% 58 MEAMPFERIRAARDE
EEHRRAMEES

R6.4.25 | #E&EH

WTIHEHRIRED H > &R
(RITOZEEES)
(% 58 EIRERFRHZERICHVTRET SHH)



108
266
268
300
325
57
58
219
280
281
179
60
61
62
63
283
288
19
20
234
258
326

EiR4 REH R—T#
R ) R E R R RE 1
RIEMmKR /SRR BT 6
EEMEBE ®E 10
SI—JUVREER kL S 17
R—F oy ME . RE 25
INF ZEAREERAEGSE o —— 32
Rt s RE 36
i - B R RE 40
lgG4 B R RE 44
B EECRERE RE 52
FRMIREODAE BERE 61
aly G- - EBB 70
EX#IRSTR GEMOREWEVERAMRE) BiRes 81
EXENFIRTR (GEEREEE X FEUARRE) BIREs 87
JUyNIL- b/ R— D —/N\—fERBE TEIRES 94
AN TR R mmE 101
BAERBMEmM . . Mk 106
BefEtsmEam mik 11
RUEMREANEYOEVRE mig 116
BREM/MURD SRR mg 121
BXRMERFRE mik. 126
HefEMEXERERFRZAE mik 130
TAI Y =R R 144
BIBEECA MO D — o 152
RWAXFOY—LE EIBRECA MO T —%R<.) . R 158
AV P—R—=1—JCEBEI)INLN IS VRIS —EREE. KRB 173

R R B LAV



48 [RFEM) UIEERIKEIRE

1. =
RUVEBE A (aPL) IZIE, AL OHVE UK (aCl) . L—T AFUEERF (LAC) . Ty ILIU KR
IS (STS) ABHELRENEENSD . ChoDIFEEEAL. BRKRAMIZE) - 5RO MASE . M/ E. B
BRE - BE - FERARRRECLEEZADIGEICNI VIEEMAKERE (APS) EMtEond. 25T
TIN—TR(SLE) 2156 LT HABREBCECREERICEOONHIENZ LA (RFRME) . [RFEME APS
LHEAEITD . F . CRBEEEZRANICHLIFTEIARGREL. BERE RV VEERKERE
(catastrophic APS)&frE b, RRIEREZFBETHS,

2. [RE
aPL [& APTT QOERZH-0T A, ERIRBIICITEETTEL . MIRFEE KT, TDHFIEITEATHSHHUY
ODDREMNEIN TS, Thbld, 1. YU BEKRGFEEE RISEMHMAICHIELTNS B 2 FYa
TOTAU1ZBETS. 2. TOTAY CDEMHIERET S, 3. MENKRMIELEOIOVRED Y
ANSURBRERZLZVOLES TS, 4. EEINGHICB<OENRERNASDOTORIY A1) EEZED
#95.5. MENRMENSD I+ I4)LTS2K (von Willebrand) A F P TSAZI/F VT ITARN—4
AVEER—DEERBEENESES. LETHS,

3. fEK
aPL &, B)E¢AkMnieiE. BARE -BERE - FERNRBRRELT., M/MUBDELGE BT 5, £, 2
— LRNKE M EA B D REMAMME B A Evans EIREEZADE0H5, BET LT HAERERT
2R . Child, SLE L EEREREICROTIRBALVERICEA>TROLND, 2RICZHEDF
ZRIEFEE KT catastrophic APS TIX, EEDERE. iNMEREE . ARDS HROMIKIEE . LFHIEZE., DIC
BEDEEMEREHD,

R UBEERHREREICHON DR
D iesE
<FAR%R >
Mg EERAR A . MIKRBE. THES . RIZFRARMARIE ., FAEEE A . MRS MESE. / Vi -
*7') (Budd—Chiari) FEI&#%. FFEEKGE,
<BMR%R>
KEEE. MERIRE. WIRESARMASAE . —@ERKEDFEE, BREE. JOE. DHEE. EEMED
RIR% ., FIRERET £, BHEE, %‘ﬁill\ﬁﬂﬁ~ FEE. GEE. BRMERELGLE,
QTEIERE. BRARE. FERNKRRSE
@/ MRiE A AE
@Z Db



BEfEEamEam, TU7> X (Evans) fEIRE . B8, BHR. MERXKRS. 7OV M, K
PEARFIRIERE

4. Bk

migtE APS IS L TIEImAR AN ERELG D, ML, l/MRFI (BERETREY Y | B8
FoOESY CEUSE—IL, VARZY =)L, TARRGTSUDUEFILGE)  FUgEFI(~N/RYY . TILD
FUUIGE) (BRERBHER(VOXFT—ELRE)LEEEH . REBIGLERSND, BRI APS(REE)
[ZXLTIE, PREY EANRY U DHANE I EbNS,

BIBRERTOAREGEINGIZE L, EBERIC SLE HEDBEREEENHDHIZEE KO, catastrophic
APS B EIZHAEIN G, ChOHDREIHIEEIL aPL ORAKEEETSESM, BIBRERTOAMRDE
AERSIZNRMEEHD-OFTENBETHD, TOM, FREICECLERBEZ LA TTOT Y
REFTEENEAINDS,

5. &
FRIEX. BEINDERETDERFEICKD, ZIEEFEEEH S catastrophic APS [IFEFARTHS.

53

O BE#HIFEICHELEHE

1. BB (SNTEEERSBEIREEHN)
636 A

2. SEROHHE
FN:

3. MBMIAEAE
KM (HRAREELL, )

4. REBDEE
DE(BELIARNADETREEELSS., )

5. %
$HY (2006 FEDERIRYVISEIRAARHIC DT IEERIRERE O S EEE (2006 FALRISIT
TR —HE) OBMRLE)

6. EEENE
MUV ERAREREOEEEHEEAVTIEULERRET S,

O fEiZMHT
TBEREKREICEAT LREMNRIL
MAERKKRE RREMEMAXZXRZREEZFHREMRR SERERREE BIR HFHR



<BMEE>

Definite ZXR&ET D,
A Eﬂﬂ E
1. MHE
BE{EZH . HANIERBFICSIBASN AL M ERED RIEFEH LV ENFEIRHD AL (F/h i
EDMmitHE

o UL\WEAHHK. BIETHLL

o BAEMMRELZHAENEYI THLNEMMDOREINGLSGE FEEKRATRIZEDHTELL

o XREMDE#HIRMIZIZIETELL

2. EIREHHE O~QDLWThhERDHD

OiEiR 10 BLE T, tIZERDBWNEEREREOIET.

Q) FH. B DI IES MIE BE (FREHE) . &L
(DPATEHSRER 2 (K 20Tk 34 BELRIDEERERRDRE

@3ELLLEDDIFTH, 3R 10 BLRTOFE (f1ZL. BAOBEIZMER . NS BEHEE.
REBOFEEEEELTRG)

B. REERE
1. International Society of Thrombosis and Hemostasis DH A RKSAIZE DW= BIEE T IL—TATY
Fa7T S 12 BELU EOMERES L C2EU EEE SN S,
2. REShIZELUSA E-LFEREAREREXCSVT, PEEL LD AM®D (>40 GPL or MPL, X
[£>99 /S—t51)L) IgG BRIF 1gM B D aCL A 12 B L ORMRESVLT2ELU EERHSH
%,
3. BEAINFELUSAK-LERAGREREECENT FEEULDOAM (>99 /3—E22/L)D
IgG B X(F IeM 22D B 2 FJaTaT4r 1 ifAd 12 BELU EORBRESVT2ELU EEESh
%,

<gWohTI)—>
Definite: AD1. 20WLWTHMIIEEULEZEH. MO BD1~3OWNThMNMIEB L EZHE-TEE,



<EEEDE>
SELULERRET D,

1ERBREEIGL N DMEREZT AL ADL DET ALY,
o HIU/MREECHEEREIIT>TELT . BE—FLURICMAREDFH-LREINLEE,
o ITIREHHEDERFEDAH TMREDERENEGE,
o MREDNEREIEHINEIHRES(EROT . BEEFBITKEIZLY,

2E GARLTVSHARE. M ORSREZT NS ADLET AL,
o H/MREECHEBRREZITOTEY . BE—FURICMATIE DGR NGRS S MIRE
DEREEHANEBREZIROHT . BEEFICKEALL,

3

SEARICUAMNOLTBREMEDOMBENHS. RIFEEDEBFZEEZC ADL DETHH D,
o BERMOMEE: ll/MREEPHEBRREZITOTLSIZLMADOT  BE—ELURNICH A
MmigfEZELI=5E
o RBEDEHREE APS LXK LIEAFEE NEE. DEEE. MEE. BEE. HHETOH
BEELGONHDLDOD ADL DIETHIFEALELRNEES

A LTFOO~QDWTIMNM DLULERDS,
O UIEERAEEREICNT HEET . QIFREEH . QFFEDMFEENHY ADL DIETHHS.
o HUVIEEMAEERSE ZSHIEESINIZ APS [TINZ T, LU VIEEHUARED Mm/MMRE D . #4
REEGE T DRENFIREZRELTLSEE,
o HIREE BE—FLIRITIEYRT O MR D F B CIEIR S FHED T 17 B B9l SHui/MREE Pk
BEEZITO>TLDEE
o HTEZDMEMBFEE APS [CLDHKGMTEERRAET (NEE, DEHEE, MEE, BEEE. HAE
TORFEELGE) HNHY ADL DIETAHDEHES

5E:UTOO~@DDWNTNMDLULEZERDD,
OBIER! APS, QFT LGV LERLIABREZET S UBENRKREEERR. QBBETDOIIRSHHIE. DE
EDIEREE(CLS ADL DEETAH S,
o RIER APS:BE—FELRICHKEL. RFEMBEREVELT H5HE
o HMUVIEEMAEEERSE ZHAETEIN- APS [CINZ T, BE—FELAICHRYVIEENAREED
M/MRED . #EEELRE RS 2R EMFIERELMIBLI-EEHIVIEERICKYaERERIEL
-i&5a
PEYRA HHE BE—FURIITRE MEEIEREGEDIEIRE FHEICH L TERBRZLELLE-EE
o FEDMBIEE APS ITLHKEMGEERMFEST REE, DHEE. MEE. BEEE.RAET
OREEELGE) ICEYNMTMARELLGSHGE . ZELLVADL DIETAHDEE



RO I VE [ OVERE FE Sy JH O T 33T D

1. AWV D ERER, AT RSICE L T, WA LICRBEOHENWEEIZIE, W
NOBHOLOZHANTHELZZ R (7272 L, YRR 2~ T HFRIERE CTH - T,
FATEEZR B DITIR S, ),

2. JRIEBRAATZIC I D EAEE AP EIC OV CIE, MU EFE O T TIHREMTON TV DIRETH
ST, HIT6 AWM TR EWVIREZEMSHNT 52 & L35,

3. 7B, IEROREN FEROEIEE S C—EL EIZEYS L nETH D0, @R ER & kT 5
TENRERHDIZOWTIL, EREBROMNE LT 5,



50 RKIBRAK SFHIMEMK

1. =

HeREEOREMEHER T, EICHABFOMBHERE . iR, WEHLREDHNETEERT £EH
BREBEHIDDIE. REMRLMES, FEOAREIHEBORERBIITIECRETHIN. £T
D - RERBAE SN dH 1T TIHGL, FICKREERTIE, FHMEBAICRBSHAHAOT L BEMRR L.
B ARERBELT. HREBRSEZROIEN . MOBRKBEEKRICE r /07 MEPED
NAZEZED S, 2009 FOERRKFAEBEAZDOHEFFERICEINIL, ZFHIMEH %X (polymyositis : PM) - K [E #h
% (dermatomyositis : DM) DHE B EHIKIFIIRE T, BLIF1:3T, BEE—V(E5~9m & 50 K
[ZHo7=,

2. [RE

AEBOBRBICIE, ERIROREEGRERE~DRELE., HiREOEHE FE, BELNROHLN
%, 2EMAIEL. T.B YL /\EK, voOT77—DRETHS, MO T, TRMEHATILZHEMAIZ CD8 [FiE
T UM S REMKXTIE CD4 [E1E T U /\BAZ L L HIMERNKRMBICHELENROON
=2, BIEILF5—CD8 [GEtE T U/ \BRKICLHFHHBIEE . £E IRAKICKIHNERENRET
HHEDRMNBZONT=-, LHL. ZOERDOHARBERCEEEDGBERRICELE. REXRZ(TOER %
REEHROFENDEFTNETNOEETHRERERERET DREEHEELNI—DDAR
IS LTHD ELEZLND,

3. fEK

D2 HERELT, RB. 25BERK. ZEFR. BETIR, AERDGE . OFEKREL T, BRICHK
FELTHITT D48, MBGEGIHHEE ., . WEHOFNETHAZETICHDNDLLIHADETIE, 32
BEAOCEBREDREE LR D, ETHITIEHEREZES. ODM [CHEMLEEREERK L. AV O—TF
EEIENS LRREBEDFEEN DKM B THS. FieDIEHMES ChFIEEEamOE /<.
JvkAVEBEFENDILBDOEBHEOLLAHEELS,

INLD=KREIRDHIZ. V BIROS 3— LR EIEEN LA BRI O, FHREBO AL, —HFIDK
EREIZ. BELBEERENEETILDEEHEBEESR, L1 /—ERKLH 30%DEHIZRS5NBH.
SERAED SO ICKEER OCFRIRAEICEITT A2 8F D0,

MEMMREEICELHY. EMFREZERT 5. HICRRETHICE. TOFFETLTHERLE
LIS TRICEDREN H D, Ff-. EITHITIE, TEIRK, DR LLBENRAHALNDIIENHDH, —RAQL
EEL T DM TIXHI3ERFIH . PM TIL2EHFEHEBEBEHFELOT LY,

4. BREE
BHBIZ) RO /077U RBEEFSECREEABEENRREOEARATHY. BIBRERT
O/ REZENE—BIRELD BETES, 2R ETHEREEMEDHDEF T, D=6, s8H0Hh



DEONMIBREFRIET OIDELDS.

RERERDES TILEXDHRELBAATOAFEBRABEIND, BIBRERATOAREN. 3
KR +57 . FHERGEDBMERICIYEZ GV REICKYBRT 0L DERFITIE., REINHEZ G
Y%, BN HLEREELT, EI DTV REFHTIRENHINFHRIEICZ L EREAILZ
thF TREMFNEITOLELHS.

