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BIZ+FROBES (+FY12) F/IREDOESESIENRDHONE, CHHDFTRIFZEHIEENS
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A OB DOTEENIITZ 5 TR BN AR 1T 72V IREETH D
2 REDRREE FIELLFTD HAT o T AFOIEBNCHIRIT H 2 23, A F 4
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MBERFIZOWTE, ERERORNGE L35,

87



18 HEE/NMNE LI (2 R MEMEEZFR)

1. =
DN EMES(E, EERRALTEEKEL., REN BEE. 5. BS. XBEFORZ. F. 0F
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INBEIE DA DB L DR EH/NMNERBETHY. 7ILa—IL, EY. ER. KIE. MEEELLECLD 2
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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
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BHIHE(ERREZE)ICERKRMIICKAIESN D, MREED KA F, BHRLI=&S SRR EMRETH
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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

90



<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
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(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
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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
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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
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<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
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ZERBDHD, £z1E. SO R) 7 DNA DREBEEEERH
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ERBIZHTSH RRF: ragged-red fiber) . /& SDH JEMEIME (A/\JEEBIKREERICH(TSH SSV:
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EEEREICWNSEELH D, — . —BMERE MEE TRELLFICES VD TELYRN R BEERA
SNEFIDHZHFRIIRIFTHD,
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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
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2) RABITIE, BRLE. KEELGEDHLHLGREMNLGELLHY . TO L TERMEEREDOHER
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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,

121



23 J)AdR

O HM=
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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
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<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,

133



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
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<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,
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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,
T2 BRIGIERLHY ., BFIZTILa—)LSERELGY | BRER CT T, IEMA B L DEHIHL DS,

3. FREITRT SOLMABIRILEE-TIREN RN TED,
FHEDELT, BIFRRE R (M55 Ca, P, iPTH AR EE) . BRI FAKIRMEEE TiE (L% Ca E1E)
AR R IR EEIE T IE (Albright B REJE) . Cockayne (27 /) SEIEEE. ShaV R 7 IKFAEE
Aicardi-Goutieres (P A HILT 1 - T—T L) fEIXEE . Down JEREE, BIRSS. ME K., B (HIV RNAELRE .
EB DAL RREEIELRE) . hE-IME - BMSHRERGEZRNT B,
SHITXEE. FhBGEDELT, REEIR/KEES 1T KISSE. Hallervorden—Spats %&. oculodentodigital
dysplasia(ODDD). lipoid proteinosis. Nasu—Hakola &. Moebius JE{ZEE. Alexander JEEE DHENH S,

4. RIEBEOBEZREHEL, REFRDOHAEHELL SLC20A2 15 DRRBEEFEEHIFIBAL-EH LGE
R, BT RZRHY FIBGC [CH5ET 5,

1 LEEZEEEICENTIE, #IZEICHIEE - AIZEER O RAAELZ E -9 /MR - 521U %S (diffuse
neurofibrillary tangle with calcification (DNTC)) EDEFINREE TH SN, FEEZWITHRIEZERIC
EOFGDTHY. ZOREEEFONAAI—D—DEELLZWERKRICEWLTIE., 2 EH/E Y
FEBIH 2L HATRAILALY, 727ZL. DNTC 8L \HY DERERZ D,

F2 REFIZHEWTIXESE, 95 BT, VBNV AR—2—TH5 PiT-2 % code 3 H1EIE

F SLC20A2 DEGFEEHIHIBAL. Ff- PDGF DEE ligand D—DT#H S PDGF-B % code 3%
BI{RF PDGFB MG FERELFE DN, EFEMICIE FIBGC L 1~5 BIZHFEIN TS, ik
BOBRNZHEEZ, ATRELHNEY  BEFRENEFNS,
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<EEERE>
HEERYET(H : Barthel Index
85 RUTZEEREMRONRET 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 (KIRDRE. BIAKEESD R—42T L EBLEEFERALTLAES T 0
ZDHRELED)
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.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 LEORMYRWICNBIZET 2ELED 5
iU 0
KE2EGL., IRB[BOEY KL ATHE 10
HEFRav b
10 a1 EEIZREDRY  WNRBORMYFEWVIZHBZEETZELED 5
iU 0

Mk, SEROFREN FEROEIELE ST E T —EU RIZEY LAEWE TH LD, B EREL kT 5 =
EMBERFIZONTIE, BERERO S E T 5,
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28 £5E7IO(F— R

1. BE
£ 5 M T7I04M4F—2 X (amyloidosis) [(F#RHBELXT L DOELRETHAT7IAMRD . £ BHHFITLET S
CUICE O THREEE 45 ISR T —EDNEERHTH S,
TIOARIE REBEFEMICTILAIAVTFREBTERBICEFY ., RALBEMRT CTREDERERTER
TEDTHD ERENULAEE (AT A3V ZELSE TRELEEESIESRIT LMD OV
THA—=3UED 1 DELTIRALNATIVS,

2. [RE
CNETIZEBEDT7ION—DANRESNTEY ., TNENIZETET7IOMNDOMAEL. BRI
BUODHEIIDD, TRTTHBITDHEEZON TS TIOANRERBEF (. T T7IOCNRERE @
BRK) EEEMNELESN, RIZEAATOEYL T2 EE BELTTIONRMELD, VDD
DTHD.

3. fEK
TEIOAR—2RDERIE. PEAMFDEFEICL DR - HBOBEEFCEIGHDOT. RBEILIZEET
H5. EEMTIO(R—CRATHITERETREERELEEH. B, D7I0MREFIZLDDEIR.
HIEREES. BER(R7O0—ERE) . FREOLULLZETH D,
PREEDRRDBEIITILINAT—IRTHAZE, T, SHETIEINMEREADTIOARLE
(TPEARARTZOFANF)ICKY, RERORENEZLIELIEZR-BRTIILIHMMOTHIRNETEER
MHTHD,

4. BEE

MEBRENERTHoEN, EERERBENTTREIZAYDDH D, BHRME AL 7IO/F—VRIZHLT
BOeRENHMBABELZHALLZRELLRZEE. FSURYALFUORRKESE7IO/RR)=2—0/NF
— (FAP) THBENITHN TS, BH7IAAR—S RO FHELTEMBEABBR SN TIND, BIZ. b
DAY ALFUR FAP TIIMBER D TIL=HIILERVEE, AA 7IO/F—S R (Ei IL-6 ZBEH
ARERWABRMNBRRERICTHESN D OH D, F=. TILIYNAI—RTIEA VIR T—EHEEE
THHEBERRDILAAVLN  FEREERHSE . ETTESEINREET D, BIT. 7IACFRITHT
BV0FUBEENRERMEDTHD,

5. %t
RBICKYELY, BAZELHAN. ERNISETHEDORIBE=ES,
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O BE#HIFEICHELEHE
1. BER (TR 24 FEERSBETREEH)
1,802 A
2. FEFHOHHE
FR(FIOREALNRRED, ZORFETHTHS)
3. HRMLAE A
RS GRHEERE M EIK)
4. REBDEE
WE (ETHTHS)
5. BME%
HY (BTN EREAEA RS L0 ELHRIITHED
6. EEENLE
FIOAR—SRADEFEENFEEANT 2 EULERRET S,

O BT
704K —2 RIZEET AABHEI
MERKE BARERFREGHZARE HEARELEH HXZ TR HEM

O fREH

RITOBERELSRMAEROZMEEEH RIS THET
EEERE(TIOMN—CADEEESH)
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<

8

£
=
E

M ELAE >
HROMREGDRBL, REIOT)UMTIOMNR— X REETIOANR—V ARV EAEN VR

YALFUE (TTR)7IAAR—XIZRY ., THER G TRV IBIZRRET D, SHEMEFRIEDOZEEZEIC
BT HLDILRRS

1 EynJysts, RIGHE AA RUZBAME TTR7IA(R—X

®=
i

BT KIGH AA RUZAE TTR 7EAMF—2 R (E, BEREKDEURNZL ZhDH T
A EHIENRHETHAIDTIDDZMBEELLTHERL TS,

(1) &=

REIOTYVICHRT HREI AT ETIO(R—R(E, BAEOREET7IONR—DADK
A EBHEICHESITIAMN—S AN EENS,

RIEEAATIAOA = REEHEETION—2ZADKERS T, EE) O YF | KIEEBERE. REX
YRARTE | SIS RT B,
ZEANETIR7IAAR—R(E, FELTOE. FRBERRET HIREEHICILEL. EDT7IOMRES
FEHEERNSORASAILFUOTHS,

(2) EEF18

FTFREFEITOTUME, REHE AA RUEZAE TTR7IAAR— XD HEMER DL E RN S
ETHAOEZEITRNIENZVN EROADNEREZDFETHAID T, KEDAREMEEZD
DEBRLTEWICEIRNETH D, BHRERVEREBRDLZEIL5A. REIICH-28 A RiEMH
REFICES)OIF) CROTREBRDAIREMEZEZ THAIIENDETH D,
@ FEERRUVAR
(a) £BTFH-AERLD -G -FHE - TFIR R - M - L5
(b) DNERIZHITHEEL - FEIK-zETOYY-QS B (VI~V3) {EIM1FE - I HHIEMmE - 10
AEX

(c) TEEGEM- THZEIHET HBBES . RINF RAEIRH

(d) EEFR-BHEEES

(e) FFEEX-fREE- LEIC) U/ \EiEX

fH BEE

(g) shoulder—pad sign. Dt EAEREK

(h) BEHE=—1—0O/NF—

() FIREEES

() RIEDERIEFRIEE . FEEi

(k) FIRAR. EERARGE DIEMEXR

) EITOTVOEEMERICM BARIRPITNVR-D3—VREAZAHHENH D,

@ 2EER
[REERDOH-2FMTIOAN— RZEEZE]
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EHMTIAAN—CADOHT, BREETION—DRESHREBBEBICEHT S 7ION—D
ADHHLEICKBERD AN, BEOFANYIZLGD, PTISASRDIEELOTUEREE. 5.
B AMERVIIFIBRIC. BEEICISCTRHUREDEBSIAORELEBETTELD B &
BHREHEV., LIEUIXEREMHD, BEERKITEGSELHS.

(3) &%

RE-BHETERLOLWVRENHNIEERT 5. TOLIGHEUALZINIEARBETOE -+ 15
AR EREBRVEFELL, BERIBREDS CTHIEHRUTETREDIZESIENEETHY. +=
EETIXERERBENSITRINT b, £ ERLYTHOA TV IERERTIERRR BEIXT )Y
TR 120ml TELVY)  BEfRRENSHETHEBZET/NAEES, FHAE BEOERREI£R
(abdominal fat aspiration biopsy) BNELITHN TS, FEEEMOEEEZBME. 18 7 — DE5Et T
AERFBEECRSILTIEAEZEZB T, ASARASR EICIEEEHESHE T2HMDASARASITHL
DATFIICLTEHEEREERL, LR RICREEITI £EBRABIEATRED YD -IA S URED
EMNTIAAT —FEREZL. F-TOERERABEME T THET L, RABRTICIIEHEICE
BIAMIECEE TELRABALRMTHRSNA TS, TSOSRETRBEDEIEERITEZET 5. &
BHBIEFEMEBTAL AA RSV RYALFUEIIATHIENTES (L. FABELLILEMRIC
BT DHIENEFELLY)  EFEMREBRLEATHY . TNHTRAEGSIENFE 2% T ILEI—ILT
ILTERTEEL. 4°CITREFL T, EMRICERTHIEMNEELLY,

(4) BFEITOTY N RIGHEAA RVZANETIR7IAMNN—2ADRVDHLEETEHITEINERE

@ FFER
HIDERAHS.

Q@ 2EDARUVR-U3a—URAERARVHLHEET IVPERIRE ZRE) TRREZRT HERLH
Do

(5) EZHTDRAE

@® FE=X
ERTHE.

@ &L
FEERRUFATRDIE@~KD 1 DLULEERDH. MDD BHEDISEE IERES DT UM (RH
) 7IAARF— AN 5EDONS,

@ HEEMEEE
FEEKRUMEDIE(@)., b)D 1 DULENFET HIGEF—IGREIT AT, RIGHEAAHD
WEZAE TTR 7SO/ R—L RO A EEHEEBLTH 5,
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2 REE7I0(RZa—0/\F—

(1) #;=
MERICITR MR EBEBRICBEEOTIAAEBEIEIY  ETHICE D, HILE . BRbE
BEShd, TERBE SR -1 —ONRF—LEEMBRBETLTHL. XBTHT7IONEREL
IETBTRHERMNMURYALFY MBFERETRIKREBALI VETEERS LIV THS,
FIFICERB B 23905 0T Y ETIOANRREABLLTHRESATLS,

(2) XEF1E
O FEEK
(a) BREEE
EAXRHEIC. TRXIEERREISEES RER. BENR M DRI (EEMRE
BEE) . RBE. MERITETHIZRIND, FIREERBTRETIEELHD,
(b) EENEE
REBEFLVHEENTHERL. HERE. HHETHATRIIFLEERRENSIEFES,
(c) BEMBERDES
1 EZE (5%
2 BIERKGHLWVES -IBIEFAE, OEWMEMETHDORNK ., RELGIER. BEHEER)
3 EIMMHEME (SIBELSHA. KRMH)
4 FEREPEE (HERMES . RAEGL)
5 REHERK(RERERE. R TER. #A1EES)
6 DEE (MEEREICKDITER. DFL)
Q RRIEBRT. BBITIETHETH D,

@ EfEt=
EREAEEHZ0ATIEGELATRLGEIELHSD)
@ HRRETR

REwEE, B-ER. KIS, BEREHORSIARTTIONEEEZRDS,

) &EZXE
D RFREMHTEE 20~40 HILTH D, EFHLUNADRRIL 50 UL D SR FRETH D,
Q@ WIRERIEEERFOLUNEBEHRES
@ BREEEMNMABICRAL. MESICEKROBREETHEEZRDOS,
@ DEE. BEEFEXENTHEREL, REISDAL, RIEBRLE. REEZEHL. BERELLS,
® BHLOFE MNARFDEXRERDHEIIENDHS,
® WFAREBENRERETEIIENHD,
@ KR KIS, B - BEHLEDEBERTTZIAMNEEERD S,
BRERMR
(a) DER EEFLLHES
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(b) DIO—:LHDIREEIO—IEE DG
(c) Technetium—99m—Pyrophosphate(Tc-99m-PYP)ILEF S o F 5 57 4—: [BTEE &
(d) REHBFCEREDET

@ Mass spectrometory WS AL/ Tt EIZEIMBEFDERINS DAY A(LFUDRKRE
FSURSALFU TV EDBIFEY

(4) EREREZMTDELE

@ #E=E
FEEFEDOFD(@)~C)D 2 DULEFIOCRHIBEEANECFEELZRNHDES
@ &L

RRNICEEELHY. TEFEODFD@~0C)D 1 DULERH LGS
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<EEESE>
2ELULEENRET D,

1B HSENIC7I0NEENIERSIND DLE. TIOMFEBEZROEIRERRNH L. 7
SOAREBICRDASI GBI AEEETZZROE,

2 HEEMNICTIOANEENERINS. L. TIAMREBEEEHLEIREMELHY. HD
TIOARREICILPBEEDIEFEREEELT R —HR RS,

3E HEFEMNICTIOANEENERINS. L. TISAMREBEEELEIREMELHY. N D
TIOARREICEDEHDIEFREEEETEZED D,

4 HBENICTIONNEBELNERIN, M OTIOARRFEICLITEEU L DOESHAEEETEH
—H LIEEHRDOEEIICERD B,

5 fAEEMNICTIOANIELSERIN, A OTIOARNILBEICLIEED BB BEESTEERDOI
BLIZEBDH B,

ETIAARLBEERINIALIT ., BREZSEROLHMMUEL T LL—HT ILEIFAL,
F2: 73—V ARRAEBEDRERS SR EITIEALEFLL,
E3:EAREE L. iR D, Bl HIEE. PR, BREE. R, &-BE. A2 BRE,

Mk, SEROFREN FEROEIELESFE T EU RIZEY LARWE TH LD, B EREL kT 5 =
EMBERFIZONTIE, BERERO G E T 5,
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29 L) VEIR

1. #§}E

ATHRFELEALRREHEI S, EEFHZECERMEOH NETLHERER T BB OBHBESE
NS DMBEEEIENRFETH S, RENMEFITHSHM, —HITERBARSEEREXLZERSH
BB RALLZA/INF—ERIRIZ Collagen VI BIZFZEEEREELTHEY. Collagen VI BHES A /8 F—
DEFERTHS AREHCAMATS—IZHEINSILLH LN HBFMICIIHBRERE-BELL
NZ L WO EFHOANAT—LIERLGHRENHIELEDEEZEZ NS RALLIF/NF—ET)L)Y
ERDOFBERELLEALHBILESANF—DFEEIRT SARELEY . ChoDEREI, Bod—&
DARGIS LEBRT HDO TGN EEZLNS,

