERIE,. HREOLER - MBI, B - BRBOERLG L,
ARRE 4L /MFEET (Lisch nodule) . #R#ERBEAG L, KNERIES —FaiEBE. EfMEEEEHa
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B, HEEELE, FDIEM unidentified bright object (UB0). gastrointestinal stromal tumor
(GIST) ., 1EEMIEEIE. BEHRHEEEHES., FEESE - FERMEIELENHAONS,

FHIZHRMEAEAE I 2 (NF2, neurofibromatosis type2) (&, FEAEFE &[Tk < THAHD, 10~20 HADFRIE
Z0\, MAEARBELZHOMBRREENELIEDTHS, RLSUVERIL, BEHRHEIC L8
- 55 D0FT. BHHBHEICISIFREOLUN-MBEET -HAOLH 5, DM, 5EE. B2 3 5
. RABELGLEERHESILEHD,

4. Ak

FIRRMEIEE [ B (NF1. Ly O NI EUIR)
1) KM

HNERDEENERHEZERLOBBELIIRATHATLS, LMLEAS, BEDLIABRE
TRITHASESIIEELABREIEEO D, FEIZIEL TREREETD.
2) IR IRMEE

BEEZFLETHIEFICHLT. BRNLGBEALV LESORANEREZRESE S0, S EBH
IRV 1 5BIRETE D, A DETNIL, BRRE TIZUIRT 5. B2 T (EL ERMETICHRSBEY
YR %, NEDHLDIE b L/AVITE BUIBR. BRBEHHM, REEARAL—F—IZ&DVBRLEMTH
5, VEAMBBEHIEINET 2L2ELONEICHLLEASYIRT 5, EMREAZHMESIR
HORAMTIBRMTEZRAET 5,
3) ZRHBRE
PIRHEHRE. BRE. BEMREE. HLERMEERLGE. BAOZRBOREIIKNT 5FMHL
BREDERRMEMMICITE S,

IR IEAE T 2! (NF2, neurofibromatosis type 2)

BRICEIFMICESBEORHE & EMURSRAENTONS, EYEE. EEFAERIIREZERH#
THbd,. BEHEHECOVTRELADESE YA XLEEFRAICISLTELOFKAEEEIN., BIREEIC
IECTBRASMNERENS, — I, BEADNSVRICFH I EHREDHEREDATREETE
. BANERETELAREMELHH. NEFHOMIC, HoI—FAI10EDEAMSHRF M /IS
BEICEESTHS,

5 Fi&

HREHEE I ROAROFPRILEBRHBL, ERRHEMEHEROSHEIH/AN—LVINUATTH
%,

IR HRMEFEAE T B! (NF2, neurofibromatosis type 2) (. EBEA H> THAFELEEKRTREBTHILEH
AN BICEEETEESEIARL T, 2RICHELE DBBERNETT 50 H D, mEIFEmEH
[ EBEENEEOREEHEHTEEMGEICIEIERDORERIEV. BEDRHETIX. 5 F-10F-204F
HFRIIE R85%-67%+38% Thol=.
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O BE#HIFEICHELEHE
1. BER (TR 24 FEERSBETREEH)
3,588 A
2. FEFHOHHE
FHGEEFOREREEIRBEN T SAEEMIZREA)
3. HRMLAE A
REE (FMTIRYTNANIELSB L)
4. REBDEE
WE(RERE, EEARKELE AHHELHD)
5. BME%
HY BAOREREAEARBLODIESE)
6. EEENLE

FRAZHRMEREIE [ 2(L DNB D 3EZRLVT, Stage 3 LLLZRRET S,
PRAEIRMEIEE D 2 (IR MO EEESFEEMVT, Stage 1 UEZRRET D,

O fA#EHT

3% R S AEIR B 1 BE I 22 MEMEMT IR T IC L DR F MR ML SR DUV - R IE# D RESL B R 1A |
MRARE AFAFREREFRARE KERZFESEF HIR HETEF

O fREH
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<BHREZE>
FRARIRAMEREAE 1 B
1. EER
(1) Ahoz-#-LE
RIFETEYENYDLZORTHY ., BITRNIILYVO—E—BILEVVERICEDSIETHAL T, BRBIAIC
BORRIEAONGEND, BIETRABOLONZL AAEFTULEHoIGEHBEEL TS,
(2) FRIRIRHENE
REOHERERIIEFHEIVEEIZEHT 5, COIEMREHER O BZRHERE (nodular
plexiform neurofibroma) . N A/ T4 D X HRHE IE (diffuse plexiform neurofibroma) MA SN B ELH B,

2. Z DD EE

RERE— £NRERERE. XKE0EaM. EnNgH. EEHECASFE. FELHBTaNLEL,
BRE-BHEFT-EEBTOBRRIE. HERBOER - B, 54 -WBOEMRLLE,

ARJRZE— HIF2/IMEE (Lisch nodule) . (MR BIELE,

INE RS —EBE. AR NICEHRROMRRELRE,

Unidentified bright object (UBO)

Gastrointestinal stromal tumor (GIST)

& e fE

EMREHEHES

FEEE-IERMZEE

CHCESNCRONONONONS)

3. R LDRAU+
Aoz A LBEHEREENAAONNIEZEIIFEETH S, /N2 (pretumorous stage) TIEHAT -7 -
LBEAY 6 ELLEHNIEREIEFRON . RIEFEZTDMDEREZSEICLTEMT 5, -ZLEAFRELICEED
ZELZW BABITEATZ - -LENS NI EZLZ LD T, MR IRHEEE T RICEWT 5,
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FRAE HRAEIEE O &Y

1.

MRI X (& CT THllfBIEE RS (AIEMEHE) NROANISHEREEE TR DT 5. T 8-
FEL-RBMPKDNT UMD BIRREEE TR DLEF AANOFRIMEOFEHIEES AT EAESR
fE) . RISQ@QuiEHiE - BEiRIE - i BIE- EEUANEDSILLTh, 2 BENFETNIEBENEET
60

REMRR

R MRL, BEARE. REMWEENVLET HICEE MR EBENREBEFEF 1 ~2 BIEHAMICITILE
"Hd,

BEERERS MRI Tl BIEMRZEHIE- X HEHELTIRO LT LB MNERHIE. BIREDEAIZ, HNER
BECIRENERLAOND, F-. BHESF MRI TIX, 2R T LEHABHRIBELHNES (ZAXLKE)
NAHBNE, CNHDERIE. REETICREBRLCKEITEEFLILLHLIN BRTHILEHY. B
EOFRITRETHS,

BABRELLTCE, MERNMRE. EEE NIRRT BB RICEREZITI. BAOL AL ERIREHIEHIE
DREFSETHTLLEEE T BALANUNRIBTEDIELRICELT H5IELH 5. REMICIEARN
ERELHEIBREEITY, BEEMBEMANE (posterior subcapsular lenticular cataract) X4V E Tl 80% &5 2R
[CE|ESN TS,
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<E
AR

EETRE>
FRAEREAE 1 B

Stage 3LL LT T HEDERRET S

BE

Bt

Por !

DNB 7)$8 HEREELHRMTEEE
Stage 1:D1T#&H>T. NOADBO AE-#4EETHCIFEAERRELGL
THHHLD
Stage 2:D1XIED2TH>TN2RUB2%EF HE-HSAFITHCHEHINEE
e PLED_ e ——————————
Stage 3:D3THHO>TNOMDBOTHHED HEAFICEEORELAHY . HESEF L
DEENKEL

Stage 4:D3ITHOTNIXIIBIOWLWThMhE BEEFICHEEORELNHY. HEETFE

Stage 5:D4, N2, B2OWWFNMNEELELD BHRHEENSET. BEAFEOXENK

BLHD EDOEEAKREN

A

DI BRHEVBOMIRIREENFET D

D2 BRMELRMZBMOBEREBIEETS

D3 EEEZEHTHBH TEHOBBRIRHENTFLET D
(Tem BELULOLOHEE42 1000 ELL L. AO—EH LA EHTEL TEHEL THELY)

D4 VFAMMRIRHIELE CLIMEEETOELVEAMERE
RIFEMREHEHEZOHFREHY

FIEAERK

NO #EAER7ZEL

N1 FRE. BAFOHREROCHERICEEMELHS

N2 SEHLHWIETEOHBERCEERRHY

BRE

BO BRERLL

Bl BELVWLHEFEDERE (FHEREZLELLGVERF-IEKEER)

B2 BEMNERZEHY [dystrophic type HL\LFHTABEZET HHAMDERLTH AIEHA L

\fﬁ%) EREOEEDER - AEE - FH BT BEEFRIEXIIERE RE] J

HIZRHEE IR SENE
Stage 1 LI EZXHRET B,
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IR
BEEALA)L( )dB

BEEALAJL  70dB LLE 100dB ki HY 1 =)
ABEEALAJL 100dB L E HY (2 =)
EBEALNIL(  )dB
BEEALAJL  70dB LLE 100dB ki HY 1 =)
ABEEALAJL 100dB Ll E HY (2 R)
— {8 B R AR HY( =)
i {8 28  t R R HY (2 m)
NP HY( =)
—EIXEEAEEMREET HY( =)
HETEEEIIEEESE HY (2 m)
78 HY( =)
—{BI %81 HY (2 m)
i {8 2% BR HY 4 =)
B RE HY (2 m)
i HY (2 m)
HHNET HY QU =)
R HY( =)
BEERER HY (2 m)
= E SRR HY 4 =)
EEEDEE
Score &5t BE4E HEER
Staee0 | - L B Replm@EL, | BEAZREELS
Stage 1 1 BEOMESHY BEOMESHY
Stage 2 2 BEOMEHY fRE&HY
Stage 3 3 zEdHY BEEOREHY
Stage 4 4 L E FEAKEL BEEOREHY

Mk, SEROFREN FEROBEIELESFE T EU RIZEY LAEWE TH LD, B EREL kT 5 =
EMBERFIZONTIE, BERERO G LT 5,
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36 XAEE

1.

M=
REEIX. RE-MEICHREARBDOONSBEEREEKAMKRETHY . REMRBZFMICR R MR DB

EHEEINDMEREA LSRR (acantholysis) [CK DR ENKARRERD . REFREFMICKREMEE
RAEICHTIECHAAREREI LB ITI2HANIBHREMLFICEO NI EEHYBETIRELESRS
h3, XRAEREREZED X, REMBEESECEELGRIZLTODIARAN D EMBREERF. TAEIL
A THB,

KEEL. SEUEXREE. EERXAE. TOMOIRITKAENhD, TOMELT, EREMEAEEXERE.

SEMXBEOEL THHMBERAME. FRRRBEOEL THHMHERAME. ASRIBE. EH
FRIUERBRLEDDOND,

2. [RE

KABDKBREIZE THAERNGHFELEEL, G BERANRKHEREEEI SV TEELREEIZL

TWBARANYVBOMRREEERFTAEI LAVICHEEL., TOEBREEZEE T H-OITKANFEERS
nedEEZLNS,

EEMAEXRAEREE. BEELEIREOHFEY (FITV U /N\KRIBEMKRER) IZHEN, UsABREERE

LE-EECHEREESHEREREERDIECREEREBEETHD,

3. fEWK

(MFEMHEXRAE (pemphigus vulgaris)

XEEFRLBEENSL, FEMGERKMAAR L, OBEERICEDONIEREEIHBEDOULA.
BB THDH, IRERELTOREMEERIEENESL EEFTREERTREGS, OFMELSCZ, O
. IH5E, W&BE., BiE. REBHEIR. BGEDERRFELRMNMRENS F BDES T, OREFMED A5
TREICH. i kE. U5AZELD, UbAX, LIFLIEEREET. BELUSALVRELAELEE
EMETAIEN DD, R DIFFHEERALIL. BEE. = . BER, LER. BRELGREDEADMNSERLLT,
ERLPT UV, —RIEBGEAICENENNTHERENRIBEL . Ubh’éz?’é(—ﬂ)le#—ﬁ%) °

(2)FEE IR K FIE (pemphigus foliaceus)

ERAREIAFEIE. RIEICELDE VBB, MR E o4, shigtEkE. U ATHD, B IE. MTEX
FTO/MIBRNZ VA FNICLEHEELGBEEGY . FIREREGDHIENH D ST FEMIIL. BEEB. BEE.
f, EEEDWHPLIEREBL T, OFEGEMBEREZRACEFIFEALELG L, 2O RAF—RELEDHL
nad,

AEZMEFEX MBI (paraneoplastic pemphigus)

AREZ DL LEEOMERESICULAZTEL. FREOBIHHEMNGMMEFS, REERKETEBEKAE.

RN, SRR ESEITEYS5. AEEHAREIRDEHISTIENDLE,

A

Bz, EERAEETHS. IHARAT+ R THAEATAMNRERITBREZRHIENH DS
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DT, NEEEAKRENTHS, EEFIHVTIE ARICEYKA, U5 ADHBENBHONLGLLGSENYT
7, ATAMRERER . PEDATAARIZEDBENDAH TERMNEIFSNDIENADLETHS.

—REICEX, ETTLEZV OV ERKL. TDRBEZRIET 5. BRERERH-HEIE. TORDRT
AAFREED 15~2 FITBET HEEBIC. RENFIFIOMBBREEHAT 5. ATOINEEDH TIXRE
EOMR. BRI SREMENE L,

ATAMRFABRABENGIHEECHETERGEIZ(E, RENFHFOHRAREEEZS. VT OREINH
FlICHEWTH. . BRIES. SR ER. BRBEISTIRET S
MEFRABFEN AR TH AR TIE. WBHICEAZZREITANETHY . ATAMFDREEZEE LTI
EDFIRETH D, F-EEHIEVTLAMMEDHLHBEETH S,

ATOMFRARGEDBEDABFECRISLEVMES., ¥ /OTYVKRERE (VIOFEIZLY, EMEES DO
TV EREY 5, ERGERENHZHEOLVKE—DBRETHS.

NAREELT. KA. UbADEREICEIRAEMESHERE. ATAMREZENT 5. ABRRADULA.
BBICXORMERATONEERE. BERAGEEZERT S,

5. %%
SEMHRAEEF. —RUISEERRAEICLER, #AM T, PRIEIE BICOBEERFELE ARERE
THHZENZ W, =L FIREIELEEZERKAEIXZORYTIELGL, ATAOMREEEAIZKY.,. ZD0F
BIFELLRLELEDN, ZORMERICKDEHHEHNEIREEL S,

O EHOHEIRELEE

1. BEY(TENK 24 FEERZREINRFER
5279 A

2. RIRDHE
FHR(BEREREBELEZILONTNDS)

3. MIRMAERAE
KM (ARSAEELL)

4. REDEE
B (BB T, PRITE FICORKERE LS ERIERMETHLIIENZLY)
HY (BRITOBEREABEARSEDZEELE)

6. EEENLE
PDAI(Pemphigus Disease Area Index, EffHRBAREEEREREE)ZANT,. PEEULEEXNRET S,

O 'fEHmEMHT
MHAOHMABEREREICET BRI
MERKE BEEZZRXFEFMRER &R XEHT

O HEEH
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<BEEE>
(1) BRREZHTIR B
O REIZZBHRT D, BNOT LR MKE
@ KEBIZHEFRT HETHE, #AEDOULALGVD LB MRS SE
@ AREMEZEOAIRMESDOIEREMKAE - USALON LT IFERE
@ Nikolsky HZIGM%
(2) REEBFHZMIER
@ REBHIERIEOBER (FiELAE acantholysis) 2k DR ENKAE
() REEBFHZIIER
@ RESGVLIIN R EEELGREE - RS OMAIE () BRIC 1gG (EEITHAR) DILENEDHOND,
@ FnA &Yk R MR () ik (REENE) (G VFR)ERET %o

[$1%E R U2 H#T]

® (MBEEOSBDKEL1HEBEERZHERL, N DOQEBE D> e 1 HRZHB-IESEXRARELDS
B9 %o

@ MRE®DSL 2IRBULZEREL, QREDOD, @i EFZXRBEREEZET 5,
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<EEERE>
PDAI(Pemphgius Disease Area Index, ElffMIRBAREEEERE)ZANVT. UTOLIICEEEEZTED ., BHFAELL
LERFETS

BE 8 MUT

hEFE 9A~24 /4
E-Fnd 25 mLl

1. K&
6L =t AH(EB): UbA/KBE-ITHUNIH
B 0:-1:2:3:5-10 0R = &L
[ 0:1+2+:3:5-10 18 = 1~3f@ »> ER2cmULOKRPBIE1EUT
EE(R2-BEZRO 0-1-2-3-5-10 2R = 2~3f@ HD KE2em UELORBSH2MELLE
B 0:1:2-3:5-10 3E = 4L HD KE6em LLEDRBEEL
Ko En 0:1:2:3:5-10 5m = RE6ecmULOESMN1EAUL
FEER 0:1:2-3:5-10 108 = EF16ecmllEORBEAN 1 EUELE
HER-EEB 0-1-2-3-5-10 Fzld EESERICEDS
LB 0-1-2-3:5-10
F 0:-1:2:3:5-10 Ex ERIELIEEBDORERDBRIAFEEEGL
TR 0-1-2-3-5-10
b 0:1-2:3:5:10
321 0-1-2-3-5-10
A
2. R
BRAL =84 BE(EER): UbA/KBEFEEEFHLWIN
BERR 0-1-2-3-4-10 0m =7%HL
B 1R =1/48BICRBHRE
2| =1/2MBEICKRBHRE
3| =8/4MBEICKEBHIRE
4m =HERERICRDHD
108 =2EEHRZE6cm DRSS 1AL L
3. KK
ER AL I=¢4 R (FE): UBA/KE
iR 0-:1:2:5-10 0F =#HL
S 0-1-2-5-10 15 =18
IHFERE 0:1-2:5-10 28 =2~3@
BOZE 0-1:2-5-10 5m =4t FE RE2cm L EDHESH2ELE
®wOzs 0-1:2-5-10 108 =fEEOLKIRHS
LERA 0-1-2-5-10
THEA 0-1-2-5-10
& 0:1:2:5:10
AREE 0:1-2-5-10
nE 0:1:2:5-10
I 0-1:2:5-10
B2 ER 0-1-2-5-10
(e} AftRa7 A+B+C= ( )&

Xk, JEROBREN FEROEIEESESE T EULICELY LARNVWE TH LN, BAARERZ T 5 2 &N
MBI FNZ oW T, EREBROX S E T 5,
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37 TREZIKMBEIE

1. =
REKBIEIL, FELTHRRMRRICKY . BEEFTHOOMbOSELLITKENARELTE
FTHILETHBRAERET H—HDEETHD, NEL., BEBR. BRERKGZSUCICEEMR
[CEDZ0ULOFERIHASINID. ZRERMICHBETIEHUEFLDHDHLITKY. TH 48
X 3 BITKANEIND (R) . CNODREEEDIE . SRFE, Thahb, OREME QESERE,
QEBMUREEFETE. RUDELUREREETE. OF U FS—ERBICHTIHENRTDIET
Hb.

2. &R

—RRIC, B CBURERER LR RAAEBHER. BEMBELLIMEERETE. XS
—EEEIELEBARSHERRAZLS BHEOKEIXN T(S5AVMDREISERTHEE
HRAOASTREY —LDOMEBILICE D BIE LT SF U5, 14 BiaF. &RBIETLIFUER
FEEICERT S, ILIFUEBEGTFOEERT. WMMRAECHORNOT—2EHTHIENH
%,

BEEMEIL, EELGANIV) YR ELLBRBEIEGIENIL) Y BIZKEIEN S ALY B E,
T B2VFNETI=USEMEEND)DEBELEFOEENRRTH D,

— A ALY RIDKEIL, FORRELT 17 BaS5—452, S3ZY 332 DEEFEEN
RESNTLD, Tz, ¢ 6P B 4LBELFOEET. WMMRAEEEHT LN H D,

FEBERTE. BHELEHEL GREREOBERS THEI7TE IS DEETET
%,

3. fEIK
— A% EBCRECKEHEHLE DN DEZITOT ORI, BMAEN DIZKYKBEPUTSA
EET B, KE-USABRKIE, LEMEONTEREL. AEER. RELEEERLESILEVE0L
HHEHL ., HAMTEARRICREERTLOLH D,
BHHELLTIE, REBMES. RERE. MPIEE . RETR, Al (E(THRZH) . BEE
HiE. RERBEELGELNHY . LICEERITBVTRIEIZAEDIENZLY,

4. AEE
IRERRE CIIRAR R (XEL EBREDH THD. TORMERELRYICKYELSLDT, £

EREGREZHNDERARTHS. RHDHMEELT, FUHEEAREDRERETRR KK
BEICBENT, BRMBIEZTVRBOREEZDEVIHENTSNTIVS,

FEXRERRBICE O TIIEADEMEEZRET ALY FRNEEL. EEDOREL
EEELGIRTDENHHIDT, FREEHEICH T DNELDLEIZLD, SHITKETHED
BIEMEETHEO. RRNBEDBEDOFHICLERET HABELDHD,

5 %%
EBELEEICER DML E BN L IEL 2 2 LN AL BRELRELH D10, £F



EHGREDHABDEFRAIRTHS.
BEMAHHVILHRERERRRKAETIE. ERMBETEOREEEEEZHES
BLENBL FREEATHENDHD,

O EHOHEICHELEIE
1. BER (TR 24 FEERSBETREEHR)
347 A
2. FEFHOHHE
THGEREFEENREINATND)
3. HRMLAE A%
SoHE i D 7
4. REBIOEE
DE (EHREHGEICESRLDON O L EDH R EEE R DN ARELBELRELHS)
5. BHE%E
HY BB EEEARARSLOBIELELY)
6. EEENE
REREL FERRET S,

O fAEHT
M A RIEREICET BRI
MRARE BEREZJKRFEFHMEEN HIR X8 HT

O fREH
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1. 8=

REKBEX, FELTERMERIZKY ., BEEFTH HOMHEHEICKENRELTET S
LEEHEBRRERET D—HOERTHD, ANMEIL. BEEER. BRERGSVICEBFRRICE DS
VLLEDHEHCHAREINLGD . FEEMICTHB T HHFHEFTLDHAHIEITEY 7R 48 X(I3BZK
AMEND(R). CNODREEEDSL . SRFE, Thahb, OREME, QEEHE. OBMXREEETE.
RUQLEMREREETR. OF UFS—EREICDTEHENRFDSETHS,

2. mRZE (RRKBIETHAINEHN DIZH)
(1) EEFH
@ EREREIEIE
(a) EEISEHEMBIRIBICKY KIS (EEICIEHIR) (CE R ITKEZET S,
(b) RANELTESRAIZREL. RERICHOREVERLEHET 5,
(c) ZH|- RN B - B RE -BINRZ - EEABE  REEMEICKLHKBEZRNT
=5,

Q FEFHER LERE. EBEREXIRREERBREREREICEY. KER KDY FAL
BERFRRE-ERERB(REA FEBTERAONT AN IZ—ELTLS,

(2) #IFE :Da) b) )DT R TEFEL. D% =T LDERKRKBIELZEHT 5.

3. BB (REKBEDILEDHRE THHH D)
BERENFREEERDNAREREICIYKBIREMLEZHEEL-DL ., RO ISIHEZH

—~

112,
(1) KEMRLENRRNDIGE  BMTLDHT 5,
(2) KBNRLENEEHDEE EEHNELEHT 5.
Q) KENRLENERNTHLEE
@ RENIZEEN2ALULEFEELTNDIEET.
(a) BELVBRFHARICHILDIIEUERBEBETRLZET D,
(b) BENRIRERERIZHILDIEEERERBER T EXFS—EIRFLEZHT 5,
@ RERNIZEZEHI1ADH (HFHHF]) DIHFET.
(a) HEREEENELVLDII S ERERERLDHT S,
(b) IERAEENROLNEMEE . HLIIELEDI=H

NoDERICEAT HHEARMLIZS (.

7) HBEOMHRITKELTEEGLSUICHEROMADNAIZDE IR IS—7 ViEEF
(COLTAN B LUKindliniBZFREZERT 5. TOHRR. IRIS—7VERLRF
(COLTAN N ERDAICERHONBELERICROONGEI -1 IHE FEBEXREEETL
LT H, WTNODEGETFORNEENEFEOALGLTRELGERICLEROONT:
BARIFEERBERERE (EKindleEIREF LT 5,

1) BEFRENEETERGE L BROFHMNI-5RITELERNTXT D
RO THLEAZIZEITI,



R REIKBIED S

AR 5K % 8K % 35%w 2!

B fi R B fi R B Kobner
Weber—cockayne #Y
Dowling—Meara #!
BREER
BREBZHIBADKE
Ogna #!
=uER
R AR EY
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FRIE KB DFE EH 1;ERI<$1E 1 BIZEELT 7L
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BIICKHEREL pE= ! 1;EfEIZ% 8 1MAICHBLUT 7L
BEERARE £k IR & i) 7L
EEDAIL £{K IR & i) A8
MR B ETHfEZE S B E SRR EiEERE 7L
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BOHE
HITEE BHEFERA SITHEE ETHEEH 7L
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BRI EERE)
BRI ES ITRT FoLUtL N 7L
AR B 7S FEREERHY  FHRHIESHY FERHIRRZEL 7L
AR B Hh X FARR A 8 FRESHY FARESL 7L
AIRREA-BIKA ROFEDAEL BAEEHY BAEELGL 7L
BEME KOEREH ERYEREH BEMTEE 7L
P N TEFENE HITHENE EERFENE A8
Etlh Etih BEtlh

M (Hb g/dl) 5.0 Ri 5.0~9.9 10 Ll E L
{ERZ (Alb g/dI) 2.0 K 2.0~29 30L L
F7O—UIERE FREH 4+LL £ FREH 3+ FREH 2+LLF A8

* DIP: distal interphalangeal joint (& {3 ¥ & 5] BE &)
* * PIP: proximal interphalangeal joint G {3z ¥ & f5 B &)

EEEHERE BESRUT.PHFE 4~TR.EE 8 RULE
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2) REQBEFURN)IINVIYYBRRRIKBIEDBREENNDIGE
3) WFIRARZGEHT HI5E
4) BRI —AHEOEEZEHNA DTSR
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BADL. LEDRAEMZECIRAETEECARE) LREMRAETEZE (ZERIRAE. 7O0KR—EE
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SRMITRIR S B 2= Bk (L BB M B B CREE) (CH L CEIEA D AR 218 B EL THESATL
%,

5. Fik
BEHIVIREEHBAR A LERAIL., 430%0DEETRDOOND, LHL., BAEHIEEYRT A
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1) SEEHEZEN/HONIETL. BIBRERILEEIGEDBEICKY—BEICRAEUIAEFIXRE&
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EMPMBEIRZIZHONWTIE, EREMROGRLET D,
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3. MRHEREAE
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<EOBREE>
Stevens—Johnson Syndrome

(SJS. RATA—T VR Dav U ERR . RIS HEIRRIEIRES)

(1) #=
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206



®o

5. F&

ATA—TIOR DAV U E IR FEMRFIRFRETIEZEES S, BRIE. MRGEEHE
[ZHEFEL. LIELIE. BIEAREEICHRD . ETERIEH 20% THD. ERKRBLLTIVIO—ILTBDOHER
ROBERENHIEEITT. RTEENBOTEL, RAEE . BHREE. FSATAREDREELRET
CENBL, - AEMHK[EX RICESTRFBES CHZEEE. MBOKE. EMERIT E1H
%,

O EHOHECLELEE
1. BER(TR 24 FEERZHRELRFEER
59 N(RTA—TUR-Davy IEREEDERD)
2. RIRDHE
TR (REZHGEFIRESNTIND)
3. MRHEREAE
RFEL ARIBRIEEZL)
4. READEE
HE(LIFLERERETXT)
5. ZMEE
HY RITORTEREBEBEAREEZDDIESE)
6. EEEENEE
Stevens—Johnson fE{&# /P H MR RIFEESBEEAITHEZAVWT. FFELLEEZRRET S,

O fA#EHT
EESHBHMEARICET SAEFEI
MAEREKE ERRFEFMRERT FEHR ER X

O fREH

207



<EOBREZE>
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ERY LHEMAERNASHT, ARFEBRNE#EEZOSNDIEFISERAING, REILFHELTHD
DFMANLELL, S EHSEBRORRICESER T 2ADH 20% TH S, NZ MAERIZ* T 2 HERE
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BN THONS, RURICE TR TUMAVSNERERIIERICHRBERELEBIITRTHS.
Fl=. REIRMEFRE. BEMEMSMEISN T HMTEREME, ) EFIIYEMCRENFONGAL
S ) BEREKICE S TEHRBIETALELSES. )50 MEDFE£EELIEE . 4) EAIEBINR
KEDHZETHD WITNELRBEEDGEEERNT. RAICREAHELTHLHBFME(ZMERE
BETICEDNEFEND,

5. F&

MRI®CT, PETIZE AR EBENERIEAREDRARRZAREEL ABRLERHICITONS-OFERAE
L<HRELTHEY., ZLOERTRADEFNTEECLY QOL M LELTETLS, MERBEET-T LUAT
[CEWEINBIEL BTz, FRERTETDEIOLLEELREIL. BRI EOKRBRMGEREIZLD
SIIE. KEBIRFHAETLICED5- MDA L, DAHEE. B BIIRE. SIIRERR. KEETHS,
®-T. REASDBEUGREABEEEEFI T DB ENFEE. MBERNAEICL>TRATFERD
WENRFTES, LBMELR TREINLFHEL TREMFIENSHBE TEHEFLH LM, KEIIC
B A2EN 20, BRBARKIEE VLIRS 5120, 1Tk, HEASBBELLLT—IDEY, %
EFRNE EELVRBETEROT . DBEICEENBINIEERMNICIEHELTEETHD. LHL
—EBDIEFI CIFHEZREELTREMEABRL, MERDNBRT HENH 5,

O EHOHEICHELEIE
1. BER (TR 24 FEERSBETREEH )
5,881 A (KEIAR 2 IEIREE)
2. RIRDIHE
EN:
3. MBITAEAE
KM (HARERL)
4. REBDEE
PVE(EELAHHECERLHS)
5. PR
HY BATOREREAEARBLODIESE)
6. EfEENE
ERBRADEEENBLAVT. IELUEERRET S,

O fAEHT
TEaTEImE RICRA I HREMRIL
MERERE EMRREZE-—RNRZERE BRE-UIVITFBREAR B8R ANER

O fREH
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<BMEE>

1 REHST LR
REREZDEBZNERUVMBIARICRKIEMEIEEEZE L. F-TOBRELTHRE, AEITIRFE
ZE-TREATHDIFFEMERELRE, RELGVOLARZE-L-BIIRO X ERF A ORMES,
ﬁ)éh\liﬁ('ilﬁaﬁr?’“('&éﬁmﬁﬁbf%wﬁﬁrﬁﬁﬁd)EP'DE?ZIT AE DA =1 E R K YRR RAE IR
PNEGI-HEHLGBRREREET D, EHDHBRICEHTREEEH T D, HELREITHHET D,

2 fERR
(1) BEERE MAELK : HFELY, BESE, KMFEE, HRELE
(2) LRREEmAELK : ARIARAE, J:ﬂs‘z%r%‘ , FROLUNE, AR, L&
() MERK: BN, EniF, WEEER, BDER, FEIR
(4) PRIRZRAELK : PRI RIS, MR | B
(5) mmE
(6) BRAEK : — @M EHFFEHEDRNES, KH
(7) BIERK: —BEFE (I HEEOHEE. HIS
(8) FHRAEWK :FIRMERAT, B H, TERSEF
(9) &¥%: T=RE. BiE. WilE, BHbE e, EE
(10) £ 55K HE, 5B, HEFR, o/ 2R (FBE)
(1) RFSHEIK : FEET AT BE

3 EHLEELHAMR
(1) EBOIRALZESUICHERE EBESAROIRIAHT, Hk ERGOEELRE)
(2) TH&@HJR#E?Z;%U‘('JI&EE“‘“(XEJJHJR@?EEJJHE&;%L\(&;‘)&EE, mERT, ETFRRmMEE)
(3) TBED, Madn. HES, EE COME
(4) 1D %(k@]ﬂﬁﬁ#@ﬁﬁé?ﬁé;ﬁbx@
(5) EEFOFME
(6) REZ{ (EMERE, SMmERK, RAOET)
(7) ##ER
(8) RAEFTR  FE, BIEHE £HBAR

4 ZHLEELLLHREMR
(1) RIERIS: FRILTTHE, CRP BfE, BIMEkiEM, v/ OJYiEm
(2) &
() REREE RES/OTUEM G, IgA), #HAIEM(C3, C4) . IL-6 . (MMP-3 S{EIEAE D 2 4E
DIEEZRBLALY)
(4) HLA:HLA-B52, HLA-B67

EREZWTIC LD
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(1) FDG-PET TO KRB LU T D~ DEHEIEM
(2) RBIRBIRILE  MEEMER, CT
(3) XENAREEAE/E: CT, MRA
(4) BIARFAZE, IX%ERZE: CT, MRA, DSA
REMEHEENSGVFEAMRE . FAEET HRLTHS,
(5) ¥LARRE B EIKIRE, CT, MRA, DSA
LT KRBARIE RIS KBIARFFAET 2D EHT HIEMN SN,
UFEAMIGENSRBILER, MERRKITHEEBLERET HLERLLRENRDHLND,
(6) FHENARIRE : it > F, DSA, CT, MRA
(7) BEARRE : EEIARES . EEIAR CT
(8) BHBIARIRZE :CT. MRA, BEIIRTO—(XHA=H 1)
(9) DIa—: KEARFFAEF £, EITKEARIGR., DOIKETE. EZBK, CIEHDINFEET

(1) HEEZWILERZE (CT, MRA, FDG-PET, DSA, M&ITI—)IZ&>TITD.

(2) BEEBETRKBREZDE—ROFRICEEE, FAEEHLIVIILREREZSHEICRD-BHEE, %
FERIGHIEE TLEREARAETE 18D,

() INICRIERIGHBZEESE, BREARXEZETS. 1L, EBMENH>TEH CRP O LF LALME
5.

(4) LEDBEEER, REFREAL, TEOENERBEEEETESL0.

b

@ EhAREELAE

@ RAEMERE AR K BIARSE
@ mMEA—FvhE
@ MEEEPER

® EHERaTEEIR 2%

® EXMEMEERE

@ HMEEBARIE

213



<EEESE>
ESREIRKXDEEETHE
MEUEZERRET D,

IE ERBRREZEHLSPEEN (AREL. SBEE. 2. HFEV KBRELRL).
thEN(RERGESE. vy JOJU LR LROFEEE. MEHS. B LEL
EVFREAZEHON, hDMEES (CT. MR, MRA, FDG-PET #&2 L) ICTHRE
DHEENRBOHLND,

L BITABREMADBELGRBRBEBR T HHH IV IERTOCREIZREE
EEEEMZ 5EE

I L3k EAREZRSN. RFO/RAE S MEEEIC TERS 2LV LES
FE AT

T oE AFOAFEESOREEE. HONELE—~L LI (PTA) . SN EHORUAICD
b E. LIELIEERFRUEL . FEOET. HEVILBEARDLNS,

VE BEOTFRERTE S DERNGEHHE (KRBIARF AT SE. BB . BEIAR
RBE., EMEDKRE, MER)NZBHON, BALTARE. SAEEEERELEL
EEE

VE ERCHESEETE G MELAF £, DEAHEE, TREESEEHOMIEE.
fbirmn B REE (i, i4EEE) | R RHEE. BEX 2. BAES) ZH#S86HHE
TAL.BEGAR.BRELELET D,

Mk, SEROFREN FEROEIELESFE T —ELU RIZEY LARWE TH LD, B EREL kT 5 =
ERMBERFITHOWTE, ERERONNSRLE T D,
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42 BT EIAR

1. =
RE-pROEARKICEMBEEESIAFEEMRTIBIRK THS. KEIREZT D ETED . HFICFHER
L BBIRER VEETES T 5. LIELIXRIEBREGEZ T 5. COT=&H . LUATEMBIZEBIAR % 1 &0
NTW A, BEFTEMEMESIRE I EZTOEMAEEREINT, 50 MULOBEREFICHKEL. EEEIC
RETHEHRTERAETBHTHS, BREIKIFIF 1:2~3 THS,
LIFLIEYD T F S HBRAEZHEL. BB T HLSICHEEZ(IBO TALLIZERBELEEZSN TS, i
BHZRYESLVEGREANRDHON, BRBAIZZL BARZEDTOT AT DEL,

2. BRE
FRIEFRBEED, DMIILRGEEMEYRELTEDRBERFOEFEENGEHON ., BEERELT HLA—DR*
04 BIZFEDEENRESh TN,

3. fERK

350D 2 DIERICRISESDIERERD D, FHEBTIEIHNFEHOES TROIFHN LB EEKRTH
%, MERICKDMFIE T HKRICKDEMIERHBDI- . REDHICRA-RBEEEZEL. £ 20%H°
BADTEEE IO D ELEET  BED 4% )T FESRUEHBEERO. UITFIEE MK
FRRBIEDH 15% L EMMEBRREEHT 5. EHERELTRB(ZLDIGE (EMEL. BFIZHIRE) | #
BREEH 40%DEETRDOD, K. HEERE. BELE OFERE - ESRE-OER. REHEEETEE
H5, —BHERMFENE. BIEELE QBHBRERETH 15%HRT 5, EEECEN -FIEREETLEELA
MEREIEBOEREROENDS,

REAREZ DA EEDREIL 20%5BH5N 5, KBINRIE (LHIER-RERICHEC S, FKRAEMHAI 15%528
B, poKYEERL, 3~5 FLULBTHORRIND, EMBMEEIARKIZH T2 HE8E LU RE S BIAR
BIIREEDEFNEFN 1T, 25 BENEREINA TS,

EGRZH L. $942%DEBFICHE THIRCHRESRDEEERDINSILEERTHD. F1=. T
TlE. $9 37%IZE KERBIAR. BB EIAR. REBIRICHREZERD S, S<EAIETHY .. ZHEIZSL(84%).
BISEBIAR X DK & 42%& D70, F =, BIEEERERZ A T HEHI LR EY T 6 mEL . EMALEE
AR%EZESHE(CIE. ML -SEEARODIBEZMZ T I MEMBLHEIMTIENETETH D,

4. Ak
TLR=V R ABEERIET 5. KPAOBANHAHIEEITIE. ATASMR/LRAEEEECATACMRK
EREZTES BOXTAMF X4 AR O ABEORITEHRT 5, BIBRERTANHFELVLEL
FTEREGNEL FRIESSHITEEICTES ATOAFEREDOES . ATOARFOEFRICHEVERT S
FEFIZHENTIE AL FH =R (MTX) ZFILEL-RENFIEOHFRAZERETT 5, KACRKIEEEZ T
B9 51=OIBRAET7REYVICLIEREREZHATILENHD,
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5. $i&
RVBEITARERAILKBIIHITIEETHSIN, BEMNSDRTOAREBEICKYBFIENTIRETH D, B
MBI X BE CIXMBRBIRBEDOEENSL, FH7ERICEDOND, EHIMERZHE (B X
#& . CT angiography. MRA ., #BE . FDG-PET CT scan 5 &) I2&> T, KBRBRDELE BT 5.