RARETHEOREMMRZESHIT HESTE. BMHCERERIBRERATASNREREIFIEE
HAT S, T BREEBRRET DTV BRI HEAKRYUTH S,

5. &

SRETHMEMEMRCELESEZEH T IEMNEFENEL SHRUEFR- REFRXONRKEE
D5 10%IFFEDEHZT D2 5, 2IEFIDSEETFEIL., £ 80%RTHRLEINLID, AEEITESLTS
Y, BIZHELTWSERDNS, LAL, BRIFRTOSMRBETERLOIT T, HHREICITRY
BT HHEELE ABRRLBFHOESIZHNETHNELEN,

O BE#HIFEICHELEHE
1. BB (SNTEEERSBEIREEN)
23,168 A
2. SEROHHE
EN:
3. MBMIAEAE
KM (HRAMBELL, )
4. REBDEE
PVE(NREEA 6. BRLOTL,)
5. A
HY (BT EEEARTEESLODHEENDWE)
6. EEENLE
HRMICLBHDEEELAL. D~DDONTANIERLETEENEERENROTRET S,

O fAERiEMHT
TECREREICETSHEMNRI
HRARE RRENERAZREREEFRAMEN AEREHFIEE R & =



<BMEE>
1. DUEEIER
(DR BEEIR
(@AUA+O—T%  EAlFE =13 A DBRERER D 54 & IFAEMEFTBE
b)Ivtorva® FEEHERORES
()Tvho iz FEEMHEES SV EXBEE & E DI
(2) EBRRIE TR DEFDFHDET
(AN B RBERITIEER
(MMFERFHREER(ILTFoXFFT—EXETILS—E)D LR
(B)FA K ETRY I ERE b+
(B)BHIRZ 72U \BIET 2t X IL A& TR
(MEEMRAERR (. CRP L7 XIFFRILITHE)
(8 KFEME CHIKZE * 2
(DFHAERTHXDREMR SO LM R U HRRE

2. g DHhTI)—

REfH#:18 MU LTRELEZLOT, (NWDRBERD(@)~()D1ER U EZREL, M DFE@EFIZ(2)~(9)
DEEH 4BFEBAULEZBTLD,

BEMREHE 18 FREBTRELEZLDOT. WOEBERD@~(CDI1EBULE () ZMmL, M OEA
FIZ(4). (5). (8). ODIEEH 2 HEULZEHTIO,

BIEMEREHE: (1)ORBERD@~CD 1 BAULZEEL, REREFHUFTRNKEHXIZE
oM@ ZFETHI=T LD,

SRR N8BULTRELEZLDOT. DOKRBEERERE. (D~OQONEBHF 4HEBULERBLTLD,
AEMSREH L 18 FTREBTRELLIO T (DREERERE, () ZiHE=L. (4), (5), (8). ONIEEH 2
HEULEZEHETIO,

3. BmAZEETDHHRE

BFICRDEAR . FERRIMER G E DIEBRE MR K BFIEIA/NTF— AP BEE - ERABHHEREICHIZ
AR\ F—  BREEBICHSIHER., AEELGCOLREMREEZICHIFHET. HUAAT—ZDMODE
HEMERE. BARG R, B REXRETTTOMORBERE

128 Hu ARS HUKEIREF (F1 & BB R (LK) EIREE) . RENERIRIEEST/AF—LBHSN L1 K2
ETEELE - [ TRRBIZEOHTLL,

pE

* 1

BFEMREHREIVEFE SR MH A THERDOETHNHELIMES (. MRI TOBXRETRY FTR(T2 5250
/BEHE®R THIES. T MABR TERES) TRATESLDET S,

*2

7) BLARS Hillk (i Jo-1 FAZET) . 1) HLMDASHlk, ) HuMi-2 Hufk, DI TIF1-y Hufk, 4) HuNXP2
ik, 7)) 1 SAE Hufk. ) $iu SRP Hiufk. ¥) $1u HMGCR fiudk,

* 3

AEEN. REOER(FHROGRIIEER) . RREEBORREME. RREFZALME, ElFmeaRk
.V BREETRELZMERFE MDDV IEFROREMIRRE. EROZFEEM, LFINE. Bk
HAEWNIEHES. AREELGEDFRDF DOV ONDRBDHON ., BRRBEHHETEBT HNEI 1 EH
RS



<EEESE>

UTOWThMNEZLTIEFEEFELL. EREMRORRET B,

RERBICHETHHNETHHS,
A& - MR AR CAERE AT . = Afh. LB —SE/. LBI=5E5. RARERN . KERMUSERY . KERIE A E)
DEFH AT AN SEFEETETA+ (10 BFEFHET) LT
X(F. RFEOVNT AN —D0D MMT H4 (10 EXREEEME T8) LITF
2)REBICHET S CKELLLITILES—EELENH S,
) EBMHDORD (REMRICHHEMNLEES. FEMEHDIVITAILEDIIBE. AEIHE XD EHERLLIZFRD
SNBED)DHD, *EFITEXTIRKEEFEZED
4)BEEOHMBEEMREEHLTLD (ZOBRBEDEET, ).

ST HLVE N OV FE A0 B OS2 36 1T % B I

1.

IR 2N W D ERAREIR . AT AT LT, B2IrERYE RICR B DO BUEN WA ITIE, Wi
NORAO L DOEANTHE LI X2 (7272 L, YRR OKR &2 R T ERIERE CHh - T, i

FATEEZR B DITIR S, ),

L IRIRBIATZ ST 2 HAEE S FICOW T, @Y R EFE O T CIRENMTHhIL TV 5k EE
ST, [E6 A TR bEWVIREBZEMZHET 2L T2,

LB, JERORBEN FROBEEESFECEL LY LW E Th LM, SR ER 2k

DT ENBEREDIZONTIE, EREMROME LTS,



51 HMHEKE

1. =

£ 51454 RRAE (Systemic sclerosis: SSc) (&, K& PHIEMNECIZHEIL (BEIEELD, ) E4FEEL. B
[CRRIBTHEEBETHD, LHOL. FIEDREE., ETEEIZDVTIEEEICFI > THRATHAIRITEEL D
ETHD, cOBEmRMIDS, 2EMBREZRKEL2DIZHITEILENEBRMIZIEALLN TN, DFY.
HMAMGERERITOFARBELELGHERRE L. LBEMEELDOIREEEFELE L 51454
RIEEIZHTON TS, FIF I RELYS~6FLURNITEITTHIENZ LA, REDEAESR TITEST
FIFEAELGRLD . HANWERRTH D, 4H. RREMRKIEITREDHITEIENEZLS2LFIDHFER
THY. IR DIREREFECEEFMRKE|EITEELELHILDTHS,

2. [RE
EHMRRIEDHER FEH THY . TOREIF T2 CIFBASA TGN, LAL. ChETOBHEI
FUDOREZEEE. QRHL. OQMERE. Cho3DNEELEVEEMERATHILLNHLMEL ST,
L. ZOHRERBFRAOHEEICOVTIEFHEDEETH D,

3. fEK
LA /—fER. RIEREIL. T DR EREIK. MiRME. SRRIEBT V) —€ . ERMERBERGENRD
S, FIEOEHHGE, MEmMEE. DOMVER. TR, BETE. . AL IR RIRT R, E4.
TH. ADRLLGEMNEIDLIENH D, 2HMERE TIIREUMAATHE, RRAYAZ—E1(Scl-
70) Hiufk. $1 UIRNP $ifK, it RNA RUAS—EIAEGEN RSN D, BB LI-ITVFAREELE L 5
MERR R IE | TIZ MR AV AS—E1(Scl-70) ik ®H RNA RUAS—E AL RESh, —ATRBEE
B R 2 B MR EE | CIEE b OXATHANBIE LS,

4. Ak

WMAEDELEZA, 2EMBREEFTASEIERTHEVD. HEIEEDONREHF TEIAEEIFARS
N22H5 KFRFELT. (DMATAMRDERR (REFELICHLT) (2)2 28R T 7 (Fh#R#EC
LT (R)TArURUTHER (FHRERBERICKLT) . () TARFFA ) (MEREITHLT).
(5)ACE FHEHIGEREZTV)—EIZHLT) . B) TR 2 RAERA e MEEICKLT) HEH
EIfonbd,

BIICHARMCIE, NIBERBCEDEEEDBEERL. EOEEEIC-TRLEYEEZONDA
BOERRE R EMRREDZEANITAUERE L -,

5. $i&
EEMREEDRBEFRTHEE BBNTERETITVFAEBREILE £ 548 KR IE | L LEEK

10



BRERDIRBEEFLREEFMERIE IORFMNRICILD, [VFEAREECRE MR TIIH
ES~6FLINICKBEIEDEITRUVRBHEN LIRS 51=0 ., TELRYBHITEEZEIBL. NiER
EDEHPCETETESLTMASENBOTERETHD, —A. [REREFLEESMHEKIEIT
(T, EDRBEIEDETIEIEL HoTEIERTH D, T, MeMEEUNEECRRBFREESHS
BHTEFPBVDT, AGTFRICEALTREISDEY 2R EFIEN,

O EHOHEIVLELEE
1. BER (TR EEERZGREILREFER)
26,728 A,
2. RIRDWEE
T~BA
3. MRMGAEAE
RFEL ARBGRIEETRL, )
4. REIOEE
LE(NBREZEHL. ETHETHD,)
5. ZHE#E
HY (BEEE 2010 ENCLHMHARKREDDMEE - EFEEDE - LRI UIZHED)
6. EEENE
EHMBREDEEENBEZAVT. KE. . DiE. B HIELED>L. RIEEEXIT7OELLD
Himoderate A L DB EBZBH DR RET S,

O fAERiZMHT
SRR - R LR B DB AL - EEE S-SRI AEREE]
PHRARE KBRXFZXRZFREFRARMEERNFHR X F

11



<BMEE>
EHEEBE - SMESE 2010 &

REHE
FIEHDV T B EBZ DK EEIL*
INEHE
DFEHLIWVIZRHICEET SEEREIE
2) FERIGDOMAMMERIE. 5L EIEIE D EiE**
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LW OHTT—
KB HHNGNRED) HD2) ~4) D1EE L AR £2 BB EEEDY

* REBMERRE (WHRPDEILT«T)ERNT S,
*x FHROBPREZICEHLD T, IMELREICEHEDERS

<EBEEESE>
DRE. Offi, QiLE. DF . DHEILEDSL. FLEFEERITDE LD Amoderate LA E D EEZ B
DHRET D,

QA
modified Rodnan’ s total skin thickness score (mRSS)
O (normal) 1 (mild) 2 (moderate) 3 (severe) 4 (very severe)
mRSS 0 1~9 10~19 20~29 >30
mRSS DEEFE
() (&
Fi8 0 1 2 3 Fis 0 1 2 3
FE 0 1 2 3 FE 0 1 2 3
BT 0 1 2 3 AT e 0 1 2 3
LB 0 1 2 3 L 0 1 2 3
2] 0 1 2 3
A &R 0 1 2 3
fE &R 0 1 2 3
PN 0 1 2 3 PN 0 1 2 3
THR 0 1 2 3 ThE 0 1 2 3
5 0 1 2 3 k=1 0 1 2 3
A5 (mRSS)
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f9E8 HRCT TORI & 1EIEF
|
HY
\ 4
f9ER HRCT TOIRED LAY — 20% =¥ | (mild)
1

L > 0O (normal)

>20%
\ 4
B HERmE=Z (FVC)
1
<70%

v

(3 L ——p 3 (severe)
|

HY
|

>270% > 2 (moderate)

> 4 (very severe)

faER HRCT IZ&AIRED LMY D%

UTDERTAATILD LEETHLTHDRFE(FTYASRE. BRFE. BEE. B2 DLHDLIELTOEE
LeZR D (5% ELL) . ENODFEHEREDLENY ET D,
Goh NS et al. J Respir Crit Care Med 2008;177:1248-54

1) KBRS L& 3) FiFFARE A

4) ASAAI)EL)D HfHE
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BRI INER DEEE R
PhaRFEE ZE = ERH 3 (EF)
O (normal) FL IEHE Tl EF>50%
1 (mild) NYHATE | EMEERZZELLGVOT HY
Bk, EEE
2 (moderate) NYHATE | BEREZETS5TER. & 40% < EF <50%
BEE
3 (severe) NYHAII E | AT—TILT7IL—>3 EF<40%
U R[ER—=RA—=H—D
W
4 (very severe) | NYHAIV E

FHEDEEEDLRVEELGLDEERDEEELT S,
R BHAE =AM (E iR CBIEFEERE (¢’ IR DL E/ e >15 ZHREELEET .

@F
eGFR (mL/%/1.73 m?) *
O (normal) 90 LA Lk
1 (mild) 60 15 89
2 (moderate) 45 Hhi5 59
3 (severe) 30 Ao 44
4 (very severe) 29 LT XRIEMZEBHEA

EEEORANESMEEELUNDEERELTEMINEE. CORETOFFMEI SR T 5,
*E G MERAE T, HRENMET T HIENHY. FRAEDHEELZITITKWREFY C ML= eGFR
DEEXEFAT S,
BE: (104 x Cys—C '  x 0.996 *#) —g
ZtE: (104 x Cys-C ~'%"% x 0.996 ¥ x 0.929)— 8
Cys—C: M;EVRAF C iRE (mg/L)

®HILE
(MEEHIEERE
O (normal) EE
1 (mild) BETHEEESET (BRAEKELEL)
2 (moderate) B B8 % Ji4E (GERD)
3 (severe) MR EREENIAEOERT HE
4 (very severe) BEPEEIC L DM T R
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(2)TFEUHIEERE

(normal)

(mild)

(severe)

0]
1
2 (moderate)
3
4

(very severe)

E%

BREREFIBERE CAREELEL,)
NEEZEONRELEETIHEERE
RN RIEMREFEH SBMEBRERZEDRE

HLEIRRERENDE

ZTDMDEEESHE
<&H—MH>

Medsger MDIRIBLI-EFEERHIENTE, AERDEATIIYYMENERShTLSA, BREIIZE
WTIE ATV YMEAREETLEBIKFEELAEROONGEN o126 KRFEICELTIE, AERD
DHZEFHRBEBE EL. AR YMBEIZDWTIE, SRR T REIEEO—DIZBHLY,

O (normal)

1 (mild)

2 (moderate)
3 (severe)

4 (very severe)

Normal

EAERIZHEEL T 5% ~10%KED A EFH D
FIERTIZEEEL T 10% ~20%FKE DR E R D
FIERTIZEEEL T 20% ~30%FKFEDIEE R
FIERTICLEEL T 30% Ll EDFERED

<EHE>

BOVEER: - BEESODERM
B AT YRS
BREIER
OBRM(~NTRYYE)

@i/ RE QMmik

@LDH ®HAQ

®M% 1sG B

LS DORAEESELT. EEEEZRET S,
BEE O (normal) 1 (mild) 2 (moderate) 3 (severe)
ABitRA4k O 1~3 4~7 st

FEMOIEE T EE: FEHBIE 160° | FEIE 150° | BREGER 130°

RAk AT (%)
0 95%LL Lt
1 75% L1k 95% K
2 50% LAt 75% K%
3 25% L)t 50% K%
4 25% K i

FEFE AEBEHOFRE SSc [TLDHKE - BEETRARBMDIEIL, HHLIEEDHIR-RINERT 5

DTHH &,
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< fifi i £ 5E >

O (normal) fifi S M £ 5 (PH) %=L

1 (mild) PH &Y. 5D WHO U551
2 (moderate) PH &Y. hDWHO V35X
3 (severe) PH &Y. hDWHO VX I
4 (very severe) PH %Y. M DWHO 95X IV

BDAT—TIVIZTREROEHYHEBARED 25mmHg LLEDEDZE PH LT HA . BILAT—TILN
BATEZLVESIZE. DIO—ICBT3=ZRFHEREEN 34/ D EBAIBE(FZRFEREN
46mmHg B2 515E)IZ PH LE2HT 5,

<mE>
O (normal) normal
1 (mild) Raynaud’ s phenomenon
2 (moderate) digital pitting ulcers
3 (severe) other skin ulcerations
4 (very severe) digital gangrene

*HFBPCHEELIZ. 3L EEEDSVREFLEICNET S
*Digital pitting ulcers |&. FHEAMIEETREIBESH KYELRMD/NEBRELT S

ML FEUE N OVEE FE S) B OIS IS B 1 D R B I

1. BABWICH WD EEFER, BRERT RS LT, WY FICHEBEORENRWEAITIE, W
NORFIOE DEHNTH AL 2R (7272 L, MekEp O &~ 3 ERARIERE Th - T,
mTﬁ@%m WZBR %)

2. 1BRBAIATZIC RIS 2 HIEE A FIZ OV TE, @Y EAE O T TIHRATTHhI TV 2R 1E
T, LLGﬂHWTW%ﬁm% %Eﬁﬁ%%#é LT 5,

3. B, EROBEN FEROEEE S T EU LICEY LBRWETH L0, mEERERE T 5
ZERMEIR L DIZONWTIE, ERENRORNGET D,
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53 x—45J L SEIREE

1. =

IEMERIRRCEREABEREXAZTIHEL. ZECEERAOHRCEA Y/ OT YU MiEEET
BERERED—DOTHD. SRENEEKREGLHN . BRIR. RIRTZ(TTHL 25 DN 2RI RER
RIIZEE SN B71=8. autoimmune exocrinopathy EEHFiEN 5,

DI—JULVEEE M OBRROEHLAALNGEND—RELEE)VIFOLEHTYTIN—TX
BEDBRREESHTIIRMELIZKIANEIND, SBIZ, —RET—T UUERE L. RENRIR. B&
RIZIRB T AR ERELN 2 FREBIFICRSRNE L TEND,