2. FRA
Collagen VIZa—FJ 2 EEFDEEICKYRIET 4. FBHORZEBEFMRETTIE, collagen VID
TERBETRYEEEHBERRARIBERTEENHD, BIEL, COL6 BEFDLMEEICKY. &
BIIBMEERICKYRET D,

3. fEK
ETHFELEIERRHRIL. BEHZEOERMEOFNETLHEREZXT . FHE - EESLLEDE
HEEEDBMENAADNDIEE. FTREET -5 BEET - FRBAET - A BAET & DR BB D fEE KT L&t
BROBRAEEERT LN THD, HFERESTOMRIELOTKREIZHAIOHIDEENHDEDE
ZZNTND, BEFITIE 10 FETICHITREELL D, 2<BTLEWVIEH D, —HT. 20 HEBET
LHITA R BERIELFET 5. FRFHIBRIN T BEICFREBENBRELLDHLH5,

4. BEE
BAMAEEIIE UNEYT—2av B ERBEVABRDH

5. %t
BHHELL T, MIRESE, HTESE,

O EHOHEICHELEIE
1. BEH
#9300 A (BAZEHEIZKD)
2. RIEDIHE
FHAGEGEFOERICEDHEIRNHRE (ETE)
3. MBHITARAE
KM (RAMARELL)
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4. REDOEE

DHE(BBFITIE N0 METITHTREEE LS, REICEREENBELLLH0H 5. )
5. A%

HY (FBEOBMEEEHY)
6. EfEENEE

Barthel IndexZFLVT. 85RLTZXMRET S,

O fAEHT
I AR EICRET 5REMRE
PHRARE RAEXFRZREFRARBHEARE &R B EXE

O FEEH
BEEEHE % (Barthel Index)
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<BMEE>
HEEH. BLPIZRRET D,

O HTICH ALFH
A. ERERHIFFE (a—c [Xb7R)
a. BREBALHEREITMAEL
b. £ TFEFEIXELREARE
 RIRETHEOERMEH N -HERETELUHER
RGBSR ME (BRAIE-RE. R - HEEESBRE) GHICRGVERDORVEEDILLH D)
=i REET B (FRAE. feEnREEN. T RAEN., Rt EnRRET)
(LLTFIFEEmR)
LIFLIFBROREERATRELTIIUT ORI BEDAH S
S R4 A% RE & AR
PRy
Rg@mE
EE7O4 Rk
EEE R
EERE
MR A5 IR T
- 1% CK EIXIEEEMNSEEZIE (1,500 IU/L LLTF)
-HHERTHRMEEL
-DBRE PR EIRGE DL EBHEE RS
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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,
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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,
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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,

189



<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
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EEAZEALONDIAEASNTOGN, TOMOMEFEL T, FFRETHRREICKIHHIEE T MI2DHEE
ETLGENERISN TS,

3. fEK

SHERK BEAHEL. K. 2B, BRETLHENRDON. FRICEERLH D,

BERE: KINSESFLBEME CREM) K. KEZE T~ LIBHRNALBICEREET 5.
HBHIRRICREL.IEKT 5. KBEBBICHNTHRBMEDUVSA LS, —REEICHZDEREIC
BEDEHENTIERENFIFEL, USAZELE (CaLRXT—RELF(END), hEERKIEEL
FEDKA. UbALGEDRRABAREREIL 1052 L THS,

HIEARE  OF- - OFMIE. 2HEICHF . KENHEL, KEXESITHATULALRY ., mittHiKRE
&I 5&512105, OE~HEFEN AL, EETREE-T, IRTIXRIKEED FEM. BRAS. AR
MRGEENRDHLNS, SHEE. RE. IFARICIEUSANELTHMEE-T, BIC EREHE®
HIEBEHIREZREL. FRIFERCHIEEEREHRT S,

4. Ak

PEURRBREDBERELT. FTREOFEFZHAOANICLI- L THEEEDOHLEFITL. ARRDOE
TMET S, REMOBALEICNA THELGRHMMEE. R XECE  BREHLENEETHD,

EEMRATOMNRERSEZE—BIREL ERDERDP L F--RITHEZEEICED D, FEHITIE
RERHRE7AFREONRTASMRNIILRBEZECERAENDATOAREZREL, Z0%., #iE
5. IEDRTAMR/ILRABETHRN T DICHONLEWGE | FITERDERNEFE-EICE
LG EE, HARICEERTAOAR/NNILAEEZHITT 50 HHNIRBOZOMDOEELZHAT
%,

ATOSMRETHENAONEMESIZIFARES 0T HMFIKEH TR EOCMER BB ELTHRT
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®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
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<EOBREZE>
Toxic epidermal necrolysis (TEN, PEMHREIRIEAE. SATIVEIREE)

(1) #;=
[LEERELAIRIE. £ 5 D10%U EDKAE, REFIEE - USABEDEZELREDIEFREEETERD . 53c
HESEES, REDO KB IEIEELTHS,

(2) TEMR (WBHE)
@ REEDI1MZEEZHKE. RERIEE. VoA,
@ TRORE MG SAEIREE (SSSS) &R TED,
Q HEH,

) BIFFR
@ BIILHEEDOVFAMARE VR TH S,
® HMERBEHS. RERFIRRALRRBEBIERROELLMNHAHVETEAZHIMRED S AIER

©® REMBMFNIC. BECREOREEZRDHD,

FRIHEBEDIANTERBTLDETENET B,
=L, EEGREMERBERFFEICS VT, BHEARICE SN SN =IHE IR R MR

OHITRALT D58

18 SUSHEREE! (TEN with spots)

28 UFEAMFIBIAEREE (TEN without spots)
3 HFEREY

OZEmMR
ARFOEBMICEY. ERIEE 1 OARRER 105ZELGA LD ERER LTS,
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<EEESE>
PHEEULZERRET D

BEEERE
Stevens—Johnson fE{&E /R E R R IEFEAE(SIS/TEN)ESEER 7 I 5E

1 HIED
ARRE E R DBIER 1 —
EFRUBA 1
HEIE FE 1
BRAEE 1 NG DOEHE
K474 1 IIEHCEIR ]
AE, Ol OFFRGEEICDE, SnEESU06A 1
AFIZOAMmf, HilZESIUTLA 1
mfn, HmEEHLEVTLA 1
R U LA 1
2 REDKE UbA
30% Ll E 3
10~30% 2
10% i

3 38CLLEMDFE

4 HRFES

5 REDERBMHEEMEL

6 ATHEAEREE (ALT> 1001U/L) 1

BRE 2 mKiH

PEEAE: 2 R E~6 RKiH

FAE:6 ALE (=L, UWTFIXRAZICEALLT EELEIT )
DAKBIELEORBIERK, UbANBELLD
2)SJS/TEN ISR T SR EEFED AN EHED
I UVFAMAITEREE TEN

XKpd, JERORED ERROEREL D% T EU LIS LRNWE TH DN, @R ER AT 5 Z
EMREIRFIZONTIE, EREIROFR LT 5,
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1. BE
SRBIRX T KREIRK VZDETESROMBIAR. EEIARICFAZEM. HOHVTIRERMEREZES-TREA
THOFHEMKREME R THD, CNFETERIBAIRK (KRBIIRKIERR) LS TOEABERS IS
S>T. ERERAEH— LIz, T EBBRIIBOEEDN KR OND2H. IRELFLEEER TS,
R4(E 1908 FICKKBEZHREL-ERAXZRHOELREAEAELTOLICHKT S,

2. FRA
ERBIRKDFEIEDEF (FEKAELTFHATH AN, oA DIVAILRGEDBRENKEDSIEE(C
BOTWBAEEMEN S D, ENIZFIEHNOTECRENGHEFICIYNERSERT HEEILON TS,
F AFEDHLA LOBEECEERZMELRF (SNPER DM THY . REICITARENLZERFHERL
TWBEEZLND,

3. fEK
BLIE 18 ERMIZE L REDE—IT LM TIX 20 AT THIN. PEETOREHF LI THEL,

ABTIEREBRBSESWICZEDMBEMEICEEESIERITIEN B BELVOLEAEEZ S LBk
DXEBFIHEORMEE ., HHVEHITHRREICLLIBIREN ZDBRKBEDFLELT . RE
DEL-MEDXEEEIZIYBRERNERLS-HEHLTBKEREET 5. MEICITEBFENTZEH
T—H—H R LYMBFE - [EF RO BB 2RI BERR Oy A, ZOT-OTEARADE
DENTHRIENZEEINDEZENZ L, BRIEKDSE . RESHEEIZROLNLD(E, LREZMERKT
H5. KIZELFEDOIRGL., mRk. MEEEZZROHDIEN SN, LEEOEE GEE. mEMTL) ICHE
EIRADEMENZL, BEE. LARTORMEMERKIREICHAETHD, THENSIREERZITEHIL
b, NED—EIROLNIKBRAFAESLEEREDFRICKELEEEEZ D, F-. BE
(EDBNHD, BEIIRICIEBHRELZELD LA HY  RMVESSICIFRHOFEELELIEELHD.
BRAEICLDMEELELSD, AHOERERKXITIKEIRS FAEICOBEREZLELLIEASL,
THROLEREEESRKBRCREEIIRGE DREICEYELDS ERLERELHLESTEDHON.
MRMEBTERED FTHRZMEREET 5. £1- 10%REICRKEEBEEEEHT S, TOOEREEHR
&%,

4. Ak
NEEEEREDONFIZEMNELTCRIBRERATAMRNMEDN D R PRERRE DR EI KT
HRERRT S, HiEBIC. 8 7 BINERTIEOHRENHD, COBEE, RENFZEDOHALTRETT
%, FMRMEEFHEFECDOH. FIU/MREL FUREFIAN RSN S AR TEEOMEREIC
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
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<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,
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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)
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<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

223



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,
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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
ZHSGEICBEESU DI FMRAENS, RBEE AL, B FOEEHRENETL THEE
DHENBEICETLTRAEEN 0SNG EICIEEEREE) VI FLELhiR0, BEREE) Y
YFEDHENSFEMDE—V(F60mA T, BXRLLIF1:2THS, BUEEHVYFOME RITFEE1ES
RBIRXEFAZRLGEFHDRAEB(NEZREBIZEL. EGFRTR)ERNEQHRHEMEIBELZET 5K
HERAE (HERERVEEZREL, £GFRIEIRF) D2O0R(IThIToN S, ME XK USN DiF R AE
RELTIE, FEMMRELELHEERTFRIRTH D,

2. [RE

BET) V< FERBRICRAIETATH D, BBV FEEDORBE VI TFORENRIEIL 12%I[
Ho ARG BEUEATERINDIN, BEHERELVNZZEEDBRIEGMEITLZL HLAFR OB Z
Tl&. &) T FIEDRALDHEBEMN BRI TLEA, BEREEY DY FTIEZOHEEIKYEL,

EMEE)IIFTIHIgGIZAD)IIMMFAFNERIZBOHON, CDIgGITRADY IR E
FIIECRET S, TOREEGARIHKEEELN S OBELXDERICEEL TS EALEEIND,

3. fEK

4.

EHMEXRETEIBRFOMES)IRTFICLLISHBERBBRNDHHEAIC, BEG CLLL) AER
DEHOTHRTHEE. M. fifE. BHNET. MEMMA. WIEX, SREMERX HEEHM, ERR
REEDEHOME RITEIGERMNAIEYRRICHIRT S,

RHEBIRAE TEIREDES. BE, XTERERDIFFCRELTTEKRETS D,

EHMERBETIIVIMMFAFSE. MERAHEE. REESHSEEZTY.

AR

BHREET) I FICHSBEE MR EDHIE . SRUEE OBEMEIL LS AKEEET OETIHEZE
RITAET 5. BV IFOEWERICIE. ATAMR AR LF Y —ZIELHET DR BB
MUIRTFE AYPFHEA. RENFE fEERGENHY. TOEMNRRBEFEELITHOND, /8
FEDERIFERRFEICEYVELG D,

5. %t

EMRAEU I FDERIFIL, B 21% ., IE 26%. E1L 31%. FET= 14% ., B FD{18% LD FHFILD
EPREREN DS, ERITFRFENFZEEL RNVTRERPEDEH. DAL, BRELHENHBITON
%
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O EHOHEIHELEE

1.

BEY (K 24 FEERZGELRFER
6,255 A

- RRDHEAE

REA

. HRBVSRERATIE

REEL (RIARIELL)

. REOEE

DE (BAHERETOETIHZBRIERABETHD)

BIRE

HY (RITOREERBEBRMEEXRDZMELE)

6. EEEENE

BRI TFOREESEZAVT. SEULZEREMBRONRET D,

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

O fREH
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<EHREE>
1. B8 K 4E 4K
MBHEEHBR-NMEREE, EPEFTVITNEFE>THLL,
Q) EEEEBXIIEEXFIEUZERERE - BREONGICEEZ2EDIEIEFTHEL,
B)RTHEH BERL£d, AXREHLIBAHAEICHONIE THEE,
(4) EBBERXRFUTEX - BHMICEREIN, HORRICKEZEDIEE FHL,
G)BHMMWERRXIIDER BRLEELHE MOBRRIZEZIDEFEEFLHVL . BEBEODADRER
MBS IZESELY,
B) DA -BERMMRE, RERKS, HEMESR, DER, DIa—HEICKYERINI-2DZE
(ER C R
(DEEMEMEEMKMEE - BEFHIAE, WBXKR, MERRECIYERShzOLL,
BEDLILYIE HEL,
) BB EE MBERICKIEN, ERICERALEBE, DF, MAEORBEE,
DYIIrMFRFESE: 2 LL E DK E T, RAHAZLZLWLRAPAT R 2,560 LI E
(RF960IU/mUL E)YDEEZRT &,
(10) MFEFBAMIXIIMPREESAKEBE 2B L EDEET, C3, C4LEDM F M A K
S DET XIEICHS0ZKDHARTHEILEDIETEADIE, XR(F2E U EDHBRE O F &
BARGHE (ClofE EREZRELTH)EHDE,

Ma

2. BT R
RIE, B, 2, TOMDOBHRDOERICIY/NGLAEARRIE SN E X, NFEMED
ERGOLEHAEMERNERZR O,

3. Il E R #E

" ACR/EULARIZELZEEHUITTFOREEE 20108 (R 1)EHEL, LRICEBIFREBRB®
() 1. BBERERKRMN)~N0)DS5LIBEE U LEFL-TED, XIE
D1, BEBREK(MND~NO)DIEEDIEHAU L. #HBFAROEBENHDIED,
ZEHBEBHUITF(MRA) EEZE W T S,

4. #& A B2 B
BATANEEE, WREBELT, BEE SMEMET7IOAN-2X, AREA (BHFRMEMN
Bk ZHFTRMEOERXRGE)DRERANHIFOND, 7TISA(R—VRTE, B, B,
BE B RLGEDERICKYTIOANDEBFEHD. HHUIIF(RALUNDBER (£
EHITUTIN—TR BRIE, SRMUEFRLEEOFRERBICELERT S Y —J LY
ERBE BEVYIFICHRLAHLLI BUHBHYIIFICENTHEH10%DE HEH
D TINTA—EBRBLEHNIANERETHHN, COBEE, OMKRBED, BIE, HREE

HEHDd,
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=1 :ACR/EULARIZKABEHEN DR F D2 FEE#(20105F)

ACR/EULAR BAE1) < F o $EEHE(2010 5F)

D 1IDL) OBV IEIERIER GRIEA) by MORER TITHEATEL B
COPBREDBRAS 5

BREDVIRARR D 7 T LEZET T AT DICII T RO &8 S TR L EA e EER

A, [ERRF7- 13 fa D & HEEEREC C. fFRERIG:

A PEES 14 P 0 CRP. migA | CIEE 0

FRAERA 205 104 PR 1 CEP. ;AL v i EESIE 1

| AR 1853 P 2

BT 485 107 P ;  (DERART

D0 BERFE T 1 BT ;  GERA !
AL+ 1

B. A2 hifke

RF. fCCPHL{FHtt] fE i
RF. $CCPH{FDL v b 5508
RE. fICCPHL{HFDL v b b agien

© N o g &

10.