O EHOHEIIVELEHE
1. BEH
#5700 N (FARBEIZ&LD)
2. HIRDEE
THGEGERELT HLA—DR* 04 BinF DN R EIN D)
3. MRMEAEAE
REEL (IRBEELZL)
4. REOEE
WE(BfE. BRERYERLEMORRBRELSD)
5. oA
HY (BARBRRBER. BRVIIFERZED 1 FRBEE5OZTMELESF)
6. EEESER
MRMTHERSN-EMEMEIRROEEENEFLANT. IELUEEZRERET D,

O fA#EHT
Mga Mt mE RICET SREMREIE |
MERERE EMRRZEZRE—AR BRE-UVITFBREAR IR ANER

O HREH
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<BMEE>
E MR BIAR 2 D D FEEAE (1990 £, TAYAUIIFERIZELD)

1. REEFEHA S0 mUL | BRREEKCREMEDRE A 50 L

2. Fi-ICZo1-EEfR F-ICHIBL-, F=E, Fif-HHEDEEHIZREL-ER

3. AIEEENARD EE RIEESARDIBENE TR, =1, BIREEISERLGOESHIROBEIDIET
4. FRIEDTTHE FrihS 50 mm/ BRI LLE (Westergren $%124&3)

5

BRERBBORE | EREMROSEFERFEZHOIREAHY . SREMBEHD,

BT, STHERDLKTHLIHEBZH T RENHD. (BRE 93 FEE 91%)
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<EEESE>
MEUEZERRET D
BRI EIAR X 0D B 57 4H

o

W

-EMRREEIAR X EZM SN AN R ABEELSGL BITEREMZA DD ELGHEBBERHHLE
ATRARFIERCER TRIBEREMN AR,

-EMREMEIR X EZHESNINRMABEN G ATAMFEECARRERICTERDDWVITHE
BEENAIRETH D,

HRAEENFETSH(V EICEXHBTIESLGWN)  FEXBIREH SV IEKEIRFFAES LA

DNHEAETAINRATAMREECNFABR TRBERENARETH S,

"TRFELEFELEROEMERENFET SLREARTRABRENFHETH D,

ATAAREESTREARETOL. BHAEE (V EICIXSTEESLLY) . XEARE. KEIARFFE
HALE., TR LEROEMMREGEEMAMESIRAISER T SEROBEBRERYIRL, E
KIDOBEF-IIEELEMMNBETHLILD,

-REFIEE - KB (R DR ADA 012 UTEHLLTHEBEORENZNEN 10 ELLADLDZE
LW IZEST=ED,

-TRFERELEROEMERED-OHEFEIZGY ., MTERTE(IUMABLELRLD, F131T
21230,

- RIRBICLDMER - BEE K ENARE . KEAREASET 2ELFEL . NBHFHLALELGLD, £
(. S AEZETo=1M,

XKEH EROEEN LEOEFEESEET—EULICRELLGVETHIN ., BELERZRET LN
BEBEIIOVTIE. ERERORARET D,
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43 FEETEZ FHBIAR K

1. #§}E

FAREMERICKY ., KB hB /B EMIMEICHTFEIND, BEIEZSFHEEIRK (PAN) (. &M
ExTARELT MERICREZELDEETH D, LANE—DDEREFHLLTELZA DN TULV-EEMIER
ZRMEXMPA) (X, EHMEZETARLTHIERETHY. RERF. BGHIEREMZESNTVS. F-
17 R ERFAAA BT $ 4K (antineutrophil cytoplasmic antibody: ANCA) £ I;ERICFREHEN T IWEFATIL. Z
DEBIZHITIHREEDEVEZH Y —H—[EHFELLGN, IFVRGETIX. B BRIV RREEIZE
STRIET HEFIDHEBBBESN TS, KA TIEFRICLHRDHLNALY,

PAN (& MPA [CHHEBL TETEWVWFEHEICS, FHRIEFEE 55 M T, BRLLIE 3:1 TOPREBMEIC
ZMEADH D,

2. [RE
FFRIVAIILAPHD I AIVRBEREZEICRET HELVI|ELH AN, ZLDEF TIIRAIEFRHAT
Hdo

3. fEK

PAN [E2£BHERIHHIIHEMNENMERTHD =D EKRIEZETHS, TORERIE. RIEIS
FEEHEREBEBRBBORE. RUEN., EEICLDEHREZTOEROEEN S5,
A. 285K

LREFIDH T, FE(38~39°C) A 80%IZ, KEFDH 60%IZ. SMMEH 20%DEEHFIZFEBHLND,
REICEE-HEREEHESLEHTH D AERDITET B LURAIZ6ke LLEDFADEE-FT LN ZN . &
MEF, REREELIZKVL=D - ToXATUOOUROERLEICKYREL. BESOEORREZET
%,
B. fEaSaEK

N -BAEAEIRE 80%IC, RIGAEIR KB, B%. BEMHH) % 60%I. BES (RUHETL. B
#) -EINE% 50%I[Z, RAHMEE % 509 iR R AE K (AMAEZEE | At ) % 25% 12, JHAEBRAEIK GH1E
EHM. B EE)E 20%IC. TNENED D XOMERK (DEHEE DSMEAE) 1ot - ol iEIK . AR
REEFERTEHILELHIIHTH S,

4. BEE
BEERGESITE., MIDICRTAOSF/NILREZZHETL, TORIBORBTRERTOMREEREGS,
X.1 #A#ZIZIZLoA/RA T 72K (cyclophosphamide: CY) DIx 5 E1TLY, 4~6[0#EEVIRT DA —HEHT
H5. ZROBBERERTAMNR IR RBELHKICHE T 50 BRABLOAIZOELRFEIRE T HIEN
Z0L, BBEFITEH. BOBRBEREXATAMDATEET b, H. EALRICIEMAENZ. BEZFTE
BYBREET 5,

219



5 Fi&

BHICEZHL. MERENERLLGVRHITAERERIRT AN EETHDS, RHITAEEZITED
CET.RRERICEDEHLH S BITAEMBAEBIET HE. N, JHEEHMm-227L., BERH M,
IDEE. BLETRLEIHEENE<L 5,

REDIEHIL., 2L DOHBEFTELZLERICED, FICHEMERES . EBHEES. BT QoL
(quality of life) DIE T ZE T EEHIAZ L,

O EHOHEIVELEHE
1. BER(EK 24 FEERZHRELRFER
9,610 N (BRMEMZHME R LD EED)
2. RIHEDHIE
(oA DBEEDEENREINTINS)
3. MRMGAERAE
RN (BIBERERATOAMRABBLEENRELZLAER, IBEFEYIRT)
4. REOEE
LE(BHEEZEORABENVE)
5. oA
HYGRTORTEERELBEMREBERDZMESE)
6. EEE SR
EEMLSRIBIRADEEENBZAVNT,. SELLEEZRRET S,

O fA#EHT
AR EBFBRMASRIAMEMEME IR T SREHRIL
MERKKRE EMREE-—RARELZE BR-VIOIFBRERNE BHNER

O fREH
EEEEEMEEHESRPIRXDEERESRR)

220



<EEELE>
FEE. BRULVRIERRET B,
(£E1EH]
(1) TEER
@ FE@8CULL, 2:BLLE) LRERD (6 4B LIAIZ 6kg LLE)
@ mmE
@ RRICETIIEFE BEE
@ fMfm, RIEE
® LHEE, EmELERE, DEX DF2
® MafE 2
@ HiLEHm, FREAE
S HMBIRR
@ KRTHEE, KEES, BEH &K
ZEAETR (K), B (R), HAET
(2) #B#ATR
FINBIARD T4 T /A RIRFEE I E R DTFE
() MEEZFER
FEER KBRS 3 (HFICBEW/NENAR) D SR/ EIARE LS -FAE
4) $IE
@D #&E (definite)
FEER 2 BEULEEBFRREOH S5
@ &L\ (probable)
(a) FEEIZR2IBEU LLMEEZFMRDHFEET 541
b) FEFEED>EOEEL 6 HEULEFET 551
(5) BELILDREMR
@ BmEk#EEN(10,000/ 1| KAL)
@ Mo/ AN (400,000 11 LA E)
@ FRILTTHE
@ CRP 5&[51%
(6) #EAIFZER
@ FEMEEMIZRME &
Q@ ZHEMEXMEAFEE (BF: Y5/ T —AFEE)
@ 1FEAERTE 2 R M E X EAFEAE (BFF: 7L X —EAFEELE L )
@ )IERENAR 2%
® BEH (SLERA #&)
® IgA ME % (IBF: LBRELE L )
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(5%5%1E]
(1) #BEFmIC T AE M, THSMEY, THRFH VARRHO4ODOKRHICHEHSND,

(2) BRRRMIZT, IRPEFEFOMENSEDREEZ BT HER, I, VAREFIRSNERIOENE

RRT DIEEFREET B,
Q) BRONEEDHEERBIEFEMEMEREET 5D, FBHNEREREREAISERTES,
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<EEESE>
HEMSRBIREDEEESFICENT. 3 EULERRET D,

15

ATAMFZECRENMFHEDHFELVLITIRELZLT 1 FULRRAREL. BHIREL X
\EHHEZROT AELETICKEGERIKECH L BE (MEHRIRHF. BRER. URERIGE
[C&BBEETITO>THELY,
ATAMRZEECRENFHREZDGREEHNNEERZLELT 5.
e R E LA HHEIXHELTEBEMTHY . MBLBLTHEAFEICKEDLGWVESE,

BETZICEDIRBRE (B M. OB - AR HEEGE) GOLEHE (BREE. EEF
hOHIEE RS, BRFELE) ZAL. LELEBRIZEY ABRRE- X ARBRIZEC - &AL
WLEBHEIZH T 2/ABRELELL. BEEEICXEEZELLTWSEE. BBAFEDEETE 1
D a~h DEANDZERD D,

fBER DAL LR FPRICRELIBHRARE (BAE. FRF £, HEEHM., PIRMERES.
EFESTEAIREGERE . ORRELGE) GUOLIFEHE (BERPELGE)NEHoN, RE
BB EESOREAREERVLAHEISH T HBBRELELL. VEMST ABTAR. B
—HEEEL. BEAFEICXEOHDEE, BRREDREEITE 2 D a~h DRAINIEEDD,

ERGATAERRESEETE (BFE. DA ML 2, BHES -RMES. HILEFMH.
HIE-RIEE . FA£4E) LERR S HHE (EERRIE. DICLHE) ZH. ARRZETCHERS
REBEDUMOTNIZVLEEL, BEEENZL(ZBEZELLTVWSEE. CNIZF ATE
. EERRRE BRERBLQEDBREEILEEFELEFNDG, BHEREDIEETE 3 D a~h
DN ZERDH D,

FE1:UTOWThHERHHE

[V

. R MEICKYBREDITERALEFRD . Pa02h360~70Torr,

b. NYHA 2EDDALEIEEZEH . LDEREEIBEOMHIEE., D EMS) (GEE)) . BiMNUEH B ULESTIE

TO2mVULE)D1DUERDH S,
c. MEBEILTF=UMEHN25~49mg/dIDBEFRE,
d. MEEDRHDFH0.09~020RAEE,
e. IBEEST2MEHLIEDTE- LI,
f. RIEHBREZTICKDIBOMEEES (57573),
g NIMEEEICKDEBEED FFKE(FHH4),
h. MERXRICKDEEOREGHEFEL LGS, —E—REYOIRL,
2. UTOWTNHhERHDIE
a. fRHAEICLY P EEDIERFLEFEH. Pa02hH50~59Torr,

pE

b. NYHA SEDIDFLHBIELERD . EIXEE L CTR60% L L DEREEIAMOHEE. MJovs., 2

EULDEEIOVY ., LDEHS (HE) . A\OR—IAA—H—DEE. DENIERHD,
c. MFEILTF=INEMN5.0~79mg/dDBEFL,
d. MARMRHDFH0.02~0.08DIRAEE,
e. 1RULDF - ZEAEI&LY AR BIZFHT5HETER,
f. RIEHREEEIC L2 DHREREE (55 H3),
g BMEEEFICKDIELWLVEHE(FHH3),
h. MERXRICLSMBH T, IEHEERHD,
A3 UTOVWT IO ERHDHIE
. R MIEIC KV EEDIERFAEEFEEH . Pa02h50Torr K,

Q

b. NYHA 4EDILALHMIEEZRD . WEIX#E L CTR60% LI L DER EREIBOEFEE. HJOysy., 2

EULOBEEIOVY., DEME (GEE) . A\AOR—RA—H—DEZF., OLVThA2ULEEEDS,
MEILT7F=UEH8Ome/dDBEFRE,

HEEDIR I DFA001 LI TDIEAES,

2% LA EDF - BRAET &Y IR AID LB

REHEESICE DI EDHEERES (57 H3) . HLLIITBRUL OB HEEE (B H2LTF),
INMEEEFICLITERREFEH2UT),

mMERICLHHILE VIR EEST,

Sm o oo
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MR, JEROBEN FEROBEEENEE T —EU RIZEE LARAWE TH LD, mERER kT 5 =
EMBERFIZONTIE, BERERO G E T 5,
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44 SATASRA S FEINE ¢

1.

Bz

1994 £F(Z Chapel Hill CRAMNM-ERKEICHE LT ChETHEEME S HKEARK (PAN) LE2BIEN TULV:
FEFI DS PROFHEEIRICEBLIZREMHLERDOADNEHEZRBIRAEERSNA . /NOE (F
MmE. /0B -8R ZTAELEREDE R IANOEEHLLTRASh T, B#EIL. MEEAD
REEESEKLENFEAEAHONGENI EEHTF P ERHE 11K (antineutrophil cytoplasmic antibody:
ANCA)IBHEENF NI EEHFHEL. ANCA BEMERERBELERINT, CD>6. AFEHRED
AHDNIENL DO TEMEER L F I E % (microscopic polyangiitis, MPA) EE &SN, L RIME X IERNZFE
FECIFEAR M SR ME R MERAFEBESX SN S, BELIXIFET1: 1T FRERE 55~74 F L5
EIZZBW FRREERIFMVIZETE 3 AN/ BEANLKEIZEITS 84 A/BAALRESN TS,

2. [RE

FRRIEZWELIZABE, LHAL. FPEROMIBEICEENIBRIV/NNVETHAIITARNLE TS —F
(MPO) [Z® T 2B CHIK(MPO-ANCA) NEE(ZRHINLAZEM L, thDBRFELARICECRERS
NEEITHEETIEEZLNTEY . 20O ANCA NNINRIMED REIZEHBZZEN D N> TET-,

3. fEK

4.

RH ARERLY. FEFHEDLEER ($970%) LEH B HMPE M- EEICKIHIENHIET
5, BREMARKABERARELEHRETHY. REL., FOKAZLKREANEERL LFILTF=UN
LR35, BEMO ST A TRRICERRICBITTIILNZLOT, REZHMNBOHTEETH S,
EEME S RBARRICHEARDEEMEIFDLE(F 30%) , FOMEEEIZAONIDIE., BB (# 60%:
KB, KIEEE. KRB, RTHE) .. SR MEEHER E 60%) . BEE (19 50%) . #%& (§) 50%) 7%
ETHS, MEMMERICLDEZZONTLDEE MM (F9 25%) WOHfELE M (3 10%) EHFET HE
. FER R, SEFFR, MR, B, EERMEZE T, DIAREICKDILFLIEH 18%IZAH5N
B, HIEERRZE(XH 20% EfthdD ANCA BEEME K (TEERTAELY,

BEE
1. AJRETHNITHEBERICKYME RZFAL. A RMBHAICHEEZHL . DRICEREAELZZHE
FTEENRIANFERERETHILTEETHS,

2—BEMBAINTL CAERIENS3~65ALUANELY)  BIBRERTAOAREZHIFEFTHRT
%, BEEBABETYIORRI7ZIFEFEALTVSE SIS, thDREMHE (THFA T2 MTX)
[CEET D,

3. ETMDEREHESKREEFICIE. PYOKRRIT7ZIRICMZ TMIER BB EEHFHHAT S,

4. HEABIIZXT BAEELLT, 1 CD20 E//0—FILIRATH S VX IITHNANLNDS,

5. BMBICIXERBEAREICELTARERET.
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6. MERREE - BMRBRBERNKET2(TI1TO,

5. F&

BEATONEWEERIZBIRNE LN, HEDFETEHICEIL, BYLEREAREEZTAE. K
HRIERET S, AEMEOEN. HOVNIWEEBENDORIGERRITEY . BEOEEEEEINZREFT
B5ENH5. BRLEETHEETRMBBEMNABELLD, F-. BT HIEAH LD T, EHMIC
EMEDCRREZITHILENH D,

O EHOHEIVELEHE
1. BER(EK 24 FEERZHRELRFER
9,610 N\ (fEEIMEZ R EAR X EDEETD)
2. RIHEDHIE
TH(BECREEEDESNREIND)
3. MRMGAERAE
REEL (IRaHAEGL)
4. REOEE
WHE (B BREZEYERLUEMHORREGD)
5. oA
HY RITORTEEREGEMREZDZMESE)
6. EEESER
HEMLREIBIRXOEEENBZAVNT, SELLEEZRRET S,

O fA#EHT
AR EBFBRMASRIAMEMEME IR T SREHRIL
MERKKRE EMREE-—RARELZE BR-VIOIFBRERNE BHNER

O fREH

EEEEE (BAMENSROERXRDEEREDSR)
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<BEREE>
WX, SLMlERRET D
(XZ1ER]
(1) TEER
@ RRETHERBRKKRE
@ M, £U<IEREE SR X
@ BN OISR B, K THM, A eEHm, SREEMBBERGE
(2) FEMBATR
B - EHIME - R B MM EMERARDIRIE, T EF O R E MR E
() ETEREMR
@ MPO-ANCA f5t%
@ CRP [51%
@ EAMR-IMFR, BUN, MEILT7F-UEDLR
@ HaEE X $RFT R 2HIEE (Fhiadm), & MR
4) $IE
@D #&E (definite)
(a) FEEED 2 EB U EFH-L, AT R EHEDHI
b) FEEEFEODORVQ@ZEED 2 BB LI EZEHET-L, MPO-ANCA H\[EtED I
@ &L\ (probable)
(a) EEEIED IIEBZEFH =9I
(b) EEEIZED 1 IEH & MPO-ANCA S Dl
(5) BERIFZER
@ #EEIMS HEARS
Q 2FMEXMEAFIERE (IBFF: Y7+ —RAFIEE )
Q WFERFRM LR ME X MEAFBE (B 7LUILTF—HAFEEME X/ Fr—J - A5 RERE)
@ )il BNAR 2
® BEH (SLERA L)
® IgA ME 2 (IBF: KPR ME % )

(ZEFEIEH]

(1) FEEEOHIRT S 1~2 BREANCKITRERE (BLAELRERR) ZROLHIH S,

(2) FEERD, QIFFFEHBITRIBFIZ, ZOMDFITIEIVNT UM —ADEITT S,

(3) Z<DHIT MPO-ANCA O Affi(F & B EENHEELTFITLTERNT S,

4) BEEREICHhIETSE, BRI HHLH5.

(5) RN EEDHEERBITFEREMEMERETETHH, FHNGERLRERENSEAITES,
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<EEESE>
BRMREMNSRENEROEEENFEEAVT.IEULENRET S,

15

ATAMFZECRENMFHEDHFELVLITIRELZLT 1 FULRRAREL. BHIREL X

\EHHEZROT AELETICKEGERIKECH L BE (MEHRIRHF. BRER. URERIGE
[C&BBEETITO>THELY,

ATOAREEORENFREDBREEHHN RBREZDEEL., BRRELSHEIXHEL
TLEMTHY . MBGLTEEEFEICKEOLNESE,

BETZICEDIRBRE (B M. OB - AR HEEGE) GOLEHE (BREE. EEF
hOHIEE RS, BRFELE) ZAL. LELEBRIZEY ABRRE- X ARBRIZEC - &AL
WLEBHEIZH T 2/ABRELELL. BEEEICXEEZELLTWSEE. BBAFEDEETE 1
D a~h DEANDZERD D,

fBER DAL LR FPRICRELIBHRARE (BAE. FRF £, HEEHM., PIRMERES.
EFESTEAIREGERE . ORRELGE) GUOLIFEHE (BERPELGE)NEHoN, RE
BB EESOREAREERVLAHEISH T HBBRELELL. VEMST ABTAR. B
—HEEEL. BEAFEICXEOHDEE, BRREDREEITE 2 D a~h DRAINIEEDD,

ERGATAERRESEETE (BFE. DA ML 2, BHES -RMES. HILEFMH.
HIE-RIEE . FA£4E) LERR S HHE (EERRIE. DICLHE) ZH. ARRZETCHERS
REBEDUMOTNIZVLEEL, BEEENZL(ZBEZELLTVWSEE. CNIZF ATE
. EERRRE BRERBLQEDBREEILEEFELEFNDG, BHEREDIEETE 3 D a~h
DN ZERDH D,

E1:UTOWTANEZRDHDHE
a. FHRMEEICKYBE DR LEFRD ., Pa02h60~70Torr,
b. NYHA 2EDDALEIEEZEH . LDEREEIBEOMHIEE., D EMS) (GEE)) . BiMNUEH B ULESTIE

TO2mVULE)D1DUERDH S,
MEILTF=AEHA25~49mg/dDBEFRE,

HEED R A DFH0.09~02M R HEE,

BieZ ST 2BE L L D5 - BLYIBR,
RIEHIEEZICLHIROEEERES (B 53),

MM EEFICLOBZEEDHFHE (B H4),

. MERICEHERBORIEPEEL LG, 0—E—REYDOIREL,
F2:UTOWTNAERDHDHILE

a. fRHAEICLY P EEDIERFLEFEH. Pa02hH50~59Torr,

S®m o oo

b. NYHA SEDIDFLHBIELERD . EIXEE L CTR60% L L DEREEIAMOHEE. MJovs., 2

EULDEEIOVY ., LDEHS (HE) . A\OR—IAA—H—DEE. DENIERHD,
c. MFEILTF=INEMN5.0~79mg/dDBEFL,
d. MARMRHDFH0.02~0.08DIRAEE,
e. 1RULDF - ZEAEI&LY AR BIZFHT5HETER,
f. RIEHREEEIC L2 DHREREE (55 H3),
g BMEEEFICKDIELWLVEHE(FHH3),
h. MERXRICLSMBH T, IEHEERHD,
A3 UTOWTIAOERHDHIE
a. fRMEICKYSEDTFRFLEERDH . Pa02h350Torr FKifio

b. NYHA 4EDILALHIEEZRD . WEIX#E L CTR60% LI L DER EREIBYOEFEE. HJOysy., 2

EULOBEEIOVY., DEME (GEE) . A\AOR—RA—H—DEZF., OLVThA2ULEEEDS,
MEILT7F=UEH8Ome/dDBEFRE,

HEEDIR I DFA001 LI TDIEAES,

2% LA EDF - BRAET &Y IR AID LB

REHEESICE DI EDHEERES (FiH3) . HLLIITBRUL OB HEEE (B H2LTF),
INMEEEFICLITERREFEH2UT),

mMERICLHHILE VIR EEST,

Sm o oo
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MR, JEROBEN FEROBEEENHEE T —EU RIZEEE LARAWE TH LD, mERER kT 5 =
EMBERFIZONTIE, BEREROX G LT 5,
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45 ZHEME RIERFELE (B : V5 F—RAFEE)

1. =

ZROERERAFEBEIL, LETEY7 F—RFEESHIN TV EE T, RERBENICOZ250
FEEM-AFEELER. QLRJELMEETETHREERNFEEL. QF ARERBEREZEL. TOH
FEHE R (ZHUF B HEAR B 414K (antineutrophil cytoplasmic antibody: ANCA))A\BE 5 9 5 M E RIEIXEF TH D
TREGBFEDEDLOHTENVEETHAIN ., RERHICREINHEZIEZHINT H5L. BRICEREZEAT
5, REIFETE W ANCA DBIEIBHTHATHD. EHRMEXMERFIFETEROHON S ANCA D
TRAT R TIE, [REAENTOTAR—RIITA T HHA (PRI-ANCA) THAHHY, LAETEITAR
LA XL F—EIZxF BHA (MPO-ANCA) BN HE LHH S,

2. &R

FREOHBAREEZONTICRET AL, HEREICKUBRLALONEIEAZ LD T, Z—/N\
—HNEREOESLHEESNSGD . EQRRIEFTHTH S,

BRKTIHFED HLA FUREFEDAICRELOCTOVEDMBEH DM, ZAETIIHFED HLA HIREDE
E(FRHESN TV, &L PR3-ANCA B REZRDUVEDELTEH SN TLVS, PRI-ANCA LR AEMEY
AMHLODFETITHFPERAFRESN, MERICEBFLIFPRIVEERRCEA D BERIHES
NTHERCAFEUERELTEITEEIALN TS,

3. fEK

BB AEROLGEOLEHEREELIC. WEREDER: BHESR. BHM. &2, FEL RAET.
IRMEEEE B L | (QFER : M. FFIRRE#LZE . Q)REETHRE R, WTOM LB, THBEHE. 2%
HBREE,

FERITBEN)-(2)—Q)DIEF TEISHESNTEY. (1), (2). QDT RTHIEKRMNH>TNLEELHE,
WFNHDZODERDHADEERBEELLVS,

4. Bk

ANCA BBEME RDBEANRTAV (BEEFBEH A RERBRAREEX. 2013 F) 2B ICRITRE
ATAAMRESIVORRTI 7RO HATERBEANBGEREHIAT 5. LREEKRDEBUVGIZIE, RILTF7ARE
HY—IL- M) AT LST)ERIZHATHL1H 5. BEfERZRICITERM#IFRELLT, >UAKRRT7
SRETYFATIUDALF Y —MNIEEL. EREDRIBREXRTOMREDBAZETICEMNEELLY,
BRLESEE. REFEMEICIGC-BEREABELTITI. HABICHT 58EELLT, 1 CD20 £/7
A—FILIAARTH D) VX I THRALLNS,

FrEKE. I ZRBEREFLLOCT VO T, MEREE - BNRREERKE 21217,

230



5. ¥

EHLAEQIR—MARICEFINFHREE 332D 6 NARDERBAEL 97%TH-o1z, —ARIZ. &l
BREXTACMRDOEMEAZERO-OICIETECHEHENVETHI—A. BERENRTELLEHRO
HENEGS, REFTEEDIEIZELL TERKAERK. FRATR. PR3-ANCA KU CRP IREN S E LK D,
EITHTIEAENFBEEDVNENZLL, BRRICKYMBENEA LY BHEERR 22515
EBHH 5, ER LM CHBRLEENZ L, Tz, 2HEROERRICERLGRBORNETEREREL
LTEITHILH S,

O BE#HIFEICHELEHE
1. BER (TR 24 FEERSBETREEHR)
1,942 N
2. FEFHOHHE
EN:
3. HRMLAE A
REEI GRAEELL)
4. REBDEE
DVE(BREEREBYERL, BHEORBELD)
5. BME%E
HY (BITOREERARFESLOLD)
6. EEENLE
SRMEREAFEOEEESFEEAVTIEULERRET S,

O fA#EHT
MR mE R SHEMRIL
MERKKRE EMREE-—RARELZE BR-VIOIFBRERNE BHNER

O fREH
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<EHREHE>
TR TN IERRETD

1. EEEIK
(1) EK#E (E) DEER
E:S(RUESR B, %8), RERE RAKT, BBEkZER), E(hEHX), O
BE-IREESE G, B, S[LERE)
(2) Bfi(L) DFEEIK
L:mnge, muk, FFOREE
(3) B (K) DIEIKR
mhR, EBR, 2RICETTIETE, FE slE
(4) MERICKDER
D EBER: FEE(38°CLLL, 2 BRILIL), KERED (6 HALIANIZ6 kel L)
@ HHERAEK LB, LA (FB), LBIER, SRMEmER, Bt RS %
IDE-DFAAEEE), JHIEEHM (i -Tm), MiEs

2. TEMBFAR
@ E L KOEMRBEFIRELRFEMS KX
@ REIOT)RBEFEOLTVRIEES AR RE %
@ /IMEBIAR D RIE M P S E I E K

3. FEREMR
Proteinase 3-ANCA (PR3-ANCA) (& Y314 % Teytoplasmic pattern, C-ANCA) W ERIZ[GFHEETRT,

4. $|5E
(1) FEZE (definite)
(a) LRE(E), (L), BK DENENIEREREEHEEEIRDIBEE U LETRTHI
(b) E&KEE), fl(L), B(K), MERICKIFEFEKD2BEEAULRY, BFFRD, @, @D1EB LU
E#ERTH
(c) L&KEE), (L), B(K), MERICKIFEERDIBBR U LLEHEBARRD, @, QDIEHLE
R UC(PR-3) ANCA B5tEDHI
(2) £ULN(probable)
(a) LREE), fli(L), B(K), MERICKZEEFERDIB2EB U EDEREZ T H
(b) ERE(E), fhi(L), B(K), MERICKDIEZEKROVTAMIBERY, HBEFTRDO, @, QD1
IEBE %Yl
(c) LRE(E), fhi(L), B(K), MERICKDEZEKDOWLNTAI1IEE &C(PR-3)ANCA [54% TR

5. 5B LLLHREFRR
D Bk, CRPO LR
@ BUN, MEFEIL7F=DLER

6. #AIEZET
@ E, LOMDRAICKZAFEEEKE (YIILa/RF—S R E)
@ fthomE XEEE (FEMBEMNZRMEL, IFEEBRTE 2 HME XA FIESAE (Churg-StraussfEIXEE) |
IEEMEZREBARKLE)
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1. 5EEIE
@ ERE®E®E), B, BRKDITRTHEA>TWLWAHlIEEEE, LREE), TREL), OS5HHEHLL
KIZ2DDIEFRICEE T EHBIERBE LS,
@ £5TILE, L, KOIBIZEKRMLREIRT HIEMNELY,
@ RHERLIESKTSDE E LOBEICERINESIRBEZ T ETIRBEZAHLOTL,
@ E, LORAFEICKZ EWNHEREDZEIZCT, MRI, SO FRENEHTH D,
® PR3- ANCAD Affil & EFENEETFITLAST LY, MPO-ANCABG 4 Z 2 H5B11H 5.
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<EEESE>
O ZEMEXMANFBENEERESFEAVTIEULENRET D

tRGE (R E, R, WRELE) RUOTRE () oLnThs 1 BSRULOERETTH, &
MHEE (RTOCR, REINHE) ORFEHOVITIRELLIC 1 FLEFSHHOME REKRE
BT, BFRREICHY, MERERICRSFTENGTREFESTEFEHT, BELER(RELEFE®

tRE(R B, R, BEHREGE) RUTRE FH) oL hh 2[R EOFERETRL, Se&ilF
BREZDEELEHNNRBRZLDELT HNMERERICKDEE DI T LZREHFES (8
&, BISERGE) RUAHEREMTHY, MPLLTERELAR (RELEPHSER 2EE

tRE (R, B, R, WHRELGLE) RO TRE (), BREEESH DUV IEEDtho s ol E X iE
IRIZKY, FErRIFHGIREFEESS BOLEHEZEL, LIELIEBRIZKYARIIFIARBRIZELT
RENMHREZLELL, BEERE (RELFCPHRER) CXEEESLTEE,

tRE (R, B, R, WHRELLE) RUOTRE (), BREEESH DV EZ0tho s ol E X iE
RICKY, £SFRICRKES T HFAFENLTERFES COLEELGSHHE (BERRELL)
, BHHEICHLT, 3 AAUELDAREBRELEEL, BE

MERERICEDERMFICEZCRBOFATFEMNLTERIEET LEELEHHE (BERSE
fiE, DIC BE)ZHL, RAIELTERARBRICEIIBELAREBELABLTICRASOINGZ
BEETDHEE, IS, NIEN, AERFRE BEXRBQEDBRELELTIEELS

1E
HEEFD) ICKEOLRNESE,
2E
HEHE,
3E
4E
AL, AR EIHEEEERES
SR (RELEFOUHSER) IC—ENMNENELT LEE,
5F
Fh3,

X1 LUTOWITIAERDHDHE

a. TREDEEICEYEEDMER
2 (Pa0, 60~ 70Torr) 52
5,

b. MEFEILF7F_UEMN 25~
49mg/dl BEEDEFR =,

c. NYHA 2 EQDAEHIEFZEH

b,

d. NMEEEIZLIBEEDHFRKE
(BrAh4),

e. RIGMMREEEICLD 1 FROEE
[EE (A3,

f. MERDHR A DA 0.09~02 D
BAESE,

X2 UTOWThhEEDHHE

a TREDEZICKYFEEDMT
R A& (PaO, 50~59Torr) & 32
H3,

b. MEFEILT7F=_UEM 50~
19mg/dl FBEEDEBAR £,

c. NYHA 3 EQILDAEHIREED

%o

d. NMEEEIZLSPELLVARKE
(B5713),

e. RIGHFREEEIZLS 2 DA
BEE N3,

f. MERDR I DFOAH 0.02~0.08 D
R/AEE,

X LUTONWTHhEEDHSHE

a. TRUEDEZICKYSEDMTR
% (Pa0, 50Torr XKil)ZH
%

b. MEFEILT7F=MEA 8.0mg/dl
LEDBEFRE,

c. NYHA 4 EQIDAEHIREED

%o

d KMEREEIZLITEHFRKE
(FRH2LT),

e. RIHFEEEIZLD IFLULED
HEREMEE (BFH 3), BLKIE 1 %
ULDFHHhERE@E D 2 UT),

f jﬁjﬁ[‘ﬂgm&ﬁ@ﬂfﬁom LITDOR

=L,

XKk, JERORED ERROEIEL D% T EMU LICEY LRNWE TH DN, mEERER AT 5 Z
EMREIRFIZONTIE, EREIROFR LT 5,
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46 WFEREIKMEZRME R IERNZFEAE
1. BE

PFERTR Y 2 M E X M4 RS IESE (eosinophilic granulomatosis with polyangiitis. EGPA) (&, fEE 7L ILX
— I AZFEEM I E % (allergic granulomatous angiitis: AGA) HBWLWNEFv—4 - XS REIXEE (Churg
Strauss syndrome: CSS) EFFIEN TE-ME RAEIZFF T, 2012 EOEBRRBTEMEELI LS. A
AFERL. TS L TR Sh . REDIIITEHLNT=,

BRIREIAFEIE. RITERELTREZIRMELTUILXF—MHERL AL, REMIFERIKIEZ EF>
TMEREEL, REHER, £ OHILEEE. HEE- KNI - DFEE - DIMERGE DERRIEERE
EIHRETHD.30~60 MOKLHEITHFEL. B XK = 4:6 TROLXMIZSL,

KEICBTAERFRBERIE. 5 100 RSN TS, FRDOERERZZE L. £ 1,800 Fl&
HEESN TS,

I FF D IFERERIEAN LIS Z . SFERER MRS E A F (ECP 12 &) M L F .| IgE SELRELRHLN D, IhF
b Bk #HAS B Hi4K (antineutrophil cytoplasmic antibody: ANCA) DB T AL T THAITARILAF IS —F
(2349 B 5K (MPO-ANCA) H'# 50% DERI TILEFICHE SN D,

REMRBFMREIL, ER/NMEZFDICKEZEN., MERFEDFHEREEALTTFRIKZTEERD
ZHMNMNEDRNFEEHDINET(TIV/AFERZHSIBEREME R OO MR MM E X
(leukocytoclastic vasculitis) A FROH LI, BFIZ, MESZHSFER AN REIND,

DI RBDZMBEICLS>THEEIN, NETTIREIMEHSAINEITLILF—HE L, (QMFD
WFERBRODIENN ., Q)RTEICHIME RIFKRERD D EIZED, SHITREBMRBAARNFEET HEHEICA
2. BEMREL T, MILTTHE. M/NMRIEM. IgE HIE. M7EF MPO-ANCA (p-ANCA)BHELZENEETH
%o

2. FRA
SEXWMR. TULF—MHRRXAETL. ERCIFRIKIESEZET D LND, MoADTLILF—
MRFICIYRETDEZEAOND, A1 IV RBRERREERRICKESRET 50 H DM,
BALAVE R RBIRIFEEBASN TLVELY,

3. fEIK
FEERERE. RTII2REIMEHINEITLILF—HERE MEXRICKDILDTHD, FIh,
ARERD . REHEX (ZSREESER) . - -EfE. £5. B-BOELEEHMm. MOMRIKEZE /N
EETIRIESS. DABEEODNER. HEE-NEMGE THD, SHREEBBRE. RMHERNRELT
Hoh, MEOEFESNBEST HE0H 5,

4. AEE
B-hEEENIX, LRV OV TARET %, EEFITIE, ATACMR/NLRAEEH AL, REINFIZE
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(UOORRIFIR NV ABELGE) EHAT S5 E8LH5. BIBRERATOANIERIERE O HEES
[ZHLTH T OTI O REFIRENALLND,

5. F&

EERDBEICKY. £ 90%DEHIE6H A LINICERZICELSD, BEMELZET S, ZUDHK 10%I(F:8
BIENMETHY . AIBRERATOMRERBICLITLERITH L EfR-BELZRVET. CORAD 10%
FEEEHT. EEREEZZRITMNEICED, ERFITH, SRMEEMRERICIOIRBEHEERNEE
TEHHEER BICOEXNBRERTEFNIHLIDT, TEETET S,

O EHOHEITHELES
1. BEH
#9 1,800 A (MARVIIZKB)
2. FEROWE
FR(TFLILF—EFIREIND)
3. MRMAEA &
REEIL
4. REDOEE
VE(Eff. BRZRBRYVEBELEHEORZBELD)
5. MR
HY (BARRBZS. BRUDIFEREET 11 Z2RES5 OB HERE)
6. EEENLE
FRKMZHEMERERNFBECEEESELZRANT, SELULEEZRRET S,

O fA#EHT
MRt mE RICET SHEMRIL
MERERE ERRZE—RARZERE BRE-UVIOIFBRERE B8R A8 &R

O fREH
TR TR IE S RINE KRS IEE (IBFR: 7L — RS ERIME X) OBHEE)
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<BMEE>
MR, BLERRET D,

1. TEERRFTR
(1) [KEXWEHDNITLILF—HEE K
(2) BFEREKIENN
() MERICKHEEIN; FEA(3°CULLE. 2BMUL) . KERD (67 A LIAIC6ke LLLE) ., SRIEHE MR AR,
HiEEHMm, 5. ZEHRE (%) . BHREEHHET)

2. ERER IR B D F
EEZREM. QHETL. QDBRET 5.

3 EEMEATR
(1) BE#BSCERL BRI EEH M/ NOEDRFEEFETT) /AP EEENEXDFE
(2) MENNFEDFE

4. ¥IFE

(1) FEZE (definite)

@1.OFEBKMRDIE. [REXMEHAINITLUILF—HE K., FERIKIENS IUMERIZKDIE
KDENZTN1DLULEERL. SOFEMBATRD1IBEBEZRE-TI5E

L) 1.OEEFRIRIEEHIERH ZMm-L. 2DEBKRBBOHFHERLIIGE

(2) £&L\(probable)
@ 1.OFEBRKMRIEESLV IOFEMRBAIRO1IBERZH-TI5E
L) 1.OEEERIKATRZIEBH-TH. 2DBKBBOFHERILGE

5. 5FLIEDHFR
(1) BMEEM(Z17. ul)
(2) M/NMREEMN (=40 3.7 (1)
(3) I IgE #EAN (=600 U/ ml)
(4) MPO-ANCA 5 1%
(5) UM FRFEHE
(6) FmiEiEES
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<EEESE>

O WHRMEEMERMAFEECEEESIFZANVTIEULZRRET S

1E REMGIFE (RT704 F, RENHE) OHBEHLNETZRELLIC | FUEMERER 2807,
ERREICHY, MERICKSFATENLTERFEZTEHLT, BELERE RELTOHARER) CXEOR
WEE,

2E RENGREEZLEE LEPMNRBRELE LT HAMERICLPBEOTAISNLRHBES (&R, Al
SEX. REARESLE) RUGHEFIBEMTHY, MBLGLTRELE (RELFOHRLERE) €87
H58%E,

3E MEXKIZEY, FAFHLFBBESCLOLAMEZAL, LELEBRIZEY ARXIEARICE L%
EIRREZLEELL, BELRE (RELAFCHRLERE) ITXEEESLETEE,

4E MmMEXRICEY, EGFFRICECEST HTAEMNLRBEE LV LEELCAME (EERBRRELRLE) %
AL, BAGRENMFREEESIES, SHEICHLT, 12AULOARABRZLELL, BELERE (R
EAFOHSLERE) ITKELXEEELL, LELENMBZLEET HEE,

5 MERERICE DEMMEFICERZCHBOFASEMLBBESTC LEBLEHHE (FERRE, DICKLE)
ZHV, RS LTERARABRICEIBREGVAREELAREBICRASOINMZLELT HBE, Ch
I21F, AT&BH, GEERFRRE BEXRBLEDBRELELTIBELEFND,

1. MERGER
UTOWThhERHBE &

e oo Do

FE ((38cLlk, 2:BFELIL)
RERLD (6 hALAIZ6kg LIE)
FEIEE - BE

LR E MR

BlRRER f. KM, F45 - RHUES
EEEE-IRMEREZEH SN
15, G E DIFRIRER

g. NYHA 2 EDDF£#8IR,

S,

EIIZ & SR
EBR. MR, BEHERE

X2 . RIS RERES
LTOWTFhnERHd &

a.

b.

® 20

TREDEZICKSMERLAE (Pal,
60Torr K)o
mEFI2L7F=EHL 5.0~
1.9mg/d| BREDBFEF£,

NYHA 3 ED DR 28,

MMmEES
AHEAREESICEIIMBEEER LUV
EEEE

JHIEEH M

g FiE - REDIEE

X3 EBMTFRICRCEET HFAEM
RigaREE
LTOWTFhnERHd &

a.
b.

c.
d.

EEBFEENDELISZS,

mEFS L7 F=fEA 8. 0mg/dl KL
LOEBEFRE,

NYHA 4 ED DR 28,
HMEEEIZLZEEHRRE (A
2L,

. RHEREZICEIHNLE (HH

2L,
BTl
PR ELFE - RUORE

Mk, SEROFREN FEROBEIELESFE T EU RIZEY LAEWE TH LD, B EREL kT 5 =
EMBERFIZONTIE, BERERO G LT 5,
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47 EMEESUOIF(JOIMMFME )

1.

M=

BEFOEEH) I FRAIC, MEXRZIXLHET HEHMIMEREZED . HABM L LI EREZERKRRE
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EEMTI)TIN—TRANREEEZRETS=OICIFREIBRERTARFDORENBLERART
Hb, —MBIZIFROF/EZTHEN, REOEEEICKVYEEERET 5, ATO/FEHRMEDES TIL,
ATAAR-NILREENALLNS,

ATEAFEREDOREF R TACREIIH T2 EEREAMNHERT HEFICHS VD TIEREIFHIF D
BENEEIND,
R)Z D1

EMEEESHEICE. BREBREDOETEHCEOICLRBBMLEEERENDELL S, BHEEN
SRICEILTHEHEEICFT. FHRALVOLBER~ADEALTEET S,

5. ¥
AEFTERIEEFRYIREL, BHEORBEWMDIENAZ L, RED R . BHAERMNATREE D
FRE. NEDFRITELHEL. SEEFEL 95% U LG0T,
FPREEATDHIRELLTUL L —TRER, FEHBIL—T X Y VIEERAREIRS. MBS .
R, MEmEERENZEFoND, REELTIE. EEEBRETHo=MN EFTIETEMR KL
FEICRBDRELEMNERDFE—LEGH TS,

O EHOHEITHELES
1. BEY(TRK 24 FEERZREIRFER
60,122 A
2. RIRDWHE
T~H
3. MIRMAERAE
REEIL (RBEELGL)
4. REDEE
HE(BREERZRYEL, BHEORALLD)
5. A%
HY (RITOBERBAEARSEDZEESLE)
6. EfEENEE
EREEFRARLL, SLEDAI RO7 4 AU LFEBREMBOXNRET S,

O fAEHT
TBEREKRBICEAT HRAEVEIL
MERRE RRAZEZERZAR (BRKE-VIIF-TLLE—) iR 48 2

O fREH
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A

OMTEE>

EAEAIBE

Ak R &

FEHR B BUE

OFERES (BREETORHDVDIZEIREEEIZHIR)

BE & 2¢ (2B &7 L L TIERIR )

RIER (MEXHDHDITDESR)

BEWRE (05g/ BLUEDHFHEMEIRNMMBREAEDOHIR)

HREFEMRE (E2REHOVITIFEHES)

MRFHEE GEMME MM XIE4,000 mm LT OB MEKE A XI(E1,500 mmiLL T DU/ BRF D X &
105/ mmi LT D M /MRGE A

REZMEE 24K DNA HiAEHE, 1 Sm ABHEXX IRV EEEREABE AL FIE i
KIW—TR7oFATI S0, i85 RIGAEEHE)

EIKESE

® WELPO®®OO

@

[BEDRE]
FREEOSLMEEULERTIHE, 2AETUFIF—TREDET S,
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<EEESE>

SLEDAIRO7: 4mUEZERRET B,
THRORBOEHEHETS

E#HD+ 1ER &

8 Vi BRIAFGE BT, R ZFHIMEIBRSY
REZRHOEEDEFICIIEELGHENDE L 1R, BEME. E&H

8 FEFRE R . BERGRERNE. ERLGERENEE . FELGRIEL:. BRAFEMED
TEEEL ., RS EFIEEERS .
R4, LR, TOMOIMBEKEREEICLIBABENELL. EEHT LR
MREDOBKAMREHESIGFENDOETEZESEHES. ABEOREIIX

8 2 B R EE FTEHRBGLIEEORIMESH . D DOLUTDI6D%4EL 2 DFRHS 4N
EEE XHARNGREE. FREHDIVIEATORS. FHEESEE, K3
R, BRI (LBRSY

g P &EE$éﬁﬁ®§ﬂaﬁ@%¢ﬁiﬂﬁ&ﬂh%%EEBH%%%E@E
HHHDN I, RAERXZEL, SMEME., B RRIEEERS

8 b pe R iR RIS B T HAREH IV LEBHEEZT DI,

8 I—T REESE EEDEGIEER : FERRLS . REMHEREICRIGLAL,

8 b o & E fidimn B REE DT . BIARFEIL M IXBRSY,

o e B, A, %?ﬁ@&a’%@%ﬁﬁﬁ MEBEOEE, fkHm, £&HL<AE
MEEFICKDMERDIEHA,

4 R & 2¢ 2 FAET LU E DREEEH AL I RAEFTR (Bl : 275 IBAR. BET&RETE) .

s o CK-7)LF5—‘|:?0)J:?+?1¥55&11“L§'750)1§J§/§'75j:lﬁ'l‘~ HOIWIHERE
b BERICBTAH AR,

4 PR 4 BEHI M4 H A UMEFRMERA 4T,

4 7 >5 FRIBK/HPF, f&5H . Bt £ DthDRHA XERS

4 E{=]7 >0.5g/24 Bl FHRREH DLITRED 0.5¢/24 BERE L L DM,

4 fi=FR >5 BIER/HPF, B (EERS,

2 - R% RIEMEREOTFRREEHDVILEH,

2 [ES REEHIWNIVFAMDEELGREOHRREHDVIEEH,

2 RS OFEHHWEBREEEDOFREIEHLVDITER,

2 fi AR 2% MR EEIR % DU K. MIREE(C &S8R E.