BRAGEEHMAOHECEEFICRELZEEREH IV NEKOFEIZEY ., BEREGENZEDHE
LLTEZONTWS,, RUYO—FILEEAY I AT MED EH . ERAE. YOI FEF. it
SS-A fiufk, i SS-B A E D HE KA HERT B,

2. &R
HHEITHATHLN, BERERELEZONTS,

3. fEK
(1 ERGEK (AR, O, KUBEZIE. RISEIR. [FazIgh L)
(2)ERER - RIRIERR

(3) BEREX (BIERYR. RHET2¢)

(4) BRRR (BRARRREE . 121 R KRR 28)

(5) MR 2R AE R (I E MM 2. BHRESEX R BFERL)

(6) FHER IREMERR R E X, B REMEFX)

(7)HIEEER (B X)

(8) BIER (ZARMENET S F— X ABAY I LMAEIZ L HIUERFE . B A IRILEE)
(9) RIEFEK (BRIKALBE, &A=/ A7) U MIEIZ& S, TRROMIKEZBIAC %5
(10) Z DM (LA /—RER. L. REHEER, MEX, BE) 2/ ELE)

4. BREE

FLIRAER IR L TIE, SHEREN FID LS, RFZIGIEICIEATIRR. E7VILAVERFTRID L. DO7
RYIFRI DL LNSERD RN THONS, EEDREIREICKHLTIT. RRTZTDVEUTH D,
ORRRZIRAEC X ATEZRDEEZENTHONS, FHEEDSHAWNISED FHICERTHS, ENDRE
EROELHEROBRICENTH D, NIRETIIERS MEEETHIEEAVIERIE. EOALE
VIERIENANLNS, $ 60%DEETHMTHSM. $ 30%0DEBE THILFER LR TLEDEIE
AN HIRT 5, 2D, EFLG. TOLAFIOUEBRIBEGELALLNS, F-, REIIHFIFEOIVE
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COAMEDRRESNTNS, RINVREZEIBEIXZDREELTI BEROCEMRICTIERTOA
MRIEENIEERT 5, FIRIRHEETOEHEIZE, FRIRRILVELOFHREERENTHONS, REEH
TUR—V AT BEEDREICEDTUF—LADRIEEEN) I LDMEATTHNS, [RFEMAET1ERE
ERICHLTIE,. VLY TAF L O—LVEBEORENE1BIRTH D, BiEUV/\BEEHLLGEICE, &E
PMALEBEDEIG L7105, MBRFESHLIERICIE. TDBRERET D,

5. %t
—RICIEHDRAZEIMEN., PRIZIBRIFTHD, SZRED-HIZEEZFD QOL (FHFTLERIFEENZ
Hhol=h, BR D MEEREPHRARE(CIOTRVILFRID L, LIASER) OEIZT QOL AkEL
TETWB ERMFREEATHADE EFHMEOSVIRINEROCER) U NEOHHE. S6HL-hORBR
fR/IZELB,

O EHOHEITHELES
1. BEH (ST EEERZHRENRFER
16,022 A (BAZRHEIZ &L D)
2. BIROHE
TH(BEREEOHFIRESND,)
3. SIRMREAE
REEIL (RIBHIBEGL, )
4. REDEE
DE(—RIZEHEOBRBTHD. )
5. A%
HY ARMOZEEEZHY, )
6. EREENTE
EFAMRMICSOTEBEELERELTHER,
EREGRULE)EZXMRLET S,

O fERiZMHT
TBEREKREICEATLREMNRIL
PMRARKRE RRERMENKE SERERRFEE iR & KR
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<BMREZE>
:/I_g\‘l/\/ﬁﬂ?&ﬁ¥ (SJS) E&n]’n/&ﬁﬁ—%
(BEAEFEEBITIE, 1999 )

1. ARFREABRETROVIT O DEEMRERDLHIL
A) OFREB T/ BRZ B 4mm? H1-Y 1focus LLE
B) REFMEB T/ BRZEA 4mm? Hf=Y 1focus LI E
2. OR®ET kwu?h#w%ﬂﬁﬁé; HBHE
A)IERARERS T stage (EFE 1mm KED/NMNRIKER) L EOEEFRR
B)IE& S IM\EEETUJATZI* 10 A TI10mL AT REH TV TAR20[2¢ LLT) HHY ., HhDER
RO VTF I ZT4—ICTHEBEIR T O R
3. REHEETROVI A DIGERMRERHHILE
A) <)L — (Schirmer) ERER T5mm/5min L F T, MDA—XAR2H LT Ak (van Bijsterveld A37) TA2
73k
B) > JLY— (Schirmer) i E& T5mm/5min L F T, MW DENIXBR (TILA L1 AR THEEARIZEZEDH
Y)
4. MEFREBETROVIT IO DIGERMRERHHIE
A)$1i SS-A HiuiKE 1%
B) $1 SS-B iK%

ZEOhTI)—
LE1.2. 3, 40T 2IEENBETHNIE L z—T LU ERBEZET 5,
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<EEEDE>
ESSDAI(EULAR Sjoégren’ s Syndrome Disease Activity Index) [CK A EEE SR
BEGRULE)EZERRET S,

B BH EEE R
€E329) (=¥ x EENE)
IR 3 o0 €10 20
1) NETfERR 4 #&OO €10 20 =3O
BRAE AR 2 #&OO €10 20
E3ERERZN 2 o0 1E10 20 &30
R RS IE K 3 moO €10 &20 &30
ffim 2 5 #£o00 E10 20 &30
BRE 5 o0 1E10 20 &30
FRAE R 6 o0 1E10 20 &30
REMEREE 5 #£00 E10 20 &30
PR EES 5 #&oO 1E10 =30
migkEE 2 o0 1E10 20 &30
EYMFERFRR 1 #&OO €10 20
ESSDAI 0m~123 &
BitRE) EULAR DR BEENMEE %
h-EEETHMEGRS)
IBREEEME(<5R)

— kit SS. kit SS &41Z ESSDAI IZKYERE ., BIEICHEET B,
ESSDAIZ5E—EJE
ESSDAIL 5 B — 8 fE
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BEE

ESSDAI [ZHITH & B D MALE

FREL

S

i59E 3N

LA DR AL

MEL. IRE(375~385°C), &EiF. HDHLEIE~10%DAKER D
S (>385C) ., &F. HBLE>10% DK ERD

(B IS D F B0 B R B RO

N =2 O

) \EfERR

0 LATFDEERMELY

1 U/NETERR R AR = 1om XILHEZ20m

2 YU/\HERR: PR 2 20m RITHEZ3em, HAHVIEFE (2. BROLTH
)

3 HAEDEM B MAIBTEMSERE

BRIEAR

0 IREERRZL

1 ETEREERR (=3cm) . HAHWEIRBLI-ATIRRITRRDER
2 ETRIER(>3cm). HBHWIBIL>=BTIRXITRRDERR
(R, BRZERO

B EER

0 R#E. FEMHEOMEETERLIL

1 BOIHIEY (S>30 M EES>FE. FE. BE. BB, BHOREEE
2 28 FAEIDS>H1~5ED L BE %

3 28 FAEIDS>HL6{ELL L DRIETEE %

(R4 ETREZBRC)

R EEEIR

M. FRMORBEREL
ZRHTHE

FMB A
FMB A

ﬁ

(RAFHEEICLSIRELRADERTESMELLET S,)

CREUROER. H5U\E SCLE ZETRBLI-EEME %
REEOER. HHVIME REEEREEECVFALRENE

w N =2 O

DG
N
DG
N

&
&

SO

fiim %

0 IR#E. FEHEDOMMRELL
1 UTO2EEOWThhER=T
BT OR[N EXRET X RTEELROLL
X % SHULE HRCT CTHIEMMAREZRD . BUND LG TFREEERENESE
2 PEEOFEMMKRZET. HRCT THEMMRELHY. LTO2IEEOLT g
o) e
FERR I HY (NYHA 1)
MEIR HERERR LI £ (70% >DLCO=40% . 35U \F 80% >FVC=60%)
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3 BEDEEMMABZE T, HRCT CRIEMMBEZENHY. ZD2IEEDWLVT hEiFET
—d—
TEEBEEYINHY (NYHAIL IV)
MEIR e EERR A LI E (DLCO<40% . 5L & FVC<60%)

(FAIFHEE ISR ELERADERCKEICRBFROTRRFES (BIELRE) X
EEMGLET D)

0 7. FIHUBRLELL(BEAR<05g/dL, MREL, BREL, A DT7IUR— R
L) HAINERAIHHAEREEICKERELFREEARR

1 UTFITRT KIEBTRL2OLVEEDEHEERZE (GFR260mL/ %)
FRBETF— R
RIRRFETEBR (05~ 1g/B) ZU A DMRAELY

2 LTSRS LSGPEETEMEERE
BAR £ (GFR<L60mL/7) S RME R T IF— X

BRE REARETEAR(1~1.5¢/B) Z L A DMERPEFREHEL
HEFIIREBREUNDORBKAEBT R, HAHWNIEED B>/ K ZEERD
%
3 UTFITRT SOLEFEMERE
RIEKARETERAR (>1.5¢/B) &5, HAHWIEMIR, HAWEBELRLERDHD
MR CIETE M R BRI X H DT, YA T 0TV EERREEZRDS
(FAHHEEICLIREL-RADERFFERCEBROBRE T ZBMLELL
5. BERDIBITEAGL, BBFNAMRZEBELEEMSTMET 52L)
0 IR7#E. FEEOMERLL
1 HERCHERTEELNHIBEVFHRT. UTO2BEOWMAZET
il EeA A
CK IFEEE(E (N) D2ZFLLTF (NKCK=2N)
2 HERCHERCTEENHLITEETIEHRT. UTO2IHEAZVVT D EHET
¥
5 En/N B 5 (MMT = 4)
CK ER%##5(2N<CK=4N)
3 HERCHERTEEZRDISEFTHEHRT. LTO2IEADWLT WA EET -
El
B2 A (MMT=3)
CK EFZH#5(CK>4N)
(RTAARIZKZ 5 D%
S 0 IR, FEHEOREHRESLL

1 UTFITRT KOGEEFMEREHEES

22




MR EEEERE (NCS) TAEASN MM BREMH#R SR — 1 —0/N\F— = XA
A
2 UTISRY LGP FEFDERHEMBIEES
NCS THEASN - EFEEZA LTV MRIEREESH -1 —0/F—,
OVFT 0TI EMEREFIFRBEE =1 —0/F—,
BENPEFEDEBKRFEDHEF IR K.
BEOHERE EFEENTVNEEDEKANH D) Z4Fo7= CIDP,
KRR R DN AIEEE (= XAEEERO
3 UTITRY ST EFRIEREHEES
RREPEE =3/ BMRMREEYH 21—/ F—,
ME RICEDRIEMIEES (SREMRRGLE) | MR RICIOEEDEE K.
EEDOHAERE (ZRXEBEE=3/5. HH\EEEDEEKH) Z# 1= CIDP
(FAIFHEFICL SR ELRIOER IR EICEBEFZRORHEMEES TFEHE
BLET D)

hR RIS

O I, FHMEOHEMHEESLL

1 UTFICRY KSGHFEOFB PR EIES

AR B E D R IEE . SRR, MRREEENNMEE ORISR EIK
O S RIELERRIEIREE

3 UTITRY ST EFR I RAEES

b i B PR E Z A SN 2 R L —@ERE M FELE. (FUONA . BRI TR,

D ERIEBEIE K EBEE LS S R MBI AEARAE IR

(FEFEHEEICL DR EL-RPDERRITEBICEREFZEO PREAEES FEMHE
BLET D)

& EE

0 BEEfREMMmMEKFEDLL
1 BEREMLEBEDTUTOIBEBEDOWLWT A ERT
FF BRI (1000 <3FHREK <1500/mm®) Z4£5
A1 (10<Hb<12g/dL) Z>
M/MRE D (10 B <M/ <15 B/ul) 45
BB /BRI (500< 1) 7 Bk < 1000/mm?®) #5388 B
2 HEREMEOLEFEVTUTOIBEBEOWTIHIERT
FF R EKIR 4> (500 = #F F 3k = 1000/ mm?) Z 45
A1 (8 <Hb=10g/dL) &>
/MR (BB SM/IMR=10 B)EH#S
BHBNT U NEBRFD ()27 BR=500/mm®) 252 B
3 BHEAREMOKEVTUTOIBEEDWTIAERT
SFAREKIR A (57 ER <500) 45
&I (Hb< 8g/dL) &1¥>
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/MR A (/MR <575) Z45#5

(B, $FpBkiEd . M/MRBAD SOV TIFEEREENKBDDOAERT H_L. EL
SURZ.HMRZ. BFFREMBKRDERS )

0 TEDEYFEMARAL
1 UTOIBEHOWTNMERDD
Ja—2Es
{E##1K (K C4. & C3 X[I{E CH50)
EMFERIRTR =y 0JYIMmE. B IgG MAE (1600=IgG=2000mg/dL)
2 UTOIBEBEOWLWTNHAERDD
HUFITaIT o DEE
= v 07U mdE. & 1gG IMYE (1gG=2000mg/dL)
REHBELIE v y0JY 2 M. & 1gG M4 (IgG<500mg/dL)

ST EE K OV FEE B OIS 31T 5 E

1. WAZWICHW D EERGER, AT RS L T,
OO DEHNTH A2 LXK 2R (2721,
RAREZR D DIZIR D, ),

W EICRRBE DO BREDN 72 WA, W
WEEIIR ORI & R T RRIRIEREE CTH - T M

2. JRRBRAMGTRICR T 2 EIEE IOV T, WYIREZEHO T TIRREMTON TV SIRETH
2T, HIT6 2 HRTRbEVIREBZ RS0 Z & &35,
3

LB IEROREN FELOBEEESESE T EL BICZY LWnWE TH LD, EEERERA kT 5
T EDRMBEREDIZONWTIE, ERERORSG LT 5,
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56 ~N—F T VhE
O W=

1. =
AR T 72 ES. REEKR. BOSRESRL, NZHEBETEREL. AUEREEREERY
R EEEFHET D,

2. [RRA

BRIFVWELEFATHSD ., KR IIHEDBGER ARSI DHRBEERNMEALTRET 5 FEF
REEEZONTVS BIGREDHTIE, AFEEZHEZ HLA-BS1 EDTRHEEY DA, LF ., REHEESD
ZO—FI RS HOKRERZHEEFARESN TS,

3. fEK
(DEFER
7 OFEOBRMETIIMES
EREAGEVEREESC. OBEHE. BHE. §. BICEALGEOOREEICHIRT 5, #FE
KOITENZL BREBYEL, EELFETHD,

A REER
FREICHF S HREMIATHE. BT O MAZPEERNR . BEM. B850, HEALIHONSEEAERBR
FEBEEBRLE .

Y BRI
WIRMEICREND RESERAN TR, R IFERE, RIAEMIT4AC, BERNL., A, AHIET. 85
WEREEET,

I NEEES
HREMEOERGHLETIMESBT. BUTIXEE, B, ZETRX/NMERICHERT S,
()RR

BER BRLEAX HLHERE. AERERVTRHRERELNH S, BEI RS LUVETEOHEE L
50%%#Z . TNLUNDRIEROBIREEILZ<HEVEON FICHEER . MER R —Fyb
RIFEMRICEBZLOLIDZEH I RELDOTHY  FHEBRBICHEIN TS,

HIERRETABMICIEETHES T REEREBELOBAMNUIELIIMEIZES, MERE LS
FRR. MERICHML., BIARE OB - 82ARMAZE KT, PIRMRREIL. SRR . NN R ERAET
HEMER L EITHEO /NN CRAELE DR EAEREZS-TIEHETRICKAESNS,

4. BEE
(MEFEE
W FHHEE DOERT 7, 85 . AL ADEE,
(2)FEWaE
OREK : BEDORIRESAEEHRTRBEREXATONEHERDORRZAV. EEOBEILEIERE
ATAOAMRDFEBETEFETI MESESIBERBICIE, BIBEERATAOAMRO®RET /O BT 5%
AW BBEREXRTAMRDELBBREEFT5564LH5. BREEFHICITINLEFUOEE—EIREL.
MREF+7DGHE. VVARKRIY INFIREEZFERAT 5. RAFERFBREZAONSEEHICIE
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5.