Laa [ ]

COEEFEMREF-ICREL-BEDDEZEMNELTNS, BE DT FICHEIHEHNGEEUS
AEBL. DD TLREDEEBLLIZCENHNITEE VI FENFET S5, BHRGENEVEE CA
BOREZMOLTHEREIFUEINERLTCVSIEEZEL) T, LEIOT—2TLREAEEHLIZ2L
DHNIFEE)IIFENET S

EAIZHTBZDERICEYSIRICH-AD, EHMTTIN—T X ZEEES X, BRGEEZE
O BRAZHHARHETIBESTEMEICEREZROIRETHD

BEtREA S RUTOBEEEEE VI FENETERND, FRMIZHEAEEL L SI5E1H D=0,
DEICIELHBHRHTEHHET S

DIP BE#A. 25 1CM BEER. 5 IMTP BAE (LEHE X R 4

KESE: /8. . . BR. EREAE

/NBEER :MCP. PIP (IP), MTP (2-5), FE&

EIcZFFTOaEaEn (ARSI, B EHEE . MEERETLE) ZEATELR

RF: U< hFEF, [E14: EE ERIELIT . 5551 [EH LR 3 &KiE. 2514 EE ERO 3 &L
E DM EFEFOEUBREDISES . GHEEHEEEELTRITIETS

Bk, BEEDHIEIZIIBEROEELZAND

R B IR (&, FHliRF R TR (BE. BR) AL TV 5EE CREOBEEZM DAL 2D
TITL BEBREFIZES
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<EEESE>
SEULEENRET D,
O E LRI TFDEERE DR

1E RENMFEZEZGIBRERTOAR, RENFEOKRS) LIS T FEL EESMEME XER (E THECE THMm
BEFBROEZROLVEMRKECHY ., B XERICKDIEAMHMNTEBRETEEDOLTONES

2E MEREIR(REFEE-ER. LalER. WIRA. MEMEMXEE) ICHLARIITEEELELL, EHMASN
FEREFETIEE. LLIMERERICEIBEDFAFNLIHRRES CREMRLICEINERES. EREF
OBV HREELE) 2 TLSN., HETOHEEFICKEBEOLVES

IE FEHEOOEXMER(KEFEE-ER. FEBEL BWIEX, DSVER. FEMEMX. RIEHEBREE)NHERTS
f=OIREMFIEEZELEEL. LIELIEAREZET 85, LLIIMERERICKSIFTFENEERES (Fi2dD
~EOVThM EEVHETOEEEFIXEOHIES

D TRHEOEZIZLYEEDOERFLEEH. Pa02 A 60~70Torr

@ NYHA2EDDALBIEERH . DERLEIBEMEOHEE., DEME (HE) . H5MIERILSTE T (0.2mv
LEYD 1 DULEERDS

@ MFILTF=AEH 25~49mg/d DBEFE

@ TEROEADFIA 0.09~02 DIMAEE

® BEEST2EE U LDIE Btk

® FWEMREEIZLS 1 BEOMAEEE (553)

4 FEEOmMERER (R, REFE- B, LREX. BEL DHMER. MEMEME . REHEXEE) D
HIZ.3 HAUEDARZRLLNATNAEE., LLTMNE RFERICE>TUTIZRT IET F B S EIR (T2
D~®DONThM) EHENRETHOREEE I XENDHLIEE

D TREOEZIZLYFEEDTFRFLEED., Pa02 A% 50~59Torr
@ NYHA 3 EDIDF&HIEETEH . X #EE CTR60% L L DEREIBEOLHEE. BJoOvs, 2 ELL
rOEZEITOvy. LDEMRS (GEE) . ATR—XA—H—DEE. DLVThHERHS
@ MFILTF=AEH 50~79mg/dl DERE
@ FEEROBEADFIH 002~008 DR HEE
® 1 BFEULEOF- BB &LY FREIZFE 1T E08
® FRiEWHEEECLD 2 FEOMEEREE (5H3)
5 & mMERERICKDIEEFBOFAFMEE (FTRO~@DOWVT M ZFEN. RERNDOBEEFIZELVLXEN

HY . BEARLE. HONIEASINELETIEE

D TREDEEFICKYSEDTFIRTLERH. Pa02 H 50Torr K

@ NYHA 4 EQILDFEMIEERD . XL CTR60% L L. DER LI OEHERE, MIOvs, 2 ELL
FTOEETOv)., DEMS (E) . ATR—AA—H—DEFONITIAMN2LLEZEHS

@ MmFEILT7F=AEH 80mg/d DEFRE

@ TERDOBEHDFA 001 LLITDHEAEE

® 2BEULEOF BRI IYRRAIZE TS50

® FEMREEIZLS IFEOMAEE (1 3) . LLLF1RULEOHHEEEH 2 UUT)

Kk, JEROREN FRROBEIEEDIHE T EURICEY LRWE TH L0, MRzl 5 2

EMMERFIZONTIE, EEEROG LT 5,
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48 IN—Tv—IF
O #E

1. BE
FAEMMENERELFEN, OO ETHBARICHAELRONELBREZE-ITHRETH D, EITTR
BARICIFFEL T EMERKEL CRARMBRITOR#EFER. ENMEREES. BEGFHRERELLTFE
NnB)EEF, Tz, LILLIEREFHIRI L REE S LOEE S EFRR %), ENICKEPRCHIREIERARIZE
REEET, JAITE LA —IF I EFENR T =,

2. RE
FEE DHLA(human leukocyte antigen)&ZARSE FEHE DEEMEAEEDONTHEY, HAHERMRAIZMAS
DDRIENMHEERIET HEDHRMNANTHAN ., RAIFVEIETHATH S, RAEICITEIENEE S
LTHY. BEICLD2MEEBANFERICHEDIEEZEZON TS, EDEFAETILEED 93%IZEHSH
REMEREZED . REEEEZ S HLHEFEFLHNELEZELNHLEEZONSN . RIEDHFITTEHAT
Hb. WRREDBEENEDON ., BRI ITHONI TV,

3. fEK
MR F R BRI S FHEDO N EMAEERT 20, BIRFAZEICE > TREOENORREICIE Ui EKE
RHH ROABEEDORL. AROCLUNRE,. ESREHOLA/—HELZED. BELLDHITHROER
MERATORBFERIERL. BEOAREEELLSE. MERICEBSOREE AL THRMERELT
[EThBIKELLD,
FEMORERLLOREDEL., HIEZHEV b IO ERBTHAEDERERAT 5, REEML
TWAHEMBIRELEERBRER TH L0, BAIZEISEIEEZET 5,

4. BEE

SHERELZEH. RIEZHTILIENRIRYUITHY . COHITHEY L RIFEREFTILENHD,
FERORE. REICZOTHINGEDNETE T, STIFHOCEREEZEARANGTABELTHT
Do

EWEELLTIIRM/MREFOCHEBRE, TOR4TSUUVETD SFIOFETILRENTHLNDS, BE
Bl L TIEREMERNBRIFTHNIL, NA AR EDMITEEEITS.

MiTHENBEIGS ESNBAERF T, XBRHBREHUIRMOT OV o0 THhA TV, FFHlfaEEEF
(HGF) Z AWV BEOERMENBHELMNILESTETLS,

5. %t
EHFRICEALTIIFAERMEEFREILESEZGY., D, N, KINEREFZEHITHEITHEN-OICBIF
THHAN. BEOUMEVNELTLHELHY . AT ERDOREBRMD QOL(quality of life)FELLEMNT
ZEH DL,
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O EHOHEIHELEE

1.

BEY (K 24 FEERZGELRFER
7,109 A

- RRDHEAE

REA

. HRBVSRERATIE

REEL (RIARIELL)

. REOEE

WE (P ERORERMD QOL(quality of life)ZZELLEBMNT &AL

BIRE

HY (RITOREERBEBRMEEXRDZMELE)

6. EEEENE

N=—Sr—ROEEESEZAVT. SEULZEREPROMRET S,

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

O fREH
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<BMEE>

(1) 507% R i D FEIE

()NEREERT D

GV BREBIRUT DEAELHS

(HBIRFAENH S, RITEEMEFFIREDERELHS
(6) mIMELE, SAEMEE, #RFZSHLEN

ULDSEBZHEL, BRBEDREMENEMEDES . N\—DUrv—REBHTEHM, ZH, JFRIES
TIXER B EBRE 1217

(853 3| 2 1T)

FAZE M BAREE L iE
SME T ENAR M AR S

R EEARAE P AE 1% B
REEIRS EERE
LEMEIT)TIN—TR
58 P2 fiE

mER—F bR
RSB O fE 1 B

D EHIED

© ® N gk =
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N—=Dv— iR DEFEENER
SEULERRET D,

1B BEEEROET.LUA. 4R RERFLL(EE. ENMHIHEE) ZETHEETHLHN.
BELETCHEDTT7. RFEYMEEGETHRAR - BREEEICXEOLRLO,

2FE  EEEOERERBFICERMERIT(EELTRIEMS. B8, THRH) ZAIIEET. EVWREL
ElckY, H4EFE- BREFLOBRENHRERENICHLHI0D,

3E |RHOBALEEERD.F7/—H) LRBHEO/NNESCRIEXIL 3 ELU EORRERITENS
BE, BEOREFHEEDOA TR, HRETFIHERHEEZTBASGIXENHY. HEHEEDHE
BB IG &5

4 EHOEBHERICEVER(RFEERRE) DB ASEF - BEEFBICEIKEEZET . EYE
EEHEREIGEGD, LA >TARMEREZET H52E3H5,

5  BLORH#HEERELDIC, &I EBMNEEL, ABRMEICTRAGARE ., AREEEREZLEE
THHD, (AR R, R, 2F. SARHLERL)

Mk, SEROFREN FEROEIELESFE T —EU RIZEY LARWE TH LN, B EREL T 5 =
EMBERFIZONTIE, BERERO G E T 5,
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RUVEBERARGPLIZIE. AL PFHUE U HK@ECL)., IL—T AU E R F(LAC), TyEILIY Kt
(STSRBHLEENEENLA. ChoDiAEEL. ERREIZE) - FIRO M AE ., /MR E. BiER
E-RE FENBRRECLELZADGEICRIVEEENMERBEAPS) EMEONS, £2HHETY T
—TRASLE)ZIRHLETIBRRERPLECRBERBISROLNDIIEN BN EE M), RFEME APS £H7#HE
T 5, F-. ZIRBBIEELRFICHDITELRBRLEFEL catastrophic APS EMELNS, REIXEXRER
BHTH5.

2. [RE
aPLIZAPTT DERZL-0T A, ERERHICITRETTEL . MIREEZET-T . TDHF ETHATHSHHL
ODMDRERAHEIN TS, Thnld, UUEBEKRFLERERGZIMGIRIZHIEL TS B 2-GPI %
£95. 707142 C OFRILEZEETTS. AERNKRMRLEDOIAVKRED L) OANNRTUREZRER
WLIEEE 5. SEHHICE<mMERNEMRENDTARIY AU EEEIHT 5. MERNKRMAEND
@ von Willebrand RFWRTSRI/F T HTAN—FLUEEA—DEE BB EEMSE D, HETHS,

3. fER
aPL &, BiF#ARMASEE . BRARE -BERE - FEARBRRET. M/MUBAEGE ERET S, F-. 0
—LANKGEEA» 5B CREEAMMERIMAS Evans SEIZEBFAHD_EE0H5. AETHEREKRER 1
[ZRY . chnld, SLE LEEREREBICRSTIRIAVVERICERN>TROLNS, REITE FHIEDRE
FIEEEEI-F catastrophic APS Tld, REDEEE. NI EEE . ARDS HOFRES. DHEE,
DIC HENEELEREH D,

R UBEERHERBECHON DR
@ MmiefE
< FRZR >
migtEFRAR 2. KK, THRERS. MIZFAR M2 AE . fMAEE - A AE . 42 M4 i /= I £ fE .
Budd-Chiari SE{& 2. FFIEKRGEE
<EhARZ% >
KIEES. MiRIiEE., MIESARMASAE . — @R MR, RAEEE . FOlE. DAEE. EEMD
RNIE% . FIEEEET £, BEE, B, fFFEE BEE BEEUHEERLGLE,
@ BIERE. BRARE. FERNRERT
@ m/MRiE A AE
@ i BofREMBMEEMN, Evans EIRE. B8/E. BHR. MERKRD . TOVUR. Bt
RARELTE,
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4. Ak
EHRMED APS TIE, REZBITHT HBEELLICBEEEZT, REEOGEICIEHUEREEN
FRELD, FUBRREIL. UI/MRFIEBE7RAEY Y EBFIOESY  SEYFE—IL, L AREY
—IL. PG B®ELLE) FUgEFIN/ )Y DIILTPIURE), RHERBHER(DOXF—EREREEEH.
REEICISCEIRESN S,

BIBERERTOAREREIGIZEL, EASEIC SLE HEDBH B RERENHBIBE O, catastrophic
APS BEIZHAIND, CODRENFIEEIL aPL DHKEEE TSN, BIBREXTOMRDS
AERSIZNEMEEHD-OFTENBETHD, TOM. FREIECLERBEEZ LA TITOT Y
REFIEENGHAIND,

5. %%
F &L, BENDIERETDEEKRR

i

2(2kD, ZIBRIEEEHA D catastrophic APS [EFPERTBTHB.

O EHOHEIVLELEHE

1. BEH
#910,000 A (A B LKD)

2. HIRDEE
N

3. MRMGAERAE
REEL (IRBEELZL)

4. REOEE
WHE (BELIABRNRETEETEZLSS)

5. oA
HY(2006 FDOEFE) VEEBEMAEREICI SN VIEEIAEIRE D 2 FEEZE(2006 FALIRDVSATIT

URZ—E) D@MELE)

6. EEESER

R)UVEBETRERBEOEEENFEZAVTIELULEEZXNRET S,

O fAEHT
TEaTEImE RICRA I HREMRIL
MERKKRE EMREE-—RARELE BR-VIOIFBRERNE BHNERR

O fREH

249



<BMEE>
BRAREEDIHEAULNFEL. A OREEEDS>H1EBULNEET HEE U VEERAKEIRELST
%

BRERE %
1. MiESE
ERZH. HAVEHEBEMNIZEIRIN LA M EEED R AEZEHIEOEIFRIRH DU L/
& AL

o L\ LHER. BERTHLL

o BEDIMIEELZH A ENEY THONGMDRERALVE S IFEERFTRICEDH TR

o REMOMIRMAZEEZELZN

2. WEIRAHHE

@ R 10 BLURT, ITREDGWEERERENET, F=1X

@  O)FM EED RS M E B E(FMAEE) . XM BHET E(CXR 5T 34 BLURTD
EERERREORE. F&

@ 3EUEDDHTH. R 10 BLAIDREG-L. BAOEEFHEE . ANWFHEE.
REBORBEEEERO

BREEE

1. International Society of Thrombosis and Hemostasis DH A RSAUIZEDW=BIEE T, L—TATY
FaA7I SN 12 BARU L OMEESVT 2 B EEESNS,

2. RESNIZELUSAEIZBNT, PEELUEDAMMD(G40 GPL or MPL, FF=3>99 /3—t2 5 A)L)
1gG BVES=(F 1gM B D aCL A¥ 12 AU L OREREH LT 2 B EEHINh S,

3. BEMLINEUSAZEIZEWT. hEEULD A 099 /83—t 21IL)D 1eG B F[L 1eM B D
- ~GPLHifAD 12 BRI LI EDORIEZE ST 2 ELLEERHESN S,
(RFTIEI B 2—GPHIAD K DOYIZ, AL FVEY B 2—-GPI EERIAZTRALDS)

250



<EEESE>
SELULERRET D,

1B BREESLL. EHREZHLEADL DETHALLY)
o HI/MREZEVCHREEREIITOTELY . BE—FLURICMAREDHF-LBRENGES,
o IHREHIEDBREDH THMIRFEDBRENGES,
o [MifEDEAEIIHLAMBREZIIROT . BEEFITKENGL,

2E: ARLTLDARE. HREZHLCADL ETHELY)
o H/MREECHEBRREZITOTEY . BE—FURICMAREDH-GRENGZGE,
o [MifEDEAEIIHLAMBREZIIROT . BELEFITKENGL,

SE: ARICLANDLLTBREUEDOMBENHS. BEEDEHEES© ADL DIETAHSD)
o BRMOMEE: ll/MREEPHEBRREZITOTLSIZLMNDLT  BE—FELURNICH A
MmigEZELI=BE,
o BEDEHREE APS LXKk TREHFEETNEE. DHEE. MEE,. BESE. RNET R
HEERLGOLNHEELEDD ADL DIETHIFELAERGE

4 fIUBEERAEERBICHT HERD. HIREED. PEEORSFEES© ADL DIETAHSD)
o HUVIEENMAEERSE SHHIEESINIZ APS [TINZ T, LU VIEEHUARED Mm/MRE D . #4
REEGE 1T DRENGEREEZRELTLSEE,
o IHIREE BE—FLIRITHEYRT O MR D F B LIRS HHED T 1 B B SHuf/MRER R OHsE
BEEZITo>TLDER,
o HTEZDMBEE APS ICRDHKEMLTERRBAEZT(NEE. DEEE, MEE, BEE. HAHE
TOREEELCENHY ADL DETAHLER.

5F: BUER APS, FiLGVLLBRLIAEEET SN UBERABEERR. AETOIIREHE. aED
fiE25fEE D ADL DIETAHS)

o RIEE APS:BE—FELURNICHKEL. EFHABREZVELT HHE

o HUUIEEMKEERSE ZMAEESNI- APS ITINZ T, BE—FELRICHY VIEEHAEED
/MR #REEGL I SR BB EZFIBLIZBEHINIIERICKEYBEEZRIEL
-5&

o IHREHHE BE—FELUNITITIRES MEEIEHGEDIEIRE FHEICKHL TEBEERLELLIZES.

o EEDMMBES APS IC&HKGMLEEMBEZTONMEE. DHEE. MEE, BEE.RHET
PRBEEGOICKYNBIDNBELGLLEZELL ADL DIETHAHIEE,

XEH EROBENS LROBEENEE T EULCHALEVETHN, BELERERHET LN
BEGETOVTIE, ERAYRONERET 5.