) D % DIGKEBLLUTOD 1 _’)l;lJ:E1¥5IDHE0)4§J§ D REER . DEIK, HAHWLTD
ER-DTI—TOEH,

2 1K 48 A M fE CH50, C3.C4 DIEETRUTDIET,

2 L DNA A ESR  [Farr assay T>25%DHEE. HAWIEE LR E,

1 FEEL >38°C. REFIEILRRSY

1 /M RiE A <100,000 If/viR/mm?,

1 K I 33k 4> <3,000 BIMBk/mm®, FEHIME LRI,

Mk, SEROFREN FEROEIELESFE T EU RIZEY LARWE TH LD, B EREE kT 5 =
EMBERFIZONWTE, BEREROXMSRET D,
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51 RIBMK LHRIEMK

1.

M=

BeREMDOREMEMHEBT, EITHRBR OB, i, WERLGEDHFNETEEST, #E
HGERBZHEIDDIEREHRETS, REOREIHAEBCRERBCHTLIECRETHLIN. &
TOfH - KEREAB SN S0 TIIAL BICKEERTIE, BEMELICREAHPT W RERR
L. HHEBREERBRLT, HRUEERSEZZRO M. thOBRBFLRKICE y /07 U mMEPEDS
NMAZERDH 5. 2009 FORKFEBAZOBRITHERICEINIEL. SRR % (PM) - K EH 2 (DM) #E B
BRIEFEEE. BRIE 1:3 T, REE—I1F 5~9 B & 50 mARIZHoT=,

2. [RE

FEBDOERBICIE, BERROKREEFGREDAE~DZHELE. HIRHEOLME. &R BEARHLN
%, =EMMEIE. T.BU /B, v /077 —CRETHSDH, DT, SRMUFH LA TIXZEMAIC CD8 5t
TV NERN S RIEFH X TITCOAFIET I NHKAZ L £ Sl ERNRMEICHELENZEDHONT=
CEMDBIEITFS—CD8 B T U/ RICKDHMBHEE . REIREKICIIHMERENRETSH
BHEDBRMIBAONT=, LAL. TDERDHARRECHEAKREDERRGELE. RE X TO R R E
REFRDEFENS, EFETNETNORETHRERERERET HREMEHREELNI—DDARIE
SLTHHELEZDNS,

3. fEK

OEHERELT, B 2 HBER. HRIZR. BRTR. RERDLGE . QBEREL T, BRITHK
FELTETY S5, EEGAHRE. B, WEFOHNETASETISHIDHLIFHADETIE, R
BEOCERFEDER LD, EITHI TIIHEREF S ODM ITHBHGERRBERT. AVFO—TF
EFEND LIRBEDZEMENADRMBDOIBMTHS, FHOEHHEEEH ChF RO E /I,
SybOvEBEFENGEBRODESLGVOLIHEELS,

MDD ZKBIERDMIZ, V BIRPL 3 —ILBIREIFENSEA BB, FHEEEDHIL. —HFIDK
EREIZ. EHLERERENEETDLDEEHEREETES, L1 /—ERLH 30%DEHIIZR 5N EH,
SRBRAED KOITK EES CFEREISEITI S LFIDRN,

FEMMAZHSICENHY . AR TFREERT 5. HICRRETHICIE. TOFFETLTHERTEE
BOTRIZEDRENH D, =, EITHITIE. FEAR. DR ELGENALNDIENHDH, —RADLL
LT DM TIFHBMEATE . PM TIE2MEFEMREEZHF U OT LY,

4. AEE

AR KO T /077 —URBEASBCREMEBEENREORELRTHY. BIBRERT
AAREZRENE—RIRELG S BETIEE ., EETHRBE M XD HHEFITIE, BE D=6, BAH
DEONMIEREFIET IV ELDS.

256



REREAEDER TIEELDHRELBAATOAREEENBESND, BIBREXTOAREN, 3
KA 5 FHERGEDBMERICIYEZ GV REICKYBRT 0L DERFITIE., REINHEZ G
Y%, D HLEREEL T, REI DTV REFHTIRENHINFRIEICZL EREAIZ
thF TREMFNEITOILELDHS.

RRETHEOREMNMXESHIHEHFNTE. DI ABRIBERERATAMNREERENHEE
AT 5. FEEMESREZTZITTV BRI HIENKUITHS,

5. F&

ARETHEMEEMRCELEEREAHTIEMNEFENBL SREH X - RERROUEREED
354 10%I(IFEDEEL LR 5, SREFIDSELEFEL, ) 80%FTELINDID BEETESLTHEY.
SIHITHELTVSEER DN S, LHL, R IERATOMRHETERLOTL T, HHREICT RS
B3 H5HALE BRRLBFHOEFICHNETNEDLENS,

O BE#HIFEICHELEHE
1. BEH (TR 24 FEERSBETREEHASHE)
919,500 A
2. FEFOHHE
FN
3. HRMLAE A
KBS (RSB MBELL)
4. REBDEE
WE(NBREEA 6. BRLOTLY)
5. BME%E
HY BB EREAEFRBLODHEENSHE)
6. EEENLE
HEMICLBDEREEEAL, D~DDONFTADICRLUT IELENEEREHROTRET S,

O fA#EHT
TBEREKREICEAT SRENRIL
MERKKRE REAZEZERZAR (BRKE-VIIF-TLLF—) &R 40 22

O fREH
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<TWREAE>
1 ZHE%IER
(1) RERER
(@) ANYFA+O—T%  mAIX (T A RIOREEE O KR FESEIH
(b) IvbAVES FHEEHEEOES
(c) IybALHE: FIEFEETE E S S U % B & S m DI
(2) LEXIETEROEMLHOHAET
() HADBEREXILIBER
(4) MEFHEREER OLT7FoXT—EXXETILRS—E)DLER
(5) MERDHRMEEL
(6) BHHEZEFHAL BAET & IXEEEE
(7) £BMERERMR (F2E, CRP L], XIXFILITHE)
(8) MMT7I/TLILtRNA ERERIA R Jo-1 MIAZET) G
(9) HERTHROREMR FHREOEHRUHEEE

-
BEX - (DORBIERD@@~C)D 1 BRAUELZREL, HhORBPICQ~ONERH 4 HELUEZ
=g HD
BE. REBERDH TREREZHFIRAREFHRICERI PO IEFERREHFXET D
SHEMHE . Q~OONEBHR4BEBLULERETLO

By
T Bt

o

3 BMAZHEET HKRE
BRICEDHR, BRIFRMIA/NF— ROREBICEIGEANF—, HYAAT—Z DD EX
MFHEE. BD - REXFESCTOMDOKRERE
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<EEESE>
LTFOWT IR TIENZEELL. EEEMBOXMERET S
1) RERBICHEXT SHNETHHD
RE-mBGEMIHEE (CRRER . =A5. tH 5B . EB=5E%. HIEH. KERIUSER . KEREH )
DEFHATATEEH 5 EFEETE T 4+ (10 BRFEFHET 9 LUF
HLLE, BAFHEONT AN —D0) MMT A 4(10 EXFEETET8) LT
2) REBIZHRET S CKIELLLIETILRS—EELRELHD
3) FEMHEORE (REMHRICHEBNLGED. ZEM%HSIEAILEOIIHE ., BEIAR R+ ERERLIICFRO S
hBED)WHD *FEFLIIBRIDEILEESD
4) EBMEOMEMMRZEHLTVD (ZDBEFEED)

XZpd, JERORED ERROEIEL DS T EU LIS LRNWE TH DN, mEERER AT 5 Z
EMREIRFIZONTIE, EREIROFR LT 5,
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52 EHMERRIE

1.

M=

LHMREEIXRECHABINECEIE FEEEND) ZEMEL. BHEICRBTIERETHD, LHL.
BAEDREE. ETHBEICODVWTIEEEICI > THRATHARITEENDBETH D, OB RN L. 25K
BMEEEKREC 2 DN TH0EAERMICECALGNITNS, DFY ., BEMTEREZRTTUFAR
EEERELEMHRKREIS EBRMBERDOIREREFCEESHERIEICR TOEN TS, BIE(E
RAELY 5~6 FELURNIEETTEIIEN BN, REDOBRER TIEETIXFELALELRLD . HHNIEER
TH5. 456 [REMEREEITREOHIEIEAEBIDLBIOKRATHY . RO ER KR EE LR
LHEMBEE LT ELDZILDTHD,

2. [RE

EHMRKIETIE 3 DORENFREFEELTNSEEZ LN TIVDA ., TDRAET+ 5 1 IFAZEA
SNTULEL, (DIREFMIROFEEL (ZORE. BREENVSEICEASh. REPRBOELAE
L) QMEREE (ZOHR. LA/—ERCERMBDBEZLGENELD) . QRERE (ZOHER. B2
ML EESND),

3. fEK

4.

LA /—ER . RERE{E. EDMO K EAEIR. MHRMEE. BMEEB D) —F. #FREBEERGENED
o, FEOEHE. e fELE. DIVR . TBIR. BERE. S, AL OX RIT R, FiE.
TH.BDLDTREGENRIDCEN DD, EEMBRETERE FOATHE bRV AS—+H]
(Scl-70) #ifK. #1 UTRNP HifK, fii RNA RUAS—EIKRGENEHEN S, AR LI-TUFAR 2 H 4R
BAE I CIERMRA Y AS—E1(Scl-70) kO RNA RUAS—EHEL KR Sh,. —ATRBEE 5K
SERAE I TIEMEY FAATIAED B LGS,

AEE

WMAEDELEZH, 2 EMRRIEFTTASEDESILON, HIEEDOHREHF TEIABERIMARKS
N22H5, KKHIELT. DRATASDERMR (REFELISHLT) . 22 I7AKRIAT 7 (FlifRHEREC
*LT). Q) TarUROTHER (FERERBRERIZHLT) . TORIY (Y (MEREIZHLT).
(5)ACE FEEH| GRRERI)—EIZHLT) . O) TRt ZREERA s mEEISRLT)REHE
Fond,

5. %t

EHMRRIENRBE TR T HEE ARNGERERITUFARE S EKE | LLERAEER D
REEESMBREEIORANARIZILD, VFAR LS MRKIE ITITFRIE 5~6 FLURICKEEL
DEFTEIVRBRENEIRT 510, TESLTRAISERZRIEL. REREDSH CETETED
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EHHASIENBOTEETHD, —A. [REREFE LR LS MRKRIE ITE, EOREFLDOET
[F7ENM HoTEIRAKYTH S, T PINERVTEELRBREESHT S &0,

O EHDHEIVRELEE
1. BER(TR 24 FEERZHBELRFERHNOHEED)
$927.800 A
2. RIRDHE
T~BA
3. MRHEREAE
RAFEL ARIBRIEIERL)
4. REOEE
LE(NBREZEHL. ETHETHD)
HY RITORTEERBBBEAREZDOLONOMELE 2010 F£ FDIZHET)
6. EEENE
BMEEDEEENFEEANT. ORE. Qffi. Q. @F. QHEELEDIL. ZRILEFEERITDELELD
Himoderate A L D EBEZRHDORRET S,

O fA#EHT
SR RS H 1T 2R R AR CARA R RE D FF DL
MERERE RRAZEFHHMERREEER - RELHEL—F—F B8R £k #H—

O HREH
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<BHREE>
L HEEAE -HE%E 2010 £

KE#E
FHEOIVTRUZEBZ DK EEE*

INEHEE
NFHEHIWNEREICRBET 2RERFE
2) FHERmOMMMERE. H 5L IIEME O Eigr
3) A A R BT D $R#E AE
4) FbRA Y AS—HE1(Scl-70) FiiRE= It FOATHRAEZIEH RNA 7R AS— 1 Hiulk 51

REE HHINIPDEE NNAD2)~4)D1IEEUEZH -
EHMEERRIE LD

* [REMRERIE (WHhPSELT(T)ERNT S
*x FHROBEREEICESLDT, IMELREICLDHLDZERS

<EEESE>
AEEEEHTE ORE. Offi. Q. @F . ©HEILEDSL. FLEEERITDELBL DA moderate LA
LDBEEHRDORRET D,

2. 25—

Medsger DR L 2 B FEFREHC B VTR, RERD EAT M2 )y MEERH STV 525 HEFIIBW
Tid AT P20y MEFKRE (ET LBIRIITEA SR b d o720, ARAFIZBVTIE, KERHLO
AEFHIEEHE & L, A F 271Uy MEIZ2WTIE, SHEBEHTREEHO 228Dz,

0 (normal) : normal BAVEE BB A GO EING A S A
1 (mild) | SEHERT VBB LT 5%~ 10% i O E kA T vh Zh<
' WaEE Q&I (NI FZY Y B)
2 (moderate) : FEAERICH# LT 10%~20% i O e H A QULMEX Gk
3 (severe)  © FEAERINCHE LT 20%~30% il i @LDH ®HAQ
@®MLiF IgG fif

4 (very severe)  FEHAERIIZHLE LT 30% LA o> f ik
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3) RBREICHT AEEESE
PEED, UWTFOX ) REEHEZNT 2EIEETEZIET S (endstage i3 very severe [Z{H X 2 72),

0 (normal) 1 (mild) 2 (moderate) 3 (severe) 4 (very severe)

TSS* = 0 1-9 10-19 20-29 30+

*modified Rodnan total skin thickness score (TSS)

W ERIISRE (CbWwBRIEHEERTREL RL) EWbEXG T2 L XEBETHZOT, FHEICLS
EEZONLEEWALDL TSSIZAT Y b4, COBEGICE [FEDD | ERELTBL EHETHEIZ
ERIEEABEREDEEIIL B,

Modified Rodnan’ s total skin thickness score M ETE ik

o)
Fi8
4
A
3

PN
ThE
RH

(%)

o 1 2 3 F 0 1 2 3
o 1 2 3 FE 0 1 2 3
o 1 2 3 miE o 1 2 3
0o 1 2 3 B o 1 2 3

| o 1 2 3

BIMER 0 1 2 3

BEE o0 1 2 3
0o 1 2 XEE 0 1
0o 1 2 THE o0 1

1 2 BEE 0 1

&5t (m-Rodnan TSS)

4. Bl

SSc 2P REM R MARZE & L CRIEMEI RS (B2, WEMIEE FEh ) EMELEESH 5,
W E AR ML LR 5A%, £ OBETHET 5. FO0ICHERHEORIIFNOELEZGHEL
WG bd b, TOBEIZIE% VO/% Dleo £ LA, 1.4 Zz AE1ENE MTEEEA 2 RIET 5,

1) BB MRS

0 (normal) 1] % E Rt B ZEAL A L

1 (mild) Mm% O EEZELDH Y. Ho% Ve =80%

2 (moderate) W% Lo EHEZELDH Y, HD% VC65-79%

3 (severe) % LM O EEZED Y. 2% VC 50-64%

4 (very severe) i O EEZELD Y. Ho% Ve <50% F 7z 1L BT AL

FEMEZE OIS X B X723 CTIZ X 525, WSl XK@ CHERHENZELZZ0 2 w5 TS CT T
RMEIE S NG
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5. JHILE

A, LERHEERE

0. (normal) EHE
1. (mild) A FEREEVE T (ATERZR L)
2. (moderate) Y &R AE (GERD)
3. (severe) A g & F AT P ) e T R
4. (very severe) BRI & BT W
B. FEbi L mE
0. (normal) 1EH
1. (mild) HALHER % fF ) B wE (MEERAZZEL 2W)
2. (moderate) HUB S DR A3 P 1 R D 7z o 2
3. (severe) WA BAE R & 1 5 (P P 28 O BEAE

4. (very severe) ch IR S 2R R R AL 3

B. Big

LIUF @ sSe 1248 L 72 B0 & i s W e LAHET 5.
1) B EES

EIEE 2 —F

2) ERMEERE
Ul P IRMIR A AL (ANCA) BLEARIRIETE 2
T LA PR A A O

AL (2 3 L7z HORE R A

0 (normal) EH

1 {(mild) M7 L7F=> 09~12mgdl FTHid REHA1~2+
2 (moderate) mig7 L7F=> 1.3~29mgdl Fld REHI3I~4+
3 (severe) miFs LFF=Y  3med Bk

4 (very severe) BT AL
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7. I

TRAERE RE:A R LR ERRTEEIN
0 (normal) IE S0<EF Frlic L
1 (mild) N AR B L o WAEKIR, (Rl 45<EF<50 NYHAT ¥
2 (moderate) EIRT T B AR, (REERE 40<EF<45 NYHAT ¥
3 (severe) M= AR —F = O W EF<40 NYHATI &
4 (very severe) NYHA IV FE
NYHA 7

T ERICERE < BRAROHED v,

I RERISEREWD, BEGE, B)iE, WS, 3RO, 2E0oBHERICEEOMHEND 5,
I Rk A, BRESTRE, BhIF, UG, 3RO, R oo BRERICHEOHRY D b,
IV EHELICVA R HEEEL TE L. DHHIEREAT BHELH D,

8. BAER

) EAoFEMAE, M, REME (S8 6 MET) o @i AR XDl L, R Eikaof %147z
LhERDTES ¥ 2075,

HEMEMOERTTEE - FEMA 1607, FPIE 1507, BEME 1307

g i (%)
0 95% LA 1
1 75% LA b ~95 % il
2 50% LA ~T75% i
3 259% LA b ~50% i
4 25% i

265



2) WIZEMEI DAL » P2 LTEEEEZRET S,

HEHE HEEAL VB
0 (normal) 0
1 (mild) 1~3
2 (moderate) 4~7
3 (severe) 8 LLE

TEEHIH - O EIL SSc 12 X BN - MERIEEMOEL, 502 EoOE  BIUIERT250T

Hak,
9. M
0 (normal) normal
1 (muld) Raynaud's phenomenon
2 (moderate) digital pitting ulcers
3 (severe) other skin ulcerations
4 (very severe) digital gangrene

XA E, SEROREN FEROBEIEESHEE T—EU RICY LAWE TH LN, BfRERL kT 5 2
EMBEERFIZONTIE, EREROXM S ET 5,
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EEMHEHEER

1. #§}E
BE M S HEE (mixed connective tissue disease: MCTD)IZRBRRBEEEFEREO DO —FRIZHEE
SN UTOZo0REzER>EEMKEETHD,
FE—FXE2HMT)TIN—TR(SLE)ZRHELBAMRE. £ HMELEZROEIBARMRES LV
SRMUBHX A REFREBOEDIEERATREN, A—EBBICRKICHAIVIEBELLIZEBDONS F
~IFIMFEAHIZHUT1-RNP(ribonucleoprotein) i fA L, L \iAfi CiEtHEN 5,

2. FRA
BAHGCREIFESNTOEN, MCTDIIESMACREREN—DOTHY . REEEDRRDER
MNEEBRANDELEZE AN TN REICHHHNGRERZE THRUI-RNPHRIATH LN, BHAELE
FRERIBICEDENALNESNTE =, CNIYRRERDESAHRIESN TS,

3. fEK

LA/ —BREDNUFETHS, MCTDTIHLA/—BRREMEFIEFEDORERIA, L DZ2Hk<FFRT S
CENBHMMTH D, CD=HINODEIRIL. MCTDIZHEMMLHBERELTERSN ., Z2LOHITH
MRAEKEESTLVD,

SLE. £ BMEBRESLUERMEH X KEMRDIFRIZALGNDIEBRERDH DV IFEEMEIE
HELTRHONE, CNLIE—HELTRAFREFEIEND BEEFTROTTHENTWLIDIE, 1) LHE
Hifg. 2) BMmMEKED . 3) FIBICRBLIZKERE. 4 HAHET.5 HERISTIHEEEEMR.
6) fMtEREEE . L& TH D,

MCTDDEGERIEIK . BLOSIHRBDEESEKRELTIRAONTEz, LML, EEAETEHD5%
[CfimmMEEAHY . 10%IZZFDEEVIFLNTODIEENHALIEL>TNS, s M EE T EELR
BETHY. RHICERREL CEULEEIREEZ T HCENDELLD, IR TIEIEREBNLEREZREFTEL
=IMCTDRt & MEDNEZHDF5IE 12/ EL T, BHAZMICDEH TS,

ZOMOHHERELTIE. EAO =X #HR IRFLFOIBEOLUNEZREFARELIZEIKT. MCTD
DFI10%IH>ND, Ff-. NSADs [RARICEZHBERMHIEXLRE TR 10%ZHbND, EHHIEE
LTIE. Sx—T L UEIREE (25%). IEMERKIRZE (10%)75E TH S,

4. Ak
NEFBCREFRETHY . MREBRELQEINMFEEIABOTDELD, FRTACMRARIER
(NSADDs) L LIFLIEFEASN S FNICEREBREXANFRINIRAITTET 5. DUHHICIKEITR
BXTAMRAEBROFLLEGEDIN, Wo-ARIBT HERARG LD, BHBRECVERR . BRAE
DFFRITEET S, PRHEES . 2FITETT HMMEK - BERK. M/MUEDEZDZVTRKERTA
ARHDBEIZHD LI BRI,

267



F1=.MCTD DA FPRERET HMBARMEMESMERE L T IEFLLKONDERINERATESD X
SMfgot=, b M EVRRERIZINA T, MEARM E R R M DIETEZ IS HEREHFET 5. L
ALIMED)ETYTNETLIBEICE. BOF20IUA—ILNKY KRGS0, BIREN
MEARLTERICE-D2DENH D, FERITREEGEERVHIRT HE1ZH BRI HENE
ET.MCTD EETRHEHAWGDBET KRERITHERSND,

5. %%
RIANODSEETFE(L 96.9% T, ¥IEZHENLDSEETFE(L 942%THd, TRRREIIMESME. FF
L DAL, DIROERNLIERD 60%Z HHTUNVS,

O BE#HIFEICHELEHE
1. BER (TR 24 FEERSBETREEH)
10,146 A
2. FEFHOHHE
TH(EERERLEZLNTNA)
3. HRMLAE A
SRHEST (RSB HABEL)

4. R DESE
WE(RTAO/FRAERS)

HY (RITORTEERBERMEEZXDZMELE)
6. EEEENE
MCTD DEEEFZA D EFEE D EEZRANTHFEULERRET D,

O fA#EHT
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DL1/—8BE QEEHLWWLFEDIER
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@ LFEEHR
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2 UTORKRBEZHRANBEDISS TEEAHESHEBBOZHITERIZITS,

@ 1 Sm A
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@ 1 Jo-1iuiK
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<EBEENE>
MCTDDREEfEERAI D EEE 5758

PEEULEERRET D

BEE PEE 2R BRERFT R

EBiE: AR AR K Eg. REMEEES. BeR. RnEES EEEFEN)
REAMREEX BEfE. IEX. MERE (NSAID FEFEMEITIER)
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HEATUI iR MEE iE. BN, %R
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hEE: ER REBFBMEOSVRICELND
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Mk, SEROFREN FEROEIELESFE T —EU RIZEY LARWETH LN, B EREE kT 5 =
EMBERFIZONTIE, EBERERO G LT 5,
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54 L x—J L EIREE

1. #§}E
IBMERRACTIEEABEREAZIHMEL., EELEERAROERCEAY Y/ BTV NfEEET-T
BERERED—DTHD. SRENTEIREGLHN . BRIR. RIRTZ T THL 25 DN DRV R
RIIZEE SN B8 . autoimmune exocrinopathy EEFicn 5,

DI—JULVEEE FMOBRROEHLALNGEN—RELES)VIFOLEHTYTIN—TX
BEDBRRESHITHIRMELICKANEINDG, IHIT, —REDT—T L UEEE L. RENRIR. ER&
RIZIRB I ARV EHFREN L FEBRICELISENB LI TN,
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(5) FEMR BRAE K (R E MR 18R B K. BFELL)
(6) FFEIR (RF R M EEE . B REMEFR)
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<BMEE>
x—J LUEIREE (SiS) AT DM & %
(BEFTEE R, 1999 5F)

1. £ RRERBRETROVWVT L DEHRRZRHLHILE
A) OFREBTY 2/ BRE B 1/4m mE7zY) 1focus LIE
B) IRERAAMI T /BRI A 1/4m m &1z Tfocus KL
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0 W7, FHEDOPRAFEEETL

1 UTISRT S50 PFEDFEEHRHEES

IR ED R IEES . B, MRREEENNMEE ORISR EIK
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[ZHfFL. TELBHED2(ETH D, SEMTIILHEIZRY. FIZ 80 FROFKEHEH D,

2. &R
RRIEEKRETHY . VML REECHLRRALOBEELZ RN IEFIREN S HH DN, HHIEHE
B HEED HLA 7LILEDHEBLHRE EHHHM . BENLZLDOAEL, BEMAKFEEINGOL, X
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J1)F 5 {E (3,000 ng/ml LLE) 0 0O 1 0O
AL NEERR #0 O 1 O
ATAAREEERYE g0 O 1 O
(FLR=y O UE T 0.4mg/kg LI L TA
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56 BREMEZERITX
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BHHE
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: New York Heart Association

I 6 METs LLE E#ED 80%L L
I 3.5~5.9 METs E#{ED 60~80%
m 2~3.4 METs E#{ED 40~60%
v 1~19 METs T HBITFEEH DT
HEMED 40% K

NYHA 9 3BIZERZR (X35 SAS (A LVAY,
[ERNEHIT 2METs, BE ST 35METs, SUA KR ALY FIKiE AMETs, &% 5-6METs, REEX 6-TMETs | %
BBIFTOERELTHEELT,
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SRESRNERE

(Specific Activity Scale)

O TlL, TRITHOWTEML T Z&W,
(HL2BW, ETHALVIEELDLY 2B [LOZLTLEZEW, b bRV DI
212 KO LTLEEY)

L&, BIZIRVETH 2 (et BUF) =N VA
2. BIZHRoTWD EETTHN? (et BAT) I SHV?
3. ~ANTEBEREENATEETH? (1. lets) =N VAN
4 MU= ATRIZTEETD? QNets) =N SHhV 9
5. BEHAN—ANTTEETH? ets) =N A
6. AL TEET )2 (2~3Nets) EN Sh?
7. B THMZET ET0?2 2~3Mets) [ER VAN
8. ZHEANFIITEETHN? (3~4Mets) EN AN
9. Yy U—HRUTL TR TT 2 G~AMets) =N SHN 2
10. 7 VA EIRE LTHERTT 2 B~dets) =N VAN
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19. ¥ 2 % v 7 (RdiSkmiL ) 2300~40mL CH R W oh?
TTn? (T~8Mets)
20. K¥k& L THERTT 02 (T~8Mets) =N ohYV?
2. DL VELTHERTT N ? (8Mets LALE) (B AN
FERPAHBT 2f/NE#RE _ Mets

% Met: metabolic equivalent (fUifdk) WG, ZeiAfi O FERE (3. 5ml/kg KE/%) % et
&L TRBRE OG0 E R L, [EBIREORE S LTHWA,
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SRESRNERE

(Specific Activity Scale)

O TlL, TRITHOWTEML T Z&W,
(HL2BW, ETHALVIEELDLY 2B [LOZLTLEZEW, b bRV DI
212 KO LTLEEY)

L&, BIZIRVETH 2 (et BUF) =N VA
2. BIZHRoTWD EETTHN? (et BAT) I SHV?
3. ~ANTEBEREENATEETH? (1. lets) =N VAN
4 MU= ATRIZTEETD? QNets) =N SHhV 9
5. BEHAN—ANTTEETH? ets) =N A
6. AL TEET )2 (2~3Nets) EN Sh?
7. B THMZET ET0?2 2~3Mets) [ER VAN
8. ZHEANFIITEETHN? (3~4Mets) EN AN
9. Yy U—HRUTL TR TT 2 G~AMets) =N SHN 2
10. 7 VA EIRE LTHERTT 2 B~dets) =N VAN
11, fRREZ2 A & R Ui G2 100~200m 30 T 3 =N VA
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18. 7 = A (UFHEK) % L THFERTT 1?2 (6~Tets) 1T\ o1 ?
19. ¥ 2 % v 7 (RdiSkmiL ) 2300~40mL CH R W oh?
TTn? (T~8Mets)
20. K¥k& L THERTT 02 (T~8Mets) =N ohYV?
2. DL VELTHERTT N ? (8Mets LALE) (B AN
FERPAHBT 2f/NE#RE _ Mets

% Met: metabolic equivalent (fUifdk) WG, ZeiAfi O FERE (3. 5ml/kg KE/%) % et
&L TRBRE OG0 E R L, [EBIREORE S LTHWA,
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3
5) i/ MEBN RO T L 70 5 FIRTEEIO BRI X, 2 OO0AR2BE OFERZBHT 25 729 Okey
question& 72V T OT, AT h/MEB) & Metsk) & BRI HOF E‘Zﬁ‘ﬂﬁ LTSN,
%key question®|d, HIKTEEHEN OB SERER T, BHEEO4, 5, 11, 4L
b bkey question T,
6) Vetsil III"(/)&)Z)HF'ME*FI (HMMH

7)1 LowaMDTQfOUkaNML*<t*M

(fl) 272 AP TEETN?
<20 VB TEBRICE ) AR E LD LAY, FcTE

B A
COTERICLEZ EERVE, AR THEICTEZEIT,
CEYENDBTE LTHRIZR, hLobhol,
CBHENBIE LTHER, 2bhols, - b

CTEZEIIRDSTZOT, ) EARTFIELRDM T,

IO TAMICLIZZ L IERVR, AORETESHL TTEZE IR,
ZHIENPTE LELLLRoTVRVDT, TEANEIMbhbRY, - bhbin
CEYXAMBTERATZZENRVDT, TEHNEINbhbRN,
(MO TOREDHE)

[fEREAR N & [ U B TP A 100~ 200mB 0 T HFER T, (3~dMets) ) &V ) ERITH0

THERASRO A, BRI Akey question& 72V BUMEENE T & HSASIL3. SMets &4

GBEITHE L TVl LRbL%E)

@ CIOERIER TIEROBS BT 256, Tob0 T ERRETL Y 133 O5A T NetsiZ,
RTL Y 5250 BAEMetsE LTFEW, LLATE I, RiBEIORERO - &R LET,

XA, ERORBREN Lo BEESEE T TELL LIS LW ETH L), SEERER AT 5 2

ENMEIRF I ONWTE, EREERORRET S,
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61 BEFAEMEAM

1. BE
BEFBRMEME. REOTROKBEDELHY . BRINMERBEZRTEETH D, MEKFEDITLT
LT RTOMmMEREVNSHIFTIHGL BESITIEEMEM/MMREAD LT TAMBRKIEIEEEVNSZELD
%, PHDOICIE MDFEREBICKDAMBKFEDEZRNTIDLELH D 4FICEHDNEESHOLIVEE
T EHEMEZEEORIG R M (FAB 258) THD.

2. RAE
EMEFMENARD T SEFELTREFHEFICIIENFHADOGELENFHEESDENEE
DZONEEREZZABNTND, FS | BRABREFHIRFE TR T AN FONDOHLHM., BHEFR
EQFERAELGDHEERREFELRESN TG,

3. fEK
(B mEIR
EELTR. BUIN. B§E. HFEL., HIEFRE. BEE.
(2)H M f& ]

M/MRIEA & MK, RS OMIED R, SN, S\, £BGE, EfEITEHEMR,
tEaRm. i, HEEHmLH 5,
(RBFIENR

FRRIERR D ICHSBRRICRDRARE,

4. BEiE
XEHEE
BEOERBERKICELT. AT OEVE Te/d FBEL EICHEFT 5K512H MEKER & IR M Bk & i
T 5, IFHREREIAY 500/ | RIBTRPEZHRELTLSIEEICIE G-CSF 21857 5,
EmEEZEBEL-EE
DOeEIEEEZ QFARMERATOAREZE, QEMBHMEBIENDHS,
Stagel, Stage2 [Zx19 58K
NoDEEEOHEFREHEMICRIL TIXXRBRLGERKRARIIERTH S, V¥ ATGUHRENE
IR X REITOT)Y) (LARPENEVEVNSRILH DD, ABED =612 AR M/ xrE M
ENELTHIENRETHD,
Stage 3 LI LD EREHIZxT HAE
DHF ATG £ VBRRY DB ABEED. 40 KA T HLA —BREREE T L0l L TIXEHERE
WZETI. VAR EDQBHAICEY . 4 7 BINBMOFRELLLIFETHET S, KABELFRMEEA N
(29 BIEMBERBHBIERDORIEFERIL 710%LL T THAD=6. &AL G EINHEEDEDF
IZRR5NS,
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5. ¥

MOTITEEH D 50%MFEELURNICHTETHESN TV =, RAETIE. IEWE . G-CSF. M/My
MGEEDXFHFENRKEL., REMFIRECERBEI/REZRRICITONEILSITHESTF20. 8 7
BINEHMAELLGLETHEL. 9 BIDBRENRIBEFTHL5ITH-TIND, =1L, KEEFFMNSIFFEK
ML OIZEL, G-CSF 5B EIFHIRAEMLELVIDFTRITIKAXELTRRETH D, 1=, REIMNH
BEBROBEFIZENTE. BETRRMANABFRELIZY . MDS +° PNH [ZB1TLI=YT 260 H 510,
NnSDMailure JESRBEBENEONDBIDEI AL 50%F5TH D, —EDEEFPCRERRPMERE
BLIZHIEREIMFEECL > TEREL T . AR MBRE M - M/MREONABELL S, FRIMERE
MMAEELSERERRF DAL -FEELEDAEIORMN I ADERNENDS, Tt=, SREMFIEEIC
FYUREL-RIAEHEFI DO 3% MDS, ZD—EHA2 M BB MmIZFEITL. £ 5%A% PNH [2F84T79
%,

O BE#HIFEICHELEHE
1. BERCER 24 FEERSBETREER)
10,287 A
2. RIFOHE
FHHGEMBMBENORELEIZED)
3. MBMIAEAE
REEN (TR, REIHIEE . EARMERTO4REE. BnSHEEHEELTL)
4. REBIDEE
WE (EEHORER RLHEZBLAEEMFEE L THRERT . LA TR MBI -
INRER AN E)
HY (FARIE=&B)
6. EfEE B
BAFRHEMOSEERLLE (FHH 16 EEBE)EALT, Stage2 LEHRET B,

O AR
MEFMtEmEEICE Y HREPELL
MERKKRE RRAZEFHHERRE K- -BERE g Bl EX

O REH
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<BMEE>
BEEBEFRMEEMOZHTELE (FK 22 FEHRET)

1. BRIRFTRELT, I, iR, ESICREBRERDH D,

2. UTOIEEHDNSL, MERLZd2FiEf-d,
DOANEJTOEVBE 10.0g/d Kl QFdhEk; 1,500/ 1| Kl @mn/i;10 B/ ul K

3. NMBKBELDDERELGDMDEREZEDEN AMBKFDZE-I LD ZMEOKREICIE, BILE. B
BERM RAEIREE . BRRRAEAE . RUEMREANTEI/ DEVRIE., ERFKMEE M, EOBHEEE . BN
fE. ZRMUEHME. IRMAETTEE FFEE. FIIRETTEERE) . 25T TIN—T X MRE BAEIREE.
REEGENEFEND,

4. LITOREMENMON IS OERMEINET
1) #WFRMBRIBIOEN,
2) BHMEFERIFAR (VOYMERZEL) T ARMBIIFREAELTED T H. BOAGVEELERIKD
BAOE) IR ED ERAHS. EMMEORRRITEE TR,
3) BRMARR CEMMBADRILAHL,
4) MEFHKED LFEFEMBBESEROETHH D,
5) MIBEHAD MRl TEMABBOBD EEHBBOBNETIRAHS.

5. BWICERLTIEL 1. 2[C& > THAFRMEEMZEREL. SICL > THDKREBZEIRINL. ZHT 5, 41280 T

PMESOHICHERGLNET 5. BETRMEE MO TERMITMERBDRRNZELHH, —HBIZEHEE
EREERFOTICEEMEE AL EHETIZENH D,
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<EEEDFE>
Stage2l EER R ET D,
BETBRMHBMOEREERE(FER 16 £EEIE)

BATRMEMNDEEESEE

Stage 1 2Pnd TEUNDIEE
Stage 2 HEHE  TREO2EBULZERT
$FehER 1,000/ 1 | R, /MR : 50,000/ 1 | K3 . #8FRMEK : 60,000/ 1 | K3
Stage 3 ~ POEE TREO2EBLULEERECL. EHNGEOELELT D
$FehER 1,000/ 1 | R, /MR : 50,000/ 1 | K3 . #8FRMEK : 60,000/ 1 | K3
Stage 4 E-Fnd TED2IEBULFR-T
PFohEk: 500/ u | SR, M0/ViR:20,000/ 1| i, #BIRIER: 20,000/ 1 | K
Stage 5 EBREE  FHEKD 200/ u| REITMZ T, FEED 1 TBEULEEH-T
/MR : 20,000/ ¢ | K M FRIMEK : 20,000/ 1 | Kt

) ERMLEMET. BA 2 BN EOFRMBKEMMADELTREZLD,

KB IEROBEN FEROFIEESELE T EU LY LWETH LN, SR ERZkET 5 =
EMRBERFIZONTIL, EREBRORNSRLET B,
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62 BHOREMHSIMMHERM

1. BE
BEfEMANMEMD(AHA) (X, FOBKE EORBEERETIEEMANELESN., HERRKRE
DFER. FMERAGEEZ(T. FOMBROFGHELEMRCEML) L. BMEE-TRETHD, HEHAE
DOHBRICOENDREADFMIIREZTHADEH AN ZL BEREZER - FEOETLEHREICEOFER
REHLERIND, BCRAOHRZHBR LT HH. MAOHHIK, BRIKMREFL, IFRFHLE
SEIFLHHERNOLATELIBBEZL OREZEET 5., BCHAROFNEKFESDREREICK
YEBEXEAXDAIHA IZRES IS,

2. [FE

BEREBRZOMKILIZIE, BRORELCERDLF LDERFAOERLAEZ SNEHM. TNE
NOFMILTETATH D, FIRTE, AIHA [2H 1T L EERERRDAILIIRELER EEIGHE
H. RIEEEN’ERICKBAE - TELSZEFHDBETHILER L THELDARELEEZLN
Bo EDHRT, BPE, RETE., RERDKA. RILEVIRE., FH. BETENREDRIER
IS5 HEEZOND,

3. fEK

(1) B AIHA--BERRBIEIZHRMEICED . EKICRAMRETIIRB. £25FH. DAL, FIREE,
EHBEERSILAHY . ANEVOEVRPZRIZLEALL S, EROBSICIFELDOE
ITRE., D, EREABLEHLIEET S, RESNTELNBI-GEVWIELELHD, BEL
(FERFFEA. RIRMICITLEMBILI G0, BREETOY VAEBREFENTH D, BEDH
ENFE(E 32~48%, FHFMM/IRBA LR (1TP) # & 6t9 5354 % Evans IEIREE LI5S,

(2) FEABRERIE CAD)-BRRRERKIEAME REBIRBEZICLIDLONSE D, HFFRIERM CAD D
EIXBITENS CBEBRNNFRT 0. EARBICIIBNFEEZRODILLH5H, RERE
EOERELT, EEXE - 2R -ENOF7/—tH, BREEE, L4/ —BELEENAHALND,
BEORKEHMERDOIMN. TREBITELATHS,

(3) RMEUEANES OEVRE (PCH) - BATEHTAIT/NROBELEE M ERADERELEREMN
HBoTWd, UATKK Roh-iEEMHOERFTE. BEARENBOREOFRELY . FEH
REHOMENBMEANEIOEVREZE T, [UBDET. AKOEARLKEE - FRLEEIC
EOTHFEXRIND, BEABENOHS ~HEMKIC, Sk, OikE. BE. BEE. B, T
Fl. BERIZTONWT, BELEREHD,

4. AEE

FEEDENX AINA OBETE, BIBRERATOA FE, iRl RENRNEN=ZAETHY. £
DELEIBERERATOA FEAE 1 BIRTHD. RAGDS[XEERBEELLDT, [FLHIFH
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HAULEDOBE#HERE L TAEZMABT 5. TOROBIBICK > THEHEMLG VO LEHHRNMEET
BZELEL D, 2/3 RBEROFEEMORENHEE. BIBREXTA4A4 FEOTRFIZH 5 BT
BY2DAFRATHD, BF O EFREMED 80~90%IRTO( REBMTEENTREEEZEZ OND,
CAD & U PCH OIBAAEEILLL. RENB 2 EBEARANTH D, BX-ARX L L IThKREE
(rituximab) DFAENRE SN TILVS,

5. Ft&

HA (ZEEFREZEM D AM LIBHICH TN, BMIX6 ¥ BETITHERT 24, BT EEMEEIE
SHROBBEL D, NEORBREMIAENLZ LY, B AIHA TEREEDO LG VVERFITITARE
[2& Y 1.5 FFETIZ 40%DAEHIT Coombs FHERDIEHEALA A DN D, $FHM AIHA DER FRIE5 F
TH#80%. 10 ETH 10%DEHFETHHH ., BRMETEFELTRTH D, CAD (TREEHE 2~3 B
BBATHELBBRLEL, JUN\BREEREICHERET I2EDEERKREICL > TFRITERLSH.
COBETHLRONEEDTILELS T EIEDEL, NEDREEZMD PCH IEFREMNSHBLZLL
HETHET 5, BOVBMICKIBEEPLERLERBINE—MRICFRIIRIFTHY . BHILELE
MEHD EIFELY,

O EHOHFEICKHELEE

1. BEH FARMCL S, AOEANOERESEDHTE)
2,600 A

2. FIROHE
T (ACREFHEBEIREIND)

3. MEMIAEEE
KN (RAMAEELL)

4. REDEE
DE (BYBRORBEEDBEHY)

5. BETEE
HY FARVEROBHEESY)

6. EfEENE
HRMEROE D REEEMERM AIH) OEEESFEITH T, Staged UL ZEBRBHHED
HEET D, 121EL. EMEEET>TOTAES OE VEE 10g/dl LEDEEHENET B,

O tE#HRiE#T
[ Se i MRS 1 BE 4 2 ML
MEfrRE HRAFEFHMERER 0% - BEAR %2 2 Ekx

O fREH
AOMTERE
EEEREE
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<BMEE>
1. BRMEEM ) DBMELEZERT,

2. LARY MURIMEIZ & 5E#Coombs :REMNBEHETH S,
3. FEEGEMFIMEEN (FESHM. HAERIMMEER) LUERIBRMEREMESM4EE Mm% R

nNg %,

4. 1. ~3. I2&->TEWTHH. SSHICHALMKECRAORGEEREICL>T, BXQTC)D
Dé ARXUC)D)BELUI) ITERT B,

N RRXBEREMHAMEA M

ERERIZISAERIZEDKE L, HERMFICK SEECoombs HERTIg6 DA, FizIX1g6 &R
PREINLZDOMNRATHDIH. MBERELIXLEARY MLRALETOAGEGED L H D, 2
#riE2) . ) DERMMICK>TH KLY,

2) ERGRERIE
MEPCEARERMOLENADHY . BABRBICKIZBFNOELCEEBLAAONS, BEiE
Coombs FAER CIEMHA AN EEEIND,

3) REMEANET OE VR
AESOEVRZEZHEE L. MEPICTHEMBLERE (Donath-Landsteiner Hifk) HEH SN B,

5. UTFICE>TRBAELRATEETI.

2 . HMERBELEIZHIL6MAETITHAERET 5,

B . HEERBRELEIEZHHLS6NALLERET S,

HEE . EREBEEZEOLL,

mRME . ETFELERETIEREELRD 5.