TNFREEEZRHIZEAT S,
QEEHEERK BIBREXRTOMRNRAED BAEELIIVEFUONERNGEABTHD, - O
A7 74 EBICIZTTUISR M, HEEMEFBIZIZI /Y (49 0DDS, EAXEEBICITREE
ZERATHEL. BABGICITRIBRERTOAR, REINHEEZRITT 5,

Q& : R MBEHRICITIERTOMNREEAETHRF+ L DIGE. BIBRERTARDEHIRS
T, - REFHICFTaNEFUZRN., KYBEHIZIEANLFY—, THFATI AV
VX TDERERET 5,

@OMERE BIBEREXRTOAMRPLREIGEE FARET I, FEPERIRMAREZHFRLIZESICIED
WPV EDHREREEHAT S HAMDGEEIEAUIVXIRIEERT S, £, KBIR
RE . RHEIRE . BIIREAEICIEFHiEEZETHH. COSVREIMGIEEZZHAT S,

OBRERE BRENSPHFEICEI YISV RILIFEYDUEESTL5—TI/HYFILEEEAI, hEEMD
EEGICIFRIBEREERTOSMN N, INFEEEDOHERAPLERBEREZEEET S, BIBRERTOSMREY
Bl ARTFHIOTNFIEE SR EHILE DHABIZEFAT) o HADGHAEZEEL. BERAL. B E
BE. BERK. KEHEMTIEINRFHRETS,

@R HRRLE e L HIERXGEEDEREOREICIBIBRERTOAREFAL. Z0%R. B
EFHEMTILEFUEERET S, — A FBHER. ABELGEEFRELIZEBEETRIZIT AN
FLFH—r2859 5, ARERG. BRERREGICEATIXFIIINEILELD, BH. IR
RUVIFANRMRBOREESZRTIIELHY. CORBICIFEETTHD.

Fik

BREX. M OTEIHEREXBIZESIFTELGKRED—DOTHI=H. INF BEEDEAIZKY. RAF
BITKRECHELTVD, BER, MER, #HERICHLTE TNF BEEAFEASN., 2ANGEERRE
[EZEELTLSH, REITABRIERHELEISTHEL., FBHEEETHOFHEBRYRT IZERES
PEFICLTRIMEDETL-HREEFALROND, CNODEEREIN REHBEREICEES
BIDFEIE—ARICELGND, OFERTI2HEBZIELH. BF QOL ISIFKRELEELLH>THEY. S
BERNEERALTUVKDELN DS,

O EHOHEICLELEIE

1

 BEYW(SNTEEERZGERFER

14,736 A

- RROHE

FHGEGCERERZRF GME) DEENTERSN TN, )

. HRMTARAIE

RHEEIL

. READHEE

DE(EERBEHEEZRT D)
HY

 EEESE

N—FryMRDEFEEEEZRANT. I EULERRET D,
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O faiE#HT
HAMERBBREMRER [ R—FuMRICET HHREHR]
MEREKRE BAERKRZRE/ I ZRHE VoIFBRERE EFLF
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<BMREZE>
BEEFBE~A—FTyMRBEELE (20105F/ekET)
T2 TR RURRREERNRET D,

1. ¥EIEH
(OEFERK
OOREEOBERET I2EES
QKR EFEIR
(S AL BRI 5
(b) & T O M % T4 B4 AR 2
(OEEBRRRD . EBEKRRKS
SEF R KIS QBRI TTE ($RIE)
QBRFEIR
(M EHRIR %
(b)HERE S & SR 2% (HBARIG AR %)
CIUT DR REMABHNIL ) (b) [THELD,
(@) (b) ZEBLI-ERDONDUHREE . KRALBRILE . BIREIEEE. RaEEE, 1R
HNME, #HEFEZAE, BRI
@ IZEBES

(2)8IEIR
OEMCEEZ L EEE %
QFER LK%

QEIEEEB TRERINDHILFHRE
@I EHRE
OHhEEL EOPIRMRRE

RIREZEDOATI)—
O FZBPIC() TEKDILL4EENHERLIZLD
Q@F&£i:
(a) FBPIC() EEKDIEIEE. HAHWIE (1) FEKDIE2IHEB & (2)BIEKRDIL2IEE A HIR
L=t ®D

(b) #FBBRIZERMBEKREZDMD (1) FEKRDIB1IER . HAHWNE(2)BIEKRDSIL2IHEMNHIR
L=td

QW : FERD—EHIHERET M. TR OEREHB-SLGVLO . RUERMLEERNAREH D
FEEITLHLD

@SR T2BXFFEHOEEZEL. TOLWITIHDRELZHIGEERHRELERL. UTD
FIZAET B
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(@I E (B)A—FryME—RARRTREMLEERT 5.

()& (B) A—F v ME—BIIRE . BIAREAZE . REDFFARMAZEE . FZEEDVT A EHERT 5.

()E (B AN—FyME—RIE K. BN R GE R RIERREBEZET 2RMR AR KHR. B
ERNERICETI HELETEOVT WA EHERT 5.

2. REMR

SELLGHBRERR (WEATIEEL,)

(DEEDE RGO - &t
20~22G DLLEMARLVESEHZERWNSIE

(2)RIE G
TREED T, MBECRPOBGMEIL . RAEM B Mk DEM, FHAED LR

(3)HLA-B51(D 514 (£960%) . A26 (£930%) .

(AREFRR
SHH OB EAHRR D TIE, RiREEREE X T, SEHERESREMKEERIKTH D, FIH
[CZRERD LS ULD BB RN RDT, Wb/ EKEMERDBEED, 2EHIE XD
REME RE Y HIRFEMMEREZHEICLLHIDT. TOHEEHD,

GIHFERDZMICE VT, BRREICHS T HMEE L | IL-61E8N ., MRIDERAT R (TL7ERTOSEIE

SEHCRKBEDERER) 25ELT S,

3. 5EEIR
(DERERK . BIFER &S FFRBFITERY £ (F7ALN,
(2)EEIEKD(a) () (¢) IFNWTNTEZH I NIT1EE THRL REKE(Q) GEBLTHLLY,
(RRFEIRIZDUNT
WP ERARRE, BIESEIRXETFBLI-CEOIEETHIMUEERAE . KBALEBRLE. BAIREIE
i, FAaEERE. tEANE. GREANE. BRI LEERELTRY LIFTEOD FEDHEN
THEETHNIESEHRRLET S,
(AEIFEIRIZDNNT
BIEAKICIEE R T REFREEBNEBICZ VN LICBEERITESAV (BRI OIESE)  #i2
DR+ REEEIESERRET S,
(5) RIERGDELGEVEDIE, R—FyMRELTERDOLL, T, A—FyMR T ARE DO SEE(ES
CENZL, vy FOTYUDELWNMEED, BERABHEIE. TLABRRLEEZES,
(B)EFEEANKREE
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BRPRAT R R UERAT RIZH LT, BN IBEOEIL RS 2 . FBILMERIR 28 - BRIR & (5w
(Mikulicz) @) 3 & L\ SR REIZIRHESE L2 TE S,
b. REFHRE
AL EREE 2 . BRI MEIRAR 2¢ - R AR ¢ . RIRIRRMEE O HMARIEMRZ2D 5,
ATLar RATFOMRAEDHE
HFERICH WV TIE, BEECIEERERNRIC. ATAARICEDABRNRESHIEBICETILET
5. BEMHEBOENNHLWVGEESTBERARKZ T ZRILS] (EUS—FNA) il FE TToTHLIEMN
ZFELLD REZNEEREZOBRNZEHLE ATOMFREICKERSHABMZEISETHRE
Thb,

<BWHOHTI)—>
Definite :
DU ZFEAE : 1a+ (3, 4b, 5a, 5b D361 L) EFE-TED
QRBE:1b+2+ (3, 4b, 5a,. 5b D352 DL L) Zi#HI=THLD
1b+2+ (3. 4b, 5a,. 5b D5512) +ATLar&iFEf-3+D
QIR FMIEL  da TilT=T LD
Probable:Possible DE#E+ AT a3 Zim-+0
Possible*: B2 RE MR T "B T HRBEHBERETET HHITERP BABONENST-IHGE.
(EUS-FNA TREEZZBRSY) + (3. 4b, Ba, 5b M1 DLLE) &Ei#HE-F3D

*HONETIIBOTENG2RDARERLH S,

P<lIgG4 BAERELEEERDZMEED>
Definite. Probable Zx{& &9 %,

A. ZHIEE

1. [ EESBREICTHR-FNEEIZVEAME. HEVIIREEEO ML RGEERER SIS
JREFERDHD,

2. MERFMITE 1gG4 MfE (135mg/dL LLE)ZERDH B,

3. HOREMREEL. G4 BERR-ERIRK. 0G4 BERBERBREEOVLI NI DEHERDD,
4. BEEICUT OREBMRBZMAMREZREDS.
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a. @mEGU N\, REMROZESREL
b. I 118EF&H =Y 10 BZHE A5 eG4 R EMRZR
c. TEEEARERHE 1L (storiform fibrosis)
d. FAZE M E%AR 2 (obliterative phlebitis)
73y  ATOMRERBOHE
IEELROBE RNRETZERES| % (Endoscopic ultrasound-guided fine needle aspiration.
EUS-FNA)ZEUIEEZRBED TELEMMRICEVLTIE, BEROCEBELGEDERERERIMEIZ. X
TAARICEDBRNRESHIRB ICECIENTES,

<gZWoHATIN—>

Definite :
D1+ 3%#=9HD
@1+2+4a+4b ZHE=THD
@4a+4b+4c Em-FHD
@4a+4b+4d EiE-FHD

Probable: 1+2+#4 7 a &=+ 0

Possible: 1+ 2% #1341 D

L. REECEEGEDEMRRE . REMELCHEERCRE AN T RIEELIEBEXE
BRNTDIENDETH D, BEEEEH =SV, BRREIIC 1G4 BEEFLMEE XABE TELL
6. RBICATAMRERETH T [CEMRRIBN T I ENEETH D,

@<IeG4 BEERF-BERVERIFREDZSIEE>
Definite ZX R &ET D,

. EMIER

RIF-ETIR-BETIROFHKEGMAUL) ., "FFEIC2RT7 LU EDEREZZEH S,

M&FHIZE IgG4 MAE (135mg/dL LLE)ZERH B,

JRER - MR AR AR BT 1G4 514 RL E MR8 2 5 (GRIL KSR EF T 1gGa+/IgG+HY 50% L E) FEBH 5,

w N o=

B. #R&E
DI—YJULUEREE. YILAMF— R Ry R )LIUTR. SROE R ERFEE. B /B, B4
EERNT D,

<EZHOhTIVN—>

Definite:
DA1+A2+BEHE-TED
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Q@A1+A3+BEHE-TED

B<IgG4 BHETRmDZHmELE>
Definite. Probable Zx{%& &9 %,

A. ZEIER
1. [RFTR. BREREBICAIOADEEZRSD . MARREICTE IgG MAE. EHARMAE. 5 IgE MAEDLVG
nhERH5
2. {%J:ﬁf%ﬁzﬂqtif‘*ﬁﬁﬁ(U‘i&’l‘i%ﬂij& EXEOZHRMEELTRE. ERMEEIEE (hypovascular) ,
BEREBERE)ZRD
3. MKFHIZE IgG4 ﬁu{ﬁ(msmg/dl_ ut)’&%ﬁ&bé
4. BEROREBMABEMNIZLUTO2OOFRERD
a. EBALGY D N\EK, EMEORBEEREDD, 12120, 1gG4/1gGi5 MR LE40% UL £ . RIKIgGAl5ERE
HRHM10/HPFERBZ D,
b. Rz ERYEOFHMNTREILZED
5. Bl Lo D fiFisr D REBEBFHIC %HH&')//\ER MEMIEDRBERNH D, F-1ZL. 1gG4/1gGi5EHE
fatb40% Ll L. XIFIgGAR5 R EHIRAAN10/HPFEEZ S,

B. #Al&E

1. RN ERNRS: SRMERERSFIEE. FHRIKEZSRNE XERAFEE. REMRELGE

2. ERZHLOERNRE - BEHYN\E. BRE(RBLEESE) . BEHE. BEB L. SRMERERNF
[BfE. YILAMR—S R EDEGREE

<BZWOATI—> (=12LB. ERKBEERNTS,)
Definite :
D1+3+4a+4b&iE=3H£D
22+43+4a+4bEFHE=FED
®2+3+5%HE=9LD
Probable:
D1+ 4a+4b%EE-5HD
@2+ 4a+4bEiE-5HD
®2+5%i#E=910
Possible:
D1 +3%#E=330
@2+3%i#HE=910
@1 +4axiE=-3LD
@2+ 4a%iml=-3tD
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<EBEEESE>
EEEFERNITERFABRICHEL. ULTO (1) RIF(2)Z@m=TEERRET D,

(1) RTFAARIKES
+REDRATOMRABERETVEREALLZA., ATOMRBE P IL THBEZTHABRL. BT
HWNEE

(2) RTAARERME
THEDRATOARABE<VEIREE (05~06meg/kg) >E6MNARMITOTLEREATET . HEEME
ENKDIGE

fizRiEE
LERERBICRELTVWSEBFE R OREEEENELILOD
Bl : CKD EEE S FEE—I IV T AT DA DIHE
fRE BEMEENEIRTETRTUMEALENLE
FIEXEEDFEZ Child Pugh B KL E
i BAEMEEIER CETRATUMEALGENRE
FEERGEEZHEIEEDEN 7 DERETR £
L% 25 PaO, A 60Torr LT DIEEERIMAE A 5T T 5o
BREHE- ME  FREXDAENIFR T 5. MEHR
HEIVNIZFDFHDI=ODRTFU T
TEK FRILEVOFERENDE
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CKD EfEERNFEE—tTvT
EARES Al A2 A3
RELOEE
/B E%¥ | EEEOR | SEEAR
FRER/Cr Lt
(g/9Cr)
0.15%#% |0.15~0.49 | 0.50 Ut
Gl |E¥RIEME =90 4% 2 AL
GFR X% BE~hEE Cas —_—— =
mL/s | 92 g 45~59 | ® | ALY | &K
/1.73 mi) T~ B N
Gap | TEE~EE |40 44 AL i Ir
e e e - |&F T
G4 | BEET 15~29 i i i
RKBEXRL
G5 | (EskD) <15 7 7 7
ST L YE K OVEE FE ) FE O I 2BV D R E S
1. JRAZKICHW D ERARSER, BRAEFT R LT, WM LIZRBEOBEN 2 WSS, WT

NOFHHO L DEHNTHE LI A2 (272

FRATRER & DIZIR D, ) o

2. JRIEBRAATAIC

> T,

3. rk,

B3
HT 6
JEROFEEN E

HAESES)

RCOD BUEE S HH A

DT ENREREDIZONTIR, ERERONSE ST 5,
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L. S ORI &7 BRIERSE T T, T

PEICOWTIR, EUIREFHERD T CIREMTHOIL TV D IREE
2 H H T b BEVIRIB A BRI Z & L35,

FTEU LG LRWETH L0, iR ENR 2 e



325 EGEBECORIEERE

1. =

BEERMEHCRERRBE. BRRERICEOLLIEGFEREZRRALL. £ EICOIYERT SREEY
HMETHEBETHD, CCTIE MABBIERSINTVSERDIE, BICHEE#RBICIEESNL TL
5. VVAE) U EBE R EMEIERE. TNF SEAEER AR, TS VEERE. RiktetihiER. 5
IgD fEMEEE. A% - BATAEIRSE . LIRIE BRI X - AR KRIE - 7V REERFZRLV=. NLRCAE
HE . ADA2 (Adenosine deaminase 2) RABFE. THILT 1+ T4 I — ILIE{&EEE (Aicardi-Goutieres
Syndrome:AGS) . A20 /NTOREEEZNRET B,