251



50 £5MIT)TIF—TR

1. @E
25MIT)TI—T XIIDNA—DNARALGE D REE SR DOERILEICLKVREISE 5 HERIEN
REZRYETIECRERETHD ERITABRICKYBERTIEOD, ERLEEFEYRLTESE
DIFBEIMDHEMNZLN,

2. FRA
—HENERTOEERTTIM—TRAD—HEL 25%RRETHAHAZENG., AISHIDEGHREE
BRELT, BE MRILEY . £HMHR. BYLGEDRRERFAMDLOTRIET LD EMERIEN TN,
ZDHER. BEHK., FICHDNATUAA BRI CEESH, MR THEDNALKEEL TREBEESHRER K
SNHHER. BBITEBELTHERDERHEGEZN L TRENERESNEGEEZOND,

3. fEK

MWEHER: 25EBER. FEFTE. REGENETTEIEN S,
(2) B IS - REREAE K

BHIBE T A RAAM NN THD. BARBTIBET 5. TARIANEILEEE. B, 58EB. B
EEEGEIZKLAHDN., BRI THIHN., PHLTEE. AL, RE. EREET, COEHIERERK
R%.BEORE., BABBLANEICHENTHS.
(3)fH - EAERAER

FRfE. EEEESRAICLLHoND, BEIRIALONED, BIRIREHSIZLFEV DA,
BOFER  REABROUL—TRIBR) EIHFBOEFTHERL. RETHLEELLS,
(5)fHERE AR

HIRIREREETIBSIIEETHDH(CNSIL—TR), SDIREE, L B Y43, EELE DRBMEIR
LES HINEREENI(ADND,
(60 M B IR

IDMER [T FLAHDN, AURFT—TLHDTELH D DIARERIT & MR, FEIRGEERT S,
(DRfFEK

MR R S BHH I AoND, COIFH ., FE MM, MigHm, MSiEEEFERRORELL
TEENRBETHD,
OVHILBRIEK  EREAAHONBZEICIE. BEELE R CIL—TREBEXIEET S,
(OIRAEIK AR M, AMERFEDCI/MREDLEROON . RIETORIEICLSEEZONTLS,
(10)ZDfth: Y /\HERR TR MHRIC KL ABND,

4. AEE

(WIERTOARRIE X ERF (NSAIDs)
ZEE BEERLEDERBICALNLONS,

252



QR TAOA/RE

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

253



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,

254



<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,

255



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

257



<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

258



<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,

259



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

260



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

261



<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

262



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
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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,
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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
NEAMESEBRORERR. RHAZHEAREDHEILIZET BRI
HMRARE BRARBEEXRZEFRS VoIF BRERNFE &R 58 KA

O fREH
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<TWREAE>
1 #8=

LEMI)TIN—TR, BEE, SREMRLEICHONIEROFARAIEEL, MFPIZH UIRNP i
AL AHLNDEETHD,

2 @R
DL1/—8BE QEEHLWWLFEDIER

3 REFHME
L UIRNP Hikl5 14

4 BEFR
(1) 2BH%TYTIM—T AR
@ LFEEHR
@ N EifERR
@ EEmEAIHE
@ 10 28 I RRE 2%
® BBk (4,000/uf ) XiLin/MRiED (10 B/uLT)
(2) BRFEFRATR
@ FHEICRBL-REREL
Q FHSHE, MERMBREES (%VC=80%LUT) X ILFHEENEEIE T (%DLco=70% L T)
@ BEMRENME T IR
(3) BHRMUMAEHKAMR
® HmAHET
@ mE4EER(CK F)ER
@ HEMICHITIHEMEEREMR

5 BB

- 2 M1 R LG

- 3 OFERMEMS

- 4 D7), (2), QEDSE, 2L EIZDE, ThEh 1 FIRULEASE
LE®D 3 EZE-THATESHRESEBREZHT 5.

EE

1 $1 UIRNP AN B IE = ERELFEH A VDIIBRFEBIE X (ELISA) DWVWTFNTEHKLWL, =1L, =&
REMBCENIGET ELISA OFERE—HBLEWSEEIZEK, ZERELBEEEXT S,
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2 UTORKRBEZHRANBEDISS TEEAHESHEBBOZHITERIZITS,

@ 1 Sm A

@ BEhENH=AKEE DNA itk

@ HMMRAVAS—E itk Scl-70 Hifk)

@ 1 Jo-1iuiK

3 MEMEREELESH UIRNP HUARBMESIE, BRRFT RN+ 25 0ided, BREMEESHEBRICHE
SNBSAREMEN R,

270



<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)
s EE (RUVEZGFREERETF) BUh. 8. WEXRERE
REETIERE % REITETT DR B
HEATUI iR MEE iE. BN, %R
EEQM/MRED H M AERE . BT
PSR =il =EOEIM
FRERRETE WRURTF RIEREE . AIERREAZE

hEE: ER REBFBMEOSVRICELND
) \ERFERR REBEBMHEOSVRICERLND
5 2% BOET. FifE. BRMEERLR  BICEEHHY
REESHEES WREEEX. OO DREE
b k. DERITE
BES FEAR(RT7O—CLEEE. EFEBTILENTEH LA RLND)
RIEIME % SEBE. BRI, B2 FE AR 3R
KEES. FHERInERERE EEORHERBREETICLD
iRt AE ETRRTHIN LBRMBEGETIHALHS
R EES EXEREENSL

B IIR P B A 2

BET) 0 F iR DEEIRERNFICEoN D

B - LA/—HR&
BEOLFOERR
#IBE
FHRICRETHREREIL
JERIE R A 2%

EAFRICLAMERMBECLYFIEORIAL L, BFICH#AN
MCTD D EEEL A ERRMICHEL G D LT
BEE. FEGLCTZ

BEICLETEN. FHROEMBEEELYS

BT E B VARIZROND

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,

BRAGEESHMAOHRECEFCREL-EE RG] NEKOFEIZEY ., BEREGENZDHE
ELTEZLNTWS, R)IO—FIILEEALIIT AT MED (D, ik, U9 FREF.
SS-A fiufk, fi SS-B ik E D HE KA HERT B,

2. FRA
HHEITHATHLN, BEREREEEZLN TS,

3. fEK
(DEZIRFEK (IR, O, [UBRZIR. RIESIR. IERIBLLE)
(2) &R AR - RBRERR
(3) BAERJEK (BEETfE. BEET )
(4) BRARRR (FRARRRAE . 1214 B IKAR %)
(5) FEMR BRAE K (R E MR 18R B K. BFELL)
(6) FFEIR (RF R M EEE . B REMEFR)
(1) HAEERERK (B %)
(8) B GREIFRMEMT I R— X AEHY D LMAEIZ KD FRE . &R IKILE)
(9) RS ER (BRRHBE. @H </ 0T YV MK D, TEROMIRE B EH)
(10) ZDM (LA /—HRER. HE. RiHEx, ME X, BE)/\BLELE)

4. Ak

FARAERIZH LTI, SHEMICALRED SR O ANTERDEZENITHNS, BB ODIHLIES
WDFHICERTHS. ERDEEEZRDOIELIZRBROERIHNTHD, EIFERMNRDMEEIZIE,
BRBIALANXSY THRE—IM)FAY ZEMLE EBREEAVGENRAVLND, BEEEE A
(IR HIVITLU) ESETOERICHERTEAUIEL 1 60%DEFETEMNTHSHH. £ 30%
DEETHIERERORTLEEDIMEANEET 5, EREQDILEY (5D V) LB RKEL D, &
I RENFIEOIVIEL (TLT4=V) DBMENRESNTND, CNETORERELELY &
BOETEELSEHAREMLH D, MEDREZFEKICHLTIT, RRTZITNENTH S, BEIHEAH
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EIRICIZIERTOARRIERIBRERAEERT 5, FIRIREEEIE T DHSICIXRRERAILEL DM TR
ENTOND, REERT VR -V ATREEOREICEST IR -V ADRIEEN) ) LDHENIT
Nd, REMETHEFERECHLTE, 2LV THFLa—ILBEORENE1EIRTHS. BtV
BEAHLEBEICTRONIERREDEIS LGS tMBRERHBFEEHLIESICIE. TDBRERL
EEE

5. %%
—RIZIEEORAERAEN, FRIIBITFTHD LIREDT-HIZTEED QOL (FAITLLERIFEFINZ
HEhot=-m, I EEEEEA) D EBEOAILEVLE) DEIZT QOL ARELTETLS AaiTHRE
ERATHDIE. EFHEOESVIRNMEROEHL-BDRBRERKIZELS,

O EHOHEIVLELEHE
1. BEH
#9 66,300 A (FAZEBEIZL D)
2. HIRDEE
TH(BCREMDOHFEINREIND)
3. MRMGAERAE
REEL (IRaHAEGL)
4. REOEE
WHE(—RRIZEBEDEETHS)
5. oA
HY (ARMDEZBELEZFHY)
6. EEESER
EFEAHRBICEVWTEREEEZEBZELTER.
BEGRUE)ZHRET D,

O fAEHT
TBECREREICET SHAEMRIL
MERKKRE REAZEZERZAR (BRKE-VIIF-TLLF—) &R 40 22

O fREH
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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
2. OFEBRETROVWVT A DEERRZROHEHIL
A)ERRIERS T stage (ERE 1mm UTO/MRRKIEF)ULOEERMR
B)HER D MHEET (FLTAMO B TIOML AT, &Y IV TR 2 75/ 2g LLTF) AHY, M DHER
BROVFIST4—ICTHBEIE TDORR
3. RREETROVWVT A DBEHERMRZRHEHIL
A) Schirmer EXERT 5mm/5min LT TG, MDO—XAR2H LT R (van Bijsterveld 237) TE4
B) Schirmer §XB& T 5mm/5min LR T, MDOEHKBR(TILA LA ) RERTHE
4. MFBEBRBTROVT MO DEHERRZROHLHIL
A) 1 SS-A ks
B) $1 SS-B ik

Lk, 23 400Fhh 2 BEABGETHNIE - LU EREEZIT 5,
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<EEEDE>
ESSDAI(EULAR Sjségren’ s Syndrome Disease Activity Index)IZ& D EEE 748
BEGRUL)EZERRET S,

h-EREBEEHEGCRS)
BERBEEME (<5 &)

fEL BH EEE R
€E3:9) (R x ;EENE)

R ERIKRE o0 €10 w20

) \EiRERR 4 o0 E10 F 20 &3O

RBRAE K 2 o0 €10 20

FA IR 2 |00 €10 20 F30

RIBHER 3 o0 €10 F 20 &30

iR E 5 #oO €10 20 J30

BRE 5 |oO €10 20 F30

FRRER 6 |oO €10 20 F30

REMEEE 5 #oO €10 20 J30

PR AR R E 5 & o0 €10 &= 30

mixEE 2 |oO €10 20 F30

EYFHFRR 1 o0 €10 20

ESSDAI 0H~123 8

BItRE) EULAR DR BEEN M E %

— kit SS. ZktE SS 112 ESSDAI IZKYERE . BEEICHEET S

ESSDAI=5 H—EfE
ESSDAIL5 s —E}E
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BEE

ESSDAI [ZHITH L fEIE DFLMERE

AR

Tl B2

i53E 3N

0 LUTFDIEKA L

1 42, RIRER(375~385°C) . BT, HBLME 5~10%DAKEFH D
2 BHE(>385°C). &ETF. HAHNEI>10%DIRE R

(R AE B3R D FE 20 B HEBEZ R

)2 \EfERR

0 LUTDIERALZL

1 J/NEfERR : PRI AR = 1om EF=[FAZEZ2em

2 YNERERR : R =2 2em EF=(THE 2 3em, HAHUVIIRE (A2, EROLTH
)

3 MAEDEM B HAEE MRS

BRIEAR

0 RRREARZL

1 ETIRER(=3cm). HAVELRBLI-EB TIRELITRIROER
2 ETIREERR(>3cm). HAHWIIB L= FIREILRRDIER
(R, BEZERO

B EEIR

0 RE.EEMHOBEEERGL

1 HOIHhEY (>0 M EHESIFE. FE. BE. BIR. RUMOEEE
2 28 BAHEIDSH 1~5 B DR BIE %

3 28 FEEIDS% 6 ELI EDREEEIR R

(R4 ETREZBRC)

R EEEIR

0 7. FEMEDREERLEL

1 ZRGTHE

2 ERPHRIEXR. EELZOE. H5L\E SCLEZETRBLI-KEME X

3 ERSHMER. CEROEM. HAWIMEXEEEBEZ2SCUVFAMREME

(RAEHEFICEASREL-RADERSESMEELET D)

fiim %

0 JRE.EEBMEDOMBELGL
1 UTO2BEOWTIhEEZT
BT OR[N EXRET X RTEELROLL
X #8355V HRCT THIBMMREZ RN . BN G THERIERERENESR
2 PEEQFEMMHBLE T, HRCT THIEMMRELHY . LTD 2EHEEOLWThE
o) e
FERFREYIALHY (NYHA 1)
FEIR HERERRZE LU E (70%>DLCO =40%. # %L (& 80%>FVC=60%)
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3 BENQEHMMRE T.HRCT TRIBEMMRENHY. 2D 2IEEDOLVT hZEiHET:
_g—

TEFRUINHY (NYHA I IV)

MEIRpEEERR A LI E (DLCO<40% ., $H 5L E FVC<60%)

(FAIFHEE ISR ELERADERCKEEICEBFROTRRFES (BIELRE) X
EEMLGLET D)

0 WA EFHUBRLELL(BEBR<05z/dL, MRAEL., BREL, ADTIRF—Y RN
L) HAWER AR ICLIRELEFEEEAR
1 UFITRT SOLBEFL2DLENEEDEEMERZE (GFRZ60mL/5)
FREBETF— R
RIRRFRETEBR (05~1g/B) F£EL M DIMRAELY
2 UTFITRT OB EEITHUEETRE
B £ (GFRS60mL/7) EHESRMEETIF— X

BRE REARETEAR (1~1.5¢/B) EHEV A DMROBEREHEL
HBFICIEEBTEUNDRKRABT X, HAVEHED B I/ ZEERD
%
3 UTFICRT LHOLUEEFHMERE
RIEKARETERAR (>1.5¢/B) &5, HAHWIEMIR, HEIWEBETRLEZRHD
AR I TE M RBRAB X H AT YA RT U EEBEREERDS
(FAIHHEEICLIREL-RADERF-FERICEBROBRE T ZBMELL
5. BERDIBITEAGL ., HBFNAMREZEELEEMSTMEE T 52L)
0 JRE.EEEDHAERGL
1| HERCHERTERENHIEVVHXAT. UTO 2 EEOEAZEET
oA A
CK IFEZEE(N) D 2 FLLTF (NKCK=2N)
2 HERPCHERTEENHIPEEITEMEMAT. UTO 2 IBEZVT b ERET
¥
FRAEIR B (MMT =4)
CK EF###5(2N<CK=4N)
3 HERPCHAERTEEZROIEEFTIHMEHAT. LUITO 2 HEOWT WbhEiET:
¥
B 7 (MMT=3)
CK LR Z##5(CK>4N)
(RTAARIZK B 5 D%
S 0 A, FHHEOREMHBESTLL

1 UTISRY OB EFBEREHREES
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MR EEEERE (NCS) CAEASN MM BREMH#MR SR —1—0/N\F— = XA
A
2 UTFISRY LGP EETEMEREMEES
NCS CiEASN - EBEEZA LTV MRIEREEFH -1 —0/F—,
J0F T 0TI EMERE/HIFRBEE =1 —0/F—,
BENPFEOEBKEDHEFIMEEHAX.
BEOHERE EHEENTVNEEDEKANH D) &4 o1= CIDP,
RAHFRAE R DN AIEEE (= XAREEERO
3 UTITRY KL BEEBMEREHEES
RREFEE =3/ S MRMEBREEFH -1 —0O/1F—,
MERICKDREMZES (SREMERLE)  REHRICLDIEEDE KA.
EEDHAERE (ZRXEFEEF=3/5. HHVIEEDEFH KR £ 1= CIDP
(FAIFEHEE ISR ELERADERFITEEICEBEROREMEESIED
HiELETS)

hR RIS

0 W7, FHEDOPRAFEEETL

1 UTISRT S50 PFEDFEEHRHEES

IR ED R IEES . B, MRREEENNMEE ORISR EIK
T S RIELIERRIE RS

3 UTITRY KSLGBEEESMEPIRMEES

b i B PEE Z A SR E R F = (E—BEREMFEE. (FUhA, HEETEERE2.
BRI BEIE X EBEE LMD S MBI AEARIE IR B

(FAIFEHEE ISR ELERADERFITEBICEBFROPRAEESIE
HiELET S)

MK EE

0 BEf®EMmMBKEDEL
| BHEREMOKEDTUTO IBEBEOWTIAERT
FF R BRI (1000 <3FHREK <1500/mm3) Z4£5
Bl (10<Hb<12g/dL) £S5
Mf/MREA (10 B <M/l <15 B) E4ES
BB 2\ ERF A (500< 1) /8B < 1000/mm3) #F2H D
2 BEREMIEBVTUTO IBEEOWT M ERT
FF BRI (500 = #F 3k = 1000/mm3) Z{£>
B M (8=Hb=10g/dL) %>
M/MREA (5 B SM/MR=10 ) %S
HBNE) /BRI (1) 3k =500/mm3) #52HD
3 BEAREMOEFBLTUTO IBEEOWT A ERT
SFAREKIR A (57 ER <500) 445
&1 (Hb<8g/dL) Z1¥>5
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/MR A (/MR <5 75) EH#5
(B, FpBkiEd ., M/MMRBEDICOVWTIFEEREENKBLDAERTH_E.ES
SURZ.HMRZ. BRFREDBKRDERO

0 TEROEMZERFRGL
1 UTO3IBEEHOWTIAERDS
Ha—2 e
E#HAR (I C4 F1=IHE C3 F=IL{ELY CH50)
MR =y JOJYUImE, B IgG M (1600=1gG=2000mg/dl)
2 UTOIEEOWTIHEREDD
o)A RIT) o DEE
= v /aJyrmiE. & 1gG mMfE (1gG=2000mg/dl)
REHBLE v y0J) M. & 1gG M4E (IgG<500mg/dL)

Mk, SEROFREN FEROEIELESFE T EU RIZEY LARWETH LN, B EREE T 5 =
EMBERFIZONTIE, EBERERO G LT 5,
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55 FBRARFILIA

1. &

EEMSERMERIET X (uvenile idiopathic arthritis) D55 EH R (., /NEROEMZREEL T Still (1897) (2
FYBEHINZRAFILIRERLED THD AFILEICIZRARIEFEH S LD, Bywaters (1971) DR
LIRFION TV, 16 FRIEZFRA LT D, MNRHILHBRIERR, BEAHEECTHS, NERAET
BAFCTEELBIEEHLE THRARFILREFIEN . RBEFTTHRABID 88%H K AFKER TH-T=.