6. 3%

1) PEICIEFOERORERR ERFMOLER, FOBEELZLE) 35EI124H 5,

2) ;BXAIHA TIE. BRZEIZ & 5E#ECoombs FHERMIEMHED Z &M H D (Coombs ETEAIHA) . C D5
A&, BEEROKRESICOEENZHICERATH S,

3) 4FHRMEBXAIHA (THERMEI/NMREDEERR (ITP) NEHT 52 enNH S (Evans fEIEE) . F
f=. BEAEERBEOLRZHSRERLALND,

4) ERBRERETOBIMEIFESRERMEFITTAEEFRET . BABTLBRMEREZRT 08B
% (BHMEASRERE) -

5 BCHRAOHROHFEICITRABEHELZ EEFT,

6) EREEBICIIECSRERE. VUITFHER. )/ \BiEMERE. RETLE. BEE. BEE (7
AATSRXI. VA4ILR) BENEEND, HEETRBEDRICCASDEENBEEHILELT DI LHH
%

7) EFEREREESOERAENTHERRY MLRIEIZ & 5E#ECoonbs SHEENEHEL HDDTH
B9 %, ZHICIIERRER, FRPLEOEE, ERRFEENAORELGENSEICL DS,
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(%) /ﬁﬁﬂliﬁﬁﬂd) &ﬁﬂ—iﬁ—
1. KATRELT, B%. BMEFEFRSO., LIELIXEEEZMAMT 5, NEJODEVRPBREZEF#EF

ohtb\zﬁéo
2. UTOREMRN#5NS,

1) ~EJODEVREERT

2) #@IRMEkIE NN

3) MmEMEEYILEELR

4) FRep - EhyoE Y VKB

5) MFENT T OEEERT

6) EREFRZFIKIEN
3. BMEFEZHSN, FOZERE LAGWMIOEERE (EFRFEHRMEEN,. FHEMBGERE. FAML
& congenltal dyserythropoietic anemia. FFIEEEE. AEUREELRE) 2B T 5,
4. 1. 2. I2&->TAMMBMmMZELEL. 3. [CE-o>THEBEZRIN L. SEHOBEEMEZET, LML,
/eﬂﬂliﬁﬁﬂd) M=+ TIEAR+5H 'Cﬁ)b) HEMOEUVVREIZCL >THREZHEET 5,
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<EEESE>
Stage3 LEZXRRET B, =1L, EMEEZITOTLTAETIT OEVIEE 10g/dl LLEDFE TR &
ERN

BXECREHFOMRMm (AIH) OFEEE%E

BEEFBE RHREENEFICET HAEHRI (TR 16 FEBIE)
stage 1 B I EMBEEIDLEVTAESIAEVRE 10 g/dl LIE
stage 2 hEfE EMREEITHOEVWTAES OEVEE 1~10 g/dl

T stage 3 LOEE  EMBAEToOCWCAESOCUEE Tgd WE
stage 4 E I EMBEEEITOTOWTAESOEVEE 7 g/dl Xl
stage 5 REE EMBEEL L VBEZT>TAEIOEVREE 7 g/dl ki

KUBZEFEEREETEXAINADIOTH LA, AKX AIHAIZTDOWNTIE, BEENICHZEEEREZE

Y%, = LIDGEIIREELZILEL,

Xk, JEROBREN RO EIEL DS T EU LIZEY LRNWE TH LN, mERER M T 5 2
EMRERFIZONTIE, EREROTRET S,
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63 FEIEMEEREATS OE DRI

1.

BE

RIEMREANEY OE VKA (PNH) (&, PIGA B FICERMERZH > Em##aN /00—
ERU#ER. HARICKIOMENALZ FTHET IEMHMITEETHS. BEFRHEMEZRKRETD
ENRLERBELILIEEGH -BERITT 5, MARETARFRFITIEIFHETIEHAH . PNH [THFELE 6
fE TH5. PNH (&, BEFD 49(1974) FEITAEMME B MAFERBICHEESNI-ZLIZHVARS RESREL
TRYLEFoh. EANEENRAEARY (MR =ZHEH) L > THEBNGRELRIBINT. Th
MNOSHIZES 40 EITh->TERMRICKYEZR. RE. fREE. 2. A&, PRACIRAVVEZRIZE
THREARNERONTET,

R () ERE. FRMENESICET M RO K RHAFRIPNH BFICHTIERKREL
BARAEODBKRLBAEIDOT—RI2LDE, 451 5% (range:10-86) THoT=, ZEFRFFEE ML, 20~60
BRIZEFARALGLRIET B, BEKBITIENES OE VK, IARFEEL o7 PNH O B AGER A RITE
[CHPT VDL, POTHITEOLAELFRLERNEARTH S,

2. [RE

PNH FRIIEK Tl glycosyl phosphatidylinositol (GPD) # L CIE LIZHEE T HHEDOEANRIELTLVD,
FAREERLZOLSILEBDIDTHY PNH FMERTRILTHEY . BELGEITEYBERINFHRILS
N5E HAEDKBEZ T TANLNEES, COEREIL. GPIDEEREXE T 5 EEZFTHS PIGAEIR
FOEEDHERL-LINSIENHLMIINT, T4H5 ., PNH [FENFHADOELRFITRREICE
CHZRICERT 70— MEETHD,

3. fEK

4.

ZWIZIE, 70— A AN)—Z ALV = PNH 2 MIRDBEEABEBETHD, EIC1RIBEDIAO—T VT
BRENHEING, EEICHRLEETHY., FREARETXVIXTD)DEIG., IEREOEE(CHI=>T
. EELEMAMOTICEFEEEZITOLENSHD,

AR

BHBEICEVEE/D—VZHRL, EEI/O—VICE>TEERASEN, REDLIAH—DIRA
RETHAHN . AREGEISELERG, CNETIE, Mg, RETHBEMHEE. ERTRMKEDEZE
EI5EEHFLGEICEITEINTE, LIzA > T MERFBM., BHAEESCMIREIZH Y S ERZE
NEREGD BMFEEITHLTIE, BREEFOREOFRERETHELLIT. REICHLREIBTRER
TOARIZEYBFMZIMO—ILT %, BB MBRICESERETEM LI 5-OBBHIHIRICKHFIR
EEMNYDD NTMOEVERET S, BERMICKHLTIE, #HAESHS IR T 2RAETIVRT
DARFEESN BMICK T 2RIMGIMHZIRAREIN TS, BRALITHLTE, BATRMEEMIC
ELBREITON. BEOBRTEZHIEN S EARMERLECNARSN D B THN B
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FETHNEMICHLTIE BEAHNITEMMZITIH, HRHEESN TERSEFNIRBMIIHILD
DETIHEW, MARFEDFHEBRICA/NRIOT—T7 U REN LD MEREETI. TIVXTT
[CLBIMMRFHHRERSNTEY., 5% PNH DREBEE RS EL>TLKIDOERHNS,

5. ¥
PNH (4B THRRICETL. BOREERELY . BOLNERLIZYVT S, BREEERBEOETIZES
LILERE D> EBEELf- I (1/4) LR (1/3) B ERRER 4D, BEIRMAREL A DN DD, FKIZLHLE
HDETITHEEIEL (10%LUT) , HICHLKRE~NDERBIONS (3%) , i/ ZEHHLORHA TR,
) EFEARIAY 32.1 £, 50% 4T 25 £ TH o1, PNH TIXBEREMMEIYF/IELSDBHFHD—
DTHHMN, TOHEEIL. BREBEREIZKDE 5%THofz. TVIXITDEBFZIZKY ., SEIEFEINK
ETHILNHAFEIND,

O BE#HIFEICHELEHE
1. BER(HRMEIZLS)
#9400 A
2. FEFOHHE
A GEMEHHMIAD PIGA EEFERHIREEINTING)
3. HRMLAE A
REET (BRRAE S TABEN L, SHEREICEEED)
4. REBDEE
WE (AT, SR &AM BR A < BE L - FER AN IR)
5. BME%E
HY (AR LD ML)
6. EEENLE
HRMICEBHAMAFTRICE SV -EEENEIZAL., PEEULERRLETS

O fAEHT
MERMEnEE AT HAEMERI
MERKKRE RRAZEFHHERRE K- -BERE &g Bl EX

O fREH
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<BMEE>

1. SRATREELT. Bl BEQIFNARMAETTOEVR GRFBR~BBER)ERHDHIENS
LYo EEICHARMAE, HIMER , HREEMERO D ARFBEFLGVA, FREFZPDOICEVEE
BTRET S,

2.  LToOBREMEMALELEASNS,
1) BmESLUHMmEK, m/MMRoiEd
2) MmMAEMEEYIEELS . IDHELS. \TOEUEET
3) REBDAESOEVBME., RILEDANED TG
4) WFHETIAVKRRATI7A—EXA7ET. FOX7EFILOJOIRTS—EET
5 BHARFERIEM(FHTBEENSVHIMERRLEHD)
6) Ham(B& AL fLE A M0)FRER IS F 1= (LR HEKERERIS 1%

3. LEEBERAMR.REMRKYPNHZERW, UTOREMRIZKYEZEZRETET 5.
1) BEEI—LRRERAIEN
2) JVAVIKRRIFFFILA/b—IL(GPD) 7Uoh—EEEQ O XIBMEK (PNH 24 FFHRMEK) D&
HEES

4. BHZER. BHAER. FEAREBEZICLOTTRFREMELTINA. LT LEVTNANIZHETS
WDEETEL,
1) ERPREI PNHGRMMATR A AN D)
(1) T HLH PNH
(2) BT EE PNH
(3) JEEE PNH
2) BMFTRABESMNTHL PNH 24 T IMERS O B R £ (BREKRI PNH SR AL, EEERIRK
DFREELELY,)

5. & &
1) HEEZHOEOHOBMAARELTIL, M5 LDH ELF . @FRmEkiEm. MiEEYIEVELR. @
BTN OEANERTMNSEIZHDH, PNH 24 T FHRMBRAN E)AY 1%L £ T, % LDHEAEE L
R 1.5 ZLUETHNIE, BRERAI PNH E2BTLTXLY,
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<EEESE>
REFEEULZERRET D,

BATRICE DV -EREESE (T 256 FEHETD)

PEE LUTD2IER #i#1=9
s ANEYJOEVERE:10 g/d K

s hEEBRMERDD
FlE BISALREEEDRDD

2 LUTD21B %=
s NEJOEVEE 7eg/d XK
Frzld EHMARORBMLELNELT D
- BEBRMERDHDB
F=(& EEMICARMANES OEVRERDH-Y HRISAMREEERYERT

b= PEERMOBRE., MF LDH fETIEE LRD 4~5 & (1000U/L) F2E
SEAMOE R, f1;5 LDH {ETIE® LR D 8~10 £(2000U/L)FEE

F2 R FRMEREME (T E A 2B U EOBMIABREREEEIET
BMFEELE, BEICEYRANADELLGE>ZY ARDBELLEDREEET .
BRICEFEIC 1~2 BREE., BRIEIEZENLULEERET,

3 MAREXEEE-EHABNITEEELT S,

F4 EETRIVIAITOFEBHESG . PEFAE TIEMERMBEGEEZOND,

Kk, JEROREED ERROEIEL D% T EU LIS LRNWE TH DN, mEERER AT 5 Z
EMREIRFIZONTIE, EREIROFR LT 5,
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64 HEFIEM/MREA 1L BER

1. #§}E

AEBFI/MEEBICHTSEESHANREL. M/MMRICHEESTHHER. TLLTERBICHE 58
ARMBETOI/NMROBIENITTEL., M/MREDEE-TECREEHERETH D . FERIZHENT
AJE (L. primary immune thrombocutopenia EFEIENAZEMNZ N, FELADHMERETET 5, @E. R0
B, AEMIRRICEEZROT . BRTOERKELREDETLALONGE, TP DTS TLERNEZ I
MNEARTHY ., M/IMRHDEL-OTEREEBOC. ZROBSZRNTILENH D, /MBS E1F.
m/pRE10 B/ u L RimEST . AT TP [CHEWTIXI/MMRIIRITED AT, /MR EE B
FIESN TSI ENHALMNITN TS, I/MREERENEHEZIKICLHEEL. /MROELEEE
FIEERILTNSLEEZALND,

2. BH
FRERIEFHETHY . MAEEEEIZBASNZINTUOELD, /NEAM ITP TIEOAIL AR LS T [HiER
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BEOHMERMULNAESHVERNEHY. COBZEIFNKRTOBRETHES THD,

4. Ak
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3. ERMIAE A X
REEL (LT RTOARIRIFM)
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[SINERDIAIVAERRIE LT A ILAED Y F U EER (A L= /MRIE D X4 Rt fn /M Ris A 14 B R
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(MDS) R DT BHIREERDD
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> TERM/MMREERINSEDZEX. TP OWHENEV, EEDIHEEL TP EBEETEY
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1.

Bz
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PWY 5, @R 1)
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5,
Q BHaeEE
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FERMEMHIERIBIE
BIMMEFE (C1/4UEE2—RIBIE)
IRVNAGIFHEDDEND . FEXRERAERIEE
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(2) Bro+EI1E
MEMREFASIREEZSEILOSVMEERBITERE. RBAEE HVREDVILARE, Eit
BEOmES. RENHERIRE. BREGEIIIEREAETESRENRNSN TSI,

2 3EE1E
RETLEDZIHBLTHONSZREMIL. ROKISICTEHIND,
(1) BRAGELIOIEEIOBEBIEMRICMZ ., B OBRENEEILLOTL BENEBEL
EER
(2) iz, BERR 2. BUMAE & BAERREED RERE
@) Za—FLRFR-AVZ AVVR, YA ATADAIIRIGE D BT K
COFER. REFLETIE., TROBRFERNHRLLHEEHETHONDS,
@ EUI[ERRE (FEX, BIREXEED)
@ FESMMERERAE (Fhid ., BERE . BRIMAEARLE)
R[E XY ARAE — FIThAEETE
@ BREZAE
® 1EBRME /BT
® BEMTH
@ #ARMOREIDOTE —— FICHRMRESRSE
Za—FLVRFR ARt
© JAIIWREEDOBE - BAEL (ZEITKIE) —_—

<PEEE>
(1) EREREFLEBREICEFNIEE (ERREFRONEICET D)
D BEREFLIE
<I XEHEBEERSRETLIE>
1. BEEZEByAUNICEMRREZECHRALEERPELTREL. RAKEETHHIE MM
BHEEZTHOETNIEERIFELRIIRTT 5,
2. EXRMICIZBIRICHRE
3. BEERMEMTHEENKHAEEIE B E(TZRL(300/u), BHIFEEILIESE (T-B+NK-),
4. PHAIEEL RIGASIER D 10%K i

5. |~EA<I 0T ME: HERK, AREBENSDIGEBITRANEET 500 T LLIE
EEGBIEL, F-RGEDEREERASBHPERICE>TREELD,

6. common Y (vc) HEBEELEFNEREIZLD,

Y B FRITCEGTFEEFHRL., BEZM%E1T, Primary Inmunodeficiency Database in Japan
(PIDJ) (http://pidj.rcairikenjo/)DBEIR I+ —LTHHKT HZEMNTEESSHIZ, —EHDERTIETO
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—HARAN) AT VKRR E v cEREREFTHITOTL S,

WICENALDTHENEELIZY, ZEN—EDUU /N EKIETEEICRES (reversion)IRRMNEES
NTHEY, THIRNEFET HHELHFEET S0 T, EFERICEHICHEHRT STEAEELLY,

<T HBHFEERIE>

1. BEERByAURNICEMRBRRZECHRALGEERBEZREL. RIAMNERTHDE MR
BEZITORTNEERIFURIZETT 5,

2. BR.ZBLWITNISBRIET 5.

3. RAHMTHR I RBF =L <300/ull,
PPkt RIEFE -1 E <200/ ul

4 MEBITIEREHHELET D,

5. PHA$IE 1L IR i Y 1E & D 10% K i

6. BHRMEEMEEZTOEHATR

1. B~ AT OTY M HAER Y ARBIEBEI S DIGEBITMANFET 5O TLLE
ELIEBAL, F-gGIENERELABPCERICE>TRECELD,

8. SFRABITIBERRMAN. BMENMBERE. BRI 2LOBNIAERHTHD,

9. adenylate kinase 2 (AK2EIZFNEHEIZLD,
AK2BIZFHRT CRGTFREEEHERL. ELZHMZITI,
Primary Immunodeficiency Database in Japan (PIDJ)(http://pidj.rcairikenjp/)D B E K T +— L THH
THIENATHE

< 7F/LUFF73F—+ (ADA) RigE>

1L BEERBAURNICEBMERREZECHRALCEERPEZREL. REHARTHLHEMERMEHE
BETHRITNIETERIELURICETT B,

2. BR . ZBWITNICERIET S,
3. BEFRMI) D /ERAL TRIBEFIXZERF(K500/ul) L(T-B-NK-), THIRE X RIEFE - H:<300/ul
4. PHAS &AL R HYNIE B D 10%K i

5. |~ {EA T/ 0TI UM HAE Ry ABIEBANSDIeGRBITIMANFET 50T LLIE
EEGBIEL, F-RGEDEREERASBHPERICE>OTREELD,

6. FE R, TR HEBOSHLEELAADND,
7. RAHM B AZER, FRIBR, $RHEF ML E DADAEEAET
8. ADAEIGFDEEICLSD,

ADABIZ TR CTECTFREZHERL. EZMZEIT,
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Primary Immunodeficiency Database in Japan (PIDJ)(http://pidj.rcai.rikenjo/)D EFH IR T+ — L TH
$HIEMARE, oI, ALEEXRF/NER CTIE R M B AZEK . FRIEROHRHME SF A DADAIEMEBRIE A
AlRE, FRICTEALDTHENEEFLIZY, ZEN—EDY /I ERSETEEIZRS (reversion)IRRAER
BINTHEY  VUNEDFEET SHLHFET SO T, EMFERICEEICHKTHIIENEFELLY,

<N ZF—*> (Omenn) fE/REE >
BEERB,AURNICEMERREESCHRALGEERPELRIEL ., RANAR THIEMEHIEIE
EAIDETNIEERIELRNICETT 5,
1. FFAER PRIE K
ERFUVEKEYDEBHRRERE. )/ \HEX, FFIRIE. 5R_PEMLE
2. HEHREMRR
RAHMTHAR (FFECO300/uDL . FFERERIENN ., BIEMAEZ £,
3. RAG1. RAG2ZETCEEHEESRETEENDREIELFOERIZLD.
RAG1., RAG2LGEDEEFRMTTECFERZHIEL. BEZWZETY.
Primary Immunodeficiency Database in Japan (PIDJ)(http://pidj.rcairikenjp/) D BE K T 4+— L THH
THIEMATHE

<V FYRYLFIRRRR) S—E RIEHE >
1. BR. ZBVTNICELFET S,
2. MEREEEDE T KT mg/ml)
3. BERMMTAERIETIEITHEOL., BEKILEEBEINBLT 5581H5.
4. RAHMERZER, FRODER, R4 SF ML DPNPEMHAET
5 PNPEIZFDEEIZELS,

PNPEFERT CECFEEZERL. EEZHZ 1T, Primary Inmunodeficiency Database in Japan
(PIDJ)(http://pidj.rcairikenjp/ ) D BEMHK T+ — L THHKT I LM ATEE

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

ZWEITI,
Primary Immunodeficiency Database in Japan (PIDJ)(http://pidj.rcairikenjp/)D B E IR T+ —L THH
S BT EnTTRE
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<VI ZAP-70Ri84E>
1. BR. ZBVTNICELFET S,
2. WERMMY 2/ Bk, THIF(ZIEE A, COSEETEMAE L RIBFE = ILF I (0~5%)
3. PHASE AL IRIE AVIE 5 D 10%K it
4. ZAP-10BEFDEEIZLD,

ZAP-T10 BTN CEGCTFERZERL. EEZHE1TS, Primary Inmunodeficiency Database in
Japan (PIDJ)(http://pidj.rcai.rikenjp/)D BEF K I+ — L THIKT S EMAIEE

<V MHCYSRIRELE >

1L BR.ZROWTNICLRET D0, BERDIEELHD.

2. CDSRE M MRAAY R L

3. U2 /NBRREREMHC class IDREMNRIEFE(XET

4. NKHIREEEAME T

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

<KX MHCYZRURAESE >
1. BRIZRVWTNISLHRET S
2. WERMIM' 2/ 5K, THIREEILIEE 724, CO4R5 MR AV
3. B#ifa REMHC class IDFHIWA KA

4. |~EH I OT)UMEE: HAE R ABIEBAEN S DI GRBITMANFET 50T LLIE
BEEGDIEL, FGEDERELA B OCEHRICE>TREELD,

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

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

< IMSXFETIZEIFH2LODEFELID ., EEREFEE>

BEEREREE (CD)ITHIEZR., BHIEREEDREREZH IKREDHRITTH D, 2011FED
UISH D ERFETE30LU LDOCIDEEEEFHHALHIGO>TEY  SRELEILITEALIENFEEINS,
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2013 CIRIES N T=CIDEZ Wicriteria(JACL, Nov27)IZk & EEEICID(SCID)IEKREMTHIEA R I8
FIEE B L(B00/u)PHAH FE L RIEHNIEFED10%KFEDHLDZN LY BLERAEACID (leaky SCID)IEFR4H
M THARR AY2~ 47% <800 ul4jF ~ <600 ulPHASIE L RIEAIEE DI0UKRED LD ER SN TIND, B<D
CIDIE, YU /IRERDPENEND VNS BDFL>DAERELGEICL>THAEER AN ILTRETH D,

ZLDCDIE, YU NBROZNZEND U NP BEDOR D DFEELGE 1L >THHREER AT ATEETH
%, AL, RERHGHEEZHOLOICILETFEMNBLETHS, CIDOEBELEGRTFHETIIDONTIE
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
DREMDORREITEFICKVELZLIDOIEFETH D,
2. m/pRiE A
FIF£FITRON, ME. R THMAZL, /NEM/MRERES,
3. iB%
BEETME—HESHRT. #ETHD,

B. EELREMR
1 NR /MR ZE S /MBI E S,
2. T HiRaHDE & CO3 HAFIHISH T A RIGIETAALND,
3.BHiRATIIAES OTY K IgMIET . IgA L8 . IsE L F%RH 5, ZEEHK. RiE
mEkEERMLEEDHFERAFELEILETT 5,
4. NKEHFFEBTETI 5,
5. AL IERE ESNEM IFPERE KU BEBRDWEERIFIET T HHIH LU,
FEEZENICIE., 7O—H AR AN =KL D WASP EEHRIRETE WASP HHWLIE WIP B FEEZRE
95, WASP B FEET X EHME WP BEGTFERIERBARSHEREAEZLS,

<I EMMENRREESKREE>

ZWAE:

A. TEERKRER
1. HITRIIR EHICBAL MRS HITRER (REFRER) B FER
RAICHERICET 2 BHD 5 BETOMICIETETIATRIENEZLLHD)

2. IMitERRREREE -
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3. REEEND K17, BRIR
4. BRRT T—E (2FITIXAELY)
5. {KEXSR14EEAIR
6. BRIKHERZ - B2 FE D EHM B LR
6 %= TIZ 50%. 8 mBF T 90% M HESMH D,
7. REFRLER (REMEREREE)
{BL 0% TIXREFLERETFEDLL,
8. BHESASICT MlatESOREHENBL.
9. ZMDith:
RETR. NN EEMHEERE 1 RV IEHKFHRERR). KE.BEE. MEDREMHEL

B. EELREMR
1. a7z 707400 EF(2 mHLBE95%T)
2. CEA DEMERHH_ENH D)
3. 1sG(IgG2). IgA. IsE 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. FEMGE B RREETR

3. E&R

4 REFLIZLDZBEMN
5. MAHRRERZEDITHE

VONREBHRES. ERESEOEHATETHD,

B. EELREMR
1. TR OET
2. BB DIET. .G YT IUSREGA REDET. MDD LR
3. atRE =
DUNBRERMESF AN R BRTREM
HEEZMIZIEX. NBSI(Nibrin) B FERZRTET 4. FRBHRSMERR KT LS,
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<INV JJL—L(Bloom) fE{&Ef >

ZWAE:

A. TERKAER

1. IMNRATG AR

2. FEMGE B RREETR

3. B @B

4. EMAFL

5. MGHRRERZEDITHE
EMERES(BLRKE. VoNE) DEHNEETHD.

6. HERBEDEH

7. &5

B. EELREMR
1. LROERIEBHoNTIHEE, kR EAEDIERD X H(sister chromatid exchange) DIREZEEHTT 5.
Bloom JE{ZEE Tl&. sister chromatid exchange DFEEN EHEMNEHLHNS,
2. THIRHIFESR
3. BHMIRAKKIFER, RFEITOTIMEDKET,
HEEZEIZIL. DNAANYA—HEZI—FFHBLM BRFEREZRATET 5. ERBARSHEREAELS,

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

EffRRE. R EN.BEE
2. HREEM
3. RERRAT =

B. EELIKREMER
1. TR BIER L HAHDIEERE
2. B HIRBITR L HAHDITERE
3. BAUIOIYUVMEEFET S,
HEEZETEL T, DNA AFJLIEIZEELL DNA AFILESV R T5—+-3b #3—K9 % DNMT3B EIZFE
BEZRET 5. ERBARLSHEGHERELS,

<VI PMS2 E&#E >

ZETAE:
A. EERRKRAEK
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1. ZRERMEICLDRE MR

2. hoxALH

3. BHESOEEESH
EIMRES . KIBE. WES. Z0fh

B. EELIREMER

1. T HRaKIEES

2. B HiRa% D E

3IeGELEIADET.eMDOLER
REITOTIVIISAR(IFREIZED,
HEEZHICIL. DNASRTYFIERICEELRPMS2 BEEFEEERET 5. B BARESHEEGRKELS,
EREEMSLLTIOFEEENDHY . DNA SR YFEEERFE (MLH1, MSH2, MSH6., PMS2) D4
TEHIERIIDERICKSEGERETH D,

<VI RIDDLE fEfEIZEE >
ZWAE:
A. TEERKRER

1. atRERZRMT

2. REFLICLLPREMN
3. FFARIEETR

4. FEEE

B. EELREMR
DNA ZEHHIBEICR T AEEMELL T ATM OHIEEFOBREAERABETHLHH . oD DNA
BEMEIANDERER)7IL—REBELTNS,
HEZMELT.RING B E3 AEXFUUH—HE%0—K3 % RNFI68 BIZFEEZRTET 5.
EREALHERERELD,

<WI < L4 (Schimke) fE{REE >

WAL

A. EEERRAEIR

BIRREVRICEISESR. FEREETE
AR

FEp T

BIEE

MR ES2(CLD 5L

EMARE

e g~ o~
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B. ERGREMR
1. T MR B DR D
2. BB LVRETATIEIFER
3. EERWELT, RBKYET ULV ICEEY SMARCALI BIZTFERERET 5. EREBHK
SiEERAELS.

<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 TiR 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(EREE) >
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, AXBRS . AEHE THIREREEZFDLHFBGE
4. FFEMEER
AEREELEN. /NEN. BREGBEEIRARMAE., BEOAPR NGO NFEELGE
5. MR EER. SEREER

B. EEGREMR
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1. ABHILS D LINE. BIFIRBRIEREET

2. T HRAKILBL B IUHEEET

3. BHRISKILIER . RESI NT Y MEIXEEMNHD

4. BBRBREOLDHT—TIVIZEDLIERORE

5 EEZWELT. MHEBARKEBRBLLTERAK 229112 DM R K% fluorescence in situ
hybridization (FISH) 4> array comparative genomic hybridization (aCGH) [IZTRIEY %, - TBX1 E{zF
DNTARENFRMUFROHRICKELEENEET HLcnd, BEEBARBEEGHE XD de novo &
R ELD,

<Xl = IgE fEIREE>
WAL
A FERRAEK:
1. BERIFVBREZRLETHMBNTEMBICLDRERES Stk
2. FERBIMOSRET H7E—MEEE 2
3. % IsE DE1E
3 EHET D,
1RE2BNHY 1 HOZLDEFITHADER. BHORAZE. mIEH. BHEKE. BEHOBHE. 7
WOREBIELE OF - EER- WA DEELTEHT 5. 2 2L SSICHIRRNFTEME V(LR (B
ANILRZIDA IR AR EEEE) (T 55 BEM. FRHEREHENRLND,

B. EELIREMR

1. T #REITIESEZA. Th17 MIRIEEL TS

2. BHIRAIIERED . BEMRAEEIETTS

3. % IsE DE1E

4. ERREICTIEMIFIRS ARG EMER

5. BEEDET
6. EESZMELT, 18E Ik EEETHTVILD STAT3 BIEFEEZRET S, TICHFEHETHYRH
[CEZBREBUHEGHERZLLIENH D, 2 BE IoE FEEEHIE TYKR2 EEFEEZRET S, £ITE
LEALSHEGHAZET S,

<XI HFHLEARFASHEZHOREBEFEE >
WAL

A. TERKAER

1. AL ##AREASE

2. FTRERE

3. RIE9 DRI

4. /R
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B. EELREMR

1. ief8 THIFRDIET

2. ;oiE B HERDIET

3. BfRREICTHHDEIRFAEOMR

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

< ZXMALFEE >

WAL
TAAT7ROMFHEDEETEZEREL, EICKE. M, AREMEICEBNLEREZE T 5EGFEHTE
EIRFETHD, THRANGEREBICFLEDMICRELE L THS Hoyeraal-Hreidarsson FEIZEE . Revesz fEIE
HEofh. F2UTHIBEFBRH AN ORKEMGHEELRENFET S,

A. FEERKRAERK
BELERTOEXREALELSLEL. BRA 2LV 1 DULOKRERKRE2DULED/MERER-THE
WY 5.

1. BRAEIE

—RFEU Lo ML EBRIERBERDS
2. KEER(KE . #EIEFTR)

DRBERILE

)M D £z

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

DEZDEKL. B2

DWFDEE

R)iliibE

HEE R, FEEL

5)FFFEE

6)REEE

NEMEES

8)/INEESE

9)/IMixi 5 3

10) B HHERSE

B. EELREMR

1. T ¥R i

2. B fERa g iR

3. NK iz $DiE D> EHEEIR T
4. RLMEKRE D
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5. BEZWELT, 2EBARTOATROFEICEELEGFHOEEFRIET 5. X EHMEEEEKXELS
DKC1(dyskerin)., & L EAMERREESD TERC, TERT, NHP2, NOP10, TINF2 B FHENDEEZRIET 5.

Q® HHREFELEZELTIERE

<1 XEHE|EHOH/OT2MIE>

il

BIRIZHE

A& 4~8 MAEDSREEICHDY LTS
miERESOT)AEE R (1gG <200mg/dl, IgA BELY IgM [FBEELLT)
KA B #ARIE (<2%)

Rk U N\EILR B EE

RS R RE (X IER

RIEE (B, BARTBELEEL)

BTK B FEEF-(XBTK EEARIE

© N o g bk~ =

- TRICBLWTHREL. BRBLESVICREMENSRBILA-WE L RALSHELN S OTUNTE
TET%5. ZTOREAEGFELTuEHE. ga. lgf . 15, BLNK i’H 5,

<I DEFERBEFEE>

il

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

3. ZDMDBRERLIEILEN &

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

<O % IgM fEEEE >

PWAE

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

* CD40 JAUF(CD154) EREICED X EHE M ERFNFRLELD . BERBRSMR oM ERFELT
CD40, AICDA F71=[Z AID, UNG ZEIZL5EDEHD,

<INV I1gG YT HUSARIESE >

PWAE

1. REEMDOEERLEEZETD

2. DEDFERIFFNULD 6G HTHSARIE
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3. F—AILD IgG IFEENEEICIEWVEETHD

<V ER IgA RIEE >

PWAE

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

2. AU E (4 BMUT TIXIE 1A DN EEFEL T HETRESEISIDETHD)
. EA=InI U MEEFET HthDEREMRIASN TS

<VI HERAKREETEE>

i

1. BREEIDIFUICHTIRIGHET

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 mFERES QT OIEIKREHAL

3. &6 MALIE

4. ZTOMDEFEEREFEELSBRNSNATNSD

< ZDEIDREREFEZELTHRES>

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

- WEDFERTAULD GG E IV A YT ISRADREEZHS . REV ATV EHOERFIIRELH
Do

@ RERSES
<1 FIT47 Y% H (Chédiak-Higashi) fEIEEE >
(E2ErAiE]
A. FEIR
1. RE. E2. BICB 589 MBFIiE

2. — i3 EIEF I T 5PN
3. NREPEE. =8, NNKH., REHBEETEOHBRROEE (ELHADHICIXE LT, E1T1H)
4. HMm{Em
5. MEREBIERERED A
B. RERR

1. BIEBAROBEXREAN (STORLAFIFT—EPLH I+ R T72—EH 5 )
2. NK HIRZEHEDIET

3. HRISEM T M DHKEEES

4. LYSTEGFEE
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RIS LYSTEEFEENDRDOOANIX, BEZIHIND
OB FEFFIEREREFRSET, AMBRADE RERZZEOHIHE . RIEDATREENE L
- $E#Z K B2 Gricelli fE{%#% . Hermansky—Pudlak SE{RE A &SN TLVD

<O XiESH >/ \IEFEREIREE >
(ZErAiE]
A. fEIK
1. EB DAL RIZK BB m 4 B AL
2. MEKERAEIREE
3. IEAH>~S 07 ImsE
4. SAP RISETI., EY /B BATRHEM, MEX
5. XIAP RABFETIE. f2fE. HmtERs &

B. REMR
1. YD INEKIZHE TS SAP £LLLIE XIAP EERBEDIET
2. SH2D1A £, L<I& XIAP/BIRC4 Bz FDZLEE
3. A2 /\YTF72hNKT HIFEDIET

XLP [Z[X. B4T 1 @ SAP RIBFELHAT 2 D XIAP RIBIEAH SN TS
-RAIELTBIRIZRIET S

- SH2D1A £, LI XIAP/BIRC4 B FITRHMLBEEMNRBOONNIL., FEEZEIND
-BIRTEIED EB A ILRABELEEZRE., B ILISMRKEBERBEZRYVIRTIHEEICIE. KEFES

<II BHoREM/ \EIEEIREE (ALPS)>
(2B E ]
A ZEIER
1.6 7 AZEBATIRHEICRIBT HIEEEME. EREED) U/ \EERFISEE. LLIATZTOEA
2. CD3* TCR--"CD4 CD8 T #ifg (A T ILAHT«47 T Hik2) DM GRAEMM) >/ BREMNEE T[T ML
TWHIHEET. &V /N\ERB D 1.5%LL £ £ LLIE CD3' T #IED 2.5%LL E)

B. {t+wIEE

1. —RIEH
1D UONBROTRM—ZADOEE (2 BAOMILIRRLSBE)
2) FAS. FASLG. CASP10 DW\F A DELFICHITHEMEL LIEEERERIITOER

2. ZRIEH
1) M sFASL(> 200 pg/mL) . M%F IL-10(> 20 pg/mL) . M;FFE-IFMEEESI B12(> 1500 ng/L) .

Mm% IL-18 (> 500 pg/mL) DLNFHhDIEM

2) ARG RERBFNR (BREELCMAREFEIZLD)
3) BEfREMmEKE/D (R ER M., m/MrERDE (T FHEREAD) M DEI/O—2 1t 1gG DIENM
4) BEREDEEICEOLLT IEESME/IEREED) 2/ \BRIGFEAE D R ik E

- BAEB2OEMEEEO—REE1DEH- L, REBWSID
- BAEA 2D MHHIBR DS REE 1 DEHBI- L 1E, FED AR

AR BICHAR—RBRIESE. RASELE R CR&E M) o/ \BEFEfE & B4R & & (RALD) . FADDRIESE HVEID
O EAY:S
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<IHMSMIZBIFR2E0ODEFELID ., RERLEHEES >
(ZErAiE]

ZDEIDAREFRGHEZTELC. REEMRERIERE (FHL) . Ao DA BRELNREELREEE#HESIBD
REMZIRMERND A £AE (APECED) | IPEX fE{ZEE. CD25 RIEJE. ITCH RIBFELE M ONTLVD,

KR Mk E B EREE (FHL) Tl ERO—BRENSMDOEREICLIMREBEERE FHL 285133
CEITREETH D, FHL OFFEIZIL. FHL ([REERFAEA) . FHL2 (/S—T 1) U RIEHE) . FHL3 (Munc13-4
RABFE) . FHL4 (Syntaxin11 RIBJE) . FHL5 (Munc18-2 XR18%E) AAEIHN TS, FHL2~FHL5 TlX. #FhEh
DEEBGFOEENEDONNIL, EEZESIND, FETNTNOEBRBEBICEDIRI)—=2T M
AIEETH D, NK MR EME OCHRGEME T MR OEEEE—RICIET T 5,

APECED [R5 MEIREE. IPEX fEIEEE LB HILRIEIRBEDIEZ SR,

G FEEMBMEKETSESSUREBE
<1 BEEXRMEFPBREE>
1. £BRBHANSORETHEEMERLEIE
2. 1SMESF AR BRIE A (GRAH M AT o BRAE R BHY200/ ISR 76)
3. BHGTERBANIRRMMOERR~EMKEANEHHKERDS
4. BRHDE{EFEL T, ELANE HAX1, GFI1, CSF3R. WAS. G6PC3HO'ZEIFfbhd
SBFPRISRI—EEI—F T AELANEEEF D EEHNHI60%
- Z D= HAXTEIZFAOGFIEEF. G-CSFRBHRTHD
CSFIRERFDZEE. Wiskott-Aldrich Syndrome protein (WAS)
OEFEEERER, ARMEOHEE. #BIRIGR. W REEHFEELHICOPCIEEFEENHD

<I RB#AMEFPERiFE>

1. #4921 BA#HTOFhERFED

2. FEHIC—HBLERR. ORNK, 2588

3. 3~5HTHARREET .