NLRCAEEETIZ IL-18 & IL-18 NBRIELE S, RE BASHD. HERE. LRHRER L. <
IR0 7—IE ML E IR BRI R G ERIGVMERE 2T 5. ADA2RIGFE Tl EITHERRICKRIEI S
Y, #EEE S RBARRICELUL-EEEEREET . TAILNTA- I T4 —I)VEEREIEELSESE
E-TRHRERDORETHY . BENARILRELEENGRHEY - BRI 4—TJz0 - -3
BAFTTIDEMERFBET D, A20 NTOFLIEIFZ/IDE A20 DHEEEREICKY . KEMESAH
AL THSH TNF-a  IL-6.IL-1 B FELNBEEESN. REEOBRATI2, 2. BEEE. HILEES
ZEDR—FyMNRELERETEETHRET %o

2. FHA

NLRCAZEEEIL NLRCAD FOHEEERERICKYRIET 5, NLRCAIFBERREICREH DI T5T
Y—LDEEDFTHAD ., TOMERBRERICEKYDR/IR—E-1DEEEHIEARIY. IL-18 &
IL-18 ABRIELE SN RIENERINS, ADA2RIBIE L ADA2 F4I1—K 9 % CECRIEIGFEEITEK
YRETIEEBAREBHER(SHER KETHD, EETEMEES ADA2OEEIEL HENTT
JOVEEDEENLG ERAME REFRET DAREEMNHERISINTINS, — A ADA2IZIFBREF&
LTOERLHY. HIHEREZEOREICIIRERFEROEZICLINENROHEEEDETLRE
LTWWBEHERIESN TS THLT A I TA4T—IILERBOEETELRFELTIE TREXT. RNASEHZA.
RNASEHZB, RNASEH2C. SAMHD1. ADAR. IFIH1 D7 DMIREIN TS, WTFhEKEEO RSB OHIE
BARAOKBRHEICEE T 2EEFTHY.l BAA2—DJz0  OBEIEEICKYREIFRT D, A20 /\
TOREIEIE TNFAIPS BiEFHI—FT 5 A20 OMEEETER(\TOFRD)ICKYELEAIEEEE
(BHEE) R TRIET S, A2 (£ TNF-a OMIERS Y FILGERR LIZEEL. COVY FILRESE
IFIRIZHEIL TS FTH D, A20 NTOFRLEITE L TIE TNFAIPS BIFDOANTRESHEEIC
KU A0 DFEEFENEL. INF-a T FILVGEDEENEIY  BROREMEY A HAU D BRIEE
SNREMNERIND,

3. fEK
NLRCAEEETIE. REICHI->THGT I2EHH. EAERD. BEHE. L RHARER L. BiE-0
iR - BREEE LS oR77—UFE ML ERBERKIELGE | EREREET 5, ADA2RIBEET
(. BYBRTRE, ERRBOLA/—EREOREER. MERICIDRELCENGE DEEEK, IR
B (PDERAIRFAE CR MR ERE. ENMBHELL) . BHEAEK. HRBEOCHEERE. sLE. BE
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4.

5.

EENROON., REITO->TH#IR Y 6. THILT 4T T4 T —)UER TIE, HiEFEHER. FFIRE.
FH&RBiERD LR M/MREA &V R (TORCH JERE) SBELOER DM, ZRIHME. MR
HAGEREMRE. TADACLEERTERDLELETHERENEDRKEEZET 5. /MR . BT
PRRE. FFENBR LS MRMEAGENSTARELTREER(THEL L FH-Rit-EQGED
BERRERECEEHT)TIM—TRIZHELUL-BEREREDEHLBOLONG, WTILDKRED
HEICOIYRENFRT 570, SkICGDIFEMBEZTNETLTERELLD, A20 NTOTLIEL,
HERPMND 20 MELFTOEFHICRIES 5. EEETEFICEICERLN. BHAMRERHDHITBE
MOFER, REMOERTIS, RS . BiEICmA., SMZEES. BIEEEE. SERKENF=~—
FrMRBROIEREET D, £EICHYREASFHEL., BHRESTNETT S, T BARPEAMT
DTIh—TX BCREMFXRFOBACREREOHFELHOND,

BEE

WINDERBICHLTEHERBFRA TRILSNBEEIGOA . IL-1 840 1L-18 OBFIEENHEEIN
TLV5 NLRCAEESE TIIH IL- 1 HEDBMENIRESN TV D, ADA2KRIBAE I LTI, 11 TNF &%
DESEETRTHRENMEZ TS, -, BRBIEIZLDRAN/BAGEIN . ERICEHETHo=EHI LR
HINTWS, THLT AT TAI—IVEREIZHLTIE JAK EEETHD/N\)IFJIZ&DEKRERE
BEEOHE. FGEERFAETECLINE - HREEMROBENRESN TS, A20 NTOFLIE
FEIBRERTOMREHRE . J)LEFY . 1 TNF EF4GEDFERAMNSRESNTLDA., B EREL
LTLVELY, —BRDEFIT, $1 IL-1 HEI, 1 1L-6 HF|, JAK [BEZE. AEERMEE RECTT 555
RILIBRTT . EAM B D RBEERRICH T S EMMAEBEORENELNHRESN TS,

FiR

NLRCAEFEJE TIX. BE R CREMBRICMA ., BYRIT /007 —VFEMELERBFZEHLER
DREREHS. ADA2RIBE TIE., MEREICIDMBEEOCHEES. RNEE. BREECILIBER
EDREERHLFERFRTHD. THILT 4T T4 —)VEREETIE, BRMERE. TANA . BEEER
BHREBOEOFEFIRTHD, WTNDERELEEDORENFHRL. ETEORBESTEHRT L
OEEIZEDIFEERNEILT D, A20 NTORLERBEEICOI-DEFRED-HICEEDETNE
FPEESND ARENGITIXRIERICIDEHNEE. BECREZREBICILZMBEE. HNETT S F
= OHEEHMICRDEERGRENRESN TS, L. WThOREBLEEEGFOHREOHRER
ZOHEILNENGEL RAMNGTFRICITHAGHI DNEFET 5.

O EHOHEIHELEIE

1.

BER(THNAFEERZGELRFIER

100 AR (TR TRANEFIDEFET Do)

RmDHE

B

RWEBRTE

REEIL (NI NLREREDH)

REDEE

DLEBEEHERETHY. ETHEORBETEERI=0.)
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5. oA
HY (FRICE>TERBIN-ZHEESLHY, )
6. EREESE(EEFMEBANRETS.)
Barthel Index ZFLVT. 85 MLUATZEXRET B,

AR BRETREL BERELEBLTOBREEOL ELHAHER . BITERAHOBE,
PRSI AR5 REIIE S B
FEREE RBRRPNRE LB BIFRA

AAYIRFEE, BRNEIHIFES
UPERALE ARKRPNEH BB BIFEKR
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<BMEE>

1)NLRC4 EEEDZMEZE
Definite., Probable Zxf& &9 5,

A. FEIR
DB BERBHRS
@5

QFitd 2 THZED G RAE IR

B. REMR
OREFT R G
@iiE 1L-18 =&
@woaT7—UiE ML EIRRE

C. BE=FHMRE
NLRC4EILFITREFMELEEEZZENHD,

<EZHOhTIN—>
Definite: AD2IEE +BM2IEE +C&mf-d+1M
Probable:
(HWADQ2IEB+BM1IEE +CZimf=3 £ M0
(2)AD1IHB+BM2IEHE +C&imf=3 £ D
(3)AM1IHB+BM1IEE +CZimf=3 £ D

<&EMR>
iy
D B RAEMRE. ESHEFHERRIEEE & BERPE. JEMBRE. VO TF -BRRFEE.
REMMIKE B 2/ HRBIREE . X EEH M >/ BIEEZ RN T B
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2) ADA2 R B fiE DS T EL 24
Definite, Probable ZX{ & &9 5,

A. fEIK
DRYIRT FE
QEREHAOL A /—EIRAEE D B FEAER
QCRFECENLE D FREIR

B. REMR
DEGRE  E Mt (B i) EECBIREOFE
QEBRE : MEXDFAE
BADA2 EHEIRE : M3 ADA2 BEFEME DB AVRIET

C. BzFMRE
CECRIEIRFITHERAEERZREEGNIBEEATAEESTRD D,

<gWohTI)—>
Definite: AD1IEH +BDE=1EBQ+BRE=ZCONT hhEmT=-31D
Probable: AM1IEH +BRF - (ZCOHOWLT NI EFH-TE\D

<LEMR>

iy

DB REMRE. ESREFMERREBE X BERPERUA—TF MR- BRBIRKEGE DI
BIRHME RERBZERNT D,
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) IHILT AT T14IT—IVEZBROZHERE
Definite., Probable Zxf& &9 5,

A. JEIR
OFRAER (BRI . FF 8. EITIED/NGEE., &%)
QM FRSMEIR (A, FFRREE. EEHKR D)

B. REMR
DO EREEE(F~VD1EHLUL)
7) BE R EE L (WBC=5/mm, @F L) 2 /\ERB L)
NEERPAVE—T7zA a0 LR (>61U/mL)
V)RR ARA T TN (FERICKY DY TETELD)
QEGREMR BEEENA KL (NERIC KD EBEMEILZERRO

C. BE=FHMRE
TREX1. RNASEH2B. RNASEH2C. RNASEHZA. SAMHD 1. ADAR. IFIH1 D EERBEEREEZFOLNTIIZ
EEBRELTEZRDS,

<BHOATFIY—>
Definite: ADD+BOH LUBR+CHOWLNT I =310
Probable:
(HAD1IEE +BQ+COVTIA ZiE-FHD
(2)AOD+BOH LUV BQ ZiE-3HD

<&EMR>
iy
thD HERAEMKRE. S REEHERMEES . BERRE. YUY TF -BREHEEE.CMV-RS -+
VISR -BHENIVRR-HN &8 HART B EHARRIE . BRA O SR A BEMER S - IR B IR EE - 4
REMHRBERNT S,
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4)A20 NTOF RN E#
Definite, Probable ZXt & &9 5,

A. fEIK
OREMEHE
QREMOEAT7IZ
QT #i. MEZEDHILEERK
@\ 2B AR
GRET %
CORB(EEBRRRT . BEKRRD . EEHIRRBEL)
DORRFEIRBIFE ERRA K HIRSESBERGE)
@BECAEERBERBCREERRRER. BECREEF 4L

B. REMR
ORAEFT RI5 M
QfE& 5%
Ot RIS EAER 5 1%

C. BEEFHMRE
TNFAIPS B FITHEEBRELZEZRD S,

<zZWoAHTI)—>
Definite: AD2IBEE +BMND1IEHE +C&#E=9HD
Probable: AM1IEQ +C&iE-3 LMD

<&EmMR>
el E
fthd B RIEMRER (R ER. VUAE ) EERAEIREE. TNF A EEBAMEEIREE.
HR{E-FEATEIREE . PAPA SE{R R, Blau fEIREE/ BEEREY I IMR—2 R & 1D FEIRRE/ AN\OVEEXF
—ERIGHE. PFAPA SEIREE) . BEMIFRIEAE . @M RPAE ., RIEMBER . BEEHEY. V< F-
BEREER. A—FybR
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<EEESE>

HEREAYET{M : Barthel Index 85 LI TEXHET S,

BRERNAE RE
Bi. BMEGEDEER . FEMFENIZENKZDS 10
1 BE BANB (FzEA I, BT EU>THALKLTHSS) 5
E=v:l 0
BHEF | BiI.JL—F. UL RAMDEELET (BHITEHILED) 15
) MRy | BEORSANMEFLIIEREZETS 10
FA®D | BB LIFATEETHHMZZ LB 5
BE ENBFEIEFRE 0
B (GEmE. B2, mEE. OIFHY) 5

3 EA
N BIEIE T AT HE 0
B (KRIRDEE. BIBREZST . R—2 I ERLEEFERALTVSEEIEE 0

A FMLE | DEEFELED)

£ HANE, AEXZ 5. KR, BRIEKRICNHIZET D 5
ENBIEIEFATEE 0
5 A 8 >
AN BEIE T T HE 0
45mEl LD BT, HER (BEHF. STHREBRO OERAOEEERMbHLT 15
. 45mU EDNIHIT. BITROERZED 10
SITTEEDBE . ERFICT5mU LR ETRE 5
LRELLSF 0
Bi. FIVLEDFEROHFEILRE O 10

REER R
7 " NBFE-IFEREZET S 5
N 0
Bi. . O7RFT—  EEDOEREZET 10
8 FBEA |HHNE. REMGREN. F2UEEESTITAS 5
LEELS 0
HED | KELL. wha. LEORYKVEFTEE 10
9 JbA— | LFICKREHY. wha. LEORYIRWVIZHBIZET HELET 5
y|” LEELS 0
RO | REGL IRBFOEYIKL S ATEE 10
10 bhO— | EEITREHY . WRBORYFZWICHBIZETHELET 5
)] LRELLSF 0
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DD,

KW OVBE 0 OIS I3 1 5 W B H IR

1.

AW O D ERAER . BRAEFTSFICE LT, WA E IR BEOBER 2 WEEICiE, Wi
NORFHOLDEZHNTHE LI AR (2L, YRFORE 2~ IKIERE TH - T, i
A ATREZ2 B DIZIR D),

BRI TR IC BT D EAEE SIS OV TE, EYIREFAEEO T TIRREMTPIL TV SIREETH

2T, HIL6 » A TR b EWVIREBZ EMIHET§5 2 & 295,

C B JEROBREN EROEIEESBHE T EU LIEY LRWE TH 20, @R ER 2 k3

DT ENRERBIZTHONTIL, EEERONSRET 5,
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57 FEFEVEHGRE D AE
O #E

1. BE
EEEETEEZNEOIREZEHETHIEE#HTHY . SEH. FESE. EOEMEEGERE
DAL TREFRNTILELHD,

2. [RE
RigEDIRIREIDAE (. SAETOIFHRE & 20~30%IZA5N. T/ 11 EOEEL O FEMEOHER
ERRMUTHETL-2EHAETIEIS%THS. B FOEETHRE DHERFRRERET H_E0HD
EHESN TS,

3. fEK

EDFLICEDBEOLAHIKREEMI S MOREIRICKEDERZFHEL. FYAETITHEMOLF LI
KBEBRKREREE-T,

BEERIEFIERFITREYS. BFCRRFTBEORATHEY ., ETTHERHIFTRES. RIEMR
FIFEIR R, EEFRE 2T DEI12745, Tz FEARICKDIROD K HOEIE. $H DU EHIEREEREACH
R EEELTIEEHD,

DMEREODF £ HE IR, IRER/D. REOER. RO XK., iFIE. FFIEX. FFRE. lEKGRE)
NHHND,

4. BREE

DSBS IR ARV, BARFHORBEAVLET, So ML EMAEDERLHDESETE
B+ REIZESE D, BIEFHIR(5~8)l KN HIBRNNBETH D, EEIFEREEREZICHLTIX, 7oo4
TUVUERBER(ACE)EEE., B EEE, Y UER)IL/NLY LAY SGLT FHEZE, HON Fy R JLIEETEE
AW, 5o MERABNIEFIREFGHRHT S, AEO/SOFITRIRELLTOEREITTIELRKEREE
FRBEEDRINEOHLN TS,

BEDDEMTREIRICKIRAEIZHTIRNENEETHD, S EHEIRAREBETIELIEATR
SNTW5, EELDEEFRBIRAHBT A5 SICEEERISEELENSISATMORAFABRET7IAS
AV DFEETI, EMEREOSEICIIEALGRHEBFOEREEET S, aEOEETOVILRT
SIERELE DBRIREREIRE S H L TLDIEEICITBEANR—RA—D—HEZAAFOBEICERETT S,