NI D FEAE B (. ARFBEEETT 20 FRIRZE—VICERELLLITREHMBAL. 65X 16~35F
[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
TASMRBBENENTHORERKEETHY. BECREMHFRBORBLEEERN S, MFERITIUE2—T
IO Yy, A2A—AA4F26(I-6) . IL-1B. IL-18, EHBIEFEEAF (TNFa ), MFIL-18 NEEL, miET<!)
FoEREHEET S, v/OT77—UEMLISERT EEZLN TS,

3. fEK
B AFRIERF LR CES R IFZHEHTIIHEVD, —BHEDLDEEDONITEETERIE 100%TH D, 5
DIWEETHEVDA RV RV IEETERLALN ., —EOEHICIXEE) VI FLBLUL-BUS
AbHbND,

SRR, BOLRRBANDLHETHY . BEEZHESIILLH D, WHHIWVIEERLOOHDEHICIL.
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I 6 METs LI E HEAED 80% Ll E

I 3.5~59 METs HA{ED 60~80%

I 2~3.4 METs HEA{ED 40~60%

v 1~19 METs LLF HITREESH BT
HAED 40% kK

NYHA S 3BIZERZR (ZX S35 SAS (ALY,
[ERLHIT 2METs, BE 1T 35METs, SUA KR ALY FIKIE AMETs, &% 5-6METs, BEE% 6-TMETs %
BELTOEZTELTHEELT-.
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SiREDRNERE

(Specific Activity Scale)

Q2 TiL, TRICOVWTHERML TSN,

(BLoBW, ETH26WEEBLY 25610 KO LTLEE, birbRNHOIZ
212 12O LTLEZY)

L&, BITIRLETH 2 (et BAF) =N SHV
2. MIZRoTVA ERTTHN? (et BLTF) [EON VAN
3. ~ANTREREENATEETH? (1. 6Mets) =N S2Hn 9
4, P VIZ—ATRIZTEETH? (Qets) [EON 2b 9
5. HEAN—ANTTEETH? (Qlets) =N ShYV
6. AL TE E T2 (2~3Nets) =N ShV
7. B CHMZEITET702 (2~3Nets) [EON ShV
8. ZIXANTIETEETHN? (3~dMets) (R SH 2
9. VX U—EWMOTHLERTTN? (3~4Mets) ITn 25N 0
10. 7 VA KA LTHERTTA 2 3~4AMets) =N obl?
11, fEEE7 A & [l Ui C % 100~200m B0 T 3 [EN SHhV

FRTTh, (3~4Mets)
12BN BOER LY AR Z#LTHERTTN? 3 ShV
(4Mets)
13. = A CREICANETH 2 (~5lets) (A ShV

14. RN ERI LHE T2 E TR THLERTTM? 1T VA
(5~6Mets)

15 BOVEBEEERY 20X TEETH? G~Tets) 1T ShV?
16. FH TANT0m BN THERTT A2 (6~TVets) 1T VAN
1. FEnEITTEETN? (6~TMets) E4A e AN
18. 7 = A QUTHER) 2 L THFERTT 1?2 (6~Tets) 1T Sh 2
19. ¥ a ¥ > 7 (RpHiskmfE ) % 300~400m L T § TR (A SHV
TTH 2 (T~8Mets)
20. Kpk%E L THERTT 0?2 (T~8Mets) [EON VAN
2L b EVE LTHFERTT A ? BVets LAE) =N 2H0n 9
SERPHBT 2 ME#E _ Mets

¥ Met: metabolic equivalent (fUHP4H) OWE, 7 OBFERE (3.5nl/kg (KE/5)) % Met
&L TR OBRE NG 2R L, KEREORE L LTHWS,
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BUEHRNENR EALOIERUTMESE

O S ERT NS (KGN E M FR 2 Ban o e LT &L,
(ZOEMFILT v r—MRARTHED Y FEADD, AICIEESBNT XL

O$#*Atﬂ$t%“ﬁﬂﬁﬁ%ﬂi+ér i UTOAITEES EEW,
AIGEhREEE L 13, ERIRE IR S CO AR O & (RSB35 T

J:._l D, DARIERS BT A MEB A 201, MetsTETHO T,

2) ZHH D EEIIILTEEOA—=A TR, AEROBEREALR LR—RTTESH 4[]
BLTLEENY,

3 TonbRn] EWIRIFITARDZRAR AR LI ICHBERYRL TLESW, EE
BE SADBROE T2 L OBVEB T, BECTo-RBAHIE, 4 THTEXZ ) 1l

Lk D Z

HIENRDYET,
DBESAOEZR TRV 25 250 ~BITTHHZEHBICOWTIFHCERR AL T
<rEEy, T2y £V '#l'wr y:1=[0)] MetsDff) Ht P

42 (Specific Activity Scale:SAS) [ZHYFE

T
5) i/ NEBIRO PO T L 22 5 HKIEBIOEMER X, ZOOREEBEORER 2B 5 7= Dkey

question& 72 0 FFOT, WAT T/ MEB & MetsE) & EREE OF 5% L T 7ZEn,
Wkey question&ld, SIEIEEHEHOHANANIOEMIER T, HHEEAO4, 5, 11, UAK

b Hkey question T,
6) Metsktic mmméﬁmmﬁ(ﬁmwﬁl

w~m)’
7) hLobvn 5 TB(OwaPNMLT<t*w

) Z)EABNTETEETN?
IO AMTEBICE) EANTELEZERHY , BIITET,

- 3w
O 1TEMICLEZ ERRVR, AR THRICTEZ I,
CE)ENBTELTHEDR, HL2bhoT,
cEIEABTE LTHER, 2ot - 2bW

cTCEEIIRDHEDT, ) EABTIELARDPT,
ZOTBMICLEZZ ERRVE, AORETESHL TTEZ TR,

CEHEAMBRTELELRoTVARVDT, TEDINEIDDbLLAY, — bhbARn
EHEURTERATZERRVDT, TEXANE I DbrbR,

(MO TOREOHE)
IR A & TR U T2 100~200m5 0 T R T, (3~dMets) | &0 ) ERITHI®D

TIER AR SN 5A . BRI D key question& 72V, BAMEENE T8 AHSASI3. SMets &4
ELET.

(BEICHEL TV ERHIRA)
FACHOERER TIEROBI DT 256, T2OH0 T EUETLY 133 0581 NetsiZ,
BT E D 5250 BAEMetsd LTTFEW, BLATE 1, AiRIORERD Z L 2F L ET,

XARR., JERORBREN Lo BEE HEE T TELL EIZEY LW ETH LN, BEERER kT 5 2

EMBERFIZONTIE, BEREROSG LT 5,
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59 ERELDEHEE
O W=

1. WME
IEXEDHES L, BREDDERRERITDHEETHD, BREDHEIXNDEFROIERFRE
BRXEESEZELZVWVLAZE. HAWIHEEBDR K | EEEL., EERHBRAEFS-IHAEL LSS
WIERAEM I ESN., SIBE CIIIGEHICEENEREFLE LD, FLEAEEROREEZE T4
MEL,

2. [RE
DEIGEREER (B -SALVEMH. FARZU THEEF LA UBEER CHREN 10 BEOER)
DEEGEFEENEILRETHS. REEFIOFHLUEFINoDBEEFEEISERL. MEHDO—EHL
EFkCTH D, LMLEAS . REREFBADERIE DA,

3. fEK

RNETIEKREDDEEN. BERNOTHAERERTZTOIEN S FFEFRZTOLHEET LD
BEREEZZONFICEWICIW 7 —ADN DN EREF T HIEEICIE. FEMRICHESEIFOH
FO BB OFIREE- WO EBRGEENHD, £z, EEGTERTHI LM IETBRARELES
LIS, BAEMIE X DHEDISS (X, EBFGEAEREBREEORENELL. £5IZMKEIT+
DTELNLGLAGEDIEICES>THELS BWICIE DIO—BRENMBOTHERAT. EEERDODREELS
HEEREBREEOEECEE., DBELEEZMBIENEED, DII—REICKDIRE(E. REL
PHEIN-MBERIEDRI)—=V T ICEBNEREBET L. BHE. BEZHOH . DEHT—TILER
E. BB EANIOOLHFERLTELTHONS,

4. Ak
BREAR—YLGEDBHEETEILT S, BEEHITIE., BEMEORI/NZIIL(ZTIVEVLGED
TERBEY DU RAIILD Y LIERET—MEMICERALLZLD) ICKVEKOBELNHFTES, DEHIBH]
([FHEAARBRMENBROBEISEEET NETHY . KAFILARBEZET . RN GLBITYL, EER
EgE. ERGEZRX, EFFOEET. REGEARDREELGEDRERAFIAOHNIEHRBLE
BALETHD, BAMORAEMSFITIE. BRMPREDOHBRATOLDEFRUIRMNEEIN ., ZEINME
BEETICKAE AN DA LB TIILBELI B LD,

5. %t

5 FHEFER 1. 5%, 10 FAEFE 81. 8% (BAEERRITLMHERENRIIEM 57 FEHESR) . TR
ELTEFERIEAEA S HE~SHE TIOFERCERERENETHS.
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O EHOHEIVELEHE
1. BER(EK 24 FEERZHRELRFER
3,144 A\
2. RIHEDHIE
THWBIEEBDEGTFEENELHRATHLIEEZLNTLND)
3. MRMGAERAE
REEL (RABELZL)
4. REOEE
WHELDRLLGEDBBEDORENLLETHD)
5. oA
HY RITORTEEECEMREZDZMESE)
6. EEE SR
NYHAZEZRWT I ELU EEXNRETS

O fA#EHT
MRS DEICET BRI
MRARE EUARRSFAR L S— BRUES B LEA BE

O fREH
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<BMEE>
(BEAXRE] BRELHER, FY—RLDBKICEICEENREE TE2ERFTERETHREHTHD, Fi-.

VAR REUDFREX. DBHINEAREEEZERNEOILENIEREIDFHENSBITLI-ENHE
By (Wt TOL - AN

(%] a) IERAEMERERELDL A
b) BAZEMEAERE DA
c) DEHIMEAEIEDHE
d) 1D RABRERE D AREE
e) PRIRMEAERELDFE

(REREIDARIE DM A #E]

RREDGFEZHICETARVERGREX. (D DDEEETERELEDEHBEZHICLIFTRTHS,
(1MDOBRERLRICNAT, Q)5MEHNMEELEDEANTREERELDENZHEITIZEITDETSH
5. F-. B)IDFHERIZEDIFR. O REEREDIHER. (5) BELFELWMAEEZHICERTHS,

BEDEDDEHRZUTICE#HT S,
(1) DEEBEERRELCEDEBRZHICESTLEDMR
a) FFRAEMBREDEE

DEPRROEXFR. FRHEFRIER (RRAOOLESRE/REERE=1.3) GELFHOR
BEEX,

b) BAZEMEIERE LA
EERHBRERRE. BEFTI—0OUEHRTSEE
c) (DEPEREAZEME DA
EEREREFRR
d) 1D RABRERE D AHEE
IDRABERFTR
e) PRIRAEAEREIDARE
DFHIRFEREEEZNREDOHGRERO  BREDBHEN - DBITHERINLO

(2) #ERIZH
s MmEEORE. DEFERE. EREOFMGE DR
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B ~SHREELT,
simEEMEE. DEFEERE. EREODEE. EIEMEE, RSB MEE. 8., fHit.

SHIC.BEOHERE (CREOHERER) - O7LI—ILENVESE. EEBD. BREMEDNERMEES
fiE. @QLF K., Qi -HERBICHILDHER. OBRRE BEHYIIF . £5HT)TIM TR KIE
2 BHRMRRRELGE) ITHEILDHEER. OXREBEMHLEE HSDEL) . ORBMERBITRESD
A8 (Fabry f. ANEYVATA—2 R, Pompe f&., Herler fE{&E%. Hunter fEIRE¥E) . DT D
(7EAAR—=2 R HIILaAR—=D RIGE)

(3) DEFERICEDSTEENFTR
BROEHMREOEFE. DHMIROEBREIDFE

(4) RIRFE
REMEFREZRDS

(5) EInFEH
D BEA L UEHERTF. DHMORZVEETF. DEBIA U URBAEHCEERFERED

B FER

(ZED- D5 EEIE]
(1) BREEK BEROIELZ D, EiF. FIRE. WETEERE, fE. ZETRE. FEEE, HFEL-
KMAETRTHE1H D,
(2) LDER:ST-TREE. EEASEM. EEQR. MTOv) . FEAR(LEE., DEMHEIRMET R,
RARMETEAR) 2L, QRS IEDERPR KOBEFLHITENH S,
(3) B IE. VB, IRfEHAME
(4) HALFEAR DFHEEESR (CK OLDH %) LiIbEFIFR T F R (ANP, proBNP) H3 #EHICEF 952
EhH 5.
(5) bTa—H:
DEDROEX. EXMEDREE (RO LDEDRE/AEE = 1.3) BELHORBHER
Ko EEHGREERES (EERAMFRERT COWRES /24— BEAHHNILREHESREDE
o
FAZEMEXREDHIE T, BIEFTI—DIUEIRT A ES) ., £ERHBPEEERD S,
T, EEPIRE. AERHBRBRBLELET DHENH D,
PRARAEIE AR D RE TR EER-BORBK. EERHAPBEDOET., UFAMEEEETHOETE
RH5,
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L DIO—FTOFHEA+ 2 CBOoNBIMGE X EEEFOMRL, CTOLHYYFI 5747
ETHRBLTHEET 5,

(6) ILEHAT—TILRE:
<BEIRES > BEBBIRFEZZROEL,
<EZSEE>DLDEPR. EZEORE. DREEKRGE,
<EAE>EEHFRRPE LT . EE-KBIRREEERE (FAZEM) . BrockenbroughTi R,

(7) DERER:IEXOFHMRE. DA EREINEE,

(8) RIREE: LIFLITRIEM GEGI) REETT . MEROCFHMBIKSEETFEEHA. BERATHS.

(9) #ERABARE DT, JREREEX B ODFHEDEZEREISONTE, BL T30, BREET D
D . FERAMERRERZZDDLDLERRTHAHIN . BEICEXREDFHEDZEIRN(ODII—FR
BE) BNHEZENBLETHD,

(EEHHBDAIR]

HHEBBERIL. TROXEBZ—DOULBLTIEET D,

RKEED DAIEPOFEREE (CD HEAARKRE) IZLDAREEZETS

XKEBEQ LDAEDFE
IDFALERNYHATL ELLEMD [ (#EFEMets6 LLT) or (peak VO,< 20)]

KIEHQ RARLILEIDFEDNAYRIEFE—DLULEETS
1) BEMTEBIROFE
2) K- MFIEDEEE
3) BREDHEIZIDIRATLLLIDFL2DRIEEEZET S
4) BEENAFITHESMEE TULE £ F25mmHg Kl ; TR (X4 0w K i)
5) FRARGEEEX (HXEEE =30mm)
6) EERHIREREN0mmHg ZEBADBELEDMITHENOSEDESR
7) BEFEMTTRIRESNDERERTS
8) HLRARABICHITUIAES!