4. IFHRERIEAD (RAB AT HR BRAE 3 BAY500/ 1 1K)

5 [XIF2HITIHHIRTSRI—EEEF (ELANE) EENROHEND,

© KM TOMBRREIZFEITLUBHERDLEL ERER~BRE) AAHoN DA, BRICE > TES-HEHIE
MNoDZETIFEELL

<IRUIIHBITFELDODIEND . EEDIEBZE =L B IF BRI AME >

FOMICIEHMERBE-EAIFREFHDELL THRALGEREGEFNHELNIGLTHRY., SELEz 524
AFREEINhD, £RAGZDDELT, Hermansky-PudlakfE{REE 25 (AP3B1) . GriscelifE{ZEE 28! (RAB27A) .
p14RI84E (P14/MAPBPIP) . WHIMSE {%£¥ (CXCR4) o#E/R R E! (GEPT1) I E M E TS, EEEEFER
MAIZTRT,
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<NV BmBREERELE>

LADBAT1:b24 T )0 D RBICKHIEEES

1. £%BEHHSOME RS
SEALRRME DR SRR FEHHUEEE., wR %, B
AIKEESE
FhIERE. WEERE. AREEDET
JO—HArAN)—IZ&BCD18, CDITDRIBIZTE SIS,
EEEEFIXINTGB2TH S,

LADZATNEELIFUIAURD 7V L RKIEMRBIZKDIEFEEZT THY . LADZA TIOFEIRIZMN
ATHAREEERNROLN S, LADZA TILADZA TIOFERIMZ THIVERHHY . b24>T5 )
EHEBEERT AKindlin-3DXRBIZEYET B, BEEELRFIEENENFUCTI (2471 EKINDLIN3 (24 7I)
ThdHN. SEEIZBDOTIELY,

5]

o a & O DN

<V 22791\ -5 A7 EF(Shwachman-Diamond) fE & 3% >
1. BRERSHER
2. FRBRRAMEICLD S RN, A, m/MRED
3. ERNWEER
4. BREE(BESRLGEZHITEN S
5. BRMEEMAUEES. AU BHMAMKBERIET SN ZN
6. 90%TSBDSEIGFICEEMNRHOND
L EEERPRAER D1 ESBDSIEIEFREMTICKYIEE ZEIZ N5

<VI {EtERZFREE>
EMBREEIFPERAEEI,O—ILOSYKRFE T, TROIB—D&MmT
REPBRRIE (HE5—EBHEE. EBF) OBREE
2. [UE.HILE. RBROUVFAMERZFERRK
3. REXRE. FIREFIX)UN\HEREROS
LRI DL ELUT DB FRETICKYHEEZERICINM=5
gp91phox. p22phox. p47phox, p67phox p40phoxDEEIZLYEMBERELREMET I 5 L3H5.

1.

<VI 2xaKRILAFIF—ERIBED>
1. BEEALSHER
2. WFHhEROMEANREREERT
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8. HUUHERE (5% Kid)
4. WFHIROMPOREIZLDHMPORIE. FA
5. BAZKRIN., BEKOEFHZL
L RRERRRIER DL EMPOBIGFREMICIYHETEZMIZLN =5

VI AUTIVEBERANGT)T 5L E >

1. BCG. JF#EMMMBMEICNT 5B REN

2. YILERFEOHMRAFTEREREEICIIERL

3. BRMUEBHR

4. HOBEEEICHLTIERBREMEE RS
LRERFRIEIKDLELL T DB FRMICKYEEZ IS

IL12B. IL12RB1, IFNGR1, IFNGR2, STAT1, IKBKG, CYBB, TYK2, IRF8, ISG15

<VMSVWIIZIBIFHEODIFAD ., B MKERERE >
BMkEREREZTY LS DKRE,

® BRAREER
L RETLEESIETUENEEMRERE
. IRAK4RIESE
. MyD88RIEfE
Iv. BEREELOTE
V. 1DB4ZBIFH2E0DEFEHID. BERREERE
il
BRAESVWTEELGREEZR-IT D FOAERMGEREHDVIIHERELHY ., ThIZLSBRARE
BREOEEFICI>THARLEMEZETIRETHY. ZLDEE. TONFOREHIVISHEEREICEEMN
[CEETHEEFEENROHOND,
P, REBOFHMWLERKZICNZA T UTOWT AL HIGEEERANET S,
1. ZET 5N FORIENEHATESESE.
2. BETHELFEEN. ZEBTEIDFORIBOBERERITRUMCCENEENIZGIATESES.
3. BUTHINFOEREEGRFOEENLL., HAWIREAMNEHESNATOENA, ZUTEEEDREE
DRANLBEBLLDIEZRE ., REFHNHIVEHFEMFNFEZAVTIIATESEA,
4. HREEMN, ZHBTIHIEEUNTIEEZMICHRATEGES,
COREIF.UTORSIHNEHEND R E LIS, LROFEICKOTRHT %,
MAHBAL TS EEEGFEEREINRNIZRT,
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REFETHIETIENERER RERE (IKBKG. IKBA)
BIHNREERBRELEAORREICHTLHHBEMER/EET S BTEOCHEERRTEDE
R, HREEXMEDREREFIHRALTHS,
IRAK4 RABJE (IRAK4)
fiRIRE . TRVERE . EHERE . RERELGECKIREMMERPELHEET D, FICMAIRE
[CRDIEIRMEREIR R ITFETELBEL,
MyD88 R&E (MYD8S)
IRAK4 RASSE LERPRIRIFFRLIL TLVS,
1@ R B HEREN D IE (IL17RA. IL17F, STAT1, ACT1)
RIEOHIE. TOBEMGEA O EZET HEETHS. MERFIT—FHHMICEDTHLIN. K
ISR 2ITRETARSE S EITRETHD . BE RIEBOEREIFHEDLL,
EFNDERRERE
LTI, WHIM (warts, hypogammaglobulinemia, infections, myelokathexis) fif {& & . Epidermodysplasia
verruciformis, BN JLRRX 2 . CARDIRIBSE . TrypanosomiasisHhdY . TN F . CXCR4. EVER1/
EVER2, TLR3/ UNC93B1/ TRAF3/ TRIF/ TBK1. CARDY, APOL-INELEEFTH5.

@ KXRMHAERISIE
L EXRMEHEREBE
I EfEEmNERFE C1M EES—REBE)
L 1RV2ABITHLDDEND . EXREHIAERISE

il

fIRIE 30 FEELLEDHRAGHEEZL DD FHTHY . ERMLGRIBIZLLEEKREK T4 THS. X
T DE

1. AIHARICEROER

2. BERICEBOREE

3. HIHEF. BIUTOZEARDEE

27155, 1 TlE. RETIHARDICEEL-ZBREMZ T T, 25 M) TIM—TRELD
BEARBERELSIYDOT L. 2 TIE. MU TRICHTIZBREMNRLNIN. £ 5HT)TIN—T
AGEDBCRERBDHEEILDIEN, CO REEIFARANTHEENSULD, BEREICKSLREMEHE
JEXDEENAEEALYEENESNDS, 3 [ZIX.C1 AVEESA—RBICKZERMGMEZRE. LUV
Factor I 4> Factor H. MCP 72&E D5 2 RO EEICLHELED L HY . 2E TILIEH R R M 14 R BIEEIR
# (aHUS) DIRA LA D, TS TIlE. aHUS 0, HARICKDHBAMEZE T HREMRBERABRRIEIZDOLNT
F MDOATITI—ICEITEDEDET 5, MARIBEICIIBEHOMAEDEEREREELSITLDOLH
%

FHARBETLUTOLSICHPFEIND

- RMEHERRABAE
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FERMEMERIBIEIL . UTORIISHISHEAESND BEHBALTW S EEEREFESAEIMAIC

Y. ML MRS DREBZAAT LM LT HEREGCFICENICEERELLEEEZRDD
CETEWT S, 06 BRBEPHCREREBEFICHELTEZAHIRDEEFICLDZ RIGFHIER S
DETIEX, COKREBICEDTIXELALY,

Clq RIBfE (C1QA, C1GB, C1QC) . Clr KI8JE (C1R) . Cls KBSE (C1S) ., C4 KIBJE (C4A, C4B) . C2
RIBJE (C2) . C3 RHBSE (C3). C5 RIBJE (C5A, C5B), C6 RIBfE(C6) ., C7 RIBJE(CT). C8 RIBE
(C8A. C8B). C9 KHEJE (C9) . Factor D KE4E (CFD) . Properdin RI&JE (PFC) ., Factor I RIB4E (CFI).
Factor H &8%E (CFH) . MASP1 Ri8JE (MASP1) . 3MC fE{ZE (CLK1) . MASP2 KiB%E (MASP2) .
Ficolin 3 Bl &% & 4~ £ 4 (FCN3)
SEEMEmMEERE
ZNIZITUTO 3 DDOFEENEEND,
18:C1 AVEER—DEE. EHELLITETLTLS,
28 C1 AVEEA—DFEHIFETLTLSA ., EREFEEFITLRLTLS,
3EBIEMTHSN. Cl AUEES—DEM. EAELLICEETHS.
P BEEEOEEZEDOBRKEELLIZ.ClAUEEA—FHEAEL, EEED 0% LU T THN
. REEZEH T BEEOEEZEESNT 5, 48, HIERD C4 EQRIEXZHDSELLS,
3 BIEOLHTENTH DN, HEMNLBRKEEEL. REMEICROLANIL, C1 AUEE4—EHED
BETHETH, BEEEDEEREBLSHL TRV CNETERLSITMESNTLVEL),

([ EDODERERARRBE

HHMHITERKEBEEL. HRRSORIBEZNICEZEEL-EXEGFOREIERTELE
S IE RS
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<EEESE>
FERMERERSEBEHELSERICOVT FEEULERRET S,

BE

AERT.ARRE(EFEFORELEREOHESZEZET) . G-CSF &E. REKFDKRE. UEERE. X170
1FREDORE . GENHFHECRE. ESEOKRE . BRTWE. BRPEFHRE. EMFMEBIE. BE
BT, MBS D55, — DU EZERIGMICKET 5 (WRMEEaLEH TR 6 MALE) IS,

hEE
LERABROSRGENICIIBRETENMES,

$RIE
LRBRNTEGS S,

Kpd, JERORED ERROEIEL DS T EU LIS LRNWE TH DN, MR ER AT 5 Z
EMREIRFIZONTIE, EREIROFR LT 5,

367



67 IsABIE
O #=E

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,
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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,

O EHOHEITHELES
1. BEH
#9 33,000 A (FAZEHEIZ&B)
2. FEROWE
FHGREESEROESHERHEIN TS
3. MRMAEA &
REEIL (RHEREM D)
4. REDOEE
WHE(BERK 10 £T 15~20%. 20 FE T I8%ATENKRPABE R LIZMES)
5. PMpEs
HY (BARBERBFERADOZMEES)
6. EfEENEE
MRV LDEFEEREICEDIE. A CKD EEESBE— IV THFROEBSDIHEE.B. EHRKO. 5
g/eCr ULEDZE . C. BERETHDMEBFMELERE I LLLIL IV DIFEOVWT AL ER-TIHEEE
HRET B,

O fAEHT
DETHBESCEYT HREMRLL
PMRARKRE AHERFAEREZRMRRBEAHZEERRBRAT 8 wE F-

O fREH
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<BMEE>
IeA BIEDZMTESE

1 . BRERAEIR
KES DIEFITBIEIRTHDD, LEIC2UBTRROER (RRMMREE)EZETHILLHDH, 70
—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.
A . REBAR:BRIEENSVFAMLEME BRRK) FTOAY LTI LBREEEEATETHLID, F
B, HEItEREL, £HMEILGESERRENALND,
B . #AHIKEFIIBRRIKERR  VFAMICAT X I LBEEZERET S A DEHIREE T
4)
C . BEMR AMUXVLEER, BIIN\SAY XY LEEHEDLETIEEFEENEDILE
REEGESED
1. EFED 2—A 2-B, 8&U 3—BDIDDFMEMNRBOHOLANIE, RIEDATREMELEL EZEIZA
(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
Bl 350 mg/dL UEZEFHLEINTULAY, TORATIE IgA DIZELIZEIA TLVEM S
T=o
F HMOREITOT)ELELT, A MBI TH D,
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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)
0.15%& |0.15~0.49 | 050 Uk
EI“"I - = . S
a1 2R 20 | R & | AL
ERERE s
G2 | g 60~89 % ] Lo
GFR X% BE~hZE Ces = — — =
/1.73 m) T BE N
Gap | TEE~EE |4, 4, Lo i 7R
e o - |\®&F _ T
G4 |EBEET 15~29 i i i
KUEFRLE
G5 | (EskD) <15 7 7 7R
AR, EROREN RO EEE SFEE C—TEL EIZEY LW ETHI N, SEERERZ MR T D =

EMBERFIZONTIE, BEREROX S LT 5,
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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,
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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-

O fREH
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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
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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

ZHRESR AT A2 A3
REHEE
/B E¥ |BEEAR | SEEOR
FRER/Cr kb
(g/9Cr)
0.15%#& |0.15~0.49 | 0.50 LIt
EI“"I - = . S
a1 2R 20 | R & | AL
ERFEEEIE NP
N G2 EET 60~89 % " AL
msa | G o= TEE sl @ | ALLU ]| &
/1.73 m) = SE—
Gap | TEE~EE 40 gl Lol R i
Y BT
G4 |EWEET 15~29 i i i
RKAEFRL
& | (Eskn) <19 7 7R 7
KB, JERORRE N RO EEE FAE T ELU EIZEY LW E TH LD, BERER WG T 5 2

EMBERFIZONTIE, BERERO G LT 5,
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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
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T EBMBERFIIOWVTE, EEREEMRORNSELE T B,
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73 TEMKE ADH b EBEE

74 TEAKMY TSH b FTERE

75 TEAKMYE PRL 9 FTAERE

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

78 TEAMBRERIVED HWATTELE

79 TEAGIFEHEETIE

1.

W=

TEAMIDS WIS ADH, ACTH, TSH, GH. LH, FSH, PRL MBI L\LIERDRILEL i EEH
VNI MITHEIZEY  FELTRERILEVRZHAIWLBRIZ LD EHTEREET HIEETH S,
BRI, TEABARDOESTL, TERRILELDDMEHMHT DERTHROEE, BLUEEEZERT
SPTEAREZMOEFICHEIND EREETHEA/EBOEEIZHE A >TNEIELEL,

TRTOFERILEVGBHIEFSNTOSLDE A TEARBEEETE. ERORILEUHNELDIE
EICEESNTWSELDEH I TEARBEEE TELIESR, F-E—DHRILEV DA RIETHLDIE.
BMRBIELIEEND, — A, S TTETERERDRILEL DHEED,

2. [RE

NGV OB TEAREEETETE. K- FTEABREOFENRR, FICER (TEAES. BER
SERE. MHIRRIESAGL) REMER (RAFEMEBELTHILIAAMR—R U7 LAY REBREREE .
eG4 BERELLE . BCREMREMRBLLTIVNBRETERRLE) . SMe - FHICLELDARE
20, SRR MICEES FEARIRE (O —N\VERE) OBEFETLTL S, — A, BIMRIE%EL GH
> ACTH IZZL FIETIEFHERDO RO I IL(BFBREIGLGE) M. RETIIEESRERFOESH
TEINTWS, RICEGREREICERT L51AHY . PIT1(TSH, GH, PRL & X18) . PROP1 (TSH,
GH. PRL, LH, FSH #2& X 48). TPIT (ATCH), GH, SHOX, GRHR(GH)ZZ E M EI5 N TLVS, Kallmann fE{&
HOREELRFTHS KALI LEDRRTEHEGFEE(E LH, FSH RIBICKDERMEMEIREREIE T iE
DRRA RS,

FRWITEREICBEIL T, IRIE. EEORKRTHICES THRMEEREELN BT NS,

3. fEWK

4.

RIEHDHOWTBREIEGDRILEV DEEICKYSELREREZET 5,

BB

HERRBICHT DK
FRREGS>TWAEESLGVDLRESRENFETHHEF. ERGZHOLEC, FLDOEEITHL,
FifiFEOBEUAEREZEIRT 5,

RIVEVRZICHRT DIAE
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TEABBETECHLTIE, RZTHRILEVOEFECEREICIELRILECHREENTHONS,
TEARLEVIRTFFGEOLEEARILEL DO BAOTERELTLEDNTH D, COHEE.
HEHRILEDDHETICHEIREHRILELERET D, GH DHE. TNBEREIHTERET S,

LTI, RILVEVBOHFRBEEZOMBERT .

@ ADH 7 AL (PARMERERE) : TRAEILI VD HALEHSWVIORNGFIEETOHIEEITI,

@ 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
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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
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<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,
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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,
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<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
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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. DMRHEAE

EEF: 1DI1EBULEFEL. M2 (2) DMhEQRITRTHIEEZH-TED,
UV (1HD1ERUEERE-L. A2 2)DD. QF#E-10,
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<EEESE>
UTFICRIEEDILRLVEEENEVERZEREDEREEEL. EETHRET D,

BRAE.  MFWEEE T4EE 15~30ng/dL
mm;& TSHEE 50uU/mL LT
B2 RE TEAM/NMRE

BAE:  MiEWEEE T4 ERE 3.1ng/dL UL E

m;®E TSHEE 51uU/mLLUlE
EfEFTR TERKIRE
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75 TEHM PRL 9B TTEE

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,
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<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.
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76 v VTR (TEEME ACTH 23 TTHESE)
EEM. ZIFEERAERERET S,
1. FEIEH
(1) EEMR
O EMAEIR
(7) i A #REEIR
() PR E (XK R BE B
(V) REDHBRMEFREERERE (M 1om LLLE)
(D)EEDOVEIES LUK TR
()R EMEIC LD NET
(M IMNRIZE T AR BmEE-HEEE
QIR MIGENR
(7)&mE
(1) AREERE
() EEE (I2FY)
(L)%E
(#4) ZhE
(h) M HERERE
(%) BHRERAE
(N BRLE
(7 FRHEE

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,
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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
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<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
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77 FTEAMITFRrOED D BTTERE
PRt ERERERELTEARIT SRV ELEREZNRET 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
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<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
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78 TFTEAMERERIVELDWITELE
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, TOEVVTFURBEDRNZEBET
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,
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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,
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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 | 8314




<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

EfE: ME GHIRE 26ng/mL L

;& IGF-1 B SD Xa7 +2.51 LIt
RERMEIFMS LUV EHEDETERDD
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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
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@ 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)
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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=

CUBTR. JIVAT VAR, -3 GHRP-2 BRHRERE T, TERDENFONDIE: . 1VRYY
BRI, T7ILX=_VER. L-DOPA Bf . VA-DU &R, £ETILATUERHARICEWVT. R

BIELTAFIBSLUARR 120 2 (J VAT AR T 180 2R1) 12h1=Y. 30 HEIEIE
LfzfiEd GHEE ODIEfEA 6ng/ml LT THAHZE, GHRP-2 BERERT. BRATSLUA

Ttk 60 hH=Y. 15 KEICRIELI-ME GH THIEA 16 ng/ml LT THHZE,

UTZE#BI-TEOEMEEGIEL. WTIDIZHEET DL,

BaE: EHERERAT(1)DOFHEZL. HhD1(2) D2FELU LD 7 RIBERERIZH 75 GH TEENT RT3
ng/ml LLF (GHRP-2 B fEERTIEL 10 ng/ml LLF)DHD,

Fr=lE FEERA1 (1) DQFEIF. 1 (1) DOEQZEFE-L. 1D 1(2) D1FEFED 5 b RIHHERICH
(1% GH TEfEAY 3 ng/ml LLF (GHRP-2 B #EHERTIL 10 ng/ml L) DED,

PEE TEERRFRILEVD BRI ESREIZHREARFILVEV D BRERESREDIL. £
T GH TEEAS 6ng/mL LLF (GHRP-2 & HEKERTIE 16 ng/ml LITF)DED,

D-2. kA (BN GH 5 A2 fE)

1. TEIEH
I FREIR B K UBRERE

1 INREARAEECIEBREETEH5CE 1),

2 HRFBEARISTET.EPHET. K NET. S5ORE. ESETLHEOBRERERESIEN
Hb,

3 BFRELTEREDEIREIEE L. REDEREIL. (KBl (MBI DEM, XN EYT
teDiEm. BRIEMAZEDIET. BEDET. HHETLHELNH D,

4 EENREMHEBCE2) OEHEVLERERE. AREFIIAEHEZORENHS.
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I#REMR

1 REARILEY (GH) S BRIEHEREL T AV RYV AR TILX =V AR T IIVHT VAR, Tl
GHRP-2 BFHEREITLCE3). TROEAELNDIIECES) (VR AR, FLF AR
FETULATUEFRRICEVT, BEAISLUVER £ 12008 (VAT VAR TIE180%
) (Th =Y. 300 T EIZAITE LT 1iE (M%) GH DTEEAY 3 ng/ml LT THS (X4, 5) , GHRP-
2B AR T, ARSIV AR®RE0D(THIZY., 150 &(ZBIELI-MM:E (M%) GH TEfEA 9
ng/ml AT THBEE AV AUV ARIZHT5H GH TEE 1.8 ng/ml LATISH LT H1E GH £ RIG
THHEAET (E5),

2GH ZEOTEBOTERRILEL DD BMETHAHS,

I %R
1 M3 &) IGF-1ENEHESLIUMEEZEEL-EEBICLENEETHS (GE6),

(37 B 4]
BABRERIVES DA £ (TR )
1. ID1HBWNE T D2L3%FFE L. DI D1 T2FELELLED GH 73 b RIBERER B ULV TREE
=9+m,
2. 14t D2%imizL. IMD1T1EED GH S RIBHRICEWVTEEEF/-TLD,
GHRP-2 B FTSAERD IEIL. BEERDBA GH D FSEDHEIZAVGNDGE ),
BABRBILED BT EFEDEEL
1. IO1EBUEEHLL. N OID1EEH-TED,

[RE 48]
EERABRERILVES D BFEIE
1. ID1HENE T D2L3%FFE L. A DI D1 T2 FEELLED GH 7 bR ERIZH (T4 M (M
$5)GH DIEEMNT R T 1.8 ng/ml LLF (GHRP-2 BHHERTIE 9 ng/ml LLF)DED,
2. 14 LT M2%#EzL, I D1 TI1FEFED GH 2 RIHEERICH 1+ M E (M) GH DTEEM
1.8 ng/ml LLF (GHRP-2 B FERERTIL 9ng/m UT)DELD,

PEERABRERILVEVD DA LE
A GH T 2EDHEREEISESTHEDT, EEMA GH AR EEUNDED,

EERIE

GE1) MEEEEE TEZSHLTULAEOEYL GH @R EER CIIREREZROLEL LA H S,

(GE2) BEEANDRLENEE . BEEHONMERE. FHELUVBEAERE. HAWNIEBRREICSLTHHR
ETE-TEARDODEERMENZEOON, TNOIZKYBERKR T FTEARBEEEZD S HINBRCREIN
-&8.

GE3) EEMA GH RBTEENRONSEHER L. 1RV ERHEREIL GHRP-2 BFHBREZE
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THEAS, ARV ERHRREEDEMVEREOEERELZF OEETIEZTHS, ENMORELL
TT7ILF=UERHINIT VAT AR RERETS. VA=D U AT . L-DOPA &fif& GHRH &7
REBIBEERIGETRTIENHDDTHEALELY,

CE4) ROEIEREITHENTIE, GH B bRIBHRICEVTERIGERT ZEDNHIDTEREZNLEL
5,
- ERARMEAEIE TIE : BRIRRIILEVICKSEULH B EDITHRET S,
- AR FRARSE : DDAVP [C&BAEDPICKRET S,
- RRRIVEVDMBICEEETEZASTROLILEFIRE R AR RYIRERIELTRET 5.
- RESOBEILFIAF, oEEE, B-RIHE, FNSUEBE R52F MEMRE, o

DUOEBE, b= FEHE, T XAS U

- SEE. IEEE. PREMBEBERBOI DORICERELLESE

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

CE6) XEEE. FEE. VML FRLGHERE. FRIBEEETEGSEMORRAICESMFPRE

DETHHYS%,
Gx7) EEBLUSNDAA GH TR EEEZHTES GHRP-2 ARIEHEROME (M%) GH EAEEX
FEEFEOTLVELY,

(Bt 1) FEAMNMNE. TERMHESRIEF(E GH 2B A 2R ESRELZMSNTGHEEIZELS
BEREANESLDTH. RAICEWTGH 7 RIEERICEEGCRGETY CEAHLIDTHEREN

DLETHD.
(Bt 2) BRAIZHENT GH B RIGEZZMT S5 RI1Z(X, 2 L LD GH 7B RIBEERICH T, £#
EH=TRENDHD,

(B 3) 18 MR THOTHLEAANTE T LTHRAZRICEIELTWSISSICAFEIEDBMEALEICHE
BYHEHITIE. ARBEDHFEF T TITIHE>TLSAIREMNEZ 5N D,

E. 7O549F> (PRL) 9 ME T IE

1. FEIEH
(1) EfEME
EBHOR AN MET
(2) BEFR

D M PRLEBMEDIET, (EHELAFEL. VT 1.5 ng/ml KB THAZELEZTHERT D, )
@ TRH &77EKER, TRH &7 (200~500 ¢ g #8%) (Cxt 9 MM H PRL D RIGHEDIE FTE- IR NZEED
%,

2. oM EAE (THESEHI)
(&) EHm=d,
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<EEESE>
BEEEZNRET D

BE: FrRMREREEAR. DRAMREARGE

BiE: UTOWThDZEH-TLD
M TEAESGEDREMERRICESLD
EREEICHESELD
BERTEARRILES DB EEF LA T EAREEE TE
BEEORERRIVED S AL
ACTH Bi¥RIBE, I+ FhOE Y B RIEAE

KZpd, JEROREED ERROEIEL D% T EU LICEY LRNWE TH DN, mEERER AT 5 Z
EMREIRFIZONTIE, EREIROFR LT 5,
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80 RiEMEFILRATO—)LIE REESK)

1. BE
RiEtEEILATO—)LILSE (FH) (X, LDL 2BRREELFERICLDE—BIRFERETHY. BERERK
B EERREED, FEESEREET 100 AAIC1T ABREDHEETEOOND, FH XS LDL-OL AT
A—)LMfE. BERESFVEFUHTEHIRBEILEZEEET . ATOESKRLREEZEESRKE, HERT S
FERPCHRILATA—ILDEDEE. AENDORIGHENELELZY  ZOERICEVTHEBIN Y &
WETIRENHD,

2. &R
FHIX. LDL 2B ADBEGEFERICKY DL ZBREANRELH DT ZOHENKEETEINT,
= LDL MIEABIERBI SN D EZEZ LN TINS, BE M LDL DF 70% N IFE TR BN LD, REES
KEETIE. FETO DL DRBENEEDH 10%ITETLTEY . ETOREICKRLFILTMEE LDLE
EZLFL OEEAOILATA—ILDEED)RINEED, TDT1=H.FH BETIIEFLYS LDL
ALRTA—LIEZERL. TNISER T 55 EHBIRELELN BERE P00 IZFFHT S,

3. fEK

FH REESKE, HEBKLYERLS DL OLRATA—LNEZEL. REHEBEN MMM THD. 7
FLABREEE. ARG, £ HMHEIIREILEL. DRBRICEVTERICETT 5, BIIREILEL. BB
ARTZ 1T TS REIARFF (CLHETL . MG R LR FREEMRT 5. EEREDHMHEET. LDL EDL
SOEAVWCHMORSICHAIT S —A. REEEAEL FH IEEMNLLO TIEGR EEMEDEHFIC
LROEND,

FHREZREWTIE, XBIIRF LIRE ., FIXE . SBIIREED. I RIAICHIEL. #TLTI0EETIC
IRIVE. DAAEE, BRARESISEITIENHON TS, M KBIAR. BE 5 K BIARACAHENARIZH 58
BIREILESIERIT, —A. MM (L LEMEIREE DETHIEL, BEIIRFELD T & FHEIR
B IEKEARIC IS ABIREEL TN EMAHY . FOHMEEITH 26%LBEIN TS,

4. Ak
FH OBEDOERE., BHIREELEEER TESIBIRFEILEDRESLIVERDFHTHY. B4
PHEBEUABRNRLEETHS, HRAHFETRBICEMETL, BEHRELGREDELVRAFE Fi#ft
RN FITDITEHERERIC, BIE, B, 6L DEAREILEDIEERFELoMNY LB T, SMEOHE
RIEZE&IZavba—ILT %,

AEHEEREL DU PRAFUGE | FH RERESWKICHT 2EMEEIL. LDL 77z RAFBRTDELL
RICHLTITL. DL 7L AR D BHITH L TIL, JAEEITICTIETL - LDL OB EFZHF
5B BB TITI, FH REESKIE LDL 7 7L P RO #Ext#EiG ThY . TESRYEHIZLDL 7
TILY RBBREMIBT RETH D BEWAEMIBOREIL. NvR L CTEARUASMERIE(TA AT BE
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5

L13BA~BBIAMNHERED,

FH REEESKICKT S LDL 7I7zL P RBERORAHRIIOVTIE., KEHRBIEDRIE. PUlMEDE
KOZER, SEIROBARELEREDEROING ., BEHRLGLE . REMOBIFEAENROKEL
%W\, —H.FH REEAKIZHLT.LDL ZI7ILVRADEANEBNDE DHBEETORTHOHREE
HY. BHD LDL 7IILL ADBANLEEND,

ERFRBELAREDVEDELTRIRSNSIBENE S,

PR

FH REERSEKE, HAERKLYERLGS DL ALATO—)LIEZEL ., KEEBRENFHEMNTHL. 7
FLARAERE. AR%. EFMEBIRECEL. DEBICEVWTERISETY 5, BIIRELEL. EE
ARFZ 1 CRSKBIARST CHEITL . FRBIGF LIRE . FREERKT Do

O EHOHEICHELEIE

1.

BEY (K 24 FEERZGELRFER
140 A
- RROHE
TEA(DLEZRAEDEELFERLEZALONTND)
. HRBVSRERATIE
REEL (RIARIELL)
. REDOEE
B
HY (BREARFELF RS DEMELE)
 BEEDTE
PHEERRIRBERELEEXFHEAEFTAOXEOREEZRLTISET S,

O fAEHT

MEFMESELEICRET HAEMEI]

MAREREKE BAEMKFEFBAMPRERND BHFHM £ 56 &

O fREH
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<BMEE>
HERE. (ZXHERFIEARET Do

<REMED>
FiEMEILATO—/LIEFH) REESAKIE. LDL OREICEHZEEFOEZIZLYFDEEHHE
Fan.MmMH LDL ALRATFO—LENERIZERE L TCEERICEEDHRBILIEZE-ITEETHY. KE

L

CROEEGHBEZLHI, HEAHLTEHIZRRLLDL 7IILVRA(MBERBEET) BE DEBILAE
BRICEYMELDL REDETELEET D,

1. T EIFH

(1) EZFR
REERE. REAE. AEGHOFE. BEMTEICDLESTITEET S, FHRERE, 1080
SOREEBENFENTHS.

(2) & -EILZHIRERMR
INREIKYE LDL QL RATE—)LMEETT IEMNZLHN . & LDL aLRTA—/LIEICE P HE
FERAMIEAS N 2H10855. Jo/NERPEFHFMEAD DL SRKFESREESATREAD
20 %LU TICEBRETERL, EMDEE LD,
LDL 2&{K, ARH, PCSK9 72£M LDL KBHERICEAHO LB FDEMIZEY ., EEZMHZET I

ENTED,

2. BEEIR
FH (. BEIRE U KBRS ICEEUBIRELE ST CELRELLTD. BEINRIEL (L, DEEE
PIDMEESIEERCT LMD TENDETHD, KBIRFRE . KEBIRF LRFEEESHITHENEL
BICREESARTRIAERNEZVDELT S LLHY . TENDETHS,

3. HERIZH
SRRATO—)VIE. NRERELERERREELTTRELORR DI, FRIREEETELRIO—
VERFLLENE LOL OLRTO—LIEERTRBELDER AN RELLS.
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4. DERE%E
R, [ZEREEGENRET D,

e
LDL REHRRICEHDEGEFDEGFHEN. HDHULE LDL FREFEBIEIZE>T FH REEARK
THHEZHINDLD,

(X IEHEEA:
TR EREDKRILRATO—)LEAY 450 mg/dI(LDL aL AT A—)L{EAYST0me/d) LLL.
HAIVTNERKIYR EERBENELET IHEEEENTILATO—/LIEDMIENTEFIL.
EHAEICERT S0,
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<EEESE>
PHBEERREZEEENEEL. SHEEEZB T LDET A THRET D,
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81 FRIRRILEDAIGIE

1.

W=

BARBR7RILE A IGE(Syndrome of Resistance to Thyroid Hormone, LA RTH)(&. BIRARRILEIZ
xt 9 HIZRIE R D RIGED B IEL T D RIEMHEREEEL T 1967 4, Refetoff ICK>THO THESN.
LIZhIERBELEONSEETH S, RTH [F. FRBERILEL O BRRKIRFRILELZBARTRZEN L
EADETIZEDEDESNTINS, TR ZO—FR I 5 EEFICIEa ! TRORa)E TR D2DHHEH.
RTH RZR D% 85%(C TR B FEEMNZEDDHIENS . RTH (X TREDEFELRFZLEEZEZONDKSIC
BoTLWVA, ZYDH 15%DRRICEITAIREEGEFIEHASHNTRLA, TRBEGRFEELZHEIRRE
ZEHNBEHONLBVRREDBERIERITELR AN ONGENZENS, RAIGHDIRET TR DHEREHE
EINRETIEDEEZAONTIVD, 7585, 2012 F TR EEZFSEHILSHERVTHRESNIZA. D
BEERAEIRIE TRB DHBERBIETH D RTH LITKEKELZ 1D TH 1=,

2. [RE

RIEDHBEDFRBBIE DN =D 1L, 1988 £, Sakurai HIZLY RTH BEIZELT B B BRFHRILEL Z
BARTRBNELGEFICEENREINTILIZLD, TDE. FMD RTH EHFIZENTE TR ELFEE
DRAEBREIN, SLIT. TRBBEFHREIVAUVIAUIVRA)ICEVWTERED ELHHTHD
TSH Q| ZE AL T4T3 OFE(SITSH) AERINTz, ChHDERIZELY ., RTH A TRB D#
BERBECTHIEVWSHEENHEILL -, T, TR TRAIXIEE TREDHEST, IEHE TR DHRELEE
FTERZIFTUMRATATEREET B, SO0 REIEHISNIZL | RRORBEGEFORIBAEZELHE
BARELTWABRRZBRVDTTIRTEEBAREEEERRKELS,

3. fEK

4.

FIRIRIE LB E DFEIRUN DIERERSEVEFIN S WOA, BRIRPBEERNERCIERMRES EE
EPELVERZ TR BELS VD SICRRAEREORENRIE. TRaE TREBRADBEZEIMATL
FO=0 . EXRMERRKREEE TEDER THOMERZELZLCES R, L SEEEHD,

AR

RTH D ZLDEFITIE, BRIRAIILED (ST HIFMEEF O RIGHEDE T IEBRRERAILELNSIEIS
BYREBEShTEY . BRELEELGV, LML, —BOBERMPRRBHRILVEVRELRICES. 88
RAOFELEBEEDRIGERRRASEDNERZES 5. CNODERITHL. BEMEICRDREREA
BNTHAHAZENZ VA, COMRATEN TRWMGRITARICHET D, CNET, F—NIUZRFKER
ZOBRENAAONTELA BHERCHRDOFRMECEDHENHY . —MREEFRELL TIXHEILS
NTUVEL, T2 T3FEATHY . M FEEAAIERITIE U Triac A TSH 2 IH D= FERAS NI,
ZOHRIIBEMITHY . LML EBARPORETIAFE#THD, Ff-. TSH ZBFEMEICLD TSHE
OGN ATREICENIE, FTEABERIGEICAN THLAREENSL. TORENEFENS,
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5. F&

HROHHEEILTENVET. DEMBIO-OEETHEEZECLREOHLIEFNLH D, F1-.
SO HTIEHEH. BEBKIFHRILELZEREEDEEN A ERFLECEV R RIRBEEE TAE
DERERTIEGLH D, COKITEFITIE, BEOFRIRHEETEDEESEVDR T O FIKER
RILEVEREFXERLTVSH, BRIBRILELFIDZRS (&Y FRIREEEE FTICKDERNEFISND
= BRONEGETFEMICEYZHERETILENHD, F-. BEENITIRL-IBETRNEELZF
EWNMES . BRIRPSEICIVEEEREREGLIENH D,

O ZHOHEITLELEHE
1. BEH
#93,000 N (FAEMIIZ&LD)
2. HIRDEE
FHTRBBELFOEERLGENREINTINDS)
3. MRMGAERAE
REEL (IRARAEELL)
4. REOEE
B (REIICHEIRCTIBE RGBS EEEE R EH . FRIREEER TEDERE RTEFLHSD)
5. oA
HY ARVHERZEEESDHY)
6. EEESER
MEMOEEEDERANT, PEELULERRET D,

O fA#EHT
RIVEVZRBHKBEE(CEHI BRI
HRARE HRURIEMKE AREE—HBE FKERE

O fREH
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<BHREZE>
MR, REZHENRET Do
I TEER
(NRE D DORBPRREFEE THRKERFGELN(2HER),
LWL, BIRIREEEE TEHSWIETTEEDEKRDOWNT LY FS,
SHICA—ERICCNLDIERINEET HIENH D,
TUEERDEVNEFIZ T ERELTE,
(2) BEQOUFAMRRKIREREZRDEIENSLY,
(3) MADHFRKIREFRILEVEELEHORBHIKRENEEBLEL * 1,
NRERMR
(1) M BRARERRILEY FIHERE T4 ) ASEICEA M HST M TSH (FEEERN ~
B EE{EZ 9 (Syndrome of Inappropriate Secretion of TSH, SITSH)A 9 5, * 2
(Q)BFRBRILEVFIREICEDRIENZLLY,
Q)RR RILEVZER B BREFICERZRDS,
m SEFIH
(1) TRH FRERICKY LA TSH (FEEREETRT
FARIRRILEDFIZ R G LI BEOTSHO G AT+ 53
(2) M o HT1=ZvkHAHWNE o HT1=yh/ TSH BILELIFER
(3) MFHEIZHKLET S,
IV RSV E
TSHELEEBE LTI IIVEGTFEREICLIRERETILIIVHEYIOXS U MELDOEANEBEL
T%,
MDA ]
FEER:1 &1 DR E ™= EH,
BBl &1 OMZEFET-9 EH,
*1ZEFRELTSHBG, ALP, xFY  CK. RPTAFIEYD /Y RE
*2 AERCAERHAZLEEL. ED SITSH THAMMERT 5.

B FEZEIZOLT
TRABEFHBIFTDER. EENHYLUTDIDOVNT A DELEEET-E (L RTH DZEHIIHETET 5,
1. E1EREREIZ SITSH FEFINFET S,
2. TRBEGFEEN RTHEHICEVLWTERHRDEETH S,
3. INFETICHREDLGVIHREETHLN, TOEEMN RTHIZTEWTEEMUNEKT 532D IFRE—
FIZHET S,
4. (BE)LLEOWTNIZHZB LA, in vitro TTRB DHERERENHERIN-ZETHS,
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E@SITSHO#ERR
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PHTBEEDEIEEIRICIOTEEREEZNEL. hFEELULENRET D,

B : SITSH- FRRDEEIE A LUSNDERERST . BEEFITKENGL,

hEE SERICKABFE LR BRAMGELRL. BEEFICKENH D

EfE: ELVEIRCOEMS). TERMSBES. FAREER ARESTCERBEEFICELVOXEN
Hdo

G¥)
EEEICEAHLT . BENHELIGS. RISEGT HuIEEMD 504 THH &, £=. BHAEE TRA
BIZFELELRWNMES . BAELLDA SN DAL EXEN DA LICEKREBET D,

Kk, JERORED ERROEREL D% T EU LIS LRNWE TH DN, mEERER AT 5 Z
EMREIRFIZONTIE, EREIROFR LT 5,
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82 ZXMBITREBRRIGE

1.