MNETREERRZHESIVFAMEZEETSE TAELEL. EEBRAMBRAELIIGEND D, F-.
EEREZHESIDEMBIOFA TOERNMENELDZELH S, TDIHE . UEBEREFITD,

5. Fi&
BRDEEEDFAETIE. RED 5 FEBFERL 76% THYERD ZLITDFRLFIETREIRTH D,
B, FEOEM. RIEE. NYHAILED DAL Dtk 60%LL L, EENEDILK. EEBHEDIE
TOREFFEROBILLEET S,
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O EHOHEIHELEIE
1. BER (SN EEERSBEIREER)
19,423 A
2. RIFDE
IR (—HILEEFRELOBEENREBIATING, )
3. SR MIAE A E
SKHESL (HRABAITALY)
4. REIOEE
WE
5. M E %L
HY (BITOHERBAER RS L0 ELHRIITHE)
6. EEENE
LERELDHEOEEESELAVTHIEELULERNRET S,

O faiE#HT
MERMEDEEICRE T SREMER
MRARE AMKFXRFREFHER FBIRFART &R GHEZ
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<BWEE>
1 FEIER
EARE R DHEIHEEOHEX1OTT, EERHEETLEENEILAEHFHET HRER
THY. 2LDGEEETHETHS.
(1) BEERK
RO RS BhiF. SR ITRE. MER LA R (HgE)
(2) E/RR
TRRRARARGR . ATRER ., FTERAARE IR . TRRIZME. BRK. ARE R/
(3) E&
ME. V&, IZMEIARE S O ITE
(4) MIBRXER
DEER DK, ffi>>Mm
(6) ILEX
DEETEIR, DEME). QRSIEBOER . EEAR. BEEQK. ST-TEE. EZAISEM. RFEEE
L.
(6) ITa—(X
EENRILREERE FET (UVFEAM)
(1) BEIRIERZ X2
VFEAEDEZEETORE LGS EERBELROIEL,
8) LT
DHERET2SHECRDHD,
(9) MRI
EENERAREEHERET (VFEAM) ZERDD,
(10) ZEHHEHE
EABRIENERVRIERHFEE (AT) DETZRH D,
(1) DRETDEERX2
HEMNTHEBITRIIEVOA, BAOERBOSEORMIEERDS,
(12) RI&E
RIEEMNROONEIENH D,
(B%) Bz TH@RIT-T0O1
ShaVRYTDNA, i B -S4V BHEEETF. PANATAVEGRFREDEREICK>T, hEREILER
EDREETRT LN H D,
X1 BRMELHE: BNSEEEARERERELOHEREARMIOERITLD,
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3. —ATRFLERAMNTEETH? (1. 6Mets) E4A 25U ?
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FDMREHD,

Stage2bll LD EFEE THIMZNE LT BBl T HEHE

D9 ATGUREMEIRMRE Y Y XREIOTUD) HARKRYUELUIC TPO-RA THSD
TILRAVRINT QB REED. 40 BEKFE T HLA —BREZETAHICHLTILEHEBES
13, ATG £ VRRRY VDB AIZKY ., H6EID BEN MM A BELLELIFETHET HH. 612
TILRAVHRNTEZHATEEEDNENBLGS, RABEFREE NI I 5 MG ERFERE
BHEEORETEE 0% UTTHA 0. @it IERENHEEDEDFIRONS,

HAGICXT HAE

SHOBARRY O ATG B EM THOBEFREEMD 50%~80%(Z TPO-RA DI /LhOY
RATFEEIFOISTORFLNET S, ChITK-> T, MEEITWMIKEFEENKELLED =5
O, EMBERF—D oD BB EIEFT S 5Z2FLEN>BEONGY DFIHSFIN TS,

TH. FEEH CITERMBICLIELEBEBEENHONST-0. FEk-RRGHFBRDEM
PREREENGLIMDS EOHEAIIERETHD, COT=OBEAEIIHEIIIGCTRET b
ENHD, REREICED (REMFIFESNEOT V) BEALANEIO DO HIEICH AL EE
HELNHIBREMRBELT.PNH 2/ TMER-HLA Y5R | UILRKMBRODEM, MiFOD KRR
IFUEME (320 pg/ml LA E) R ELHS,

5. %1%

MO TIFEERFI DH 50% M FFELURICHRTT HESN TN = BETIE, nEME. G-CSF,
M/NMREMGE DZFRENEEL., REINFIRECEHBENREREHICITHONEES
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[CHot=1-  M7ED MM A ELLGEEDFETHEL. OFIDBENRIPEFT HL51TH>TLVS,
f=12L. KRB SIFHERE A OIZHL, G-CSF 5% BIFHERMEMLAELME D F £ (XK
RELTRAERTH D, -, REMNGIFEERZOBEFICEVTL. BEFRHELABHRLIY.,
MDS %> PNH IZ#1TL1=U T 5HIHH 5. Thodlfailure IGKREFEFENFoNHB1D
& 50%55ThHhd. —HDEEFCRERRARBEEBL-HITRENGEREIZL>TH
WELET . NG MEBRE M - M/NMREIMABELLG> T, RIETIE. ShoDFHIDF
FEHMTPO-RAIZK>THET HLSITHH TS, FRMBREMMNE ELDEBERF - DAE-BF
BEEGEDANEIOI—LADERNENS, T, REIHREICIVRELE-RALEFH
D#33%H MDS. ZD—FHA 2B M A MMAKICIHEITL. $95%H PNH (28179 %,

O EH-HIEICHELEIE

1. BER (SN EEERSBREIREER)
7,593 A

2. RIBDIE
FHGEMNSHMAEHRNITEETS T UV BRMEALADERICE>THEINDEELD
naM. ZOEREEFH, )

3. MBMIAE S E
REEN (RIFEE. RENSIEE. BARILRTOA/REE. TPO-RA, & MM HER L
W$HHH%. EMBHIEEEE T S EEEEIRMNICHRT 575 LIS TV, )

4. REDOESE
HE (B EEH 0O— SO % B 4RI E 8L -5l (L R A& IE|EE A TPO-RA &> THE
9 EYIHL TR RS M - 0/ RE M ASKHE, )
HY (HRMIZLD)

6. EfEE N
BATRMANOEEELELAT, Stage2 A LERRET B,

O 1Rt
MRS mEEICBE v 5REM R
MRRERE BHRERXFE MR- BEAH &R =8HBF
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<EHREE>
BETRBEHAMOZIMESE
Definite Zxt & &35

A. MEHEEBERR
UTDIEEDIE., Vet 20%Fm=7,
DOANESOEVEE :100g/d Kl Q1FHEK:1,500/ul FRiE Qm/Mg:10 B/ul K&

B. BHREMR

LUTD1).2)0WFhmMDUEZRDD,

1) BHZFERAR (VOYMERZEL, ) T ARMRIERANELTRED T H0, BLHGNGE
LERBEOBD L) NBRILEDQ LR H D, E MO ERKILIEE THLY,
2)BHAERA R CTEMMIEOBELINHS,

C. #AIEZk

AIEKB D DREELGDUT DESE

Hilfm. BREMBAERE. BHREE. REMHRBEATI/OEVRE. ERFEREENM. 2
DEWERE. BHUU /B SREEREIE. BT EE FFEE. FREAEELGE) . 25
MITTIb—T X, MHKEBRAERE. BRPIELL,

<gZWohT3I)—>
Definite: A & B Zif=L. C 4 LI=£ D,

D. BELIDHREFMR

1) #8775 MER O 5k BB/ MR EN S DALY,

2) MERED LR EFEAMBIEESREDIETHH S,

3) MIEHAD MRI TEMMABDFH D LEFEBOEME RIMELAH S,
4)PNH 24 THER AR I B,
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<EBEEEHFE> Stage2ll EEXHET S,
BETEMEMOEEERAE

Stage1 B}4E TRUNDIGE

Stage2 HFE TEDIEBEEHDIH2IEFHLUEZFHEL.
YFHREK:1,000/pl Kk
[/ AR :50,000/pl i
7R MEK : 60,000/pl i
Stage 2—a FMBRKEMENELLLZLED,
Stage 2—b FMBREMEFVRELT SN, TOHEETEA 2 BARBEDOLD,

Stage3 PAYEE TELDIEEDS>H2IHB LI EZHE-L. EHNGEHIZLELT D
§FehER:1,000/ul K
/MR :50,000/pl i
fAFR Bk : 60,000/ul K

Stage4 EIE TROIEHDIL2IBE U EZH-T
§FehER 500/l KiH
/MR : 20,000/pl K
AR MEBK : 40,000/ul K

Stage5 FEHE IFPIEKD 200/pl KFHZIMA T, FEED2IBEHDS>HL1BEHUEEZH-T
m/v#® - 20,000/pl ki
# Mk - 20,000/ul FKii

F) B GEmEE. 8 A 2EM U EORMBKBMA D ELERZLD,

WA N OV EIEE B OIS 5 B
1. ﬁ%%mpﬁwé%ffﬁ:@ﬁﬁﬁ (2B LT, BWrEYE BIZReBE D BUE DN T2 WA
ZiE, WIFNORHO S OEZHWTH AL X R0 (272 L, M3 ORI %~ 7

ﬁ% FCThH o T, WA BDIZRD, ),

2. TRMBIATR ISR D EEE /N EIC OV I, YR EREE O T CIRRMTbT
WAHIREETH - T, Ek6ﬂﬂﬁfw%ﬁw% BA RV 2 2 & &7 5,

3. 7B, EROBEN FEROBEEE ST ELU EICRY LW ETH LM, MR E
WA T D 2 EDNMBER L DIZONWTIE, EREROXSET D,
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61 BE®REMEAMERM

1. HIE
BEREMAMMEEM(AHA) (X, FIXKEEORRERIGTHEEMAENELESIN IERARE
DR, FOKRNMEEZZ T, FOEROFGHNAZLEMRE (M) L. AOEXIHETHD. BEhK
DHBIZ DN SBEDFMIEVEZTHADEA N EL, BREE - FPEOETLEREICECTIYE
HIREEELIERIND, BECHADOHEBRERERLTIN. ADOHR. BERNUREBE . TRFHLTE
BRRAGERANOATELGIHHEL ORELZAET S, BEENROFNHKEEORBEREICLIVERE
ARD AHA IZHFESN S,

2. &R
BERERROBILICE. BROEELSERDKALHFERBBOEZERAZZLNEA. TNTH
DFMILEERATH D, BIKTE, AHA [THETHECRERRDAILIIRECERESECHIER. IR
BRERISEHICRAE O TELLIZEFHDBRETHAILEBLTHIDAZALEEZILND, EDHFT,
BE RETFE. RERODERHA. RILVEVRE. B BECENREDORILLFRICEASTHEERL
nd,

3. fEK

(BX AHA--ERIRB I ZHREICEL AFICRBRETERRA. £ 5FEH. D -2, FRER, ZHE
BEHSITEDHY ATV AEVROZRLZZEALGD, EERDARSICITB MO EITRE . (LAt
e ERERELENEET L, RESNTELNBILEVWILEHD. BEDLIFIFILFEIZH, AR
[CIZ BRI B L= HRE TV NFEXIEIENTH D, REDOAIE(L 32~48%, $FFK MM
INRB A EBS (TP) 2 &6 5158 E T 7 R (Evans) FEIRBF LI,

AR AIHA Tl BREICKIEERI—LRRBHIIRED LN H D (V—LRIZHE AIHA) , CDIHE.
HRBREZRV—LRABBEEETHNIEL, TILHTLEI—LRARRETOIERHEBREN LN D, F-. B
EFRMERKERERTOBCRALTHEEI —LRXHBCTIHAT AL TES, BEFMEKIES 16G DFE
E(I7A—Y A RAN)—E RIA R IgA/IgM [2x T 29— LRHBREZHICERATHS.

(2)EAREFRIE (CAD) - BERRIER (LB MERBREREZFICKIEDONDHD, HFHREEMYE CAD DFIE
[EBITHENZUBMAMA T AN, BEARBICEIBAMNERELEIDILEH D, BREZDMER
LT EERG-RR-BENOF7/—€. BRERE . LA/—BRRLGENHLNS, KEDRIKERE
RHEH. TRERIEFENTH S,

RRIEHEEASANEY OEVRIE (PCH) - RETIEH T MIPNRORELFBEL RN DR ERENE-
TW%, LRTEKRoN-HBHEHOERFTIE. EARENBFOREOFELLGY . FEEREMEO M
ERNBMENETOEVRERT , RIBDET. AKDERALKE - FRVNVEEIZL>TEFERINS,
EABRBNOHS ~HEFMEZRIC. BEE. MEkE. BE. 585, B, THA. B2RICONT, BEL
REEHD,
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4.

AR
FRMEDERX AIHA DBR T, BIBRERATOARE, HEEM, REIREN=ZAETHY. £D55
BIBREATAOMENE1EIRTH D, RABIDSLIBEEBELLD T, [FLDHIEHM A LU LD

SAEIR DR OREINFHET, BIBRERATOAMREDTHEHS>BNTIHREATIONREITHS,
BLEHMD 80~90% IR TOAREBEM TEENTGEEE Z DN S, CAD R PCH OIRAFAEEIE
B RENRVERNTH S, BR AKX HKITHKREE (rituximab) DA AELSHRE SN TS,

5. %t

ROBEELD, NEORBREFIL2HELN S ERX AIHA TERERBOLVMFRFITIEAREICKY
1.5 FFETIZ 40%DEEHITY— LA (Coombs) SHERDIZHALAALND, FFFHME AIHA DEMFEIE. 5
FTH 80%. 10 £TH 70%DEFETHLHN . BMETEFETRTHD, BEEFTHM CAD TR
%2~3EDOFBTHERLERLLGL, Yo/ BREEEBICHRR T ILOEEBERICI>TTFRIEER
M. COBZBETLAONEBEDORILELRLIEEDEN NEDERERMED PCH [EREMSHBLL
LEBGETHRYT 5, BWNVBMICKSEELELRLERRINIE—MRICFREIBRIFTHY. EHIEOER
FHBHEIEIILN,

O ZHDHEIHELEIE |

1.

BEY(TNRTEEOERZIGELRFER
1,013 A

- RRDHAE

T (HEREFHEHEFNTEEIND,)

RIS
R GRARTAIEHL.)
EMORE
BEEHROBBELDBABY.)
BIRE

HY (ARIHERDZEELEHY . )

 BEESDHE

HRIER D B ERENBMEE M (AIHA) DEFEESEICE LT, StageSLLLZEREHAD AR
&I %

O fAERiEMHT
MR EMEECRT SAEMEI
HRARE BHEMNKE OR-BERE &g =8 HF

112



<EEREE>
Definite ZXR&ET D,

A EIMEE M CX) DBEEEEE=T,

B. REMER
UTD1XIE2%#H =7,
1. REBERMEICKDIERI—LAARLEETHS,
2. D—LARAEREMHITE, FMEKFES 16G SE (TA—HYARAN)—(FCM) L, RIA JEIZTEMH) .
FCM&: HubAT 16 EHRHAAEZE | EEEHFH:5.5-16.0
RIAL: hybA 7T FRMBRET-Y 785 IgG 73 F. FEEEFH: 20-46

C. BRIk
FEfEAEEAMEEN (FESHMm. HFEIRAMMEES) RUEFRRME GEMESM4EE Mm

<zZWoHhTI)—>
Definite:A & B Zi&i=L. ™D C #&4L-t D,

(X)AMmEBE MO ELE
TRD1&E2%FH =L, 3ERINLI-LD,
1. BRERATR
BIMEHEEEZRDD,
2. BEMR UT6IEBEM>HL4IEELLERDS,
DAESOEVEEERT
2)#@ 7k M Bk i hn
MEMBEVILEVELR
AR -ERoOE ) RSN
B)M;ENT NI REAERT
6) & IR SF kg M
3. HERlKRE
ERFERUEEM. BHEMBEERE. FEMRKE. EXMEFOERR RS M A M (congenital
dyserythropoietic anemia) , FFREERE . KB HEE,

D. ™A 4E
EROBHOHTT—ICK>TAHAL SR 21, SOICHAMBE S HAO R EEEEICE-T, R
KX @B1C)DNE AR (4C)D2)RUINIZR AT B,
NEX B REEAMMHE CEXAHA)
ERERIRITIEFIZENKREZV FEMFBICKDEE I —LRXHER TGO H . XIEIgGLMAR 2 D&
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SNEZOMNRATHLH ., IHARRIELERARIMLMETOAEEDIELH D, ZHTE2). )DER
ko THELY,