FEBRFAETIGEICIIBRERHSEFNIHH-HIEEET D
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(REDHDBESEIHE]

1 FRBFRFICIE, 2FEOER(RDIZF v TL—avF = ERT—ILRARTEIN TSI E) B&U
DIO—REEBGFEIELR—OIE—) [CKYZHICHE+DLEARENZRINTINAIL) DIRN
NLETHD,

2 DID—RTEGFHEN+2ITBLNGENGE X EEEFOMRL, CT, DFHYUFIST4LETOR
BHmLd 5,

3 FRBEICELTIL. DHROEELHER (CRELDHER) LOBRD=HIZ. DRETLHERE
BITTHIENEELL, Ff-. BEIREEDRADDELIGRICIIEEHIREF F=ILEEIIRCTA WA
THb,

AREREEF EXBOHEDZREICETHHANF/42 (2007 FHETIR BABRBER)BEELEITER
LTW%, BETRMTOESLEDIC. RERENERSINDIENH D,
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<EEESE>
JERELLHE BEEESE

TL L F=& ZL
(NYHA 1) BRI HLEE=

linb%ﬂmlnﬁ
EE #ﬁﬁﬁbiﬁ IIEI HY
(NYHATI) \2
F=IXDEMS
hE
EEHRBREF
Ak
hEE~F FEHEOEHE 2EUE
BE EJE U RES L]
(NYHA I~
V)
B5E 2[@E L E
(NYHAIV) Fl=XEGRE.

B A T B
i 78 4 S D
wWFhh
ER
1) {EBEHIR & BNP HOHEIZREDOREBRRZEL TS & XIZTH
2) FERHGEME LM - 3 HERLL LTRSS 30 BAm D b D
3) FERILY X7 : BIEMEAREAR, Kb - MEILDOBEE, BRIEDOKIKRE, AERKEE>30mmD > b
2EHBM L
<BEEEL>
1) EBERIROFMIZA B HEE
NYHA 748

I % IVMEBIXH LD R EREBZHIRITELN,
HEMNGHARFH TR . BiF. FREZH. XMHHIE
mibE () £ £ L0,

I BENMPFEOSERITBOHBRNHL REFFEFEEFERICITRER,
BEFEDIS. LLEHENHE GBI L, BER LR RESTERE) TRF . BiF. /FRE%.
KMHHNIBLE B EETD .

11954 SEQHEEHOHFRNH S REFFFICITEIER,
BEFEDSIS, BFEBIZE, FBTEE) TR . BIE. FRER., KHHH0XR0OHE
(MWEEETS

IV DERBD=HVAIEEHREETLHIREN S,
DAREERORDRE (BF) NR#HFICLEET S
HIDEEERFHTNLAEET S,
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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
11, fRREZ2 A & R Ui G2 100~200m 30 T 3 =N VA

FELTTh, (3~4Mets)
R2.ENE) BNER LY AR Z#LTHERTT N2 13w ShV?
(4Mets)
13. = A CHEAICANE T A2 (4~5ets) EOA 2HV 2

14 BERANERCEET2HE TR THERTTN? 10 VA
(5~6Mets)

15 ROEEEGER Y R 2) X TEET? G~Tlets) 1TV Dhy?
16, FHITRNT200mENTHERTT 2 (6~TMets) 1T ShV?
1. EPZITEETH? (6~TMets) T VAN
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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SREDRNENR RALOTBERUTESE

OFfL 4 B i & (i e R & S o 4 R 2EL,
(ZOBEMZET v r— MICELY $HA00, BESAICKESHVTEE)

OBE & M LH RIEBIRE N 2 HE T HBRICIE, BAFORIC TR SN,
D) S IRIGBRE DB % & 13, ERSBA SRR SN TOAIHE O RIKBARICTE 2% M D 2
LIk DARRERD BT 5 o MBS R A Ao, MetsTHT HOTT,
2) B OFEIERIZLTEEO =2 T3, AEROBEEALF LA—RTTE LM 4[]
LTSN,
3 TombRrn] LWIHIEIEIFRDZ AR ARDEIICHBEREVRL TS, e,
5"15 J‘/ufJ*Iw_ﬁ’Df__ & DBEWER TS, Jﬁf('ﬁf)t"’zﬁﬁfw%ﬂﬁ\ ATHTEZ ) Kl
ZERBHVET,
Mﬁ%énw$2ﬁ MEvg 2b Tob0 ] ~BITT2MBZHA IOV TIFHCEERS MR L T
sV, 1260 EWSBEZNELHTEN-EEOEHE (MetsDff) A%, FERAMET
ARNEHBELY, TOBREDHEERENER (Specific Activity Scale:SAS) ISHYF
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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60 fREDAHE

1. BE
2005 FEIZRRIN-HFEEOHERAEARMICLSIZHOF5IZICLDE, HREDHEDERFAE
IXEDENEEZETHY. (1)BULEDE (stiff left ventricle) DIFETE. (2) EETLKCIEARO XN, (3)
EEFEIFIEEISEVEZINERKEE. (4)RE (EBLEE) FBEO4IEEBEIZHOVLET S EHEESN

TW3,

2. [RE
T,

3. fEK
BEDBESIBRERDIEAHIN. RIANETTILLTE. FEIR. ERELGENE D, DAL
ERELTIE, BRUINPOFERE . 8. 2582, FRELCEDRENRENDS, SOI2. FEICHLEHE
. MK, BKEELHAOND, BRI DREIRA. BRI MBI RBEEVEFLRLHIENKL(H D,
Tz, DEOREECOEAFELEINNRANTEREOEREZE-FTIENHY . AFHELL TRHE
= BEE MEELELNEIL,

4. BEE

WEREDBHE (FUFEE DR R EERENFEZEOOLOCENHIINERENELLIDTEMEIZLD

BRAIZHDNEZETHS, MEREELT, DAL, FERS LVME - EREDABBNIARUTHD,

a. DREDABE
CORRDEEREI>MEDLFLETHY . MDKERBICLD DT LBEDBERELFICKEELSL
LB, FEEL RIED DA E DRE D TIRER £ THY DO IMEEIXR-N TS5, /&
BEDERIIFIRETHS, DARIZHLTOXRI)REFERNSELH D,

b. FEARDEE
CORR[TEHEABIREKICLDEMEALIELIEA NS, CODBHBIOHIRICK>T, REITERKH
BT EHEDHEID T MABIREZFE->TEET 5. BT TIFRCAERTERWNGEICIE. DA
T—TIZELEEEERIOMEKAR—RA—D—ERAAMDRZEITOIEL H D,

c. M2 -ERIEDFH
MEECLDEHEEAHY . DEOLGNIMEOEENELNLIBEICIE. EREDOFHOLOHIZE
HIZH =5 M/MREES, 7—I7) VLS EEEENDETH D,

5. %t

KEIZBITAIRAEHRRELE=-FRFABRE TIISEETEL 64%., 10 FAFEE(L 37% Tho1=. &
FERIZEETDHIRAFELT, BHE-NYHA BEESFE-WBIVIRBEEE LS50 MEIAREAEDL
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18mmHg Ll E-ZFEE 60mm LLENEDRAFELTEZONTLS, GH. /NREITIIBHOTFEFRRT
Hdo

O BE#HIFEICHELEHE
1. BER (TR 24 FEERSBETREEHR)
24 A
2. FEFHOHHE
EN:
3. HRMLAE A
REE
4. REBDEE
WE
5. BME%
HY BITOEEREABRRRELODWEELL LRI THRET)
6. EEENLE
MEBDHEEEENMEEAVTHISEU LERRET S,

O fA#EHT
MRS DEICET BRI
HRARE EARRSFAR L S— BRUES B LA BE

O fREH
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[(EAmE]
EENRETEERETIOBRVEE . QEEHRPRERDOXR I, @QEEEFIFIEFEITIENEEINHERE
@RATHADIRBZRHHLET D, EEIEHKEE. BEAERICEANMDLT oM DR ENHEEE
TIIAEZED DRBIERAPITEFERNRLLICEEBELLZ TGRSR,

(H#REDFIED DM EE]
HRBDHEDZ L. HENCHIT DR ENHLIN, ODERDORIN, QEXDXRIN, @I
BIZIEVDHEEE. OBEVWER. TENABATHY. OEIDELERELDERZEH AshTSIE
ABETHD.

EDEDDEHREREHT S
OMERDO RN IDEEE RIEE . MRIGEICKSEERNPEIE RO RN
QIMERD RN DB ERIEE., MRIGEICKDDERRDO RN
Q@ERITELDLHEE: DEE T RRE, EEEE . MRIGE LD EEIGENVAERH S E
@DEVEE: DEEERRE - AONT—TILREICLDIEEIGRESHMR
G B 328 BERED BHIE - 18 M E 14D R B - URME 1D IR 2675 & D BRIV B
. BRI HRERBIETELETH D,

- IR HE T DR 2% - R DR B 0D — BB -EIEELNER

- BB R EL 0 R AE LR B AE

- R ERE
D7IAAF—2 R DYILALF—2 R IDANEYOTR—V R
JV)a—5 U BEE MEHRDRHEE RIEMEHEHRELRE

DRRIDEAIRIEIESE

I, BEICFDREERNHAENBETHDHLDET B,

(ZWD=-HNSERIA]
(1) BEER

PRI, RHE. BIE. SRS, R,
()t EmRR

FHRRARIRGR., (RIE. FFEX. BRKGE,
(3)§RE2

xXr
IVEO
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(HIEX

DEME., EEEHMUE BEEME. DB DERKX., FREMNST- TEE. HD

Ay E,
(6)1ibTa—K

IMERDRIN, EEITELVIDHEEE ., HERIEREES L DIB RO RN 1, DEILK. DENMiZEE,
6) DA T—TIVIRE

BEARIES : AELEEAREE LR,

EEEF: EBISEVAZEERH 2B X2,

BOAT—TIVEE EEZNREE(EEELF . AEMRRE. E LR . MBAREAE LS | INHEHE

IDME R ERMATENRERR ANV E) o
ELDAT—TIRE EELRRAE LR,

(7) MRI
EEMK-BROK, DIRRE-FEEDOXRI,
(8) EENM A RE

RABFRENESSVHRIERBBECETERDS,
Q) DRETDFHER
BREWGI RGO DEHRE ORI DFMRIEX. DEHRHESERRS . DNRIEEZEER
HBX3, IDTIAAMR—S R OAEIOTR— ZDERS,
(10) Ri&FE
REENZBOONEZELH D,

SRR
¥1. DIO—FRER
(I5H) (FHAlfE)
OERD RN EEMERHFE=55mm ZEEILRFHPAZHRE<18mm
QILBEXR DR 40 DEPREEE =12mm
EEREE=12mm
BrFIToBE TMF: A EELLLITHERE/ A2—

XWX ESRBNEHY,
RABIEF MR E J VR = R F MR O IR 14 2 8) D ET 4

@iINPER I A2
OEEBHK EEE>50mm, ZEEE> 140ml
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X2, DEHT—TILERE:

(FEH) (FHEI1E)
ERBISGEWAEEERH 57 E EEERH 7 B = 50%
X3, BEIREZ(EEAR CT) . DRETARSOHRCEEDHERELDEIND-ORITINDIE
AEFELLY,

(HEDN-HDEEEIE]

1 FRPERICE, 2FE0ER(RPIZF v ITL—avFERT—ILARTINTINSILE) BLU
DIO—R(EEGFIELR—tDIE—, ZBHICDETDHERENERINTNSIE,) FXbE
AT—TILDFFRDRENNETHD,

2 DIO—ETEGFFENTDIT/ONENEE (X EEEFOMRL, CT. DYV FIF74HETOR
Biu L9 5,

3 FRBBICHELTL. DAXOHELHER (CREODHER) LOBRAD=OIZ DRETLHEBRHS
EITESNDIENEFELL, Ff-. BERESZFIEBEIRCTIX. BBIREBEDBRANDLELIZEIZIX
WHBTHD,
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<EEESE>
ARVOHE EEESE

L L FE O <100
(NYHA 1) BRITILEE: <400

130 B #A S IR RS
(NYHAID) A2 400-1999
EJ SR
&
L EHHARET
Ak
hEE~F #HEHOEHENE 2EULE >500
B F-IXDLEHH >2000
(NYHAIII~
Iv)
BE 2B L E
(NYHAIV) FIEEERE.
HWEIA DR
i R A S D
WIFhh
AR

1) EBEHIRE BNP EQHIE (X BEDOREMNREL TS EEITTS
2) EFFRTEDESERA 3 ER L ETREN 30 RFOLD
<BEEE>

1) EBERIROFMIZA B HEE

NYHA 7338

I % IVMEBIXH LD R EREBZHIRITELN,
BEMNGHAFH TR . BiF. FREH. XMHHIE
mibE () £ £ L0,

I BENMPEFEOSEZBOHBRNHL REFFFEEFERICITRER,
BEFEDIS. LLEHENHE GBI L, BER LR RESTERE) TRF . BiF. /FRE%.
KMHHNIBNE B EETD

11954 SEQHEEHOHFRNH S REFFFICITEIER,
BEFEDSIS, BFEBIZE, FBTEE) TR . BIE. FRER., KHHH0XR0OHE
(MWEEETS

IV DERBD=HLAELHREEBLHIRENS,
DAREERORDRE (BF) NR#HFICLEET S
HIMEEERFHTNLAEET S,

NYHA: New York Heart Association
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I 6 METs L E HEA{ED 80%LL Lk

I 35~59 METs HA{HD 60~80%

I 2~34 METs HA{ED 40~60%

v 1~19 METs L F BITAEEH ST
EA{ED 40% kK

NYHA 9 3BIZERZR (X35 SAS (A LVAY,
IERNEHIT 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
11, fRREZ2 A & R Ui G2 100~200m 30 T 3 =N VA

FELTTh, (3~4Mets)
R2.ENE) BNER LY AR Z#LTHERTT N2 13w ShV?
(4Mets)
13. = A CHEAICANE T A2 (4~5ets) EOA 2HV 2

14 BERANERCEET2HE TR THERTTN? 10 VA
(5~6Mets)

15 ROEEEGER Y R 2) X TEET? G~Tlets) 1TV Dhy?
16, FHITRNT200mENTHERTT 2 (6~TMets) 1T ShV?
1. EPZITEETH? (6~TMets) T VAN
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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SREDRNENR RALOTBERUTESE

OFfL 4 B i & (i e R & S o 4 R 2EL,
(ZOBEMZET v r— MICELY $HA00, BESAICKESHVTEE)

OBE & M LH RIEBIRE N 2 HE T HBRICIE, BAFORIC TR SN,
D) S IRIGBRE DB % & 13, ERSBA SRR SN TOAIHE O RIKBARICTE 2% M D 2
LIk DARRERD BT 5 o MBS R A Ao, MetsTHT HOTT,
2) B OFEIERIZLTEEO =2 T3, AEROBEEALF LA—RTTE LM 4[]
LTSN,
3 TombRrn] LWIHIEIEIFRDZ AR ARDEIICHBEREVRL TS, e,
5"15 J‘/ufJ*Iw_ﬁ’Df__ & DBEWER TS, Jﬁf('ﬁf)t"’zﬁﬁfw%ﬂﬁ\ ATHTEZ ) Kl
ZERBHVET,
Mﬁ%énw$2ﬁ MEvg 2b Tob0 ] ~BITT2MBZHA IOV TIFHCEERS MR L T
sV, 1260 EWSBEZNELHTEN-EEOEHE (MetsDff) A%, FERAMET
ARNEHBELY, TOBREDHEERENER (Specific Activity Scale:SAS) ISHYF
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,

328



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
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HEES
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1) HEEZHOEOHOBMAARELTIL, M5 LDH ELF . @FRmEkiEm. MiEEYIEVELR. @
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BATRICE DV -EREESE (T 256 FEHETD)

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

s hEEBRMERDD
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B, AEMIRRICEEZROT . BRTOERKELREDETLALONGE, TP DTS TLERNEZ I
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DARBAGIENZN, BRERITHEIERTHY . FTELTR THM(RKE M XIZED) 25H5, A
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BEE

SERMETTP(USS) i s Mm% (FFP) %##3X L CTADAMTSI3EERMREITL ., M/MrEEMizd 34
BN THND, FEILEGEFREEE ADAMTS13) [IC&ABEH TR EN LR EEHNS,
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BLHEEEANLTHOERENEETENIX. TTPEELMIIET B, =1L, TTPEELMIITHEELIZABRIAREL
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BRIV REKE

@ BIEMLDENEEE{ZEE(disseminated intravascular coagulation:DIC)
TTP fEfI TI&. PTAPTT [(XIEE T, Z47V/ 50 PUOFRAVE VIFETLEWNI EMNZL, FDP,D-dimer
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FBREDLERICEEESIEMNZLN, DIC DMK, T4TU/T4TV/ T EERDEETETHY . APTT
EPTHERL. Z4TV/FUNBLT B,
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IEE M REEO157 HE)RLEREICEIMBHUS [T, FRERE -TEETEEREEEIALZEDK
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2BXRMETIPICIX. EREENFELTRET HHML. EMRSEE. SN OMFLIEREE.
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BRUETTPEEE DL