Bz

BIBRETEIRIILANFIAAR . FILaaLFaAF BIBETUORATUNEESINTNS, BIBTKRE
BRXREEIL. CORTOMRKRILEVEESBREICE ST ABENARNICRIET HILTRILSHER
THd, ATAMRRILEVHEONDBIEICIEADOF o O— LR (P450) 3B -EFAF O ATOAK
TEROSF—EDRODDEBEEINEELTNS, LA >TCRIBREEBRZERBELELTAROODBERNAH S
ZEIT1ED, TOSB AFITTLF Y= TERNIEIZKY, TEENS ACTH(EIBRERIEHAILEY)
HBEIZ D WEINSFEREIBTNBRAEE-TLOEERER BB A S, CNIZEURA @R
RRAE ., 21 JKERIEEERRAGAE. 11 8 KERILBER RIGHE. 17 o KB LBERRIBE. 38 -EFOFX X TO
AFTERASF—E BB -HSD) REBIEDEDDRERNH D, DM, SEEILFIASENTELENLD T,
BE|ZE ACTH 7 ibhBBE|IZFE - NEDELTI8-EROF L S—EREBELH S, BREEFRTELDIL 21
KBS L BERRIBIE., 11 8 —KEREBER RIBETHON TS, SHICRIATIE 21 KEMEEER, 17 KEE
IEEERFUNELITIETL, BHREREAESBRRIBENRESNIZ(P450 A X RLE V52— RIEBFE),

2. ®RA

BIBREBERBEIL. EEBFROEREIZKSESN TS, 2L URARFEIB @RI, ShaV Ry
FOIALATO—)LEEEAD StARDEEL LIRATAOAMREREZOILATO—)LAISHYIERD
BE(ZL-TRIS,

ER

SEXRMEITBMRETCERBREEZMOT . ALFY—ILOETEE-I L. RARFITIE. HES
BREDRBFREERZET DEELHHD, MERGIBLEFLET 5. 21 KELERRIGE. VR FEIE B
MREEDIMEILFA(EHNTRT HEETIHIERKICHESIEME. LavIBEDERNHLND, F
7= ACTH BRIICKHIEREL TREIZBRIRBELH NS, FURANEIBBMAK. 17 o -KELLERE
METETIE, BRILEVATRT S e D, BREGERBET2EZZDH D, THHE, BFTESH
IERR DL ML FDBIEREFIZES . KFTRIEAR. AERETFREFO - RIEBORFERERED
Do — 7. 21-KERAEBER RABE . 11 B /KERILEBER RIBSE. 3b-HSD RABEXRTIL. 7V FAT VB
DI=BHIZBHEALRKIZZEZR DD TDM. 115 -KERIEBERRIBEE. 17 o KEEBERRBETIISMEEZ
295, P450 A X IRLEFV—ERIBETIIX R TIIHLER, MEBRORENRBDONS, F-CDIF
[CIFEEFESE. B LEERSE. KREREOEM . BEMEEFEICEAH D,

4. AEE

BIERERTOMRDHERETI SHRIBEFTEDERNHLEEIZIT. BIBRERTODEFRIRA
BRELCEREEEZEOERILZEINS. .
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5. %%
FRLTWSEIBRERTAMRZEZRALTUDIDINITE R FRIIBIFTHD,
LML, BEEBALERDONE-ETHFELRLE, REEE, ZAMREFRS £ BRIEGESHFLND,

O BE#HIFEICHELEHE
1. BERBIRMEELY)
91,800 A
2. FEFHOHHE
THAGEEFOREREINRREND)
3. HRMLAE A
KM (RAMARELL)
4. REBDEE
DBE(EECHEYS LI FaAIRESRSLALFAIROBRABELLD)
5. BME%
HY (HREIZLB)
6. EEENLE
HRIHEZEDHEDEMEAL, TIPILFY—ILOETERHZ). [BFHRBADRGHET 1. Madh
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O fA#EHT
TBIBRLVEVEEEREICHI SHAEMRI
MERKKE BRRZEFIAD D -HERFENE iz E 82

O HREH
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<BMEE>
1. EXRMERA N @R B

B PRIE IR
1. BIET2ER
HEDET . AEEBNATR, B, K, BHEEE. Saviiks,
2. RKIEBFRKXE
L2EOUVFAEDERILE.
AREFERE ., OF. 2. . SMESICR OB RITE.
3. SRR CE )
(FIFXLFIZ RS ERR
SEREMR
1. ERRRICLLIEIBEREDEKXCE 2)
2. % ACTH & &
3. PRA BE
4. RARTOMRTOTAVIZENT, ATAOCFREDOEMIET  FICHERPORERERATASR
EEERECE3)
5. 1€ Na MfE. & K MIE
R2EARE
B{RF2H
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-OL R TE—/LEISELIETEE SR (P450sce) EBIEF (CYP11A) DEE
FrsVEHE
- X MERIBE R BUE
-ACTH FIGfE
21-KER L BE R RAGSE
-3 B IKEEAL AT O A R KR EE R RIGHE

CENDARETIEIEENNERIE LR THIN . — SN EROBED BMHILETT 46, XY ZHEHISAREE
P450scc EH). SMERN TR BHERIERT 46, XY BFHI (StAR BEIE) N EHET 5.

GE2)%RMERA R B BUE (E<IZP450scc BE) TLEITDEREZRHEVEELHY . ZDIHE KX MEE
BIERBREDERIFHLL, HFIABRRBRICRIBOEREROLVERIC. NEFBET DI LETELL,
EBLFEWESEICEEHT 5,

CEIENTIZFARIORMN STEEN-BIRMAF U EZF) VT EICKIRATOARTO T ILAERETH
Y. ZEICERTH D, (ELAREDH THRRME RSB RE L XX ERBIERRELDER LT
CIPA
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PROVEB RS LT,
3DDERKAEIR. BIBDERZZDHB L. [EXREVRA BRI IEZHT 5. BB CTIZHIT
% fat density ZH£ 58I BEXILZETHIMEARLY.
FEAE2ITHARIICIERBGITIHERRAER . EEREFTREMA SO E TRWEITI BLEIBTEZ
EL TV EEZEBENBESNG, ATAOMFERIIEENDBRE ., 2EKREBEORBREF-TI24T
S ERMNELENTHDL, FEREBRER AL TROMERTET 5. RETHNILEEFEHEITI,
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2. 38 —IKERIERTOAMRKREES (8 B -HSD) RIEBfE

B RAE R
- BIBEAREER
ﬂﬁ?Ljﬂ&'ﬁ RERNTR.EM. BK, BHES. avils,
2. RIEBRFRILE
EBDUVFAEOBRRILE,
AREREIR. OF. 2LER. BB, SM RISV RITE,
3. SHERRATR
46, XY IEGITIIFRE TR, FBRHERGEDFELLHMHIE,
46, XX EBI TIIEEXMENOBEDRZEX, BEES (BEOSML),

SERERR

1. Mm% ACTH &1

2. PRA DEIE

3. Pregnenolone/Progesterone., 17-OH pregnenolone/17-0H progesterone, DHEA/ A 4-androstenedione Lt
DEFCETD)

4. {& Na IfJE . & K ME
RBEARE
BIE T2
247 11 3 3 HSD J&{&F (HSD3B2) DEE

BRoVIEE
- 21-KER L BE R RIBE
11 B -KEgIL BE R RABSE
17 o -KEB L BE R RABSE
POR XRI84E

GE1) ARBEMIZAS/A-RATAOARLD LFEMNIT—H—IZ715 A 17-OHP, A 4-androstenedione M L F
ZRDEEZEELHDH, LKODNDEREIEE [FRIRIRE SN TLEWD, —8 0 REREKE TRIETRETH
%, 1-LE®R 6 y AE T AFILEMAE-EFEICISMPRTACNRRILEVRIEIFZEICBTLE
FHTHELGL, CAEICBRERBERTOMCDEEEZITENLTH D, )

<FEFEZE >
FrSVEEZBRSNF- LT,
-3 DDERKRIERZEZRDDHZE L 38 -HSD RIBIELZET Do
RERREIEERNONDEH. BIBFLEELLTVWSIGEILABRNBLSND, COBEERIED

——

DNVTho. FERERRERELTEOMERTET 5. RENONITEIEFIMETI,
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3. 21-/KEE{LBER RABSE

B PRAE IR
1. BB EER
HELANET . AEENTR, B -MEI, K, BRHESE. Savihl,
2. Bitieuix
ZRIZETAREZEXR. REEE. HBBREER, KECHTHZE,
BFICETLHEREERDIBEKR, BEICETHEETFIE.
3. RIEBFRLE
EHDUVFAEDOBERILE.
AR, OF. 7L, BB, SMNEERISsR OB RItE.
4. BEER
BRrLtEIBE7orO7 U OBRISREHSERFAETER TS, BHABMRAHEICIVRERMICIHIESREE!:
ED
BREmRR
;% 17-OHP D& 1E
SEREMR
1. Rep PT SfECGET)
2. R Pregnanetriolone (Ptl) &1{E,
FRe 11-hydroxyandorosterone(11-OHAnN)/Pregnanediol(PD)S1E ;X 2) .
3. Mm% ACTH & 1E
4. PRA &fE
5. {& Na IfJE . & K ME

*EABRE

BIEFEZE

P450c21 1E{=F (CYP21A2) DEE
K4V IEB

3B IKERIE AT OA KBt /K HEBER RIBAE
‘P450 A ¥ RLA 9 2—+HE(POR)RIESE
11 B -/KER L BE SR RABYE

GE) FHERBITEVTITHESENMEL,

GX2) BRNTIHR PU ZARIOTNT STEED T —BIRHAA LV EZR DT EKICK SRR TOARTOT4
IVTRIERRETHY . BWICHERTH S, —A. HRIARN STETIIBRIEL LGS,

CE 3) FHAERICEWTEEMBIL G FEEDEL,
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BROVIEE ZRBRSNLI- LT,
BERAEIRZE RO . FIERTRARY)—=24 T 17-OHP BIENROHSNNIE 21-KELEERRIBELDY
EER
BIE 2. BREARELZZHHEVBHLHMELRH LK R TILIE 17-0HP SETHNILZET 5. 1=
f=L. ;& 170HP-RIA ;Z DB Fie A EEHE IS T LIHILLTEo T BEEICHIRT 5,
BIERE . BELREZEDLEVBRTIIME 17-OHP B E TR RINBLEROIEAILBET 5, =1L,
;& 170HP-RIA EZ DTGB A, FEAI R EHE LT LLHEILILTHELT BEICHIFT 5,
FAEIRICEERERZZROLTVNE R, ZIRIZELTHE 17-OHP LR DA DIFEIZIL. 5. —iBk
&= 17-OHP MfiE. H AL IIEH BB DEREMENH D, (EICRHERDIGERBENZNIEITEER),
HROORKNI SOBEENT—BIRMAF DTSR TEICKBR P ICKYERZIHEITSC &,
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4. 11 B -KERL BESR RABSE

it PRAE K
FRERK
1. &lE
DOC BEIEAICLIBEESMECGET)
2. Bit{b (46, XX &i4)
ATHEKIEX, EEEEMELENMER B,
HAERLBEHEKLY IAERETFR. TELEDBHLEKRDET,
3. MEZ(46, XY BH)
BRICBVWTHSFEXR. EEHRGEDHRR,
BIE K
EFR(BxEL),
BRrLtEIBE7orO7 U OBRISREHSERFAETER TS, BHABMRAHEICIVRERMICIHIESREE!:
ED
SEREMR
. %% ACTH S1E
PRA {EfE
;& DOC. 11-deoxycortisol DEM{E. B % ACTH DEECE2),
mFTFRACRTOVE{E. DHES(DHEA-S) S {E
. RAFOARTA74)LIZET5 DOC-11-deoxycortisol X EE (GE3),
R2EARE
BIGFE2E
P45011 B 3&15F(CYP11B1) DEE
BRoVIEE
-21-7KE L BE R RAGTE
17 o —IKER L B3R RABHE
GE1) FNITELMELROSNGEWERNFET S,
(G¥2) £% 6 v AETIE, REIEEMAE-EERICLSMHPRTACRKRILVEVREIEEZEICBTLEERAT
WV BIEICHERBERTAMRDEEEZ(TEHNETHD.
GE3) ERNTEARIOTIN STEEMT—BIRMAA TS TRIZKIRATACMRTOT LA AT HE
THY. ZERICERTH S,
<METEFZ W >
BROMEBZRRMLI- LT,
FREKRDIE 1,2 2RBHHGEEEER, BEREEZSEICL T 11-BKBILBEERRIBIELZ T 5.
FREKRDIE 1, 3ERBDHHGELEER ., BEREEZSEICL T 11- B KBILEERRIBIELZ T 5.
F 1 DOESICEMEEROLVMITIX, EMER 2 T3 3, BIER. BFEREBEZSEICLTEHMITIN. F
NEEHITHY . BEEIZEZHT S,

—

01.#."0!\’
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5. 17a — KB LEERRABE

it PRAE K
FRERK
1. 5lE
DOC ®ILFIRTAVDBRIELICESIEFESMECE 1)
2. MRREREIE TAE CF 2)
SNEERIERHER, REUEAR AERFL2LEDRERORE,
B EBMERRE. BbE) DX,
BIE K
SRTILLFIAAFBEICKSE K MEICHED HHETERHEIENH D,
SEREMR
1. PRA {EfE. %% ACTH SE TI&%L>
;& DOC. LFARTAVB)DEEE. ACTH BRIEZEDINLDFIE
MEFETACRTAY TRMOS U DIEIE
FRH 17-OHCS. 17KS D& {E
. FRRATAARTAT4J)LIZEI1T5 progesterone. DOC. corticosterone fXHEINEIE GE 3)
FEHKRE
BEIR T
P450c17 iB{5F (CYP17) DEE
BRoVIEE
-21-7KE L BE R RABTE
11 B —IKER L B3R RABHE
POR XRI84E

a s LN

GE1) ENICEMEDRDHONZEEFINELET S,

GE2) BRE 46, XY ERITHIER D BHILERDDENELH D, BIE 46, XXEFITIEARERHDEFLH 5,

GE3) ERNTIEARIOTIN STEEMT—BIRMAA L EZL) T RIZKIRATACRTOT LAV AT EE
ThY. ZWIERTHD,

<tEEZH >

PROVEB RS LT,

FEROVWTIELEDIEREBFEREESEICLT 17 o —KBIEERRBELDHNT 5.
"EEERDI5 1 DERBOHHGE FENER. FEREESSE(CLT 1T o0 —KBIEBRRIBELZHT 5.
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6. P450 A KL A U 42—+E(POR)RIESE

B PRIE IR
FRER
1. SMERERE
ZRICEITAREZEX. REDEELE D/ ZED B,
BRIZBITH/MEE, RETH. EBRBRGEDT LG R,
2. BERCET)
BEEERSE. BEERR. KEREOEM, BEEiHE. (BiRkE.
BIEIR
1. ZRMEHEOXRIN, REEEARE
2. BADIIRT AN DBHILLRBEEZDOSRE
3. BlIETE
BREMR
;% 17-OHP DE1E ((X2)
SEREMR
1. ACTH B fHER : CYP21 & CYP17 BERBEMEDES RIBD £ L F M CE3)
ACTH &fiEERZD7O45 XTaY . 17-0H pregnenolone. 17-OH progesterone.. deoxycorticosterone.
corticosterone M EF
dehydroepiandrosterone (DHEA). androstenedione ( A 4A) M L R IEXFBHAELN,
2. RPRTOARTOTAILIZESD CYP21 £ CYP1T BERFEMDEARIBOELFZH CE4) . FERHA~
2| IR AR HA . FRA Pregnanetriolone (Ptl) &{E. & 11-hydroxyandorosterone(11-OHAn)/Pregnanediol
(PD)EAE . FLIRBAZ HALLF% : pregnenolone *progesterone - DOC  corticosterone * 170HP - 21-deoxycortisol 4t
HYEIE,
3. FHMBLUN UMR (B LEBBREE. KBREEHEL)

REARE

B{RF2H

POREEFDNEE
FrsVEHE

-21-KER L BE R RIBE

17 o - KER L BE R RARIE

-3 B KERAE R T OA FRK R B R RIBAE
-7 AT A—EREE

CED FNICEFHHABRE, HAHVEROLWERNEFET D, TNHEEADBRELERFLMEITL

S IE RS
GE2) FERBICHEVTIEERE LRHEDIEN S,
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(7 3) CYP21 £ CYP1T BHEDIETEIAT SMELH D, LNONDEREIEE [FRIRINE SN TGN, —
o RESREMETAEEETH D, I-1-LER 6 v AETIE. RELZMNAE-EFEECLSIHRTO
AFRILEVBIEFRERBERATAAROEEEZ(T £ILZZMEBT LLEATIIGL,

GE 4 EBRTEARIOIN STEEMT—BIRMAA L EZL) T RIZKDRATACMRTOT LA AT EE
THY. ZHICERTH S,

<FEFEZE >

FrSVEEZBRSNF- LT,
FERETRTED, MF17-OHP N EFR LTS5 E (X P40 A F LA VA2—HE(PORRIBE EZHTT
%

- BERSSIVRHHEMEBELUN UIREZBOLWMESIRENRR . SEMREEREL P40 FFIRLAE Y
A—E(PORRIBIELZHIT 5.

- BE VLD FAAMROBHRFE. EICOVTIEEZERIC&>TELDS, BAEOHELHLD T, R+
LABOS LA FAARDBERICOVWTESNEBICHEMEZRATRETH S,
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<EEEE>
UTD4EEDSE, DIKEL1EBULEER-TI0OERRET S,
DIMPILFI—ILDETERHS]
e LFY —ILEREE 4 1 g/dL K
2)TERHBR~NDRIEGHET]
A& ACTH B (250 u g) ISt M aJLFY —ILD R 15 ¢ g/dL FKii
)AL DEIBETLERNH S
LUTISRT KB ADBIBEREERNHS

BT BRILE

-F T 5% LU EDAKRERD
-{E M

"B E

- {EC rfn R SE K

SHAEZRAER CED., B4R E)

FEHER (BK A BIR. ARGLE)

-Ei g

-BE 1 FHICENRIBEREFRSERICEOIARELNH D
4)RTOAFZERICHTEL TS E]

Mk, SEROFREN FEROEIELESFE T —EU RIZEY LAEWE TH LN, B EREE kT 5 =
EMBERFIZONTIE, EBERERO S E T 5,
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83 FXRMEIBIERRIE

1. #@I=
EXRMERITEREBER. ERXREDERIZKY ., SRTIILANLNFAARTHASTILRRTOY  FI)Laa/)LF
AR THSHAILTFY =)L, BB 7RO THATEROIE 7 FOXTOY (DHEA) EZF DEREERIET
HAHTERFOIE7ZRFOXRTFAVY)LTT—k (DHEA-S) DN EAXROMBEE LI TIZIBMHMIZE T L
REETH S,

2. &R

BB ORLE - DMEIZEAHIEEERF (DAX-1 HBULME SF-1) DERBIZIVEIBREBEETHE0D10,
DAX-1 BIEFEELRELELFREADEOITGEFED T 1Yo XBH O AO T —EEF PRI tO
— X F—EDOREBEESHIEECTFEERICLILONETRREELTHD, TN ACTH FIHIEIS
BIIHELFEELLTIEIACTH ZBMARD MC2R ¥ | ACTH 2B RLHEEERAER MRAP EE M EE
SNTLVS, E51Z1E ALADIN B FRIBIZ &S Triple fFEIREE(Allgrove SEIREEE  ACTH FIIE. ERIELT
NITTEEHTDILIBEIBREREEEAOND, ZTDM. REAFBALGEDELTIMAge EIRE (F5
AEBLL. BRMERAK. CERE - /DEELEONIZHNEE . BIBEMRER) AHDS, EEDLDL
LTTERDFELEICREE T 5iEEFRIE (PROP1, HESX1, LHX4, TPIT, GLI2 &) ¥ ACTH & EE &
52LD0H5,

3. fER
-X EHM (DAX-1 EEE) (B, HEAR. BFRAE. BOLE. P avViERGETRIET 5, FERH
FEICHERA~IANRIATHID. BRAIZEOTHLRET 60 H5. BEEHEHBITE-TH TR
BOFEENALNGENUETFRFAEU S RBEEETEEZSHT S) . F-RETOBFERILEES
nd,
-ERANRMESF1 ERE)BIBTEZET H6IFF T, EITHRE AT EICRDER. XY ZiEEZRE
HREFL2ZTET D,
IMAge SEIRRE: FERNRET 2. BEHMERRE. SMEREENEE, FBRER) LRITREREE6H
T5
-ACTH AIHE: 7 )LaaLFaAAR BB 7RO DR A EIZKBDERDALND, ZLITFHERL
[CHAET D, B, HETR. KEBRRABENAoNd, F-HERBENEE - EERLTEHILLH D,
BEmMELAOND, GNCEHEREETIHEELLDS,
*Triple A fE{&E¥ (Allgrove fEIREE) : ACTH FIGHEIZEERIE (alacrima) E7 A5 7 (achalasia)Z ¥, F5#
EEFEER, BEET. HAOET.EBXLH. BEwEEELELAAON5,

4. BEE
AHRBEAREDORERIZIX. VLA FaAARESRIIILANLFAMRDRCHILHETE, Ko -85
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WD OBENDETHY AERNENNETERICHIDS, ZORVEEICTHIZY T L)L Fa/RER
FINALFAMRDHRENDBETH D, FERY- L RHICIBIEOHRILDELGD BRNSEIC
Fol=Bb. RBLGEDAL RIZEHLENBRICFEIBEF £ ZRCLTEEGCREICHOIENAH D=0,
ARV RBIZFT LAV FAIFOHRREZRBRED2~3ERAT 5. BUIARSITOANIEF £
B RIFTHS BT FRAOE MR ARIE TEISXM L TIE. hCG-hFSH FEHDWNITTAZTA
VEENBELLGES, CNODEEICKY ZREBILIERIEITT 52200 BFHAREDERFIILTL
HIRFESNALN,

5. ¥
BIEHEDORE XA/ TELRVDT, £EICHEYT LI FACREIRTZIILILFIASRFDOFH RS
WETHAH. FTERY-ZLRBICIBRIEOFHERIDELLGD AELVNEICFE-1-1EL. RELGEDAI
RACELENBICFEIBR LT ECL TERGKEBICHRAZ LA H A= AL RBEFIZIES )Laa)LF
AMFONRELRED 2~3BERAT 5, BULARNMTONNEFRELEMRIFTHS, BT TR
AE MR REIE TREISH LTI, hCG-hFSH FEH A WET AR TAVEENBELGE D, TNbdD
BEICKY ZREITIEERICETT 2000 BFEABEDEFZIIL T LLRIASNGL,

O BE#HIFEICHELEHE
1. BER(HRMEIZLS)
91,000 A
2. FEFHOHHE
FHAGEGEFOREREHINREENTINE)
3. HRMLAE A
SRHEST (RAMARELL)
4. REBDEE
DBE(EECHEYS LI FaACIRESRSLALFAIROBRABELL D)
5. BME%E
HY (HREIZLB)
6. EEENLE
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<BMEE>
WIFhHER. [FIFEERFIERRET D,

DAX-1 EEHE (X EEH )
I BRERAEIR
1. BIBA SR : RERRIIHE RO ORARAFETIESETHD
HELAET. AEEMA R, B, Bk, EEES. Savike,
2. RIEBFRILE
£5OVEEOEBRILE.
3. BT FRrOE S H RS EER £
ERBR. /AR ZREHMHEESTE(ERR) GE1)
4. FBFRES

I REMR

1. ETORIBRERILECDET
(1) mAaLFJV—ILDIENE
(2) MA7ILRRTAVDIEE
() mAEIEHET7 RO DIEE
(4) ACTH BB T2 THRITRERILEL DS MET
5) R RTFOARTOTAILIZENT. RFOARKBEYO S ABEET . 15 4 B8 DR 4 B X570

AFEERBECE2)

2. f# ACTH. PRA DS &

3. eI FFrOEVK(E

4. BRI KDEIBIER DA

. ‘E=F2hR

DAX-1(NROB1)B{ZFNDEE

Iv. BR5VEE
-SF-1 BEE
-ACTH FISJE (ALFYJ —ILESE, 7ILRRTOVIER)
S RMEURA B BE

V. BIERERR
KABIBEREDHHESE, ZEREREFSIEXNMRTHERSN B RAIBTREDRFLEFHET S
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Duchene #FP AMATAEICERMEBIBEBEMREZSHT 5L H 5. RHKEER. ARES.
glycerol kinase RIBFEZEFD DAX-1 BIEFRKIZKD,

CEDBINMICTFROEV K EE D BERERELTRLIEFDBRELH S,

CE2)ERNTRARYOTNT STEEN T —EIRMAF U EZRI VT RICKARATOAR T O T4 LA AT E
THY. ZWICERTH D, (ELEAREDH THRXMRIBIERBE LRV RA @R K EDE
AEATT)

MR ]
WX, RIFEEFAERIRET S,
FEEGLLIL M BKV IV EH-TLD
FIXHEEF:LIBLVIVEHTLD
FeLME: IV ERETL, [ BV T O—EEH=T2D
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SF-1/Ad4BP EEE (BB KMHE)

. BRERAEAR
1. BIBEFEER #EDLRWEELHDL

HEAET . AEENAR., B, K. BHEES. 2aviks,
2. 46 XY EDMEEEE

SEIFLREEOUDMEEREEET S,

I. #®&&EMR

1. BB LERERTHHE 2 TCORIBRERILEVDET
(ML FJ—IILDOIEE
(2) MF7ILERTAYDIEE
() MFEIBET7 FOT o DIEE
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2. BIBFEERERI HHE MF ACTH DEIE

3. EREZEICKLEIBIER R DEERA-

. &=FZhr
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V. Br4VEE
-DAX-1 BEE
*ACTH FRIGHE (AL F YV —LIEHE. 7ILRRTOVIER)
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[k EE]
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IMAge fEZE ([REABH)

1. BRERERK
1. FERFEETIELE (intrauterine growth retardation: IUGR)
2. BRI ER RIE (metaphyseal dysplasia)
3. % XMEEIBERZ AL (adrenal hypoplasia congenita)
BIBEFEER. REBRRILE.
4. Nt EE (genital anomalies)
SOARZR RETHREGLE,

I. #®&&EMR
1. ETCORIBERERILEVDET BEFOHRELHD
(ML FJ—IILDOIEE
(2) 7R TRV DOIEE
) mHREIBET7 rFOT > DE(E
(5)ACTH B fIERBR TE TCHRIBERERILEVDHWMET

2. M ACTH D& {E
3. B HICKDEIBIER DA
4. XBRIZEDREBDBIHEBEMAL
5 BALIILREEZRDDIGENHD
6. BEMDEL
II. BrsVIEE

-DAX-1 BHJE

-SF-1/AD4BP E&E

-ACTH FIGE (ALFV—ILRIE. 7ILFRTAVIEE)
- R RA R @R BAE

X, FIIHEEFZERRET S,
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(FIFFEEF:IO—E. ITHIVLMEH=TED
SOV IO—8. BLUVIE#HTL0
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<EEEE>
UTD4EEDSE, DIKEL1EBULEER-TI0OERRET S,
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fifi 28 DFAFR

IPF Idiopathic pulmonary fibrosis YRR MEE a2 %

UIP Usual interstitial pneumonia BE M B2 IPFICR 5N 5REH
I

NSIP Non—specific interstitial pneumonia FEEEERE M ERER - fRIRARE 2 M 4

COP Cryptogenic organizing pneumonia BREEREIEMA FRIREZEn £

OP Organizing pneumonia FREEHmA RIEBARIES A

DIP Desquamative interstitial pneumonia RIS R E R BRER - SR IRARH 2 4

RB-ILD | Respiratory ronchiolitis — associated FEOR AR B T R E N | BEER - R IRAR S S 4

interstitial lung disease Ff] 5 4 i ¢

LIP Lymphocytic interstitial pneumonia Yo NBRMERIE MR | BRIK - RIBHEEIZ B4

AIP Acute interstitial pneumonia SMEEMSR R FREREZET 4

DAD Diffuse alveolar damage VFEAMMBREE AIPIZCR 55 ihmiE
bk A
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HREMRMEEDSS EITROEEETFHERICHVEITET 5, RERFFEIIRMELSR 73 EH'80Torr A
L% I E. 70Torrkl L80Torrkii% I . 60Torr L L70TorrRiFZME. 60Torr RFEEIVELT D, FEE
I E L E TR ESTRSp02h390% K LG HIHE L. EEEZ 1 EREET 5, f-1=L. KEFSARMEER
DEMNTOTorrRFEDEFIZIL, 62 HITRESpO21T T LLBIE T DL EILAL,

BEEESEHER

BEEENE TEHBBIROEBRSE 675 1TH Sp0O2
80Torr LI E
II 70Torr LAE 80Torr Kiif 90 %RFHmNDIFEIEMIZT S
Tom ~~ 7 7 60Torr BIE 70Torr k7 | 0 UKBOBARNIZTE |
(BERIEEILHESRE)
\Y4 60Torr K& BERE

XAk, SEROFEN FEROBIEE S T—EU RICY LAWE TH LN, miERERL kT2 2
EMBIERFIZONWTE, ERERONSE TS,
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87 R BHAIR 14 At =, I £ i

O HM=

1.

M=

|B >k 0> H 2 gy 73 (4 F A BN AR P4 Fifi /= I £ 5 ) IPAH/ GEAG MRS ML E £E ) HPAH [, 488 THR7R. 4FIC
FRRERODNAEREREEZR-EVEEDMSMEEZEHETIEETHD, BREIF1:1.7 £&EIZE
L REFHVEFETIHRFEFHEDOENVREITIFRT D, REMHEIL 100 BAIZ 1~2 NERTKRE
TORBNAZTOENOGE . BHALDEHEFYRMN 28 FLIRBICFRIRTH <. LAL
RIEDBRETI/NRHICLITFRERTINFEL. CORADOREF TEEHEFLGTONIELMoNTE,
KNEFINFETARENEETH oMM, 1990 FLURIZRL EBRENFHFEIN . B R TIIEREF
DELED 3 BEDREENFEL. ChoDEFFLIHEASOEICIVEGFRERELTE . LM
LEFEMIMEDOFI TIE. BYGRAICHBIEEE R T SR ENH D,

2. [fR[AE

HPAH DHERRAEL TEGTFEEDHFANERIN TS, CNETOMETIEHPAHDHIT70 % (.
RIEEDHERSN TV IPAH EEZETENT-BITEHH 20%IZ BMPR2 B FDEERDHFENFHEREINT
L5, Fiz. fICHACVRLI BIRFEDEENRENSINDDOH D, LHL. BEFEEDLEWMVIIZHITS
RIERRAIERBRTH S, IPAH DRIERRAEL, WHELLFHATH D,

3. fEK

4.

fie MEEDBRIERELTIE, FERTRE. S9h. ZEF . BIF. 0. K8, X, BB
mBEGENHLND, WITNIEEDOMSMETEIHRLUIKL ERAHBELEECE, I TIZEED
fSMENRBOHONEIEN S, F-. BEMSMEECIEFERORATRDEIRENH D, SHITHE
1THITIE, FRIRERIR, AFIER, TRRFRE. BKGENHLNS, T, s MIEAEDRE G HER
REBIZHESBRABEKFRNAOND,

B

IPAH/HPAH (2319 2B HABREILEERENICREL . BRAEZLPETIETORZY A9 VR
[CEBT5TARFVAV)EZTDFEBR, TR UBRICET ATV ZBAERE(ERA) .. &
FU—BRILER (NO)BRIBICE T HHRAKRCIRTI—+ 5 HEZ (PDES-I) DEN T NEL 1= 3 REFED
HER PAH BBRENFET 5.

5 %%

IPAH/HPAH D BAEIFEBOHTHRT. IBEDOME T, FERDFHEFHRRIEBRAFIREEDS
B 28 T, RRAIEEAE. BLFL. BMAZLESN T, /MNED KA IPAH/HPAH D F 4 LK
ANIZHELTELIZRR T, FHAFLRE 10 MNA THAERESN TS, A ETIE IPAH/HPAH D
BRFZICEAISILERETOT —REHFELLGL, B OERTEIH LN, BERENFELGM S
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HHOBERADORAEDHRRTIINELERFER 3 FEFR s ELEHFTENKK67.9%. 40.2%. 38.1%TH
Y. BAEIEDREIZFTRICKRELEZERIBRDOEN o=, IBEDFKIZH TR KIFEEF B F O BT
BT ANENDFRIFHELTETLS, CNITRIADIFEN PAH BEEDRARKICESIECANKREEZ
55,

O EHOHEIHELEIE
1. BER(TER 24 FEERSBEIREER)
2,299 A
2. RIADE
THGRETFEENREEINTND)
3. HERMAE A E
SRHEIT (HRAABAEL)
4. REOEE
WE (T
5. B
HY (BTN EREAEA RS L0 ELHRIITHED
6. EEENLE
NYHA DM&EES $E & WHO i I EHEE D SE% L ISR L =B RO ERERE S 4EE LT,
IR ERFIL Stage 3 LLEEXN R ET .
ETHEE Stage 3 LI EF (& NYHAT B Ll EF - (EMMEIEEEERAL TV IBAERRET S,

O fEiE#HT
FIRSFREEFHENEE (FRAE) MHRA2ICET HREHE
MRARKRE FEXRFXFREFHZER FREARE iR E B0

O HREH
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<EBoMREZE>
FRENAR A S I EE D EZEIZ(E. BDAT—TILREICESMBAIRME DS MEDZEEELIZ, BRK
DEITHTHERNZE. BLUMMOMEMEERTEEORNZHDLETHD,
(1) BREMR
O ALAT—TILRET
(a) FEIARIED £ 7 (RFRFFIMEIIRTFIE T 25mmHg L E | fifl E K1 T 3 Wood unit,
240dyne-sec cm™® Ll E)
(b) FEIAREAE (L BE) [XIEE (15mmHg LIT)
@ MRS o F U I LITTRE MR REGL R E (LB R MEMBIARTEfH S M EE TIEEREX
FBPRD MR RIBEEET D)

(2) BELIREREFR
@ DIO—REICT, ZRFREHERE 40mmHg LLET, HEMBIREDZRAG LR ERD . AE
ThRFTRZZEDHDHT L,
@ HOER X $RAE TIBIARARFERDIL K . RAEFHIN B R2 52 D BR/ME
Q@ LERTEERKRFR

() ETEERKRUERKRFTR
@ FHEROEOHN
2 ZIRFH R
Q K
@ fEmEENFAEETRT SHZHRE(LEDMEIARMK S DITELRL)

(4) RN R = M AE DER R 7348
UTOWTMNZDWTERTBIE,
@ R X ILE R MR ENR 4 A S 0 e
@ BBIRSEIZHE il Eh AR 14 i = I 5E
@ EXRMT v MEOEEIZESHEIRME S T E
@ FERRE FTHEEAE (<435 FiEh AR 14 A = 0 1
® HIV R4S M ENAR A i M £ AE
® ZEHIFE SO FfEN AR 14 i = 0 £ 5E
BL. EXHE v MEMERERICHESIHBIARMEMS METEDISZE (X, FHFEEES. RUFHEITHRLHM
BRI R LEENERGFT DEEERRET D, TORIE DEAT—TIVREMR. DII—REMR.
HOER X #%-MOE0 CT LEDEZRFR. GEDREMRERTI 5L,

(5) TRRDMMEMEZE-9REZRINTESHIE

LT D%k & (SR AR I i = 0 fE & (XA RS, i MEV W TIEAZERARZBRLISDT,
oZERRN T B,
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O EDLREBIZLDMEMEE

Q@ MFRFEERY . XITIEE R IAEIC &2 s I EAE

Q) &tz E i S M E

@ %D 1thod fifivs, M0 £ A
HILAAR—2 R ST RFARARBERAE . >/ IR E FH IEAE . RENAR IR EE. M EDERME
2HE MBIREXAE. fLEONEELELE LS RMMEMEEEL. FRFEBERY XITIEE
FMfEICKSHMEMEARETIE. FRIFEBERY RITEBRIEDAHTILHRAD TELRLEEDMS
MENFET DEHFINHD. COGEEICIEMEARMEMSLEEDEHLIZEHLTRL, TORIZE,
DMEAT—TIVEREMR. BE X R, & CT 4L DERATR. FREEEREMALE DBREMRZ R M
T5IE,

(6) FREHE
UTDEBEZINTHE9 &,
1) ZHOEODOBRERROADAT—TIVEERRSLUMMRS o F IS LRRERT &,
2) BRI RSERBDIRTERINTEDT L,
3) Bkt MEEDREKDPEO~ODNTIANEZETHIE,
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<EEERE>
Stage3LL L EXRET S,
f= M/E#ae > 58

NYHA 1(MERES $E
I E:@BEDEKTETIEEER
IE BEOSKITHTERER. FETENOOFHIRENS
ME BEUTOSEKIHTERRER. FETBNZFLIHREIND
NVE:EALBREEH D TLEFRF CHLEKFER

WHO 175, IfiL £ fiE 1 BE 5348 (WHO-PH)
I E: BREEICHIROML S M i £E
LBEDSHRES TIEIFRREORERS . MECRmaEaELLEL,
IE: BREHBEEOFHROH S MMEMEERE
TEHEBICIBRERIGL, TED SR EEN THEREHOES . MEORMEENETS,
ME: HHRFEESHELVHIBRDH LM MEAEEE
TEFFICERERAGV,, TRUTOBREDHKFE CTHFREH KRS . MEORMLEEMNED
%,
NVE - EALGBRBFBLT R TCERLLGIMELEERSE
INODBEFAELFEDERETRLTLVD,
TEBFICEERRES LU/ FTEFHAH5N5,
EALGBREHTLERERDIBELH S,
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(FT AR EREER)

@ N
e BREEK T HENARE (mPAP) | iMZ%(CI) it 0 & Hii SR 3 (% A
aB H<
40 > mPAP > 25
Stage 1 | WHO-PH/NYHA I~1I ERALL
mmHg
Stage 2 | WHO-PH/NYHA I~II mPAP > 40 mmHg fERA%LL
Stage 3 | WHO-PH/NYHA I~II | mPAP > 25 mmHg FRAHY
Cl > 25 .
WHO-PH/NYHA IlI~IV | mPAP > 25 mmHg ERDOHEICFELSY
L/min/m?
Stage 4 | WHO-PH/NYHA IlI~IV | mPAP > 25 mmHg CI< 25 L/min/m? | (EFADEEIZFZLT
Stage 5 | WHO-PH/NYHA IV mPAP > 40 mmHg EROEEIZZLT

PGI2 #iadiE- R TE
HRERANVELISE
FERERDEE.
mPAP DfEIZBF &<
Stage 5

BRIEIR. mPAP, Cl, M EHLRBEEADEBE I RN TERHEI HLEL) Stage Z:3EIR
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(E#E)

EHE | BEER LIZRECOSRINE | b nemomgmm
HEEZE (TRPG)
Stage 1 WHO-PH/NYHA I, I TRPG < 40 mmHg ERAL
Fr-E. BELTRIGL
Stage 2 | WHO-PH/NYHA L II TRPG > 40 mmHg ERLL
WHO-PH/NYHA I TRPG < 40 mmHg ERAHY
S FEAEGTREL L) ;
Stage 3 | WHO-PH/NYHA I~II TRPG > 40 mmHg FERHY
WHO-PH/NYHA III TRPG > 40 mmHg ERLL
WHO-PH/NYHA 11, III TRPG < 40 mmHg ERAHY
Stage 4 | WHO-PH/NYHA 11, III TRPG > 60 mmHg FRAOEEIEZST
WHO-PH/NYHA IV TRPG < 60mmHg FEROEEICZRLT
Stage 5 | WHO-PH/NYHA IV TRPG > 60 mmHg FROHEICRST
PGI2 HtdeiE - R T EkEERA
NHERISE (X WHO-PH 5.
mPAP DEIZE]{%%i< Stage 5

BRI, TRPG. il EMREEADER I A TEEII HRELEL) Stage Z:EIR

BT Stage 3 LEF/-IE NYHAL EL L F-([EMENREZFEAL TV SIGEEERNRET S.

(%)
stageSLL E TIIDLKER 2 FEICT—EDDATICKAFHENEELL, LHL. /NRE, BEE . FFFREDZ L
BEGE  REIZKYVDATHRITIRINBWMGE LD ITI—TOFFELRIET S,
IEFETIEZA LAY, TRPG M 40mmHg (X, mPAP @ 25 mmHg [CPEET %, TRPG @ 60mmHg (&, mPAP 0
40mmHg [ZIE#Y %,

XKk JEROBREN RO EIEL SIS T EU LIZEY LRNWE TH LN, MR ER M T 5 2
EMRERFIZONTIE, EREIROTRET S,
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88 fmaRAREAZESE .~ i B MM EfEAE

1.