2)EmBREFRAE(CAD)
MEFEPICESRERMEOLELHY . BERREICLSHBFODOBILPIERBTONALONS FEMF
[CKDEHEI—LARBTIXEARA I EESIND,

BFRIEMEAANES OE VU FRIE (PCH)
ANESOEVREHEL, MFRIZZHERMR (FF—~ 52 R X451 F—(Donath-Landsteiner) {1
) hEHENG HERMABICLSER)— LARBRTIIHEAEARS M EHENS,

UTIZE > TRBSEERE N EFEITON BEHROFNRELGHDIE., RAELTEM TR EMEDAHAZ
MRET D,

A HEERRIIZEHAL6NAETITERET 5,

1B HERBIFZEHNL6M AL EEBEY 5,

Rt BRREBERDHEL,

RN RTRISMERH T IERERBZEDD,

E. 2EMR

1) BERICIEFRMERDRZEERT R BRKFRMER, FRMBKEEGE) LSE(C15,

2) HREMEEXAHAICE RN /MR ERE (TP NEHTE2EMNH D (T I 70 REER) . T1-.
EHRERMEOLREHSIEERIAOND,

3) EAREKRETOAMIEMEERMEMET ILERST  BAETHBMERERT ZENHD
(BEABESEERE) BEGEHR ERARERERY)—=UIDREDBEE. RUEEDL
WEARERLIFFHMTED,

4) EBERBICIZECRERE. VOTTFHERE. Vo BEEEE. RETDE. B, B&E (127
SRR VAN R)GEENEEND FRETRBDITThODEENEMHLTEIENDHY., TOBAT
BEHBORIRMSENNDS,

5) EFEFMAEESTOMENCELAEERNEICLIEREI—LARBRIBELLELIOTEET S,
DEICITERRER@E. ERIFLEDOEE, ZARFEERAOBRELGENSEITLED,
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<EBEEDE>
Stage3 LA LZFXTHRET S,

BofEMEFMMEED (AHA) DEEERE

stagel B JE EYREGLUICEHMELELLEL,

stage2 HEJE EMEENDET AEIOEVEE 10g/dL LIE,

stage3 OVEE EWMEEFCFZHMOADET AEIOEVEE 7~10g/dL,

stage4d E JE EUVRESIVCHMADET AETITOEVEE 7g/dl R,

W EYE K OVESEFE S OIS T 31T 5 g

1. WA ZWICHW D EERER, AR RS L T, 2R RICRBOBEDR RWGEITIE, W
NOFEO L DOEHNTHE LI X2\ (72720, SRR o 2 R iERIERE Th - T, il
RAREZR L DIZIR D, ),

2. 1BIRBAARIC RIS 2 HAEE A EIC OV CIE, MU R EZNEEO F CIHREBIThIL TV DIRETSH
ST, HIL 62 HMTRGEWVIREAEMIHET 228 L35,

3. 2B, SEROREN FEROEEE SRS C—EU LY LW ETH L0, mERERZ T 5
TENRER B DIZOWTIL, EREBROMNE LT 5,
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62 FEEMRBINES OEVRE

1. =

FH VMR AEY OE VU RIE (paroxysmal nocturnal hemoglobinuria, PNH) &, PIGAZ &% GPI 7> h
—EBHICEHSEEFICEELFF o-EMBMAN /O HICHRLBER. AN EHELERNAL
EZFHETHENMRMBEETH D BEFRMHBMZERRET HENMLFLHEBLLIELIEEH-BER
179 %, MAREIFRIBHITIEENTIEH S, PNH [THEHEBE S BHHE TH D, PNH (., BRI 49(1974) &
[SEmMMEEmMAREREBICHEESNEILISED., TEMFHEBELLTRY LTSN, DMt mEE
HREIBR =Z&HEH) ICL o THBMGHMRLFRIESNT-, TS HIZES 40 FIThT->TE
KM RICKYZEE. REA. fRRE. 2W. JaE. FERGERLVBRICEATAAERARISERONTES:,

SHTEF (W) R R ENEECRET MR O X EMZEIPNH BEICH T HERKBES
BARAEOBXLERAEIDT—RIZLDE, 45.1 % (range: 10~86) TH o1z, ZHFEEE L. 20~60
BRICZEARALGLRIET %o KB TIENEST BE VR, MR4E LUV o7 PNH O & B EIAEK AR E
[CHAOFTLDITRL, POTHITIEOLAEMFREERNEERTH D,

2. [fREHE
PNH FrMEKTlX. F UV IILIRRAT7F 2 ILA /S b—)L (glycosyl phosphatidylinositol : GPI) 4L TH&
LIZHETHIHEOEANRIBELTVWS, MAFIHERLZDLILERD1DTHY PNH FRIMEKRTR
MLTHY, BEGEICLYFHAENERILINS L HAROKELZ T TAMARES, COREIL. GPI
DEEREXRT DELTFTHD PIGAEBGFLEENDERDIERELZOSNDIIENHALMN SNz, T
HHHPNH (F, EMEHEOERFICELLERICERYT 70— MEETH S,

3. fEK

HWANEHOMERBMEZTNITHESIAES AEVR., MRE. BRFEEIKEREL. FTDHIZEH,
fefE. B TIEE . BUBER UL DS EHERETTT  BWICIE. 70— 1A —Z ALV PNH
AATMERDREDBETHD, EIC1AEREOT+O—TYITRENHERIND, EBEICHEEETH
Y EBEEEXVIVATT, FTVATD)DFEG . RO EEICH->TIE. EELEMEDLEICESE
EBEETOIDLENHD,

ER2EE T, GPI 7Uoh—RAVN\VBEOREBFMENMEHIANIE PNH LSh b0, FMATR
DS TRV PNH 24 T IEK 5 D B84 £4E (subclinical PNH: PNHsc)ld . E&ERAT PNH &[&
X 5Al9 %, PNHsc [& PNH TIEAWAY, #FH@BERFIZPNH ITBITTHIELHDH, CDI=H . BHEITRE
BEEAIZEIZIE. BRI MDS HIEFRLTRTORIH L TERETO—H A LA —ZFTLV, PNH
RATMRDFEEZFARDDLELNHD,

4. BREE
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BHBEICIVEE/O—VZHRL. EREIO—VICE - TESMASEN . REDECHHE—DIR
RABEETHDHN ., AREGEISEEIGV, ChETE, M85, RET HAMFEE, EFRGAMBKE D
EZEYHEEFLGEITHITSNTE R, LIzA T MERABM, BRAFERUMARECH Y 3R
ENEREGD BMBEEISHLTIE, BRREFOREDFRERET HEELIT BREICKLEIERE
ATAARIZRYBEMZEIVSO—LT B, BRI B RICLDEEEZH LT 5-OEBHCERICEDHF]
REEAYDD . NTNTOELEEET 5, BEBMICHLTIE. #HAESH A ITF T HRAE T
AR STVART) MEFESN . BMITH T HRIMBHIFI RN RSN TS, BEEF2ITHLTIE,
BATRRUEMICELISARETOIN. BEEOBRTEZHICLA S EARERILEVARASI
%, B THNBHFAETHNEMICHLTIE BELNHNITEMEITIA ., MERHERSN TEIHETR
MEREIN (T2 T LHBETIIEL MARED T EBRICANY 0T =07 D EF| LS HMmis A
Z173. TVYARTRSTIVXRTIZEH M FHHRETEINTEY. & PNH OBRBEREKREE
Ho2TLKBDER DD,

PR

PNH (38O THRIRIEITL BMFEEEZRELEY ., BOARKELIZYT 5, BRRIERRDOEITICES
Bk A CBIEL =M (1/4) R (1/3) ANELREREL S FIRMZELAHoN DA, BKIZEEL
HAETEHIEEIMEN10%LUT) , FENICHIHFE~ADERLI NS (3%) . RIE/ZHHALDRAF
R, FHAEFHRA 32.1 &, 50%EFM 25 FTHOT=. PNH TIXBEREBNEYFHEVSDHH
BO—D2THAN ., TOREL. BREBRAEICLDHES%N TH T, TVIVXITOZTIXITDEE
&Y. SRIIFROIBET HENHFSND,

O EHOHEIHELEIE

1.

BEH (ST EEERIRELRFER
#9844 A

- RRDHAE

FHGEMEBHIED PIGAZEL GPl 7o h—ERICEO LB FEENTRIN TN, )

- IREVERERTIE

REEIL (BRERBHE LI BREA G WEREICEEFE D)

. REOEE

DEGEITHE., AR MmBKE D EELERA KR, )

HY (AR LDBMEZE)

6. EEEENE

MRMICLATEMATRICE SV -EEESEIZAV. PHFELUEERRET S,

O fEiEMHT
MR EMEECRT AEMEI
HRARE BHERNKZ/ME-BERAR HiR =8 BF
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<EEREE>
Definite ZxR&ET D,

A BEMER
LUTD1)MD2)&i#T-7,
DFYAVIWKRRT7ZFUILA /T b—)L(GPD) 7o h—RIEEH DO RIEMER (PNH 24 T FRIMEK) DR H
EEEITHLVT,. PNH 2 FFRMmER (I B+ B) AV 1% L,
2) ;% LDH fEAIEE ERD 1.5 fFLLE,

<zZWoAHTI)—>
Definite : A Zifl=9H®D,

D. #BIMBREMR

UTOREFMEMNLIELESHASNS,
1) BmkU BB, m/MMROFED
2) BMATRELTIE, fE LDH fE L F | @R mEkiEm. MEEYILEVELR . MEFNTNOEVE

BTHASEICLGS,
3) REBDODAETOEVE M. RIEBONEDSTI UGN
4) FHRERTIAYRRI7R—ERI7ET ., FOKT7EFIILI)OIRT—EET
5) BEEARFEIEM(BHILBEENZVIMERRLHD.)
6) Ham (BETEAEMIF A ) SLER ST 1= (RO HEKEABR G
7) EES—LRRERHAFEME X

MEEI—LRARERIE, TIVVARTELFSTIVARTREROEECHEREE AN E ME S H
L7=PNH BETEBHEELGEIENH D,

E. 3EmR
1) BHERN. BHER. LEABREZICI S TTERESELTON LT LEWLVTIUNIDEET S
E (I,
(1) 8249 PNH
(2)FHAEE PNH
(3)EE T PNHX
MGEAE PNH &%, HEA PNH LB A2 E PNH OMEBOHEMZERERHAY. WThoiFHt
T+AT . VWITNDI DR FEICEELIZVT SESICEREMICALS,
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<EBEEESE>
PEEULERRET D,

BMATRICE DWWV -EEENFE

BE FRMMSY ..
hEE  UTOLThNERDS
i

-RFEERMX, FEERISRMREEX2ZZEDHD

g UTOWThhERHDB
il
-BERMX3. FEEENICRRMAES OEVRERDTZY
SEISFMBEIEX2Z#EYRT
-EHNGEIERELT HX4
BIIZHES U T OEERES - K
-MRFEF- (T ZDBREEZE T 5 (EIREELX5)
BN ELGEES
EEHRAESES: BEEENRBE T, AIRTLELT HHRERE O T ES
(BT 75 . T E2)
- fifi S M EfE %6

%1 hZERIMO B %(E., Mm% LDH {ETEE LRD3~5E2E

%2  BAmEELIL. RIRMAESOEVRERODIREEZET,
BRICEEEIC1 ~2ERRE., BREFEN U LEERET,

%3 EERMOBERE. ME LDHETESR LEND8~10 ST

¥4 EHMAFRMBEAMESER 2B EOBMMABELREEFRT,

¥5  EFIRIEFOHEFE. OREDIRIZEHDHT=0. EELL TR,

X6  BDAT—TIREICT. THMEAL TO T HMMEIARE A 25mmHg UL E

ST HLVE N OV FE A0 B OS2 36 1T % B I
1. JRAZENICHO D ERAEIR, RAPT R LT, R EICRBROREN2WEAITE, W
NORHOLDEHNTHE LA (2721, %%%ﬁﬁ@ﬁi@%%ﬂ“%%ﬁﬁ#“@%of\ fife
WATEEZR B DIZIRD, )
2. 1BIRBAARTRIC ST 2 BIEE VI DWW TIE, @R EFHE O T TIHRREAT O TV 2R EE
2T, BT 6 2 H H T b EVIREE %Eﬁﬂﬁ## WreosZsed 2,
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3. B, JEROREN LR OBEEESEETELU EICEY LR WETH L), E&EERERE M
D ERREREDIZHONWTIR, EEERONSET 5,
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63 FFMEM/ MR 5B

1. =

AEBIE MPMMREERICHTHSEE AL REL., I/MRICEETSHER. TELTERBIZETS
HRRMEETOM/NMROBENTTEL., I/MUBDEXRT BERERERTHS, . FRITENT
ANIE L. —REFEMM/NRE A EE (primary immune thrombocytopenia) EFEIEN AT EMZ N FERX D
HIERKEET 5, BE., R, AMIKRICEREEZRDT . ERTOERKELRDETLRELONL
W\ ITP OFEEITS TERNZIMDERTHY . M/MREDEL 0T EREEDL, EFOESZERNT
BPILENHD, M/MRBDEF . M/NRE 10 B/uL RiEwESY , HETIE TP [SHENTIXMM/MREEIETT
EDOHELT | MPMMREEDIHFH SN TOSIENBALHIZIN TS, /M B 2 AN B HEEZERIC
LHEEL. M/MROEAFEETZSIZEILTLSEEZLND,

2. &R
RRITTHATHY . MAEERF ILBASNCSN TGN, /MNRITP TIEDAIVRARERE O FIEEZE
TERELTEIDEELNH D,

3. fEK

INRITP TlE VAL RBRENZLDZERITL. RSRICHKELEE HMNADRBIZTERARET
BIENZL, AFBICIUVMRABEL T RIEEICIE. BEERLEETHDHIENZ L, — A M/MREH
BRIZHDL. HEERBHS6MNA UL, FRICHEOTIEMEMICHERT 2158(1%. RERHATRHELS
EDZL BRRERK IFEMERTHY ., EELTETHL (RKREORIFEB #EH 5, EEL, SH
M, i, mFR. BEEAENGELRIYEFS, DO MAERIFASFERINLGER DI EN S, B
B ACE>THIMLPT LY, —ARICH MERABAS MR D &, /MRS /UL LT THD, M
INREEAT1 A ~27/uL UTICIETI 5L, OFERGHM, SHf, T, mfR. EEAHNGEDEER
HMERNHRT S, CNSDEREELZBEIFARO L BIBREXTASMPAYTI/OT)UKRE
FEITA ., I/MREMEEET 5, — A, BEFICL>TIEM/MRIB /UL LT TH-TH, BEDH MIE
FALNE2SLGVERILHY . COBEBIINETOBRETES THA,

4. Ak

EQVENBHEDEES. FTREREZTICLLHEL TS, —A. RERZOHROLGNGEE D
EnVRERMEERETE. F—BREFRIBERERATAOARELS, BIBRERTOSREHBARIZHE TS0
IMROEBRSIUVIV/NMRBE S RADEEZIHT S,

FAEZRMAULZBL. RTO/RDOMBFE(CTI/NMREHFTELEVES . RTAARFDOEIERAMN
BEEGAE B XFEBAMICIREZE 1T, BN ESOR, ATACNERETEBINEF LE#THL5HE
[CIERAVRRIF U R KT EDBEISED,

ZOMDAREELTIE. AT AT REFHTEET—BETEHINBEICII/MREDEMA
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HESh . AR FHE. 2R, EECHOBGERAICI/MUIENALERICIEERATHL. EE
HHEMAEDHONZBECE/MrEmEEESINS,

SHIZITP OBRBRETSLICHITZAERD B, BRAEONEHRCILIZH DS EDORERDOEBE AL
5, M/MREZE3TH/uL UEICHBFTIDOICRLEGR/IMEOEFEDFERICBDEIRETHLIILELHA
ITPAEDSBAARTIEHERL TS,

5. %t

INRITP TIE, KE A A6 A LURICERIZI/MREAEEICRSZENZL EHIETEHLDIE 10%
BE, AANBMEITP TIE, 9 20% (3B B REXTOARTHENLHFINSD . ZLIEIBRERTOAR
KEFEETHY . ATAMFERET HLM/MRENBDLLTLEILORIDIATOSMREBRNBELLES,
BEHEICKY. ITP D 60%A R T AA RFEL THI/IMREN 10 B/uL L L EHIFTED LIS, 1L £
NTERY DS ~20%IFAEICERME (HHOFEAEM) T HMISH T I2HELEENLE, /MK
BA3H/uL ULEEHFTENIL BMAGENERLTRTT2HFFENTHY . EELE MIF M/ R
3B /UL REDIEFIZESNDTENH D (BLIX1H/uL REDEH) o

O EHOHEIHELEIE

1.