ADAMTS134/EEA— 2BU/mILL L
BHEEES

RS

DEEE (FOR=V LR ECGEES)
BERE (BREE)

FEBH MFEF= (X Mtz

BRG]

B

© N o g kN~

<HIE> HiE.HEH
FE 3HAUE
PEE 1H~25

BE 0m

S RMEETTP (Upshaw—SchulmanfiE{&EE : USS) EfEE %8

PEEULEERRET D,
1) FIE
HEFENEE. NEEGEDRERERFEREE
2) hEE
__ _ BN SRR R PR L ELRE
3) B

BEARCRABEN TGRS

Kk, JEROREED ERROEIEL D% T EU LIS LRNWE TH DN, MR ER AT 5 Z
EMREIRFIZONTIE, EREIROFR LT 5,
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66 RFEMEREFEERE

1. BE
FEHRERERDEREL. EXNIREROVINADBARGEAHIEEDRIHTHY ., X
MICRBEDNDNETTEIARLGEDERERBERLSERBLXAISND, BESNHREE LR (BIZ
(. 3Bk, T #ERS. B #RR) & DIEFEOEALICKY 200 A DEEBICHESIND,
FERMERBEFSERBCHBELLLIDE, BREICHTIIERNDETTHD, EEFRED-HOEEL
ffize. hE %, BB, BEXGEERYRT FICERORBIREZELSILLHY . P ELXDOREIZKDEH
B MBRZEOREICEYREIRELGE DEREEZERT CEL0H 5,

2. FRA
ZAERERIEEEHDEGTFOEETHD. O 10 FRICRRMWLGREERETLEEHORE
BIEFIIE<HOMBIASI, BEZMOBRICEIS>TLNS, LML 1gG YT IVTARZED—&F. FIR—
By 0TIV MED S I —FRRERDRANE. BEREFPREDEDLIICEEHAEIC
FRERDNDEELH D,

3. fEK
FIERIEHEEMETHD, DFY . BBERLGEHNEHNES G TY, AIELRBALIZYL, ARRS
BOIDETHD, EEDIMTTIERENHEZL T MEMLLGDTLLH D, FHHROCRAELEDEE
[CEEEETEHMERENZ THIRGEDERETEVMNLAPERREN S IMERNH D,
ERMRETLEEZRS10DHIENHY. LLTIZET,
7R CHER SR - HL RSB EELFRYEBEL AEEMARPLEREFRENA#ONS,
1 F22EIL LR RICH DD,
R[NEXIREZTFRIET .
2Bl b BEfE R, BRER. BEB X RME®L. RTIREG. BBERNERGE QOFREELELEITHH
%
REEZRALTL2A A U EREREIERLEL,
ERERISEXERYRT,
1E(CARILLE, FERITHMN S,
TRURIC, HRtOBERE. REERE. EE- LHTEE (WMD) HAALND,
BCG IZKPEERIRIG (BHRIE)  BFHAILRIIAIRIZ& B0 %K. HIEXRBICKDBEIE 2.
EB VAL RICKAEFEMMKARIEZFICRELI-CENH D,
10. REDEYNREAICREREETRLEC T HLE . BRRUERERSERBLESREELNH S,

kW N~

© ® N o O

CNEDFAEDSIHEIDULETEESGEEIET, REEREFEED RN TN EFIOEEMICHEHRKY
%, CORT . ARARHICRET 5 LDEVEREESREFTRERXRRAIAENDETHS.
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4. Ak
RE-BEEICKYREENBIRIND,
BEFITIE. MEE. OMLRE HERRIOFHRRSMRETHD MARZEZEIHMETIRET
LETIE. A1EIEFEDEFHFIRErEI/ DT HBOMFRICEIYRERIIZEFHTED, iFHIKHD
fETIX G-CSF D EHIR S . BEAFEBETIL IFN-y DEHRESHIIEH S,
EEESRETLELEDEELIATTIIRHICE R OBESINICL5E MBI ENEIRIND,
FF—D& DD SHRWNEE LEEFRENEEIND,

5. F&

RECEEEICIYNGYRLS, BEFTRMEEDOFHRRCErNREI DT ) OHEFRBREGE
[CKYBEDHEEINEND, TNICHL. BEEREREFSELE FEMMMBEBEE LG ESL
(2L LETERTERL, Tz BEAFEELE (T FHRRZLTLTE, 30 ML EICREEMEY
FRIAREGD, BITEYD ENHRBETLHYEMDIER TORZH. JAER. BBHENKYTHS,

O BE#HIFEICHELEHE
1. BERCER 24 EEERSKBETREESR)

1,383 A
2. RROWE
FTHGEZRFOER)

3. ERMIAE A X
FHEL HE A D& THRAMEIEZL)
4. REIOEE
HE (MRGR7S R E R R AL )
5. BEE%E
HY BRITOREREBABEMRSEOSCHELELHRIICTHED
6. EIEENLE
MR LIEEENBERAVNTHEFEULERRET D,

O fAEHT
IREMRRASERRTICET SHEMFEIL
HRARE AMNKFZREFREFAERAREEEFSET &R R FH

O fREH
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<PEELE>
EfREFSORFEEREFLENEEMZAICLLIHEICEL. EEFBEARA M RETSERBAE
PRUSLVEARARERRERREOERL-ZIMELELRAS,
1 FEIEH
(1) REUZREFLERBICEFTNIEE (ERREFSDNEICETD)
@ BERETEE
L XEHEEEERETEE
I MREERE
. 77/20TT73F—E (ADA) RIE%E
IV. Z—*> (Omenn) fEIZ R}
V. TUIRYGLAIRRRR)S—ERIBE
VI. CD8XR1B4E
VIL. ZAP-TORIEfE
VIII. MHCS 5 RIREfE
IX. MHCYSRIURIESE
X. IWSXETIHIFELODEID . BERETSLAE
Q RETEEHIFHAGIEIRR
L D4R3Yk-FILRY)YF (Wiskott-Aldrich) fiE 1&E¥
I EHMENREESKFLE
M. FAS—~UEBEATRE (Nijmegen breakage) fEIREF
IV. JJL—L (Bloom) JEf& R
V. ICFfE{ZEE
VL. PMS2E&EE
VI RIDDLEfE{%E
VIIL < L34 (Schimke) EIZ ¥
IX. RH—k> (Netherton) fEEEE
X. MIBRIERS AL (DiGeorgefEIRERE. 22911 2R KIEIREE)
XL EIEfEIXEF
XL FFRDEAREASRELZ S RETEIE
Xl EXRMEHEFEE
@ BHREFLEELTIEE
L XE#H\EH <Y/ OT T M
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VL

VIL

VIIL

DETERRETSE
= IgMAE {5 B¥
1gGH T UZARIBE
EIRIIGARIBIE
BERNAREETEE
LIR—@MEA <o nJy) v miE
IOZWIETIZHEIFH5EDODIEFLID ., BEREFEEZELT HEE

@ wmEREES

L.
IL.
1L

V.

FIT 4797 T (Chédiak-Higashi) fif 1EE¥
XiEFH 2/ B TEAE (R B

BCREME 2 \ETEAEIEEE (ALPS)
INSIIZIBIFHLDDFEND ., RERAHES

© REEMEMBEETSES KUREBE

L.

II.
1L
IV.
V.
VL
VIL
VIIL

IX.

EfE e RS P BRI A E

VBT 47 Hp KR A

IRVUIZBITHEDDEND ., BHEDEBE -E HF PR E
B Bk S T £ fE

22T YINI - B AT EZR (Shwachman-Diamond) fE{& %
114 8 3F REE

SIARNIVA XA —ERIEE

AT IVERR AN\ T) T 5 BREIE
IVAOSVIIIZIBIF5HDDEA D, BlEkiEEERE

©® BARRERE

L.
II.
1L
IV.
V.

REFAEZTHIBETHNEERRERE
IRAK4 R A8 E

MyD88 R 184

1814 R B RN D5 fE
INBIVICIBIF2ELDDIEND. BRREESR

@ KXRMHAERISIE

L.

II.

1L

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

363



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,
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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,

371



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
FRATHS, ZHEREHILH B%THD, BHEMITRILE HANTMERRIFTELELSGH
FTHIENZNI LD, BHENFHFELO—EDKRBELEAON TS, LOLERTRIET HZED
Hdo

2. [RE

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

HLAGBESAMERSh TEY EEHNEERLHHEEZON TV,

3. fEK

4.

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

AR

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

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

5. %t

RRICTRIERNBILT HIEN SN FERA K THLERPHF B LED —HIDHFEIEEZLNDD
TEHH. i, BEHOLBRSEEORENT T HLONS, BILENTFET HENHBAT AL, EEMEL
UNTFURBETOREADNRN BMEIHELERER. LGN N, BREF IR T IVLELDHS.
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O BE#HIFEICHELEHE
1. BER (TR 24 FEERSBETREEH)
2, 360 A
2. FEFHOHHE
EN:
3. HRMLAE A
KM (RAMARELL)
4. REBDEE
WE (EITHEDZEN S, BEFITIEHTRE)
5. BME%
HY BAOREREAEARBLODIESE)
6. EEENLE
BTOREEEARAESLOERENEEAVD,

O fA#EHT
FEESHEEEICEYT SREDEIL
HMRARE BEREJKRNFEFHEMNMZELE HE FlU FE

O fREH
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<TWREAE>
1. FEIEH
(1) BREERGSVIZHAFR

OmiE-FHDOLUN, FEH, BEEE
QMm% - FEHDEEES
QERERES
@ EEOTEEFIR
CmEDRER ST EE
® A% DR R 5T

(2) M- EILFREFRR
—RICEEZRHIL,

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

DEEBLEALND,

@ cT
ERENICRMIFTEEIERYFORELAALNS,

@ MRI
HERLRIZKIBEHREBLADND,

2. BERIEZH
BMEMEHL. TR EHE. BB EIBIEE. EREREEE. HERANIL=T7 . BT, -
EHES. EF—1—O KE, EHEHRE (REMEEMEXFRE) . SR -1 —0O/F— Bk, K
REE. HEE. SH/DNEMSE. MMEES., 204,

3. 2

BRI RISMA . 115U BEERGS IS B AT RAROON, TAHHHELEREBELSHEE
ShBBE. RELDET S,

378



<EEESE>
TEDM). QNEBZEHEETIDERNRET S,
(1) EGFR TRMNERLEFERIFEENEASH. LEENLIHRETDNRRLG-T. BE
AEEXEELGHELVERREERTZH530,
(2) EEHAEREE L. BAERRARZLTEMEHEL T RELRBREHEREE (R) D LBESHAE LT
BOEENHEAE I CEHill-RET 5.
REAE: 1 EBOEEIHAE. I TROESHEREDLIT AN 2RLUT
(fzfzL. 1| I DA AN R TEFMEAERZITIEHRIFEDH D)
MOBEIE S HUMIFEREE : I TROEBOFHEE N 2R LT
(fzf2L. BRTHFHBRETIERIIRDH D)

BAEBNEFTREHE S HESRAENEREE (R
I LERESIHEEE
0. EXIERT—COWThERAVWTEEATIEBEETHIENTELRLY,
1. RT=VFAVTEATRENTEDH, BTIETELL,
_ 2 FEETHSIN FEROCREACTES, .
EZFAVTHERSBZLTLSN ETBHLY,
. E®
F 1 EEFTHEMUAISOVLTIE. V3T T U RIVUDTHREESE LT S,
T2 RT—VIEHRAEEEL. EEANVE BHa )y T REEFERLEN
BEELD,
I TROEBNEE
0. HITTELLY,
1. FHTEHRIEIZFELELT S,
_ 2 FHTIHRERFELELLGVA, METECNEET D, _ _ _ _ _
3. Fih-FEERLLICHRIEIZHEDLBELLEGELD, FXIBKLY,
4. EE
F1 OFEHE ERAXITLLEESN - FEEREIET .
F 2 XFEEANITESNE FTY. DO FYHITOXALEELD,

Mk, SEROFREN FEROBEIELESFE T EU RIZEY LAEWE TH LD, B EREL kT 5 =
EMBERFIZONTIE, BERERO G LT 5,
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70 Bt HEILE

1. =
HMMHFEILEIL. SHEADOERBEERL. BROFEFLREEMETIRMPATIBILTHILIC
KU, BHEPEELEL., BEHFLIHBEROEBEETELRTEETH D EHICRLZ LA fIH O
EMICHELD,
EMAFEILERETIL. AT FEEPLELT GRICERT TR LEES I RAEEEH B1E
JEREZ R 40%IEHL. F-HBHFELOR LT EILOSHLE EHHTFEFLO—MMEEL
TRADEZEZLH D,

2. [fRAE
ZLDHAHEIN . REDECAHFHATH S, EHWEBILRE. RO NEHER. RiE. RILEVE
BOALYDLRBER. BRR. EE. BHESNME. HERBH, 25FRTERGENHFoN TN
%o
BHMOHEELEREORRFEICKY. SRELGERRROFETHIEAHBDLLY . REDKEIC
BIEHNERARELRBZLGLTOAIEATEEIN TS, RBREEH TOEEFEFGEDHANE
THTHY. SRAEDRERZMEEEFORENFIND,

3. fEK
NFEREELRE. LBEOLUN ., BEATHEDIZEN SN, ETTIETROLUN., fEH . FIE SRR,
BAOET. - THROBRNEE. FURFGENBEL, EEREEZET 5, RENSEICHN LR
MEWRELLY . ERERESLHERT S, GELGEDBMAMET. RICKREOREOIEELET
ZENHY . FEBEHIELBEHD 0% L LEEDHHETIHAEHERLH S,

4. Ak

REMABRLLT. BRTORFREFLZEINS-0I1C. EHEEQEBFCEMEEINTHONS, REM
BETHRNBONGVGE S, BEERIBASNGESICEFHEENITHOND, EHEMNTEL
ETIE. AN LDOHSHEMMNEREINEIENS VD, BIENREHBHEMICLLIER/ERST
FCIE B RO EENBRSNEEF CEHDTSA AV MR RGERN TILRTABREREI BRSNS,
HERMAT B ILEDON AR CEESMPBIEORE (BRELIZER) ICIELT. &A.FIAER
FRTA+RALGEZZBRL. EEDOHAZETIEFNLZ L AFICERESOE KOS L EHERKED)
RAIDEL BHE=R )T 0PI a—DOHALEE T RETH D,

5. %t

BIEAEREMRED 60%ZBALLE. FELFITHMESTNHET A, HFHLTEEIYLEHNGE
BERDANEHEREICEHSLTVESEAS L REQERENSS . HRERIFEDZEA S,
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DI LLETHERFIVAGND, —ATETHEOEMEDES. BABERIIRHETHLS=0 . RiiZERET
FMERIRTIIENEETH S,

MR RYFRIIWNE 5 FEHEIC RLICHBERIBEBLIMERNROND,
BHOHERIT 50%BELTHLDONEL BERREDTBLITH 4%, BEMEESREL 5~10%2E
EMEEINTND, —AWHDRERTTEHLLELRLTHRBEATRTHY . HEEIFHI40%., FIER
BEDELL 10%EELHRESNTIVD,

O BE#HIFEICHELEHE

1. BER (TR 24 FEERSBETREEHR)
33,346 A

2. FEFHOHHE
EN:

3. HRMLAE A
REES GRAEELL)

4. REBDEE
WE (B R R (LR 2)

5. BME%E
HY BAOREREAEARBLODIESE)

6. EEENLE
BTOREEEARAESLOERENEEAND,

O fA#EHT
FEE9HEEEICEYT SREMEIL
MARERE BEZJXRFEFHEMNBZERE BR Fl 58

O HREH
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<BHREZE>
1. T EIEH
(1) BRERGSVIZHEHAR
@ mE-FEOLUN., A REESE
Q@ mf%-REDEENES
Q EmEREE
@ DA ENE IR
® MEORRFERE
® mEEOFERR S

(2) MF-HILFHEBEFRR
—RRICEEFRDHEL,

(3) EEAR

@ EHEXHR

BIEGR T, ERRICET HEMIFTORILBELITHEFLERE I TERK - KICREHTLEEH
wDEILBENAHEND,

@ CcT
BEHENICEMAFTELIEBIFTORILELAADND,

@ MRI
HMHEELRICKIEHEENADND,

2. BRIk
SREMEHER, UM EHE. REUEHBIEIEE. BAERBE. HEARANL=T7 . EETH. &
M- EREES . EB -1 —OURE, BB (REEEERFE) R - 1—ONF— BWX. K
HIEEE. FRE. ER/MNEME. RDEEE. 201,
3. M
EHRRRIZMA TRULE-BRIERGOVICEARMENZEDon . TNAHFTRILERARBEEZRI N HLE
SNDIHEE | RNELBZHT D,