BE

fifi§% AR BAZESE (pulmonary veno—occlusive disease:PVOD) L4866 THHLEEETH D 154 MENRE T
EMEEELGEGIERETHY. BEICENAMETERICFEFTRTHS, REMRBFRICIIMANOFIK
NELGREMMTHY. fFRIkDONIRIEECREICLFICLLIAEZRD S, MEME ESE (pulmonary
capillary hemangiomatosis: PCH) (X RIEfBMFH (a2 D EM BB AT 5, MRELBICH
RDOFEIREAZEZ AL, Ma2AikP R A THHMENARD ME (FEIARE) DFfRea LR ERK -9 2&12455,
Z D=8 . BRERMICITEEOE A R TH S, SoHITHEMICILith o FhE AR ffi= M £ AE (pulmonary
arterial hypertension:PAH) LFEELILTHEY ., —iRARZEIZEWLWTERKAT R M5+ TIE PVOD.~PCH
FEROCLIIRETHS, HEGITIEMER CT BRICEWVWT,. TUYASRKEZEE. NERHREDOIREGEMN
BRINLHD ., EZEIIIRE TLMBEBO S DRBEBZE CTOAAEETH S, LI=M > T, FFR MR
ENARMERT S MEE LZEN TSI EN S ERGRERSEBESNATOELDOARIKTH S, PVOD
/PCH [EHoHERICREL. BEZENZNESN TS, EABITIEBEICOPZIMERLAH D,
15 mMARFBDEFITIEBREFENENVDA TS,

2. [RE

B R TIX PVOD/PCH DREIETREATH S, [FEAE DEFIMNILETHLN . RIENREDRE
Bledh b, REDIWETIE, WEHGEGHICEBRRETHLIIEATEEIN TS,

3. fEK

4.

fis MEISHSETIED RN TH D, FERIT PAH EFRLIT DD, TS LU FHERERR
MEA PAH KYLTZETH D, HERD BN, @EDOKB. TROZFE. WE. FEROLHLETH
%, RBERIMIE L., [(FHRBLEELRIZEBDHOND,

aEE

RIEDRAMNBASNTIE AN KB DEITEHLE TELERIILGHEREIN TR TH D, TFE.
BEADETHY. BIRLEREBLSE D, FIKAICMA . BIROHOENERE (TORZT STV
REF| (PGI2, TRTORT/A—IRKE)  RRAKRISIRTS5—t 5 BAEHFI(PDE-5 Inhibitor) , T K+!)
UEBARERE (ERA)) GENREEINLA . MMl BN REICLDMKBEEDRERENHL-O. +57
BEBETCTOFEANEEND, SHIT—BHEHRENROONZBEETLRAMICIIHEISRES N,
R A TIEMBEOADTEBRETHD BRI EIN AT FZTDOBEMFILIRESNTLNEA,
INITDOVTIESEDREIRETH D,

5. %t

BRICERMETHY., FREICTFRIRTHD, SHECLTERRME. A LOTELHS.
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O BE#HIFEICHELEHE
1. BER(HRMEIZLS)
#3100 A
2. FEFHOHHE
EN:
3. HRMLAE A
KHET (RAMABRAEL)
4. REBDEE
PECAERICIERM TERICFRTR)
5. BME%
HY (FEBEEOLEEES)
6. EEENLE
NYHA iDAEEES 5L . WHO i I [ #EEE 9 $8% 4 & (R B L 1= R 22 B 1= & 2 BB 14 Rt 5 1 e 0D B 95
FES 5% FAULNT, S BB 2 Stage 3 LI EERRET S
EHE (L Stage 3 LI EFE - (E NYHA L BELL EF - (EMM S HhEEEFERAL TV IBAERRET S,

O fA#EHT
MFRA 2T HREME
HRARE FEXRFRZEREFHER TREARZE HR £ 5K

O fREH
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<ERFREHRELE>
FEIEH
@ BLHAT—T LR RAIHEIARIE S M E (PAH) DM R %17
FHRBEEROADNT—TILREMRR
(a) MEBIARED LT (REFFFMEBIIRTHET 25mmHg KL, Bl E4E$H1 T 3 Wood Unit, 240dyne-
secrcm® Ll k)
(b) FHEIAREAIE (ZDBEE) (FIEE (15mmHg LLF)

@ PVOD/PCH Z&eht 5B =R E CT(HRCT) AT R VNERIREDRE. k. BKE. RUASX
¥k#(ground glass opacity). &'/ \EIEX) AHY . M OB EMIMEERLE BHEMEER CBRRER
R TES

@ TR HIRT M B 53R 2L (ERA, PDES inhibitor, ¥ PGI2) 12k A 5o i/ Btk IE 0D 5%

BIRHIIEE
O REFFOEBIRMERSEDET (70mmHg LLF)
@ FMtERERRE ik ERRE D EFAZEE T (%DLco < 55%)
@ MR F BEREEOMRRELZROS. F-EEETHD

SEmMR
EXMERFRPDODANEDSTIVERIYOD7—VFRDD
@ BT
@ BMEREDHDANIZEL

< RIZE >
LUTOEEERNT 5.
M PAH, JBIGTE PAH, Y. SWFE R PAH, BIERBIZHES PAHRBRR. PIIREFTESE . 2R
IDREGE), MR ESAEE(CHES PAH, (g MmeE4 M4 S mEE

<HETEHROBEEE>
LT OIZEERG IS LUTERERZ A I ZEEHROMERET D,
758, TPVOD/PCH £EL VAl 1 (d. EARRIIZ PAH THREETHIEET D,
[0 Wi =41 |
o FIZEHHDD + HEZHHI
I"fife PR 32 W51 |
TREZOWVWITNIERLTIDET S
o FTEFHODD? + FEEHOQ + BIREADS>HIEBLL
o FTEIEHDD + BIREHET
TPVOD/PCH £EL Ml |
o FIEFHDO + BIRIEBDS>H—IEH
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<JRIEBMFTR >
PVOD: RAEAM &R AR (B I/ NERFRIR) O U FA N DB E (FIRD 30~90%) 12EAZERT R.
PCH:ffifaEE D EMERRM/IMED ZRBILE SVIEE, 512 PVOD [CHEL-RIEMEIRREE RO 515
BtHY
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<EEERE>
Stage3Ll EEXHRET B,
s MmE#ee 58

NYHA 1&8EES 58
I B BEDEKFETEEEIR
IE BEOQEKTHTERER. FEEBHAOOHIRENDS
ME: BEUTORKTETERER. FERETHHELLFREIND
NVE:EALBBKREEHDIOIREFHF THERRER

WHO i I I fiE # 5E 5348 (WHO-PH)
I E: BAEEICHIB OGS M iE B E
LTRDSHRES TIIFREHE RS . MECRBEELELLE,
IE: BRFEBEOFHROSHLMEMELEEE
TEHBIEXERERIGL, TEDFAREEN TR OES . MR CRBLRENEID,
ME: BAEEICELVOFIROH LM MEEEE
TEFFICERERDS GV, TBUTOBEEDSAKFE TR RS . MECRHEEMNED
%
NVE EALGBREHLT R CEBLLGIMEMEEERS
INLDBEFFALFEDERERLTILS,
TEBHICETRRHES SO/ EF TR FTHNAHEND,
EALGBREBTLERERKDIEELAH D,

476




(FT R EERE)

ESpShze! " e
e B B AEK EHRHMENARE (mPAP) | 1(MZE(CD) i 0 & 1 SR ZE 5 A
aB A<
40 > mPAP > 25
Stage 1 | WHO-PH/NYHA I~1I EA%GL
mmHg
Stage 2 | WHO-PH/NYHA I~II mPAP > 40 mmHg EA%GL
FAHY BEFERLS
Stage 3 | WHO-PH/NYHA I~II mPAP 2 25 mmHg )
Cl > 25 -
WHO-PH/NYHA II~1V | mPAP > 25 mmHg FROEEIZELT
L/min/m?

Stage 4 | WHO-PH/NYHA IlI~IV | mPAP CI< 25 L/min/m? | (ERDEEIZFZLT

v
N
o1
3
3
T

7

FRAOEHEICRST
PGI2 FifasiE- R Tix
REERANIBEGIES
FERERDREE,
mPAP D{EIZBE&R%<
Stage 5

Stage 5 | WHO-PH/NYHA IV mPAP

v
S
o
3
3
u
(')

BRIEIK. mPAP, Cl, M EILREEADEBE I R TERBI HOLEL) Stage Z3EIR
B BRMADERREZEALORENBLL, REZDIUELESHEIZE, MEHRREOERAL
12T, Stage 3 A LLT B (BERRFIC BEDMIMENREERABEEZLEHT H-8).
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(E#EF)

IDIO—IRETOZRFINHE
R BREAER M85 (TRPG) it i B PR SR 35 45 AR
Stage 1 | WHO-PH/NYHA I, II TRPG < 40 mmHg FER%GL
FrE. BELTREGL
Stage 2 | WHO-PH/NYHA I, II TRPG 2> 40 mmHg fEAGL
WHO-PH/NYHA I TRPG < 40 mmHg FEAHY
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 FEAHY
Stage 4 | WHO-PH/NYHA II, Il TRPG > 60 mmHg FROFEICERLST
WHO-PH/NYHA IV TRPG < 60mmHg FRAOEEIZEST
Stage 5 | WHO-PH/NYHA IV TRPG > 60 mmHg FRAOEEIZEST
PGI2 fiadiE - R i HfnfE A
NHERISE (X WHO-PH 448,
mPAP DEIZBE{%7%:< Stage 5

BRER. TRPG, M EMREEADER T N TEHETRLEL) Stage ZE 4R
BE.ERMADENRREZFEALORENBLL, REZDIUELESHEIZE, MEHRREOERAL
12T, Stage 3 A LLT B (BERRFIC BEDMIMENREEABEEZLEHT H-8).

stage3LL ETEDEES 2 FIT—EDODATIZEAFHENLEELL, LHL., /NR,. SEE. HEENS
WEELE . REBICEYDDTETIRIAEWNES (D II—TOFELAET 5,

IEFETIEALAY, TRPG @ 40mmHg (X, mPAP @ 25 mmHg [ZPCET %, TRPG @ 60mmHg (X, mPAP ?
40mmHg [ZIL#9 5,

Kk, JEROREED ERROEIEL D% T EU LIS LRNWE TH DN, MR ER AT 5 Z
EMREIRFIZONTIE, EREIROFR LT 5,
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89 (EtEimtzEEr2 MM MmEE

O HM=

1.

BZE

1E MR MAS ZEMESIFBFE L MR ICKYMEARAFAZEL., MRS ALESVISMBRSIEDESR
NeMALLLEIZCH->TEELTWSHRETH S, F-IBHEMMREREICE VD TEHMMEARE
25mmHg L EDffim M EZ & fFL TL 5 51% 12 14 M #2 Z 42 14 ffi = M0 £ fE (chronic thromoboembolic
pulmonary hypertension: CTEPH) &LV, ARJE(X. IBREEFBEIIEET HARBMANFRERELTEH
FMIEMMMARERE enER) EOSEFNANGN TERAY, 2009 £ 10 . ¥ F RSV FEIC
BEHETEMAEESN, CTEPH [TiE—Sh =,

CTEPH TILIHEIAREAZEDRED . S MEENERELTEET, Z<OMEFITIELMMERD 40%LL
LOFAEEZREDHLHESN TS, MEERDREBLMEARATO MIEDERNFIKOEBLIZEAELTL
52EbEZDbN., DPAH THLNDEIBEREL AL OEEEFIRTO MEEFE, QmizERHA
BRI DML -MFRICHESBHEBIRDOMERE . QM2 CK > THAEL-THAKLYEMIZE THIREX
HIRREDYEZHESIFHEBIRODMERELE ., small vessel disease DEEGSLRAEZEHIELTLNSE
EZ2bN5,CTEPH [XBNATIEHEFLZOA, BHAETIELMIZEL TR EF#IRMARETIEEEN
{ELY HLA-B*5201 1> HLA-DPB1%0202 LBEE T HIEFI B AN ENBMESIN TS, Chd D HLA [FER
KTIFEOTHEDDVLEWIAT D0 KRG EERGST-REMFZF DEHNDFEINREBINTL
%

3. fEK

4.

s mEEDBRERELTIE, FIERTRE. ZEHR. BF. WE. KAEEAHALND, LNVT
NELBEEOMSMETIEHRLUIKIERSERLEEICF, TTICEEOMBEMLENROHONEIL
AEWN, F-. BEMSMEREICEHERORAFEDREIRMEAH D, SHITEITHITIE, HAFIRRR. AT
FER. TREFRE. BKGEAADND, ZDMh, i MEEDREEEGLEMREITHIBRLLGHEFTR
ANZ XY g

AEA
HREITHLEDNTHAENIE TV ATHEILSN TVSAEELLTIL, MBIARMAE NIZFERR A H D,

LALEEHLNE TIEFHMES SN o= RIFAIMEAEARD CTEPH (L. AT—TIVERL:
2R IR E HRMBIARILGR T (BPA F1=(X PTPA) DEMMEMNRRSNDODH D, 12, FHERADZNK
HEHLWNIMREFHAIVEERMEMSMEEEZE T OREICHLT, AIFEITT7oIVESY5—F
RIFETHAHIA LT TIAANLGNS, CTEPH OAERAH TIE. F 9 EMLGHEE L EEREETHmET
STENRBETHS RVTHRRDERLEZHFLTMRBREFHE-RMBTETFH O DHE
BEEZFRIAT 5. MBEERENEZTHHEES CPRARRETDBERGEICHLT, FTARHIKI LA
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—ZBETHBELH5H. BEREMENK. AUOFEMKLLELLEEET 5, Sol2, ERGRIF. K
FEDARICERLI-FFRER A~ L . FiBIAR R IR 7 ER 07 R 1= (L8R K A2 B BBk EDARSE 3R 18T D@ I 4R
HITOBELNDHD FTENMBESNDIN ., RERES . ShE CHlERRESHLTEDNMIRIH., &
ENFMERZELLBVBIREZRDLICREDRREY S, REHREH TR ZREMS MES LTI,
VAT TIDREEERT H. =, TOMDOMMEIREN BB ELH 5.

5. Fik

CTEPH [CIEiBEICEMMMEERELZ TR T HERIBOONSIREE L, POANGEKRDGEVEE
JREEDETHAONZBRENH D, LLEREED CTEPH Tl MREREEZEHETIRRMAEE
DH THREDETEHS ZENATRELRHILFET 5. LALFEHMEARED 30mmHg ZHBZHEEHITIE.
fifies M £ (XEFEFBRELLITEILTEHBEELEL —RICIEFETRTHS, — 4. CTEPH [TXHLTIEF
i (R BNAR MM 42 R ARHERRAT) (CKY QOL DOFERDBENFToND, Ff-. RIATILIEFMBEISHIZXLT
AT—TIVERW-BEREEVMEBRILERMLRAIEIN, FMICEET MM ERRBENHREINT
W5, FNEAOLVLII LT, Ml ERRELZFERT 5&IITH>T-&IED CTEPHIEFI DS FEAFFER
(X 87%EHEAHAONTIND, — A, FlMEEHLAH 1000-1100dyn.s.cm—*ZHBZ BB DFEIITFRTH5,

O BHQHFEICHELEHE

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

2. RIADE
EN:

3. ERMAE A E
SRHEIT (HRAABAEL)

4. REOEE
PE (s EDEKRHNEFTS)

5. B
HY BITOREERARFESLEOLD)

6. EEENE
NYHA i HEBESY $EE . WHO [ I EHSEE M 482 L IR L =B Ze Bl D B FE 50 48% FALN T, Stage 2 1L
LERRET S,

O faiz#HT
MFRAEICET HREHZE
MRARRE FTEXRFRZFREFHER TREARZE B8 £ E—/

O HREH
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<BMREZE>

1€ M2 AR MRS M EAE (X, BB LMK YMEBARABMRICRAZEZR L, s mEEZ S 6
L. ERRIEREL THIERMTR R TEZBEEDDLDTHS, RIEDZWIZIE, BLHT—TILREIZELD
fimmEDZEEEHIC, DMMEMEEE-FREDRNZHALETHS.

(1) BREMR
O ALAT—TIVRET
1. FEIARE D £ 7 (RO MBIARF HEA 25mmHg LLL)
2. BIARRAE (ELDEE) BEFR (15mmHg L)
@ ffffas MRS F IS LR
BROMICEEOLGOREEMRDHRIE (segmental defects) A, MiEAMAEREE X (TuEERE
HEITERL6DALULETREH DV ITELHATES, HRAIDZEICIL, 6HARICTEDERENVLETH
%,
Q MMENARESZAT R
BHEL-MEIZEDZEILEL T, 1. pouch defects. 2. webs and bands. 3.intimal irregularities. 4. abrupt
narrowing. 5. complete obstruction @ 5 DMD53EA%4KEE 1 DHGEBHSN B,
@ MaEn&Es CTATR
&S CT [CT B EL=Miz(Z&SHZELEL T, 1. mural defects, 2. webs and bands, 3. intimal
irregularities. 4. abrupt narrowing. 5. complete obstruction @ 5 DMDI3B A4 EL 1 DAGEBAESh B,

(2) BELEITARERERR
@ DHhxIo—
1. BELK. FROKRFEL
2. IDRTZEICTHBEMEICHEENENNI— X EEVEAEINEHEOR R A FINGHERZE
40mmHg LLE)
3. TAPSE(Z=RFEHUEIARLL) DIET
@ BIRILEARFTR
1. B EEA RMEZFHFSEERIAE (PaCO, = 35Torr, PaO, = 70Torr)
2. AaDO, MDFK (AaDO, = 30Torr)
@ Wi X REE
1. FFIERABIARIEZ DR (EE I 5 DRH | RISEMEAR FITHROIEKR  ZAEZE 18 mmbl k)
2. ILFEEZDILK (CTR=50%)
3. fEr MEZFE D BTG E (A X (T ETHEF)
@ LEX
1. AR R UVAEREE&R
2.V1 TO R25 mX[E R/S>1, V5 TH S=7 mmXI& R/S=1

() ETEERKRUERKRFTR
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@ FERORIN,

@ BB AHDNDERIRER (RADIEREE ., E. KAL) A, UATIZAELELTRIUERH LN T
AV

@ TERFEEF#HIRMITEZ S HE HERKRER (FTROEBRRVER) NLUATNIZDEKEL1RILEE DL
TW%,

@ FhEFICCRiMmE M E L ERREINDS,

® MEEZ L. MelEEZ TR IELHROEE (Ip(D)E0E I/VE, MEMRFERS
ERFHERBTDI>6. PKEDL 1 D) D H 5,

4) BT REER
LT OMEEEE 29 HmEE., B MEER NS DEE TR MEsnEOLNTIEEZEEX-
RHERELDEERLSIDD T, CNOERNT DL,
1. R E LB R IR EN AR 4 A S 0 E 5
2. BBIRSR 45 il Eh A 14 i 75 I 1 E
3. EXRMI Y MEDEEIZES M EIR i S M T 5E
4. PARRIE TTHEEAE (<455 P BNAR 14 i = I £ e
5. HIV R4S FEBNAR A i = 0T fE
6. ZFI|FWITES IHENAR 4 A S 0 E SE
7. MERARBAZE MR A | I E M M E IEE
8. ¥4 R EEMNNE MIESE
9. LR BICHES IS M ERE
10. FFEIRERAE B R U RISEEE SR MAE | 2445 B s ML IE fiE
1. ZOMOEMEE (HIILIAAR—2 R, SUF LAY ZAMBRMERBIRE. )/ \IRE R IEE . KEIER &
FEIREE, ffME DERMERE. MBAREFRAMRE. MllE 05N T84 E2Ld RIS MELE)

(5) PRTEELE

LUTRIEBZTANTHE=9Is,

DFT R R FER
1) ZHOOOBREBEMROE LI T—TILRERRZHELTIE,
2) ZHOE=HOBREMEDOMBAS - MR O FI I LRERI-TIE,
3) ZHD=-HOREMROMBAREZT RGVLLIEMWERES CT TRZmI-9 &,
4) BT REEBDTRTERNTESIEL,
5) FiiFEHLSUIC BPAPTPAKEITFEFICDOLWTIEFERZRETHL,

QE#HkF

Fitifl7 5 I BPAPTPA) FE1THI & TN LA DB KA E L TEHFET S &,
1) il 7z > T BPA (PTPA) 517451

a) FMHHD LI BPARIEMEITEDEELAHS &,
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b) ZWI D= DREFR OIS - MRSV F 75 LR LIXMEER CT AT R4 L L XA EARE
THROWITINET S L FIEKLYEEEZ EITHIEEIBEET D).

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

2) FEFhif

DASTT FEOMMENRBEG EDBERICKY ., MEMEEDOREETHRPFRL YIETERD

LLFERBISE->TVTE, AEBEIDELIBS,

a) PHID-HOREMREDMBST - MR UFISLFAR. MEES CTFRRA OV LIEMBIIRES

MEOWIT NN ZEET S L EIEKLYEEEZ EITHEEEIBEET D).

b) ALAT—TIREFRFLESZBLIAREREMEOFOLBII—REDOHAEZH=T &,
¢) RAITRNEREDIANTZERINITED &
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<EBEEESE>
NYHA (DBEREST $EE . WHO i M EHRE D BE L EITERL AR D EEE S FZMALVT, Stage 2 LA EZE
HRET D,

fifi = I E 4 BE 3 48

NYHA 1(MERES $E
I E:@BEDEKTETIEEER
IE BEOSKITHTERER. FETENOOFHIRENS
ME BEUTOSEKIHTERRER. FETBNZFLIHREIND
NVE:EALBREEH D TLEFRF CHLEKFER

WHO 175, IfiL £ fiE 1 BE 5348 (WHO-PH)
I E: BREEICHIROML S M i £E
LBEDSKNES TIEIFRREOES . MECRmaEaELLEL,
IE: BREHBEEOFHROH S MMEMEERE
TEHBICIBERERIGL, TED SR EE THEREHOES . MECRMLEENETS,
I E: SAFEEITELOGIRDH LM T B E
TEFFICERERAGV,, TRUTOBREDHKFE CTHFREH KRS . MEORMLEEMNED
%,
NVE - EALGBRBFBLT R TCERLLGIMELEERSE
INODBEFAELFEDERETRLTLVD,
TEBFICEERRES LU/ FTEFHAH5N5,
EALGBREHTLERERDIBELH S,
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(FT AR EREER)

IREp L mENARE fimEE | ZEF-ENS -
- B &K i 0 & 1 R ZE 5 A
S (mPAP) (PVR) Pa0O2 (Torr)
 Stage 1_| WHO-PH/NYHAT | mPAP 2 25mmHe | _ _ _ _ | _ _ _ _ _ | BERADERI<HRLT_
Stage 2 | WHO-PH/NYHA II | mPAP > 25 mmHg PaO2 = 70torr | D EEIZZELT
Stage 3 | WHO-PH/NYHA II mPAP 2 25 mmHg Pa0O2 < 70torr FRAOHEIZEZELT
WHO-PH/NYHA T | mPAP > 25 mmHg ERAHY
WHO-PH/NYHA -
mPAP > 25 mmHg FROFEIZZST
[~ 1V
WHO-PH/NYHA -
Stage 4 I~ 1V mPAP > 30 mmHg FERODEEIZZRLT
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 TEHIT RS Stage ZER
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(E#E)

IDIO—RETO= | ADHTHETEOTEY
o o N fhm &N EFEF -
BHEE | BREERK KRB EERE lﬁﬁmﬁmﬂwxmi}mTﬁm
(TRPG) mE#EH (PVR)

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

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

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

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

BHEMEIR. TRPG, mPAP. PVR, i EHLEEF-(XFHOTER. DIEE T R TEHE-I &b 50 Stage Z:&81R

RIFUNHEAAEEZE (TRPG) DIE(F, BHFHKFICIDATERITLI-IHAICIE, AIRETHNIEZDEZFERT

MR, SEROBREN FEROFIEESHEE T—EU RICEY LARAWETH LD, mEERERL kTS 2
EMPMBEIRZZHONWTIE, EREROGRET D,
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90 )/ \RE FHRESE

1.

BE

)2 \IRE B BEAE (LAM) (&, Bk D IEEHIRE (LAM i) NN BFEL . FMICZ RMEREZLKT 5.
BRRETEN DL EHDEREERETHS, FEEEEILE (TSC) [TE>THAET S TSC-LAM &, B
THRAETHMAEMN LAM EICHEESNS, TELTHEIRFIREFE R O K IEIZRAEL . EITITHE> THIERMER
BRI, iz, MR, ELOMKGE DEERKOHENHEL. BRAKWERETHIEAZ L, B4 LI
EMIEMELZEH I HIENHD. MRENETT HETRBENMETLIRRTLEZET 50, ETD
HREEFERIC ELIZBHRTH D RIRRB T 1940 FRTENSERDEBRRBEZAVTOREFIMEN AN T,
IR7E TIXY) 27 \BR & £ BEJE (LAM: lymphangioleiomyomatosis) LWV R B L TIEIZH—IN TS,

2. [RE

MFEME LAM, TSC-LAM &312 TSC DREELRFELTRIESNT: TSCELFDEENRAEICEASL
TW5,TSC [F2FDEFICELADBREZEATIERHERETHY. REEIEFELT TSCT1 &
TSC2 KRIEEIN TV, TSC BIFEREITIYMEEMLT- LAM #ifald. REMEZMICITELER
HEDEMEEILRILGUOD) U /\ETOMMICEEREL, MICEVFEAY. FEREDREEZBRT 5, F1-.
LAM #ERE 1LY 2/ SN E RN R MRS E R F T D VEGF-C $& U VEGF-D Z3R<H L. LAM IR ZERIZIE.
EEGIUNETFLELZES>THEY. LAMBEDER OGN\ EFENRDHZREIZES>TULVSHATEE
MENEZSN TS,

3. fEK

4.

FICHIRFTREFE DX EICREL . THREFERIIIOREPETH LN, FARRICEHINDEILD
Hd. BIUETIE. MEME LAM [ZBHTHTH D, MREDETITHEWNFERITIRE#EAHIRT 5L
Y. FEEEARARHEREELTEZMSNDEENEVEL . BERDTEMBIRZ TOEEFELT
RESNDIGEENHDH, TOMDIEREL TRER, MER. HIHE DOFERIFEIR O, ELUMKE XK.
TERDU/NFEE. BEERE (U \IREFHRE) . BMEFHRRMEICHSER BB, MR, EliE)Z:32
HRBZELDS.

BEE

FAEMHBRSEELROIEF TEIREXLRENMERBEICEATHY . FAKFORLGLIERTH
MHOINIHFALTERET S, MEDRELETICIEEERILELOBENHASN D=8, RILEVE
ENERINTELA. MRICALT—EDRBIIBON TGN, EF, D FIEVAEED—ETHY
mTOR fAEFETHLH AU LADBEMMENHRESN . RFITH VT 2014 F£7 BICEFRRBINF, AN
LRI(E, fitEEEDE T ALY 5. LUK OEKERDSE L. BLEHBHEZENT 5. FOHE
HIRESN TS,

LAM TIESRBMOBENZLAoND=6 . REICHIERE T OARAREZTV. BRIFLEEEL
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BLENHD,

FRZE DETICKYIEIR AR L(CE ST EFITIEFFRINE ) T—a> LEEREEN COPD 1E Dtk
BLRRICIEREI SN D, REAFFIRAF £ (25 L TS HEANE G L7508, T4ERIC LAM AABRLFLHILN
Mo TS,

i, IR, HEXBEICL S TEELGRETHAIN . RN BILT 8L H D BT LLEZLE
EARVD, FiR. HED LAM DRBARIFTHEELEELEEICEZILELHD,

PR

ERERZBIEZHRTHY. BEICETLERALICELSIFELIBRLEAIONIL, BABTLETHE
HRTREMICHI-UMTREEEDN BIFICRI-NBEHIELH D, LHL. LAM D55 EDLLDEIEHNREL
F=#Z@% R DM IEEALMIZIFGE>TLVELY,

FRL15-18 FEICABTITON-2EREDHER. 10 FFREFEIL 85% THo=A. HEHHHAE
THYBEETHS, KE LAM Foundation [CKDHEFREE 410 FEFINS DR DFER. 10 FEFER (B
HEZEL) [ 86% L RESNT LNV,

O EHOHEICHELEIE

1.

BEY (K 24 FEERZGELRFER
526 A

- RRDHAE

FHREAGRRECFHIRHESNTODGD, REETORFEBASMNTIEGLY)

. IRBVRERATIE

REESL FRIEHIBEITLEVOAY, O LRIEHFR)

. REOEE

B

HY (RITORERBBBRAEEEDOLD)

 BEEDTE

PRI DIEEESFEL. EEETIULEEZRRET D

O fAEHT
MFRA 2T HREME
HRARE FEXRFRZREFHER TREARZE HR £ E—K

O fREH
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<BHREZE>
PMTHERER, WX IFEER . ERRZEHVTIIRRET S,

1) 27\ E #H BEJE (Lymphangioleiomyomatosis:LAM) (&, &SRS (LAM $ERE) AV, {REH!) >/ \Ei
(FiiPS - kb RASARRE ., BRRIEGE) TIEBLTREZHABL. RERICUUNEHEZEIEETH L. B
EETERTREF MO LEICREL ., FEREUN ., K. MBRGEZZEICEMSIN D, REDZEIZIL.
LAM [Z—HT 58 CT FRRAHY. M dtDEEMEMEEBEZRN T HIENRETHY ., ATEETHNIE
RIBFRZMEITOCEAHESINSD,

1. ¥EIEH
(1) wZEIER
LAM [2—E 9 588 CTRARR GE2)HY. DO thDERIME MK EBEIRIN TES.

(2) 2B DER: ZEMRIIZKYLITIZHET 5.
@ EEriEREM »EEEB +REZEHEREG (GE3)
Q ZWIFIZHEEM
Q-1 #Bi2 s 7AEE +HRIEZ T IEHES (GE3)
Q-2 fERRECER: /B TE B + FLEEMIAR K P ICLAMBIRE Y SR 2— (GE4) #RHDHLD
® E&EREZERE
@1 :WZBIEE +LAMZRIE S Hith DERRATR (G£5)
@-2 WHABEHOH

2. ERIEZH
UTDESLMICERERRT HEEERNT 5.
J35.7L7

-COPD (1Z21EPAZEMMEKE)

ST LN A RREFE IR E (LCH)

VT — T U RIS R E

-TIOAR—L R (BRAMMBEEZE T H5E)

- 22 RS B ER AR 1 R E 5

*Birt-Hogg-Dubé JEIZEE

1) 27 NERME 8] & 14 B % lymphocytic interstitial pneumonia (LIP)

Light—chain deposition disease

3. {EEH#FE DX RETE
EROQBVTNERRLET B,

BL. QKR ZEBIDEHREICHI->TIIBERAZBAZDFAEERFICHREZH CELVVER. 8
PEIE{LAE D ETAR L. ZFRIRE CHEB L= ZLEEMIK OZLEERK D E . BEDVBELEONLIEREE
T5IE WER CT EfR (BN REECT) BIRETHIL, IHIT, GEB) D (2) F L (4) ITHT=HIHZEIZIL.
BMEHEHECREZHMEDNDIE—. HAHVNIBRNELLEULESR REERAOEFBED CT HHLE
MRD) ZH&8 CT EMZICIMA TIRET HIL.
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CE1) LAM F25MERETHA-O. MRELMNRENSH D, MIVRED A DLAMIEFI N Z BTSN SR HE
HIEBEETEGEVH, Z0O LAM RBERETEFRERET IMBEDFLELZVLEEBLT S,

(GX2) LAM [Z—39 5988 CT PR
ERAELEREEATHER (Bmm~1cmAAZ L) A, A, £~ THEIC. VFEAMEHSULIEEL
EMIC, LEEBMHZEIC, EEMFRNICEDLND.
B REECT R (RIARE1~2mm) HiHfERINS.

(GX3) REFMZMIESLE
LAM DEKRMRE (EFFHIRME (LAMAIR) OIEETHS. SRELTHRHEEICIEET 5. RIEHAS
FHITLAMERZ T BICIE. COLAMMIRAD FEZEATACENRETHS. fifi (TR, WIZ, S
EX-MERBEGRE) . K)o/ 8 (FhPT- R, RIEEEE, FRELGE) [CEITREZRAL. VUNE
HEZES.

(1) LAMMREDFTR

@ HEZ®
LAMHBRE D458 (. DHERR L HhEER: ~ M58 E R BEZ 2L . OITFEMA T ~ #tER T, #&%/MAIF0~
A, #%78<F 2 (3. @fﬁﬂﬁﬂﬁliﬁ?ﬁﬁ|$%L((i/@.}$ﬁ0)l’ﬁﬁ.€'ﬂ'\¢.

QR EMBILFMMR
LAM #AB=(E. Hit & ~smooth muscle actin (a-SMA)Hifk, $iHMB45 Hifk (ZEIEDMRE IFERHIKIZ%
) IZBMZETRL., #%II$1 estrogen receptor (ER) Hu{K. Hiprogesterone receptor (PR) HiKIZGEZE R
9. LAM HfE XTI RN TIZHEEELGE SO TIEARL.

XN
rEé’E

(2) LAM HERaDIRIEFRIGZMELE
JRERESMREE
()-OHEZEMR)+1)>-Q0 a-SMA (+)+ HMB45 (+)
SRIBEWT T IFRESR
(D)-DHELEFRR)+1)-@®D a-SMA (+)+HMB45 (— )/M™D,. ERHM PR OLVFhM—DTHIB M
DiGE
(GCX4) LAM fifaO5R 45—, KEZ—RBOUNERNKRHITELNLT- LAM #ilaEHRTHS. a-SMA,
HMB45, ER. PR, D2-40($%5L\Md VEGFR-3)|ZkARELE THRETS.
CE5) LAM ZRIEB T HMDERKRFTREIE. LTOEEZELD,
() #EEERELE D & 6HF
IEETMEEILIE DERRZWIE. BARREHERICLIFEHHFEILEDZHELERVAEBRAIS1 (B
=55:118 (9). 1667—1676, 2008) [Z#L 3.
BL. TEGEREZEIf] DBETIE LAM OFEZECHBZZEHARONTUWEWNRRTH D0
LAM ZBRSMLU71-18 B TS ILIE DERIRZMEEZBT-I LN BETHS.
BELAMNELEDZHDIBE L. MEEERILEN T LLLZHDIGEN BN EMIEIEICX T %A%
BRAREEICE—TEOREHIBONTULEVDT EFENBETHS.
(2) B ERHIERIED & ff (E{R 2 WIAT)
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(3) ZFRIRE THER L= FLEEMIKCFLEERE K D &
(4)RIEIE /BB R VB DIEX
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<EEESE>
EEESBEIULEENRET D,

(EEEDE] XEEEI ~NVEL, —DLULEOBERZE-IRIEVEEEZRAT S,

BEmEHEEN | ELUKK-IE o NIRE
IR B REIEE =
; & & KU 3E &
4cm K., H
EREB I
SEER BIR ERERCE
80Torr=PaO0, 80%=%FEV, W)U RE
J& (& 5mm LA g1
E)ERHEL >
e 3| B T
4 om BLETH AF B E I
. FYarro—
70Torr = 70%= BH., FEK AP VRTINS | EREET S
PaO, %FEV, THELURDR | giarem (12 5 - EQWM*E
, = * >
<80Torr <80% MREEER | oo bz gl e
O Iy A B i B B.EFRE,
EDEBREE— FIFRFNZE)
S>EH3 RESIZERE
FER*ERSD | REEEC
5(xEERE. KYarro—
60Torr= 40%= N
fefE. mR%E | JLAEEE (<5
P20, %FEV, :
E).HHANE | HHIREE. &£
<70Torr <70%
Z5mm L SEIRE. FIRK
DEINREZEER % &)
H5
I REASE
FYEZS AN
Pa0,<60Torr %FEV,<40% )
[CHMmMAERH
5

Xk, JEROBREN RO EIEL DS T EU LICEY LRNWE TH LN, mERER M T 5 2

EMPMBEIRENZHONWTIE, EREROGRLET D,
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o1 HIRBEELTMHE
O ®=

1. =
BRFEENRECTHRIEORMERRVER ERBRANLCEICESTIEETHS, HHICE. BEE
BEHEHEZEET D, RRITETL. ZEICES>THEMERBFBER DK 01 UT) ELEHHLZLH.
S ERFLERNERDOHILH D EITICEANELKEL,
FHBEOSEARMEOADEEEZTARDINOT 1 RS HAMEEE D EHETREARDR
bOT1EMT B,

2. [FRA
BIEFEENRECHEORMBEARVER ERBENLEIZEETEHEEZLNTNS,

3. fE4K
AR TH D, EITITRERTH S,
M&RE
(2)MREF LR
(AMHIET

BREYICIBREEEOARE. ERALGEZERT D,

4. BEE
BB A TIARENEILIINTOVEL, BEFAR. ATRE, BIRE4E. fMREEAELTEIZDON
THENHESN TS, KIEICEHTIANELERZEICHLTIE. EEDABREENTHA TN
%,

5. Fik
RBICKYELDH ., ETHEMHETHET. RELWEDTIE 40 RICHESHKBEKEIZLRD, EFERIKEA
(HELL) ITWV=REIS LS, 60 K TERDICRENBYRABRIELH DN, BHRED-HE
THERHTZET LN RELLY EFICKEERT, ANELRE ., SHEICIIRNETO—EIEF
Mk THREREDHET S,

O EHOHEIINELRSEE
1. BER(TER 24 FEERSBEIREER)
27,158 A
2. RIFADE
FHGEGFEENRREEZLNTND)
3. HERMLAE A E
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REEL ARAMAERLEL)
4. REIOEE
WHE (FRARIZHETT)
HY (RITOREERBABEARSEDOSIESL)

6. EEEENE
RITOREREAERMRZXOEEESEEAVT. I, I, VEDEZNRET D,

O fE#iE#HT

MRS - R R ERECE T BRI
MRARERE BHEMIXKFEZFMRM HR DMRth—E

O HREH
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<BMREZE>

1 BRER

D ®E

Q REFE%E

@ RAET

@ =B (FERE)

2 BRIRIRER
(1) IREFTR

HERR M &Pk

&L EEER

BIMARBRILE

2RI DHAM

MR EN

HBEM
(2) HEEROEE (FTEE. EHE, JHKE)
QIREBXRHRATE CRECR LEERBICLIBRAEITIERK
(4) XFHMBIETHLEIZHTSI1S/0S DERE (FEfE-(TE%)

3 PEDHIE

D ETHEDRETHD,

@ BEMERT. LEZOVLThN 1 DU EAH#DND,

@ REMRET. LEOLThN 2 DU ELNHDND,

@ WEEXT., LEDOFARLAALND,

® REMRIEHERMETEL,

£ O~ODTRTEH-TEDZE, BEEHBELTORBBEAREMELLZH T 5,
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ENFE>

DEOIN. M. VEDEEZRNRET D,

'~ ~

i
W

<
2]
BIERSD 0.7 UL A OBREFIRELL
BIERAD 0.7 UL REZEEHY
ME:-BEMRA 0.7 K. 02 UL

VE FBIERSD 02 K

E1BERD. REELIC. BFEADBROAIEEERALS,
F2 - RMBEEHYEE. PILDOBRFRENT—ILRTV 4 HET 20 ELURNET S,

H =
Rt e

T

Xk JEROBREN RO EIELSEE T EU LIZEY LRNE TH LN, @mERERZ MG 5 2
EMRBERFIZONTIE, EREIROTRET S,
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92 /\YR-XT7SE{xEE
O HW=E

1. B=E

Ny -FTEERFEEIL, FFERIRD X8 H LV EFFE T REFFIRD BAZE K ZEICLYFIARETTEEIZE
HIERBELZ LS, AN TIEAEZEHLTLSHBENZ WV, EEEICHLZH M RIE - Bi2ikE. £t
TEERAREE . PIARIETTEE 1 B RRAE . BEVK . FFHERNAE . B IM{EM ., FRAE, BN, FFREfEE . THRIZHE. T
RREFIRE. MREE OO EATHE R TRRBRRGE DIEREE R T . ZLEHRERANTHTIEEORZB (T
FIZEWNEEY  S-oMEFEEICELSCLLH LD, RHAZEORBICKYAREREZE T H5E (BK
[ZZ2MERoND, TOFTRHTREFIROEAEN L, FERTIEFE#IREAZENZ L, 2EEEL T, RHEM
NYR - TFUERBEHERE M/ NNYE - X TVEEREELH L. IR ET T HEFMEEZEHTIIEN
H5. FFEEiAREBDIEMIEHERAZEIZKY £ LS veno-occlusive disease EIERFIEN S,

2. [RA
AEDFEEIFBASMNTHLMIIA 66%&%<. FTEREMETIEIFE T REEIREARFAZEG N DS D]
EHTIE 85%&Z LN, FHEN T KERARD IRARFAZE O 8RR TR D R B LI- B ORAENIEL. 7OT7. 72
DAMIE TEL BERTIE DD REENAYR-FT7VERBEOBREIEREZTHATH LA, Mg, MER
BRER. MEEERE. BHMBETEEOEAENEONTVS, R TNV - X TIVERBEE-TL
DELTIEHERGENH D,

AEDFEEIF. ERMOERKBERNEZAONTELN. RETIE. REORENTEELUBTS
WIER, BB E IR IO EECHEN N MR ETDREILICE > TTORENRATESDS
ENDERMGMEFRLEZ SN TS,

CNITHUTHRERIZE WD TIE, FF#IRFAZE DO Z<EERKBEH T HENEL Mitchel [E 70% LR E
LTW, EfEBLL T, MikEE (EMZMAE., FEERELERRE. BIERHELE) . 08T
DFEA. FIRHE. BERRE OER (R—FyMR. 25TV TIAF—TR) . OB EEEE
(andthrombin Il RIEJE . protein C RABFE) G & DMARZ AL LT LVREIZELY,

3. fE4K
RERXICEYRMREEBERICHTONDS, SHRE—RICFETIRTHY. I5H. B, SURLRF
BARUIEKIZTREL. 1 ~4 AR THRL2ICKYRDERE-EDEELERETHLHN . AF TILE
OTHETHD. —H. 18HEEIL 80%E L O, ZLDIHFE (FE|IIKICHKAEL . REICTERZME. BBK. BER
THIRRE. BE-BEREZRDS,

4. BEE
a2 AREAE MR EIC K DEREZRETHAEMNEBBEEELLGS, FHRIRESHLVIEFEHTK
FHAROBFAZELZV LRI L TIZEERER. AE-FEOREISR LT, AT —TILIZ K ZB@E T
BT, RTUNBEHDVIIEFAE - BEBZEEMERT HFM. HLILFHAE - HEHB L TOREFRDO v~
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FMRELRINT 5. SMEHIT, FERRHEETIMREAZELTO AR, FUBL. UBE -G 0B
BMLRRKREL D FAEHIHLTIE, FBIENEE RS S £z, FIIRETTEICIHERNET
HAHEHIH L TITEE BEIREICH T D8R EIT.