K
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<EEESE>
TEOM. QNIEBZH-TIDERERNRET D,
(1) BEGRFRTERMPFECEEERIFHFEAMBASI. LMLENIHREZTDNREAELL>T, BEE
EEXELGHELVESREREEZHILD,
(2) EEHAEREE L. BAERRARZLTEMEHEL T RELRBREHEREE (R) D LBESHAE LT
BOEENHEE T CEHill-RET 5.
REAE: 1 EBOEEIHAE. I TROESHEREDLIT AN 2RLUT
(fzfzL. 1| I DA AN R TEFMEAERZITIEHRIFEDH D)
MOBEIE S HUMIFEREE : I TROEBOFHEE N 2R LT
(fzf2L. BRTHFHBRETIERIIRDH D)

BAEBNEF TR EHE S S HESRAENEREE (R
I LERESIHEEE
0. EXIERT—COWThERAVWTEEATIEBEETHIENTELRLY,
1. RT=VFAVTEATRENTEDH, BTIETELL,
— 2 FEATEHLMN. EEAVTEEATES, | _ L L o e e — =
EZFAVTHERSBZLTLSN ETBHLY,
. E®
F 1 EEFTHEMUAISOVLTIE. V3T T U RIVUDTHREESE LT S,
T2 RT—VIEHRAEEEL. EEANVE BHa )y T REEFERLEN
BEELD,
I TROEBNEE
0. HITTELLY,
1. FHTEHRIEIZFELELT S,
_ 2 FHTHHREIFERBEBON BECECAOEES S, _
3. Fih-FEERLLICHRIEIZHEDLBELLEGELD, FXIBKLY,
4. EE
F1 OFEHE ERAXITLLEESN - FEEREIET .
F 2 XFEEANITESNE FTY. DO FYHITOXALEELD,

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

1. #@E
5. K, BHIOLEHEICHEZ2ERHER/NDKY. . EEMEELE. R BEOEETEE-9%
EELS,

2. [fRAE
WMADECHTATH D REMDERERELZEREIC. BRIONWENER., BIEME. EFHHRITE
MR ENEET S,

3. fEK
. FHROFEAH. LUN, FHHET. REEOZEEEE. EHMHE. SHERRBETEET 5. BRE
BEZEHIIENH D, RFICZ TN RIET HIH5E 0. MOFMAIBFEERTRETSIEELEL.,

4. Ak
REFHARELT, BFFORHREBEZIIND-OICEEDERZ O, ML, EMRESENTHOID,
ERHRZROCHBZRIBROEEERIESTIL. BESNTOv 0@ RIR IO I BB E L1 H 5. REM
BENENTIZE O, BHMRENBASHTESITIE. FMEEEITI REBICIEC T, 91AREREE i,
BRAEANCLDHES TR . BERXERRMTEENTTHN S,

5. %t
ZAUIEE, BREBYRL. REICEBELTHITHIREBELL D, ERELEDEMEIMEIZEY. RITE
KOEBEL, EELEHMMELE-T D5, FHOBHELRSE, FHET>TLHLHBENEDS
izt s,

O BE#DHIFEICHELEHE
1. BER (TR 24 FEERSBETREEH)
5147 A
2. FEFROHHE
EN:
3. HRMLAE
R (BT DRBEFOFMBEETS)
4. REBIDEE
DE(BE, BRERYEL, REICELLTSANRELLD)
5. %
HY BATOREEREAEARBLODIESE)
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6. EEEENE

BABBAMESENERELARRBEHEEED LRIESHEE [ L THRESHMAE T AT, it

fiE: 1 ERGEEMEE. I TROESHEOVL T MM 2EUT (2L, . TOEHAN7ATEFEMA

BETOIBEERDS) . MBEHDVIXERE: I FEESOHBEEBA2ELT (=L, 3 TELE
MABEITIHEEILROD)ERNRET D,

O fAEHT
FEEHEEICEYT SREDEIL
HMRARE BEREJKRNRFEFHEMNMELE HE FlU 78

I

O HREH
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<TWREAE>
1 #8=
FELTHEURZICHKAEL. U -FEDOREA. LUN, HHET, EEBETEEERET L, EHHFED
F-OICEEDOHITETEE-TIEN. WHRLEH MR REITORD ., SITRBLLDLLEH D, BEEF
MZEIEELTIE. - i EHIOLERICHI2BREDF/MELERTH D,

2 fEIK
FLEL TR -REDFEH. LUN, FHET. EFES, EHERRBTEET S, R -HEEETEES
ENDD, CNODERIFIEE, BREZYIRL, REICEBLELTHITHLRE LD, BT E DEMAS
SHERICK > TERILRBIZELL. EELEHMMEEZS-3 2005,

LD (FRIR . FRRUVERER) CEBFTRICKIEHER/MEEREMIZEIT 5,
L UTOEEICKRETHEDICRS,
(1) SEHMEER, MM IXEH I DSE, VTh 2 DU LEDELIZENTERER/MEZRDH LD,
f=t=L. SERHERR TR X (XEEHZTHROVT N 1 DOHH/IMEERHDHED LR,
(2) EREPWMLOREFEZRL (BHXREE. MESE. CT.MRI. STOJ57/—10E) ERER/ME
R, B BEXIEHRIREHSHICEBTIMELNHIEDET S,
(3) ERLOBEREPWMELEREOBICERBROROLNZELD,

4 BERIZ2 R
ERMEEHE (BEFHESZELEVED)
HEIRANIL=T7 & -SHES
BT NYGE (HRFZHIETEEDEOL0)
REE KBIARE FAZE M BIAREE 1L AE
REMHREE EH—1—0 KE
BE/DINEMAE $HMEEER
MM EEE HkE

BMAFELE (. BERHTEE
T BRAPFRENERORETHLHLDE, RUPTFEILEELLTHET 5,

2 REEDBRAR AR ISTEMEDEIDHED ., RISTEMEEEHA I IWHIEBEHBOVNT O DBEAE
HETEREREDHDILDET D,
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<EEESE>
EFHERETE. BABBNARZLEMERELRREH EEE (R) O LEESKEE [ L TRESHEE

I CEHMfi-2ET %,

TRRRAE: 1 EREOEEIMAE. T TEESHEDOLITIMA2HUT
(f=fZL., 1. I DA AN A THLFHIEEZITIHRIFRDHD)
MOREIED AL IFEREE : I TROEBOFHEEEN2HLUT
(fzfZL. SRTHFMBREITIEEIIRDHD)

BAREMNFSTEREHE ST HEAREENEEE (R
I ERoESIREE
0. EXERT—rOWVWThERAVWTELEEATHEBEETHIENTERLY,
1. RT=VZFAVTEATRENTEDH ., BTIETELL,
— 2 _TEHATHHOM BEAVTREANTED: _ _ _ - - - = =
3. ZEEALTHERBRSEZLTLAH, FIBALY,
4. IEE
F 1 FEFTHODMAICOVTIE, D3I U REIVUNTEEESE LT D,
F 2 RT—vidmlRGEIEL. BERA/NUF BHRET )y TREEFERALGL
BEZELD,
I THEIZESHHEE
0. HITTELLY,
1. FTEHREZFEDLELET D,
_ 2 _FPATEHIBIFZLRELGLAN, BRTECNGERETS.
3. Fith-FEEREBICHRIEZFEMLELLILGLA EFEXBAL,
4. IEE
1 FER ERXEILKBEESN-FIEGEREET
F 2 XFERANIZKENB. FIY ., DO FYSITOXALGEZELD,

Mk, SEROFREN FEROEIELE ST E T —EU RIZEY LARWETH LD, B EREE kT 5 =
ERMBERFITHONWTE, ERERONNSRLE T D,
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72 FEFEUEREREERIRIE

1. BE
RERBEEIRIEME IS RERBEEA MM IESEICMa> CEEL . R aEN Kb A KRETHD,
RERFEERIEDSE. BASHLGEBEELNLGVEDOIERERBEEREELINTID, FHREX
FRETEEEAE D AERISRAMICR A LLHY . ERBEEZNICEENKREN, -, F- L FHITFHR
LTHBEENEZE BT IEIIEDOHBRFEMICHRELEBEREELD, BED QOLIZKERETE
52516, REICENGZIHETV. @UAABRANEREUDIT TR ELAH S,

2. [fRAE
REELT. BIERANRAPMERN KRS, MK EERTE. BERAHER. BihER. D
TRV RGEDESNEREN TS, ChoDEMN T, RFOHERRELTME RN KD
BEMNIESNTVS, LML, REEREICELS—EMREAELTO+ALEREFMRIETIIELONT
WELDOLKBRIRTHY . BIMET ILERV BRI RO R B IEE G2 X R ELT-ERIRRI R AT A
FohTb,

3. fEK
BIEENFEELLLTOBSATIERERITED, BEERKITKEBEBEICEENECI-EEITHEL.,
C OB RAKBR B BEIRICAE D RIE TH D KBEEIEIRICAE D FEAE EFRIE DRI EEH A H S EFE DB
ENHBILETRITREIRETHS.

BREMERELTIE. RICECIRBEEHHBEINFHMTH L. REEELICIZBEEERN L, BE.
IR, RELCE TR T I EALHIDTIRNVDETH D, -, HDERITREFIZLY 2~3:8
THEBTHIENZNIED, BUBELI-EEICIE T TICKBEED EENEITL TSI LB TEH
ARETHD, TILA— L EREPLCRTANRKREREROHLIEENNODIERERZAIGEE. FT
NEZFZHEICEVT X R TEREMEIASHTHELTE MRI IR T HIENEFELLY,

4. Ak
BEZEORRICIE. BEER (Fn. AR EHHE. BE. B, REAE, EAIEDL)  JmESE®
RADEEERT D,
(W REFEE
RESETTENEOEHIBT TEDEHCERDSREL TOBVER L RFEREZDBEIETHD, i
BEIZKDRBMNEKRLGY | EFRELIT. BR/ICHLTIE BREEAFIOBRSTHLT S, LML,
INODFETIEETHLEEKREEAFTELRV O EEETHERINDIBE T EERFD:
ODFMBEDEEERLEVENEETH S,
(2) FirEE
ERDHYEBOETHNFESNIEZTEONCFHERERET D, EFEBICBVTIXEEER
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FFMNE—RREGHIN. REEEDKRENGS O FEEENEATZES TIEATEEE BRI
WEEGDHIELHD,

5. F&

BB ORESEMEICKY . KEEBHEOEENFRFEETEINEINKRFZFFRITES, SUNE
EDRFETHNILERBETIEENHIENBESN T D, FRBEHA/NEK, R ESICFET
PIEEFBERTRBTELAREENEL, RIEMENELBRHRECTL, BELRFEF MO LVEG LG
LEETHNIE, MRIERIFEFERLPFTEIN . EMEBEENDERDEEICOZTHRRMLEZE
ALEEGD, BERFEFMEITIMRICIE., FMFHERLGVWCENEETH D, MEBPICLEIRE
NHEELTVSEEIZE. BEERGFFMIIEHETHLN . BEEENZHTERDT-H QOL AMETLT:
BEIFALBSERMETIEICE > TRFLEFERLAFTELN, MiRORALPLIADEEDFT
VIDRIERIICLETHY ., 10~15 FRREOKBT. ALBESHERMTNDBELLEDIIEN S,

O EHOHEICHELEIE
1. BER (TR 24 FEERSBETREEH)
15,388 A
2. RIRDIHE
EN:
3. MBITAEAE
REE
4. REBDEE
WE(RARICKERBOEENETS )
5. PR
HY BATOREREAEARBLODIESE)
6. EfEENE
UTOWThhERRETS
RIS HEEFILVT, TypeB. TypeCES=IE. HHIS 48 Stage2 A EEHRET 5,
AR R 22 IR AR TR A AT, BEIIC DOV TI 70 S L E8OS kKM 7T ).
[70mKRiE: R IZHRET D

O fAEHT
MERMERERBERTEDOZE AR FPHEAOREZBENELE-2EFRMIME SR
MEKRE WMNKEXRZREFHARRBRIARE &5 52X =&

O fREH
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<BMEE>
EEDHSNI-LOERRET D, 2L, EEGBIERWEMFFEICEVT, ATAMRFDRMERIZELS
LD ESNTIEBIZEFRS

X#RA R (REIE EFXIRO EE R R CRAIEEG THE Y 5, BEREOR/MEALZN & BEICTEER
RAGNWIEEET D)

1. BEEEEHDU Lcrescent sign (BEEENE T BIT{RE)
2. BEHNOFREBEILBORK

BREMR
8. BYUFIUTL:BEED coldin hot
4. MRI : BEAFRIEESE (T RAEZRTOVNT MO DOET.
BHREBOERESHEDRT 5
5. BERIBEATOEIRESG (EHELEVAERANICERVEHEBOEENFEL.
BEEHLOREFHMERBORIMBERAGE DBEREERDH D)

Bl
LEREBDSL, 22U LF M- ISHEEZEET D,

BRIV SR -

EERVESHELUEER. BInEMBUEIIZHEAEL R -T2 EL”HIN. BNEET D, HE. SME (KER
EEEET. SMEERBEERREY) . KERBEET RNYIE., BRI MGHRES ., BEELEICEHT S KRB EEE
BRI, RWDNRIZRET BIRILTRFEIIRN TS,
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<EEEE>
TypeB. TypeCE1=Id. Stage2 Ll LEXF R ET S,
HREXEEBREREDEEEBEICISIRELIE

Type ARIFEFABEZRE@MOANME] 1/3 RiFICEEFEDLD ., FTBEEAERTEBDOHIHFE

Type B 3BIEHAASHE@DREA 1/3 UL 2/3 REDEHHEIFET 5HD
Type C:IFEFEFAFAZRE@DAE 2/3 LLEIZEXSELD

Type C-1:ZEIFEEH D/ AIIENEAZZRAICHIED

Type C-2: IR DN EIRA FAZZEEZZ LD

) XER/MRIOBEAELIIVTNADTHET 5,

F 2) X fRISARBEE E B THIE T %o

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

F4) AEREEOETERE
AEZLRRE TREESROEE2EMRAABLREL-A N AZRAEHERET
%

Type A Type B

R KBR B BEIRIEAE DR (Stage) 7748
Stage 1: X #RBEOBHEMEERMRIIEVA. MR BOUFI S A, FITHREBEEBETHEEY
L _mmRAEEEN__
Stage 2: X R THKEILEDH DA . BEEDEE (collapse) HVELVFFHA
Stage 3: BHEDEENHHH. BEHREIIR-NMTVWLFH (BESSVBEZOEELERIK
EH->TH&LLY)
Stage 3A:[E;EN 3mm Kt D FHA
Stage 3B: /L&A 3mm KL L DHFHA

Stage 4: BALMEEAETAEM LN HIRT A

\

<

F:1 BEOEREREO25M X HRIETHEY 4 (EEETEIEEEENSALHTELTH
BIEGTEESALHA THNIXAEGFRERALTRAZHES HL)
2 TR ITAXBAEE /R 90 FE - 41Ex 45 B - NSRRI CIEEA L IRF Y S (HREi%)

391



BAERNEZREEHEHEREZAVT, BAICOVWTIA ) TRAIZRNRET S

B ARER N E 22 IRBA ST EEF E E 4 (JOA Hip score)

EE(40m i m)
Eo i a v
REBEETICBE I HRER A KLY 40 | 40
TEREF R, EHB) AH SN EAHHEL 35 | 35
HITERRADGEN, LS 1TRaE. REEBSITR. BEEHITLNH DS 30 | 30
BREILED, STRERIIHIVERBDKRERTHEERET 5, 20 | 20
BRENFLHD. STHERIEH LN KRICKYERT D, 10 | 10
BT 58RE. FEREELHS. 0 0
Al B (204 M)
B i a i
JERE (VE| (HE
-HAEAEE10EZAHEL, 10EEICTA, =1EL120E LI LIZETI12HET 5, (Im | ()m
(BHRBOHIEEICIXINES|E, a8 THMET 5)
VAN R (IVE| (HE
-EAEAEZ10EZAEL, 10EEICT1E, =1FL30ELU LIT2T8AET D, (Mm | ()m
HITREN (20m 5 =)
B i g | &
RIERESIT. RENAIRE. HSBIELERE 20 | 20
RIEBESIT RENAIREABREDBITEEIENHD 18 | 18
B7ZEL T30 &= I& 2km DHITHATRE, BFRITHAHAH . BELEFICIHIFEAEXENEL | 16 | 15
B7EL T 10-15 53, F71=1& 500m DHITAAHE, BRITH DD, TNLULDIZE 1 KEAL | 10 | 10
=,
BREEITELNBNEENTEE, 2 AR ELELTD
FEAEHITTEE
AE4FEE (20R5ER)
B i 5% | B# | A
REHEMT 4 2 0
IHHE(REZED) 4 2 0
(HEBER#30% . KBZET LB S (EIRHLT S, 5HKBLLMNTERLEG
BIEARAET D)
LehdiAdr -3t EAY (XFNBELGIEEITREET )
BEEORYEY (FIUVEETHIGEITEHLET D)
BH NRBEDRYREY 0
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EA&100EEA

90 A LIL B
BORBLEQORRA B _ _ ..

705 LI E8O A K Al
70 =K A |l

MK, JEROBEN RO \EIEE NS T ELLLIZEY LW E TH DN, R IEREZ T 5
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