5. Fik
RERRICEYIAHRLEHBICHTENDE, DUHRE—RICFETRTHY. I5HE. B, 2FRGHF
FERRUEKICTRIEL. 1 ~4BTHARRICKVRDERIFELLIERLHERETHSM. RMTEEHT
WTHd, —H.IBHEEIEH 80%ZE L. ZLDBEEIFBERICHKAEL. REICTERIFE. K. BEK
THIRRIE. BE-BERELZRDS,

O BHOHFEICHELEE
1. BER(TER 24 FEERSBEIREER)
252 N
2. RIADE
FN
3. ERMAE A E
KEET (PIRRETTEIC T B HER AN T E13)
4. REOEE
WE GETIEICTEZEE. K. e TEIRREEE1-T)
5. B
HY (BITOREEEARRRBLODIHEE)
6. EEENLE
FIRRMATREEDBEEBBDHA RS2 (2013 F)THFENVR- X7 EBRHEEENBOEE
EMEULERNRET S,

O fEiE#HT
M#aMtREFRBRAEEE FIRMITEREICET SAEHARIL
MRARERE REEMKFAMFEENEE HR F% L#

O HREH
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<BEEE>
1 FEIFEH
(1) —REBREMR
® miEEE: —DULDOEEBSDFELERT (BHETEIHERRBOENMIEMEEIENS
LY,
Q@ HHEERE . EEICEEEREFTEEIZHAIHRVVETENEILT S,
@ ARBRE:LIELILLEEILEDR#IREER O D, FIIRESTEE Y BIRE L+ 215, BERE.
TECHIEELEICWH 2 RFTMERIREERED LN H S,
(2) EBBREMR
D BEK.CT. MRI, EREERE
1. FFERESHIV T T REROAEOCRENRDHOND, BE RN T SRECTILAE#RES
PHHTREROFERLEODLERNAHAONDELHY ., T-AFEEIRMTRIEFEBIEHADIER
mya2EhH5,

2. FIARAEE. FFAIPIARAR IERAFEL TLVS,

3 BROEXERD S,

4. FFEDS-MHEEXRERD D FICRKREDERNELL, FEEICENIL, FEBLLGLIILELEH

%,

Q@ TREHR. FEREEEJVCEAE

FFEEAREE H DU LRI T REIRDOBAECHEERDO D, FFE T XEIRFAZEDO M RELIRFFAENS

LEGHEFTREEET S, FRBFICEITIESNR. 5k, F3F5IREE ORIREIMTERAERS

NBIENE W, BRALTHIREBERMYAZEROD, FBTAHIRE L LFL. FFEIRE CHER

FBIkEL LHT 5,

() IREREMER

@ HEOARR : 2O S>MMEFFEX. B> MICHSFFREIL. FEEDORELEAE. #1T
FTAEMEMELEDFRREZET b,

@ OB R : 2D 5-M T, F/NEPLFOHEROILGENELSN, SoOASEDHZEIC
[EROFITEENEL D, SoMAFET L. FF/NEDHERGE (FIREA P RIZEE LA HIEER
5> MH CTEFENTR) O EEITRMEEDEL, EEHSI-MEEIENRONS, SOITHRME
EDETT HE. EICHIDHEER T IEBUERMEENRON ., RHEMRREMELIFEEDORR

#2935,
(4) 2R
FICEGBREFTRZSEICHETZSHESS. ZREN\YR- T T7UERERBIZDODWTIIREREEZAS
pa N e SR

2 IEEHBEDHREGHE
BEHFORRIE, EICEGRERMREICENT, FFHIRO T8 HHUIFER T KEFIRDEZE X
BB FIREAEEFRRER T HEMEL. ZREDLDIXERNT S,
3 BEER
AFRSARD T 2235 5 UL IFFE T KEFARDFAZE IR (C XY PIIRETTEIE ICEDERBFE VD BEE
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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,
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<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

%,

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

4. HeEdm

(+) BEEFBMHLLITARENMEDHEILEENZRD S,

5 FFr&

(+) FARE20OBIEIL. FEREYILEE 3me/dl LI L THIESEE (BARFEFRESEESE. F 120

KW ORODL 1981 TEULEEFERET D,

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

7. PAARTTESE 14 B FAdE (. AR HIZ(E, AIRE - #EIE T B O ME DR - ZENEAHRTHY . FIRETTHE
fiE T4 BAE & PR E TTERE MRS B TE D, PIRE TTERE 4 BAE T, PIREFTEICHESB AL Z S
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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H¥ EEE I |0 | |V \'4

BE-B-EftaRE | - + | +++ | +++
+

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

SR EBHIR - = |+ |++ +4

JHiEE M — = | = | = +

2 — = | = | = +

MR, SEROBEN FROEEESFHLE T —EU RIZEY LARWETH LD, BHERERLZkGET 5 =
EMRBERFIZONTIL, ERERONSRLET B,
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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
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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
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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
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(C)FBOREEFBEIENZ LD, KELEELMMERLERICTKITEREZTS02H5,
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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
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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,
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) 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,
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N X T EIREE
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<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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MRE, SR DR N LD FIEE NS T EULICEY LW E ThH DM, mERER Lk 5 2

EMBERFIZONTIE, EBEERO S E T 5,
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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
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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
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<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,
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<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,
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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%)
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HY (ARVELDMER L= W E2E)
6. EEEENSE
NFLEF2)ERMRET D
DAEROESE (BE. KEEE. BEX. /K OHCEHM, FFEKE. BEELSL)
2)ALPHTEEREEE EIRD2MELL LD EE

O fAEHT
T8RO/ - IEEKREICE T SREM R
HRARE BEREXFXFREEFREMEN HiE TR FC

O HREH
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<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.

515



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,
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<EEESE>

NFLF2)ERMRET D,

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

XAk, SEROREN RO BEIEESHEE T—EU RICY LAWE TH LN, BfERERL kT 5 2
ERMBEREIZIHOWTE, EREMROMNRLET B,

517



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/
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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
B EREMITRBEHARS 2 (2013 ) EEEHEODEREL L.
F- TR HDVIERRNICHEE LSS A EREMRONRET B,

O fAEHT
T8RO/ - IEEKEICE T HREMFEIL
HRARE BEREXFXFREEFHREHEN FEMRE A &

O fREH
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<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.
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(%)
[ JSEZEicl qmyd

Simplified Criteria for the Diagnosis of Autoimmune Hepatitis (2008 £E)

A (ANA) or IFEEHIIA(SMA) |40 ERIE 1 =
A (ANA) or IFEEFHIIA(SMA) |80 ELIL |2 =
FE~A4o0Y —Lfik (LKM) 0EFEUE 252
SLA $uf&k (SLA) & 1% 25

SEE LRI &
IgG

>11E |24

S 143
R =

RS 25
DAILAERFREDEE G 23

6 Ll L :5%52 (probable AIH)

7 R LU L F#E2 (definite AIH)

[ JE3|P S S g
H H RE|E
ik +2
ALP:AST Ff=(% <15 +2 1. ALP & ALT fEEDLIE, ZNENEE
ALP:ALT 1.5~30 0 EDLRETRLILLTREING. T74D
>30 -2 %, (ALP {E+ALP IE% LR{#E)+(AST {&
+AST IEE LR{E). ALT (2D THEIH
ISEHHE T 5.
mFESOITYLERLIF|>20 +3
lgG {E-IEE ERIEED|[1.5~2.0 +2
Lt 1.0~15 +1
<1.0 0
ANASMA Ft=[& >1:80 +3 | 2. FyE BB FERAV-HEEREER
LKM-1 $i4k 1:80 +2  |BREICKSZBEZHMAAIME. ANA HEE
1:40 +1 Hep-2 fifaz AULV-RERERHNLEICK
<1:40 0 HRELA. MRITIEDHBTHLESE.
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).

NEDFRIAMINAT—H—DEETH-
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IHE B =¥ |E
TLHEZTEZEELBTLIVMILA(CMY,
EBV %&) OBEENEEINDIHZEICIE,
FNFROIAMINAR—h—FRETS.
EWAR A 1k -4 4. FEEHERECICHET2ERELE
(=4 +1 LEEME LT DAIBEMED H 2 E MR A
FE.
FH7ILa—LERE ||[<25¢/H +2
>60g/H -2
FFHB#81% interface hepatitis +3
1)/ ERAOTZ B MR A 0D MR = || +1
O OE Y MR +1
EROVWTIORRLEDE -5
EERE -3 5. EERZEL(E, PBC =3 PSC 7454
R E GEY G A R EBIRERIC KU RE
RENEEHREZESAFEMEEE X
VEERAEOCSEORD ARG S
SV E (TR R EERDILEEH
S>T-FIIREBE D BEZELGBE RIS (LoD
marginal bile duct proliferation with
cholangiolitis) .
fthDIRZE -3 6. ELSRALTRET HSHOMNGREF
FIEEHDEHOLIVRE.
thOBEREREDS s 7. BEFEE—BETOMDOBECSRE
f3# REDEH
ftrnEE 8. fthd B 2 HifA+4° HLA DR3 F7z(d DR4
233 ML, ANA, SMA E KU LKM-1
OLFhEZEDREFIZRS.
tho B 2 AT +2 |9 thDBECHREKEIFTBEAEMNHEILS
n, AH ~OREENHALNESNT-BEHN
{& T, pANCA, anti-LC1, anti-SLA,
antirASGP-R, LSP, anti-LP, anti—sulfatid
BENEFEND (HESR).
HLADRS F7= (& DR4 514 & B R G 14| +1 10. HLA DR3 %> DR4 [$F &L TIERa—5

VAR REARKICEELTWNS. fiD A
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H B =E- G|
FETITAH EDREHEABES M ESHT- DRS,
DR4 LIS} D HLA class I HEA IS DS
B1HEMET 5.
i +2 |1 ARICEVWT SRS (RIRISTRY)
DEMIFLR IR HT, BEMDEEER
I2Ed 5.
B +3
BEABIZKHETE AIH #E 22451 (definite) >15
SAIERI AIH 2222451 (probable) 10~15
BER AIH #5245 (definite) >17
AIH £%5215l (probable) 12~17
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<EEENE>

1) FE2)Z2dRET S,

1) HOREMFRZEAIRSA2 (2013 ) BEEEHITEZANT, PEELLE
2) HBFHHOVIIERRAICTIEE EZ SN DIES

B REMFREBEAIRS12 (2013 F) EEEHIE

SRR ERERARERTR EREEMR

ORFHERKEESHY (DAST, ALT>200IU.~2 O X/

Q@ FAERMNELITHEX @EYILEY >5mg./d2 QHFEENTHEIL
@FarArE R <60%

EE: RN, 2 300WTANRELNS. 1. BEEREIE: DXIXQ, 2. BERBRERR:D
+QRFIEQ+®, 3. EEHRERR :OF=ILQ

FEE: BEREE:O, Q BEREFRR:Q, BEBREMR:O, ONELNT, BEKRRE
TR :QF=IZONRRELND.

8 E: REEER O Q BRREMRE:.O© O Q) BERHREMR:O, QOLWThtRS
nig.

B3
1. EELHIEINIGES . BHFTBEMEOWSEEREEENDBNEEET S,
2. EENGE.BIEFAPHEDFEFRAETIL.MELD £5E(27 5,
3. MEEDERFT, TORAVEVEEA 60%UT. HAINIFESENIGELEMMBA~DENEE
ET 5,

KB IEROBREN FEROFIEESELE T EU LY LW ETHIN, SR ERZ ke 5 =
EMRBERFIZONTIL, EREERONHRLET B,
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99 HO—2¥%K

1.

M=

AERBEIEETFAT, TELTEFERICHAON, BHEOCRELCEZASAFEMEREERENSLY, H
LEDEDILIIZHEECY S5, HILE LN BFIZKB) ISHLRENRDHEAH D, [RE TIIREGERIR
R (ABEXRIER) SLBESN=A, EOEROAENSIIFIETOHEILEDHLPHEMLITEIYS5HE
Abhh otz BBREBIIHFEDIACERICEI>TEH THD, I REREE. ANGEDEHEROH
Bz, Sl R HREECEDEFEEHENBIYIS,

2. [RE

REEFA REDECHERMRAF. RERF (VMILACHELGE DWMEMRR. BRABEEZOX
it BEEMREREGE) RENERICEAEL. RERDEERIEHAELTDEEZLNTIVD,

3. fEK

4.

fefE. TH. AERD . BB AIFIRELGEN I ADNDIERTH S, EEICRERICERLUDER. 5
FAZE. B KEMTRES D = BEERZERE IIFRECREATRET S L3H5. BES
AOHELLTEN, REEEHFEE. REMEHEX. OBFRT 42, RIEER FRETMEFIER . RE 4R R E
BRE) MIERBAREZTLCENHY . RARBHITIHEBLEEIMELLD,

AR
AEZTTASE SR AMTEEEIRERTILRV AEOBMNIIRRADEBEEZIVIO—ILLTE
fRRREZHEFL., BED QOL 2505 LTH D, TOOIZEMFE. RERE. NRREEEAED
T RBRBEERLERENZ. RIEOBR-BRETHITILICHD, BRICHI->TIXRAIS
YO—UBENEDIIBHRRTHANZRSGRAL. BEERALRDHEMERPRREZTHITEEL. AR
EERRT D,
(DAEBER
BREARE -REREBERBEREFITEFHREKE) TEAEMREZITI EYMERE L
TIFEERFITIX 5-ASABEAH SOV, T PEEULTEBIBRERATAOMREARALGN D 8
BHITER INFo 2BARBERE (LIS —FEREEaII)AERESNS, AR A= E T —)L &
TOFHU) BRECMBESBRERENTONSZELH D,
BRHEERE -EERBREEEOS-ASAREAYSUY), Efo. ATOMMNMKESI TIEREFREHE
AEEREND, BREAICH TINFa RBERENRE (LI —FEEELZZ) AMERSHIFITIE.
STER# RSN THONS,
FEICHTHEE -HEREICHTHEERLHTLT. REEORE®, REICHT HUEBIE.
—bURLF—OREDHBIRENBEELRDHILELZ Y,
(D5 EIHE R
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NEEROBEMIE., BREFOREELGDIEHEICHEIMLEZMA. EED QOL ZHET H_LITH
%o

-HEXTROEIS  IREAZE, R, KEHM, PEMEKREHE. Ea 6

X BB IR E SRR (ARBEHIGRITAED IS ELHD) . BE. RE. NMEQEIEEE
EPREUERENS. IIFARRS. HHROSVWERTEFERE

5. %%
HO— RO FMBIEIRERSFETI33%., 10FETT108%EEL. SLIZFMEBEOBEFHEL5ET28%
EEETHAELN L. BRA-BRTIHIEETHS, ZHER 10 FOZRBEFEL 06.9%EEGTTRIEIR
FEEZOLNTLNS,

O EHOHEITHELES
1. BER(ENK 4 FEERZIKRELERFTER
36,418 A
2. FEROWE
T~H
3. MRMAEA &
REES (RBEELRL)
4. REDOEE
B (FMZEILFRER S5 FT3I3.3%., 10FETT708%EEL. SHLIZFMBRDBFMELSFET28%EEE)
5. MR
HY RITOHEEREABEARSEOSHEELHRIICTHED
6. EREENE
I0IBD RO7Z#ALT 2 AU LZEBREMBOXMRET S,

O fA#EHT
MaM REMRERSICEY SREME
MRARKRE RAKXRFERtCUS—EERREAT &8 iRk EX

O fREH
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<BMEE>
2B FEHERRET D

MEEmMR
A MEBBSE D
B. #H#%&
C. JERZERIAE E R MIRAAISFRECE 2>
(2)rlIFr R
a. HILBEDLEEIZRH I B ~EARESEETI24E D
b. $FMALAIFIRECE o
c. WHINLGE + HEBRRECE D

R
[1EEFRD AELE B EETHL0, GE 6>
[2EEFEOD C LBIFRD a £1=(3 b EHT DL,
[BBIFRD a, b, o TRTEETHE0.

gEa2
NEZERR®D CLEIFTRD c /I 51D,
RIFEMRE AFIEBEATINEBUERBRCBEA—FyME. BEMMEES. EMitHERE

RN TELGLLD,
BIEEMRED COHZETHILD . E D
BIEIFFR DWW hd 2 DFE[F 1 DDOAEFETHLD,

CE D MNEDGEE. BERAERICIFRT S,

CE EHYIAERICEYZIENA LY S, HILEICHEBL-REEDHIENEELL,

GE 3> H#EMICIEHIIT SN MIILELEELHD.
F-. 3 ALULIEFRT HENBETHD,
F-. EtEE. BREAR—FoyMR. Bil4ES . NSADs &5 . BREMBRDOBRADBLETHS,

GE 4> HAL. cavitating ulcer, FHE. IIFEBERE . FEKKELLE, Crohn RILFIRERIRFIR 7S R%ES
BL. 70— RICERL-IIFREMEICESZMMNEELL,

CES MOEIRNER., /v FRRBEMAE 70— RITEEL-EMEDZEAEELLY,

CE6> MEBBDADGE . RIOMBRECESUERBRERNT EENVETHL, BARBRDADIHE.
EMEBREERNT HENBETHD,

CED BRERGEDAFELZRTAIREMRBERN T EIENBETHD,
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<EEERE>
~8—2%% 10IBD Xa7
1IEE1REL.2 RULEZEEREMRONRET S,

(1) k&%
(2) 1TH6EILE®D THIHAL IR MME
(3) IIMERIRE

4) EH
(5) ZDMDEBHE (SRESER, MEx. ORNX, BE %, REEK GEETEI. EMBRRE) . FE0
AR MARIES)

(6) RRERFETE

(1) ARERFD

(8) 38°CLLED FEE

(9) BE LR

(10) NESBEY 10g/d T

Kpd, JERORED ERROEIEL DS T EU LIS LRNWE TH DN, MR ER AT 5 Z
EMREIRFIZONTIE, EREIROFR LT 5,
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100 EBEMXEX

1. =
BEEMABREELLTHEZRL. USAPESREZERTAREAFTHADOKGEOUVEAEIFFRME X
ETHD. ERZEREBZECIOMS)TIEMFELTHIELHETEZRT. KBHICEROERE.
EHFERMEMRE OBMUTORAICZNA NELSOFULDEHREICEALOND, REITTEAT,
REREZFMNHFOLEZNEROBEENEZLON TN, BEMETHERZDEENDLBERE
Y. REIZHIZY. O KGEAREBRTEEICIEIEHLDOERLIHD, IEEELTVD, ZLDEEL
BRLEMERBRYRTENSREAMODEFEENLELLD,

2. FRA
WEERAETATHSH . RETHEGHEAFERERFIERICRAES ST BALHDIREN
HIEEDRERLHMREZNLTHEERMTORRGRELEESISECL. RELRKEDFRICEASL
TWBHEEZLNTINS,

3. fEK
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#5, BUEMNADFRMNGRETHY ., EEACORBICO-5XEERT,

O EHOHEIVELEHE
1. BEH
#95,000 A (FAEMIZLD)
2. HIRDEE
TR (ZR#ICHIZVEENRAET SHF (EFE)
3. MRMGAERAE
7EL GRABEEGL)
4. REOEE
WHE(EFECTORBICHI-DXEEZXR-T)
5. oA
HY (EEE5DOZMEEEZEHY)
6. EEESER
MRMIZLLIEEESFZAN. BRELZA-TEDERERET D,

O fA#EHT
[ERMEEDREFHOZEIEH AR EFAREOSLBR- RELXEDOIL— LT —I DFEIL
HRARE BEEZXRFEFH-BRECF L I— iR ME BRER

O fREH
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<BMEE>
WFIER
OE N aFREESmAlE 2
QESEK
QFEFER
ERIDEMDIL.

KIEAK:
ORRa0R—< FEEEREHEELY)
QxS FLBRAEFIFOER]
QEEE MM E =TI T e

IMEAK
OS5
QREREFH

QR/NEEFIIEBRE (BR) F/NEEERR (LR)

—KRIER 2 DU EFRFIFIKRIER 1 D+/MEIK 2 DFF Y HIEHIE CHARGE fEIXF L2,
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<EBEEHE>
M TFEOBE(T) B () UFRE (D) OVFIAEBTHE

HE(7) JEREL T, FONARE, BEES KEREEE. BFFLEBEAMSHLLVThM—DLE
s E

HE (1) BAEDAET RDE, FIRE. ABIRE. ful/MRE., fugEIZE., REMENRRE. 570y
A—DVWIFT DRSS TSGR

I () JBRT, FREE(AIHRHZ. [REVRTR. BRIT7IVI/FEONEZLEETHLD) . B
FEEZ BE-BE-PLUBREBEFICLDIREDIL—DLULETIGE

KB, JEROBREN FEOBEIEESIESE T EL LICEY LARAWETH L), BREREZET 5 Z &0
VB FNZOWN T, EREBROX S E T 5,
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109 2)AEY) 2 BAE E HAEAE 1% B

1. B=E
Cryopyrin DIEEEEFE (2K, inflammasome Z 41 L 7= procaspase-1 DEMHILIZEL D IL-1PDBEE|E L%
EXRELTDIEETHD, BERHOREEE B S RAEMAEIRRE .. PFIED Muckle-Wells FEIZRE. E
FEEID CINCA fE{ZH#/NOMID, D 3 FRITHFESINLGD, ARICKREZRANTELRWEELH S,
ARIZEITHHEEBERT 100 ABETH L, MEFNZULD, REFIOWMEDIBA TS, BEICH
T5BEZEFEL,

2. BH
BERERBEEREEEY. REMT MMM I-1B0DERICE ST S NLRP3 B F DI EEES
TRIZKYFRAET S, EFEE D CINCA FEIZEE/NOMID TIEKE D D EBENIMEFTHY . FDH3 DD 1
[TAMEES AU TRIELTIVS,

3. fEK

BEOREMHESEHSREMEREETIE. BAICL>THERESINS. 5. BEBEEESIHRME R
EHEHET B HEEERDLS 10 BM<OWETICSRIET 5. EIKIE 24 BRILNICRIRT 5, REIIERD
[CEELILTLAA, RIEERTIEFFEROZENEARTH D, PEED Muckle-Wells FEIZE TIL. ERE
BRI EHSFEERN 24~48 FEFHGLECAR B CTRYERY Bk, REMHHE §7I0/F—>
ABEERHT S, DIRBRRDER OB LERIEEE40, EED CINCA EREE/NOMID TIXES.
RHRRHFE. EHERE 3 EHEL. CSDERNERTCITHERL, EEICHIVERT 5. FE.
BB, BHEREIER . KEBE. TR VERX. 2BDTIOAAR—S RGESHIMERNADND,

4. Ak
BHABRELTERNTHERTRELELDIENTFXIT (41T RAR) THD. EARBIZIE. Muckle-Wells
AEIZEE . CINCAFEIREE/NOMID M AFF XTI T (ASURR) ICKBABDOXNR LD, RiEMESECRIE
PEE IR BE (S EEH TIXAMEIREEFIC NSAIDS EXTOARNEHAR S THARABARETHDH . RIEBEOE
KON, 7EOARF—P RDVRIDHBIEF TIEFDFFXIT (AT AR) DEAEZZEET B,

5. %t
BHELL T, PR RAEICKB/KEEAE ., HAEET . BEEREICKABiE - ERLELERD . EEHFT
[FBE-EY LS, BENEE S REICHEERET7IOAN—2ANLIELIEEHL. TEFREFEL
3
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O EHOHEIVELEHE
1. BEH
9100 A (MARIEZ&D)
2. FEROWE
TR (NLRP3 BIZFEEMNREINTULS)
3. MRMAEAE
FHEIL
4. REDOEE
DE(BHENLEE RECHESERET7ION - REA G, EEFTIIEREY)
5. MR
HY (ARMIERDZHELEZEHY)
6. EIEENLE
EEEICSHCT. BEROREEE S CREMEEE. PHFED Muckle-Wells fEIEE, FER D
CINCA JEf&RE/NOMID, M 3 fREIHFEESh ., PHFELULEERRET B,

O 'fEHmEMHT
TBERERBETOERBREICHT DHRZREB DL IR
MERKE RBRFXFREFHARE RENEE R FR &3

O HEEH
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<EEELE>
UTOORWLQESELIZBEEVAE U EER Y REIRE LW T 5, NLRPS BIZFREELARE
£ 5,
® NLRP3EILFITHREEELEEERDD,
@ NLRP3EEGEFITEEBEEEZENREINGLA, LTD a) )2IBEEDLVThEERHD,
a) FLIRHIREDFGEEDORERR
b) BRIHANMK. BFSHES . DIEMRER SoMmLE, BERMmEs,. BREMH#BEOLTLL)
D I3EEDS>H 2 HBFHm=T,

(ZMOFIBICOLTOHR)
BB RIEIREY VA E ) U BEER AR B E5EL . NLRP3 BIGFREICTHEEDZH T 5. 1=FL.
—EEEIC NLRPIFREMELEENROLNGENENMONTHEY . NLRPIEEMELEEREMHITEOZ
m-THEEIVAE) UREERREIRB LT b,
BHEBEGEFREX NLRPIESFAUBREFTEDHTITS.
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<EEESE>
PEEULZERRET D,

BE FKEMESN B CRIEMEIZREE(Familial cold autoinflammatorysyndrome) (FCAS)
ERITIOTHEREIND. RP . BEHRLTHESBMRMWGRRBEFHET HERETH D HEEEMNS 10 &
BWETICRAET S, FEIRIT 24 FEILIAICERT 5, REEEMBICELLTLDD, RIEERTIE
FHhEROFENERTH D,

HESRE Muckle—Wells FE{ZREE(Mucke—-Wells syndrome) (MWS)
ERPHREBEHOIRIEMN 24~48 FFEFHELECGEAR A S TRYIR T, BT L. REHEHEE. B7
F—2RGEEEHT D, PIRERRDIEROCEER (T SI=I4L,

n

=i

B 4 REARIE S8 2 R IE & E(Neonatal onset multisystem inflammatory disease) (NOMID)
1214 28 0 #% IR [E B B fE (% £ (Chronic infantile neurologic cutaneous, and articular syndrome)

(CINCA fE{%E¥)
B, PR RARE. BEERKE 3 THMEL. INODERNERTCICHERL, £EChVEHRT
HECREMKETHD, BRI BT HHEE BHEEERX, KEE. TFVEX. £25DO7IA/F—X
B ESHIERMNAHALND,

Mk, SEROFREN FEROEIELESFE T —ELU RIZEY LARWE TH LN, B EREEZ kT 5 =
EMBERFIZONTIE, BEEROX S E T 5,
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110 =5 EEFIERRIERE X

1. @E
HORERZFZERLTI2H5MHDOEMRXERERETHY. BHFOALLTRE -HIE-MER(ME
NEBIZHNHTIE M- PREARREZST)ZEMEL. BRARFILHEER—. BLMIELL-REEE Z
HhTWND,

2. BH
FRREIZEBRASA TOEOD, IL-6 FFIDELERESEY M FHAV DB EENRTEDTIDEEZLNT
W5, IL-6 MBEIFELILIL-6 A (R) EEZERL., RSN IL-6/IL-6RES AN ZHNHIERE O Z
BIRTHS gp130 [TEEATAEICKY . BALEYENURIGHERINEEEZ LN TS,

3. fER
FAERFICITEOWEF MO REEREZELT T, FER U LICH-UshiREAAFHEL . HEBFICUDTH
AIRBERDHB, EHHED) /NEIEROCHFIEEZFU ., 2<OEF TR CEESER. DIEXRGEED
RIRREZZEDS,

4. BEE
BIBRERTOAMRBINDEKEEIBHTEC. BEREAICIISHEORORTAMREZILD  AF
IWTLRZY OV /NLAERECMERBEEZAALNLONS, EE, EFER IL-6R IADHEDENRES
NTHEY., EVVFRICIBERBRELDUEENH S,

5. %t
9 10%DEHI TEBHICT /077U R LERBEANDBITHARO LN BULAENEINZITA
X, MERARCIERAEOESLEBEENENEEREREOETHSZEBIIRILIZES,

O BE#HIFEICHELEHE
1. BEH
5,400 A
2. FEFROHHE
TR (RIEEH A MH1 DBEEEAFEDPLEEZLNTING)
3. HRMLAE
KM (HRARELL)
4. REBIDEE
PE (BIBRERTOLAREINDKFEAEDTELY)
5. BHiE%E
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HY(BERNRIIIFZLTIER)
6. EEEENE
PMRMCKDIEEESTEEZANT, EEHICKEITILDERRIZT S,

O fAEHT
TEERERBETDERREBICHT RS REBE DML
HRARE HABRXFREFREFHAEMESZ/NEHRE &R TR £E

O HREH

578



<EEEE>
£ B BE FE SRR B £ (systemic juvenile idiopathic arthritis: s—JIA)

2 ERL ERGHERBZHD . ROEE O 1 DL EDEREHSEH %,
1) BB, 2) 250U/ \EBkR. 3) FEXRFIMEK. 4) FEx
BE. BERD P CEBORIEEEZRDODHHILERNT 5,

(2]
L SEIRERERMR
- BhEIREA. UOYR NS, R REEHMET I EREFHIS AR, LIEUIEHEZR . DER.

FFRERREZ £,

- RENBEREOELELTHLIBRMDOEEZEOLIH., IFPERALHED 80~90% U LEHHEH

BEBEROT . M/MRIEE . EMOETEENRFETH S,

- FRik{EL CRP 3 BETH D MEBET7IOAMR A £ HIEELLD, FREN KT AU EICHIZYIgHET

A&, ME G HLEMT S,

- DJYFUAEHIMEMT BHEZL, (FEEHITIE, vo0T77—UFELEEEADRBITISER)
- IL-6/IL6R MREFKICEZTHSHIEMNHIBAL TS,
I. 28R

1 ARBE. RRDDITZERICHET D, EITEAEROHRB R B ERLBITIH, SESELREA
DN TONILENH D, MREETLHEMNGCREBEB GV, REE. RREOERZFLS
TSBELH D,

2. BhERER, FKEALLBICELD) IR BB RDEFEETHASNITEIENFIREHTH S, F1-
A& 2$E D EE M7 BE PR ADIE 1 (MU A% - BB RAETET 70 RAET +FEMRIET D E) AFAIR TH D, DL\ T
ERIZ AT,

3. MEREICKDRIER R OEHE (FRILME. CRP) &1T5, £-3/OT77—U B HLERBEANDBIT
[ZEFRRVEBRLREEOELADOHEHNEEIZLD,

. $#ERIZH

- R SERREE . B IE - NIE | R R EARERE . m AT

- BEEITH T AT LI F—HRIG: VLA EMERE B AEIR R

- REMBER /O0— R EBTERE X

- DU F RS  ME RAERE (EKCKEIARRIEIRDE . FEETME S RBARK) . 25T Tk
—TR.EBEEMERERL

- EEMHRE-BHES: QK. iR FIEE

- B RAEMER AR KA LR IIERBNOMID FEIEE)F - (LB RAE iR KR SR &
FEIZEE(CINCA fEIEEE). & gD AEIEEE. KiRtEMchiEEA . TNF (KRR & E BA 1 56 B AE 15 2%
(TRAPS), v R ILI TR
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<EEESE>
EEFIZERRET D

EEFIDER : LTOVNWTNUADEZET HEFEEESEERT D,
ORTAARDHE - HILHRE T, RENFHF CEYZHEFOERANLE
O /077 — VB LERBZEYRS
O#talt-ETIEDEHAZEEHI S

KB, EROBREN LR BEIEESIESE T EL LY LARAWETH L), BRERZGET 5 Z &0
VB FNZOWN T, EREBROX SR ET D
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111 TNF 225 {KBEE B B E (= 3%

1. BE
BE BRSNS TEIESNTOWSEESREMEERBO—DOTHY . RE. KD, HNE. EEfE. FREx
HEEBYEBL, BICTIAMR—2REEHTHBLHLEETHD, INF LBEKR1E(TNFSFIA)ZEE
BEFETEHN. FLWVRRIIBHIN TG, £ 5 EFHEFRMEBE R OBRARFILKE SRS
FLULTHY., BANEELLD,

2. FRA
1999 FTHEEEFELTINF ZRAE 1 BARESNT-, BREKRBHECHAZLSLDD ., KKE
DREFRIFT0~80%THY . RRAICE—EREZALLGHOLEERDLONEFEL, EEEDELDE
LROLND, CO= . REENALNTENENICENDATHREZBE CERNWLERETHILE
nH5,

3. fEK
AL REAICRAEL . 3 BiEA o EAMELLBRMRWEIRICH -5 F B F/EZE F 1Y 5~6 BRF DR
fRCHRYIRY , BEHEREL THIPISE. FERZ OB BE D ZELE DIRER. BEGLE DHEERERK. B
BIERGENAHBND, RIEEKRTIE, EF. BRBREASHRBE O OFIBIN Z<. HABDERSIIZ—
HBLUTHRL, BLEICBETIONATMEINDS,

4. Rk
RERHITLF=V O Z2FIBLIEREALGHSFEELT 7~10 BRI TR T I 5AENHEEIA TL
%, LOLREEZRYIRT ZLIC PSL OMENFEBL. WENBE LGS KFIREBELGHEF A HRE
ENTLVD, F-IERATACRRRIEHRI (NSADs) [EFHE, BEOREMICT—EDOMRINEAFING, HatH
FEBIIZxL ., Bt TNF BE| (T2RILETR) %0 Anakinra $ KU Canakinumab [Z&2FEMED BERBINHRES
ncTusd,

5. %t
BLEELRSHEIITIOAN—=2RTHY 4 15%2BHOND, FO4M. FHIEX. DIMER. ME%.
ZEMBILELEDEHIARESNTIVS,

O EHOHEITHELES
1. BEH
100 AR (FARVEIZ&B)
2. RIRDHE
T (TNFSFIABIGFEENRESATIND)
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3. ERMIAE A X
R (ARKRHBEEGL)
4. REIOBEE
DE (AR OHE DR TIERERYRT)
5. BEE%E
HY (ARMESMER T BT ELE)
6. EIEENLE
HRIMERDLOERAV., EEHENRET S,

O fAEHT
TEERERBETDEBRREBICHT DHAZREB ORI IR
HRARE FABRXFRFREFHAER RFNEE &R TR £5

O HREH
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<EOBREZE>
TRAPS &TE2BtEE . T2 ILI-2DERRET S,

TRAPS (TNF 2 5{AB8E R A AE (X BE) PR B2

RS
6 MNALULERETIUTOVNT NADRIEFEZRDFE (LLOMDIERLERFICR SN ST EN—HRH)

(1) FEZ
(2)E%E
(3) Frdm (B EN1E)
(4) R % (ARSI BRI 15)
(5)#EfE % - IR EEFE;ZE
(6) MjE
(7)BEETfR . HAHUITHBEETEE

HENIEE
DREEHY
2) 20 R D FAE
ERHFEY 5 B UL EHK GERIZZELT D)

WASZHZEHE-L. BBIEB D 2 DL LEH Y HEHIZE TRAPS £ELVMIET 5. . £ SR B F MR ERIE
K. BOIVEHARTFIVRELTERSN TLONEEOFR T SEE XML A DOBRERYERT HID
TRAPS £tWL\NZE®H D,

TRAPS 5L XDE M (DL T, TNFRSF1A B FRFTEITLO.
-REBEBREZENDLHDIIGE L. [DEHEE
REBEEECOITRAGEENHHEEE. EEETDTBRNG2)LT- LT TRAPS LTE2HIIT5
EEGL. FRIEERBEENGZOVEEDIZ S L TRAPS LIEZH TSR

x| REMELELGKEBEEEINEESN-EELST  REBEEOHIICEALTIXEMRICHEKT 5.
*2 BRONEMNRELRBOY X
EFMRRMEREEH . RABRIFIVIE, ')A EY U BEE#REIZEE (Cryopyrin-associated periodic
syndrome) . & lIgD fE{&E¥ (Hyper IgDsyndrome, HIDS) /A/\A> & F—+ KI8JE (Mevalonatekinase
deficiency, MKD) . i ch B EL . PFAPA fiE{% 2% (periodic fever, aphthousstomatitis, pharyngitis and
cervical adenitis syndrome; B #iTERE, 772 ORNK, WEERK, )/ EEIREF)
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<EEESE>
EEFIZERRET D

EEHFDESE:
AR DHBREDABXTAMRDHEF LIS EHE TENZNEFN DS EET HAEH
Ziml=9t0DET D,

Xk, MERORREN LRRO RIS T LIZHEY LRWE TH 508, mEERER AT 5 2 L2
B EIZOWTIE, EREIRONR LTS
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112 JEH BRI FREEGEIREE

1.

Bz

A RESEERBEHUS)IE. UMD EEEFOMEE M, m/MMRELD . SHEEETZ3MIELT .5
BRBEDINRIZEZLREOLNZEETHD, HUS DFI90%IETHRIZHEL, 0157 FDRAMERGRICRESET
BHIETRIET B — AT RRMERBEELEICESELHUS A 10%7FEL . ZhoFmie /N &
FE(TMAM SRR KIS B R (2L D HUS, ADAMTS13 SEMEIE T(<10%)1Z & A % 14 I /MR8 At 42 BE
JR(TTP), FH|-BHEELECLD2RETMAZFRRILIz2 D EL T, JEH-E! (atypical,a) HUS EFEIENTLVD,
RIRMEXRZEIZLS HUS (FLLEMFEABRUODITH L. aHUS TIEHEEHL I 25% L FEMNIEEIZEL,
B TIE. BE 100 FAIT2AFIE. DNETIL 100 EAIZTARELHRENH S, BABREFES . BA/N
RHUFEEREBERICTKS aHUS OZIREE (L, TIEEM/NMOEETMANLGEESFRICKD HUS &
KU ADAMTS13EMZERICED TTP ZRRULV-ED 1ELTVAN . EREMBOXMRET NEERFEDEEH
(X, HAFIEHEREIZED aHUS DHIZHLTTHY . FEBEET S,

2. [RE

aHUS [E TMAZ2 R T ZEEEKRBESH. TOIHD— N HAFHEHBEFOEGCFREICLDIE
DR M>TEfz, INLDEEFEE(E aHUS BEDH 70% TROMN>THY . K TIE H BF (FH) D
EENBHETRLONDID. AR TIECIDEENZ L, -, WETIXMEAN R M2 L Thlig Az
FOrAVARED AU (TM) DEEGFEELRERD 1 DELTHESN TS,

3. fEK

4.

aHUS TROMDELAERELTIE, M/MREDREA &S H M BE (KB 4 & o H MfE K 7A m 4 & i
[CEHEHBBER BUNGETHD, Tz, BEDEBEREITL>TEE ZRABOONEILELH S,
B2, RBOBAMRERGEEZRODEENH D,

BEE

R R CTORMNEEEELLTIE, MBRBOMPTEHTELEOMBEENH D, ChoDmMEBEFEIL
Q70FERBENLEAIN, aHUS BFE DL 50%H 5 25% ZF TR T L=, MKEHLFIEEFD
EEICKDBOITHLTIE, EMER C5 B/VA—FILRALNBEUMTHSH. £ MERCE E/ Y O—F
ILHAZRAWSIZHEZ>TIEFEOEANDI-ODREEZSEIC. PHELEDRANEICHDH2~8
EBRNTEENEETH S,

PR

aHUS TlE. Z0HMF B/ MBENZEDELTOIBEDELRRICEDLEEOLNTEY. BIREA 25%L
EVNEHEIERZIZESHLDTHS,
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O EHOHEITHELES
1. BEH
100 AR (FARVEIZ&B)
2. FEROWE
THGEGFEELENREINATINDG)
3. MRMAEAE
REEIL (M RO MTEELEDMBEENHD)
4. REDOEE
DHERFHDAENPDLELEEDELRLICED)
5. MR
HY (BABRBEFESELWNEHZRBEOZHMEESHY)
6. EREENE
HARIMERDEEESELEAVTHEEULERRET S,

IR R M R TR B O B LA AUA O RE ST BF AL B

FEREE RERUENAY BOH KE B 518

[EABRES . ARNEHER A FAEALE N REEERBDNAEEREES]
ZEE EBXY NRE %E E% 8=

O fREH
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<EOBREZE>
BRDLEIZHITD () FHAREEREICLSDBDDSH, Definite, Probable X R ET 5,

Definite:
ZEHAZEAN, EEERICEETZEOTRNIE, Mg m/NMRE D ERFE TR E,
BUNMEEMAMEAD; Hb10g/dl R
me Hb {EDH THIETHDTIEAL, MF LDH O LF . MENTNOECDERF. REMRA AT TH
W ARMBROGFEEZLECH/MOEEEAOOFREERT S
m/MREA; PLT 15 B/ ul K
SMEEEAKD ;
INBB RG-SR DMFIL T F U EEED 15 15
(MFILT7F=UE, MNEBERBRZSOEEELTRD ) BAG: AKI OBWMEZELRND
Probable:
SMEEEAKD | fUhMEESFLDEEND, M/MMUEDO 3 IHEDSSL 2 IBEZEL. M DOEESRIC
BEY 560D TH, Mt/ MR EEBRTLERIE,

fTHIZEIR

SESRELEMXRBEBREEDRNZH:
REEDESZHRAT LA E BERE - TEEFREERLEIE (EIA) -
i LPS-IgM #fkizE

@ Mgt/ EBERTTP)D BRI 2K
PEE. TTP (T HAY 5 MR TR WS TE1=, LA L ADAMTS13 DHERIZXY ., TTP fEF T AFEICH M
59 . £D 60~90%& ADAMTS13 jEMEMAEREZFFL TLSEMHIBALT=, 5T aHUS DEERIZHINT
ADAMTSI13 SEMEFBIES) [ETTPEBWL. ChEBRNTIDELHSH, LOLENS, TTP DHHEM S
I SELERBSTHLDSATEY., ZOHIZE ADAMTSI3 FUNEELOLWLEEETIZEE L0
15, oT. ADAMTS13 jEMH 5% LU EZERTEBFICOVTIEZDMDERKRIEKRBMBEL T aHUS TH
M TTP THAMNZHIET B,

@ BFELHMDOFREREIZES TMA DRI BE
DIC. MEJEE . BMESME. MUVIEBERMERBLGE. TMA OREBEZELLICENHLHIGRERELR
"Ny %,

@ Probable 282X 9 (L. aHUS DEJEEMHEZSEEICEE.
BREEZHICLDELGRERADERICEH S,
aHUS DEEICHEBLI-FERICaVHILNLARAHEZRET 5.

® HUS DIREEZFZEL. UTORRIZHDIGEICIE. TROBEIZESHONT aHUS #EET D,
&% 6 HARiEDAEH
- FAERFHADBARE TELMES GBIETERAERD)
-HUS D ER1EH S B eI (FF FEAEH)
-RETEADOEMDEEE
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-BFHER HUS DBH
‘HUS DRERE(BRHSEHIRNT D)
- TR MAEZ AL VEH]

aHUS (ADAMTS13 * 1 R1BIZ&L5 TTP 24t DmE 748

(1) FEAFIEHEES:

(7) X%
HAEODEETFZEE: H AF.1 EF. membrane cofactor protein(MCP, CD46). C3. B EF.
FOVARED 2D *2

) &R
1 H AFiALGEDBEIIKREL *3

(2)ANFEURBEFBE * 4
(3) BEAEXS

(7) MixBRE

(A) HIV

(7) BB

(T) 12T oY

(#) K=

(4) ZEHIE*6

(7) WEHEEE

(A1) FafindilzE

(7)) /MR EE

(5) }ERREE
(7) HELLP JEfREF
) 98
(6) BEREKRE -BIRm*T
(7) SLE
) ) UREE IR IERE
(7) B RETEAE - R RS 1B A&
(8) Z Mtk

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

*2 BN, HAER -HEEFOEAEEE. BLFEN, L. AZEACHARIHRFOER
ENEERHENTH>TH. HEABED aHUS B FE T AR (TASEL,

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

*4 REFHRTEE  £%6MARE. MFT7I/BONM CTRREDSATAVME. EAFA =2 MfE

*5 RRMEMORE . MBEFMREICKDHETE M
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*6 [REZEFIDREE
] HEMWRRE. I VEERRRE. IIFFNREICKIEEZH

T LUTOERND-ODREESE(IC. BHBEEDKREASEITHD(2)~(8) ERNTH &

<ERNDI=HDRE>

NS UORBERE : MFERESRXFU, MBAFIILIOVE, RPAFILYO U

RREE R, K

BERERE - BRERE i, ) VIEERE i dsDNA K. k> oA 7HK, 1 Scl-T70
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)

.AMEREE (BRAIX AKI FHi2LE, 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 (£ < (FUNHFEHAME180mmHg LA L, HLARHAME(X120mmHg Al L&KL, ZDIF
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

mEFIL7F=> FRE
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3-5 2 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
7% 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
13 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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