BEY(FERK 25 FEERZGELRFER
24,956 A\

- RRDHAE

REA

. IRBVERERTIE

REEIL (ZLIFRTACRKRFM)

. REOEE

PLE(ZLFIRADATOAREENBE, )

HY (RITORERBERAREXOZIHEELZNERIICTHED

 EEESHE

HEVID ITP DEFEE 7 EFEE AT Stagell LLEFRHRET S,

O fAERiEMHT
M & sk E R EEC I REE
MRARE BEZJAXRFEFH &R HEE
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<BMEE>

1. BRAER-EFHARR
MR A DS o H MK (LB (R M R OB ) M E T, ik, SHim, T, mR. A
B@EznLbRond, BMEHMIEEREROLN, HIEREEELTOGOA /MRS ZERSh, 2
PIHELHB

2. REBEMR
(1R MK
Ot/
/] R100,000/uLEA R, EENMBKEL D L (F M/ ICEET 5,
QFAMEK R U A MEKIFE, AELBIZER, EFITRMMEF-EHRZEEMEHEL, F-EED R MEX
BEERTED DD,
(2)B%
OB HEZRBKELESZOLEM
E#&IRTM/NRTEGRERLEDH SN,
QFRFERE LV FRHEKDE R ILE., IRELLICER
BAMIER FRIFERLL (M/ELL) I(FIEHE T, £RELTERBEET S,
BAREZHRE
M/MMRFEEMREITOTUUG(PAIGG) BE., LEITHEEZROLTNIELNHY. . FREL/N R
SRRSO M/MMGRADEICE O THEMERLI S,

3. M/MRIBADEELIDBBERBEEBETED. X

4. 1RUV2D%HZERA ., SoIC3DEREHE-E (THFFEEM/MUBRDEERRDZME TS BRIV 2SI
Lo TE, M/NMRFRDERISSEICLDIEN DD,

XKI/PMREDZE RS DR E

REIFIMGHRES. BETRMEN, BHEMBUERSE. RIEMREOLBRRKRE. 254T)T
Th—T R, B/, BEY/E, BRRER. BB M E N REAE R, MMM/ MR M RBR .
FERSRETTEEAE . ERF KA M . B, FEIE. YILOMF— X MEBLENH S, BEEICDONT
FHFITIDNRDVAIIRERRIEOT A IIVAED IV F OB RICA LM /MRiE D [ M mm /M R 2>
HERREICEDHD,

FEXRMEmM/NMUEAEELTIE, NILF—)L- X—1) I (Bernard-Soulier) FEIREF . V14XV -FILE) Y
F (Wiskott—Aldrich) JEIEEE. A -~D'1)> (May—Hegglin) FE{ZEE. HH 73w/ \- A1)k (Kasabach—-Merritt)
IEIRBLENH D,
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5 5EFIE
1. ERRUURMAR
A. HnfEIK
M mAERKHY . AL IRUTH mER | (FERE EEHERH LI LGN,
B. R#MATR
o HmMEKMEEEHY IHAVEIIFOHRBEEESHY IDHEIL. BMK. BHENBAEIRE
(MDS) BRI D - B REREZRD D,
o THMmEkEL 1A 3,000/uL KEDIHFEH DL VE 10,000/uL U EDIFAIE. AMFECEEFRRME
m#H AL E MDS ERIDT-H BREREEZRDH D,
IMCV (EFRMERRTE) 1M, 110 LLEDIBEIXBHREZ RO S,
Fn/MRE X, 10 B/uL LTAVITP BBED = DIt &£HTH S,
BBk S B | THFHERDY 30%KimHDLME) 2/ BRHY 50% LU EDIFE &, BHREERD
%,
C. T, BELILGHREMR
® T, ELLEHBREIIFHMEI/NMRE D EEBR (TP) REITWHEDRETIILL, BE
BAENTFHANEREZTHoTHLREN LT S /MR B ZRARE. @K M/ E, ~O
DHRRIFUER. WFNERIREANDOBRETHY. ZLOBHRTEREISRHETHL=0)
> HRIVMRECHRAREILNBEDOSEEIL. TP OAEEENERIZEL, BREDBEL TP
ERETERVDTREAET D,
> TERM/MMREERINSEDHEE. TP OTRHEENEL, EEDIGEEL TP EEETER
WDTRERET B,
> ThAVARRIFUEIE. SiE. EEELLTHOTHLREALET B,
> THBs filR1. T HCV KIS HEDIZE . EAIZHOIETHEEZEA TESHEL TS
BEIFREA LT D,
> [Ayans2-En0)EIL BE. BENTITLRERNET S,
o [EBHREIIODVTIIBREFRLULEICKYEKMBEBAOCERRBMNBELLLIEAH LD T,
AR CERRBMNMEETH>THITP BEAET S,
B8 R I CTEREMBRNAFEELTLSIGEEIERETELRL,
MEHEAEABRERRIZSOTMDS TLIXLIFRO SN D LB AR (59-. -7, +8, 209-) 15E
ZRDDHEEE BETELL,
2. #BRIEER
HAIZE O TR TEGV I ERESIN TLSEFE, ITP LERETELLY,
3. BAEFTOARE
CAEOAE]. IEELSARIE. TP RED M E &ELEL,
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<EEERE>
EEEHE#E T Stagell L EEZXWRET B,

(M7 HR)
R/ D SR E AR
Be B IE K
/MRS , :
®| fE IR ETRHmy | gEEs M EngaediiinG
(x10*/uL) [
5= <10 I I I _: II v
2= <5 II 11 v V
<2 I v v V

* 1 RTHIM: R, S£5E, BEKH
* 2 FRIEHIN : A, SHM, T, MR, AE&S5E
*3 EEHM:AHEENTRKROH DM M OCEEHEEHMGE

2T FEYE [ OVESE & S0 B O3 I 2 35 U 2 B SR

1.ﬁ%v RV D BRI, AT REICE LT, WA LICREEOHEN 2 WGEEIZIE, W
NOFEOLDOEHNTHE LI X (72720, SO 2 rm T iERIERE Th - T, il
FATEEZR B DITIR S, ),

2. IRIEBILAR IR D EEE SISOV T, BWUIREFEEO T CIREMTHhIL TV D REE
ST, HIL6 2 HMTRGEWVIREAEMIHET 228 L35,

3. B, EROBREN FROBEREE SRS C—EM EIZEE L WE Th 503, mEARER AT
5 EDMEREDIZHOWTIL, EREROMR LT 5,
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283 ZBRMIRFEKEB

1. 1 E
FFRBIEREERHEMEMFROROZRRVERFAFEROZREZIFHRET HERETHY.
RRIEZHTHD FFERBORBEDFEELTRE EREEEREIZHITON ., BREIXERKRZ B,
LaM LIRS,

2. [RA
BRUEBUERFRBIFEETHETELVVEREEE, ERERBEZFATHIRAMRICHEEND, ikl
[ZIZRIRRAE . KERALY /B B IR OB /R EGED YV ARIES . BOREERE. EAIE. B
B, VML RABRIE . ABO TE & RESMEMRBIELTESADS.

3. R
BRADGE . RFRBEZH N -FATHRICEENEMNTHAENAZL, BEERIZEMIZHES
LEBER, HiF. OFVVBRETHD,

4. Ak
REMBEFHRERVBHREICKYRFRELSIH SN0, SHEEIP LGV LMOERIICESR
T5, BMASETCAEERICKEERZLTVWSEEICEFRORAMEEET S, RFRBLZELT
Mo ABOKBEREETV. ZTOHBICKRREAZEZEZTI. FFRBELZEHLTHS 1AM ALEEBL
THEMANBARABERE T M OEBEBEDABRET O CTLANNRELLEWMEEICIE. REMNFIEDME
RAEZEET S, FASNIRENHEIBNERERTAAR, VAR DIOKRRITFIRGEETH D,
REIMFEED BEZLF MBS MIKFORBETHD,

5. %t
BRI EMESRAEMEMICLIEZARICINE, EFREFRFRBO TR 10 FAEFEF 95%.
IRIERSERFIRBEDOFAEFIR P REITE 12 £, KEH 2/ ERAMBIZHESKRFEREDF A 10
FEFRIL86%THD, THIERIIERLEELEBRAETHD,
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O BE#DHIFEICHELEHE

1.

BER(THNAFEERZGELRFER

661 A

RmDHE

FHFIEAN=XLELT BREFEE. 7ML BEEER )V N\BKH LIV THEMNRKICLSE
CRERFLENHEEINTIS, )

REBRTE

REE (AR FTRELUARIRIIFEILSN TLVELY, )

REDEE

DECAREDHICE VDT ERMFRAOREGEL . BRAFIAFIZHNOTIIFRMmERE M AN K E)

HY (ARIHER DB ELEHY ., )

HEREMANMANDEEENEELHALT Stage3l LETRET S, F-F2L. EYEEEITHo>TL
TAESOEVERE 10g/dL UL EDE (T HNET B,

O fAEiEHT
MERMEEmEEICET HAEMERI
HRARE BHEMNKE OR-BERE g =8 HF
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<BMEE>
R RMERRIERFERBODITEZE

VERKFFRELT,. EMEZTDEREFRDD, ZREEHOHMBEMRZEDRDEN, ERXRBIEELTHTATEUR:
7599 77> (Diamond-Blackfan) A %Y. LIXKULIERERRELEERTHEROD, BERERE(ELT
DEBIZHKIET S,

2)LLTOREMREZLTEDD,
(N IHFANESTAEVREMD 10.0g/dL KREDE M
(2) @I MLER AN 1 %Ki
(3) BRETRFERHY5 %Ki

3) EMKBICIDGEERE. UTOREFRRIIRAELTEETHS,
(1) BIMEREL
(2) /MR

4)1)~J)ITE>THRFHRELZWL . RELHERAR - REM RICE o TERMRFERE R VR IRFIK
BEEBRNT 5,
(D ERERFHRB(FATEVR- TSI 77BN E) BRI TED,
(DK ELE Y REICIFBIDORTREROHLEL, )
(2) EFIEEBRN TED (TVRARIFURE Tz=h 2 FTHFATID  AVZFTIRRRE),
() DA ILRBEEEAE (ER/NLARDA LR B19, HIV I3 &) BN TE D,
(4) MIRRIEZ RSN TED,
(5) BHEMBUE IR - EMBERLIRNTES,
() I\RIER (B /AR, B /EGE) ZBRNTES,
(N D EBHEEEERNTESD,
(8)BIRR- U FIEHERELERINTED,
(9) EiRZEBRSN TE= S,
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<EEEDE>

Stage3LULEXRHRET B, 212 EMEEZITOTLWVTANES BEVEE 10g/dL L EDFE TR RNET D,

stage 1 B EYEEEZTDOIEWNTAESOEVEE 10g/dL LI E
stage 2 RS AE EMEEETHEVTANEISOEVEET7~10 g/dL
T T ctage 3 DOBE | EMBEAToCLNTAEIOCUEETedL UE
stage 4 E EMREFEITOCOWTAES OEVBE7g/dL ki
stage 5 XEAE EMFERUVEBBEITOTCAEIOEVEE 7e/dL R

[EWEEEITO>TCOVTAES OEVEE 7e/dL RiEMN D8
BE|ZXDERESHY ]

2T AR TE K OVEE L0 FH OO I 36 1T D W

1. WHZWICH WD EERER, MART ST L T, 2R LICEEOBEN 2 WEA I, W
ORI O DA HNTH AL X R (72721, MaBn Ofkl &~ 3 BRIRIERE CTh > T, il
REREZR B DIZIR D, ),

2. VRIRBALATZ I T 2 EIEE /P BIZ OV TR, WUIREZIE O T TIRIENMTOA TN DRETH
ST, HiT6 AR ThbHEVIREEAERI BT 5 2 & &7 5,

3. P, FERORREN FRROBESEL/HFHE T—ELU RIZEEY LARWE TH H08, mEERER A ki
% EBMERLDIZOWTL, EEREMRONRET D,
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288 BCOREMEXMRERFRZAE

1. =

mEEERFHABSHEOEEERICE - TERMEICERT 510, LI OEEN TR ELST-
Y. EEE. URBAENREBE T AOIC. BREXFLOERFICELTEEENERETE S 5K
RTHD,

EIRMIZIE, TR TOmMERRERFISHLTEEMANELS S, CITIRH RET L ERERFDELE
[Z&Y, DIEESREMHERMERESE XIL-13 BF (FXI/13) R ZAE (IBFF: B 2 REMEH ffE X1 1.
2) B REMHERMEERESE VIL 8 AF (FVI/8) RZJE (RRMEMKRAEA) 1. ) BEEREEHEXRYE
von Willebrand factor (VWF) R Z JE (B 2 REE#E X von Willebrand Disease(VWD)) |. 4) B CRENH
BREEESE V.5 BF(FV/5)RZE(WHHSBFV/5A0EES—) 1. 5) TBERELHEREEESE X
Z10EF (FX/10) RZFEID 5 FERERNRET B,

2. &R
BERKICEDENEN DR EE R FOFMERE (LWh S/ EES—) . BERKSAZHER
HFEDREBESHENARITIRESNS=OITFHERFNRDTHEOVTIUATE) A, HillD
RREGHEENSNEHBEND, SHLGEREE - REMOBCRERRE. BETEE. BRE
BE) . IR/ DBEFOTVEA, FEFIDHFRIIRFRMETH S, BRMUICBCS AN ELLRRAIETF
BHATHAN, BRFERET. BRBECZVLEhoMEBLEN—RERHNS,

3. fiER

1) BEfEMERXRM FXU/13 RZAE T, —HRELEEEIREIRE (prothrombin time; PT, activated
partial thromboplastin time; APTT 73 &) DE X R ESGHIZH DL M HHT, RAHIMT 5, LHFKHE
DEEHRR (R - R TERE) DHEIONZ LA, EOBELIZTHHMT HaEEEA $H D, RITKEH M
TEHEDTEMZETAHIEN S HIMELavIERRITIELH D, HMEBLIICK>THRA LR (T>
IN—RAVMEEBE OB EBLGE DEHHE) DNESHAIREMENH D FFICEENH M A,
REREAH M, R A E (X BanIEEY 55,

2) BEREMEXM FVI/8 RZAETH, HIMFERNEELLDOMN S, RALELE T H M OFHA
AHEMFEZHTHIENZD, MRIFAGERM FVIL/8 RZ4E) EERY ., BMETREMIEENTH S,
YHIC.BEEN. WEER. BERELCREEHMAES X, MG EGYFEIOTIENBETHD,

3) BEREMEXRMY VWF RZEDHMARK (L., BHTEHE THS. EHIL. BENCBEEDLDE
THADEEEDOHMNERERARKET 50, FNIRBLOEREDOHERTEFNLFET S, AIC
RKEHMLTED, Hin%S 3y ERITIENH S, FFICEEEAH M, MR H ML XML
%,

4) BEREMEXMY FV/5 RZEDHMAERD. BOTEETHAD ., RIEHMASHIEEHIMAN S
ERNHD, EHE. BENSBEMEDEDFETCELADEEEDHMAEREEARARET 5. RELD
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EREDOHERTEFMBLLIELIERERAT S, RICKEICHMLTAMN., Kt avrZzRITIEdtH b,
B2, REHIDOFEHKIBEENHONRETHIOTEENDETHD, ik, HMETBELEZ LN
TERA EEE DDA,

5) BHOEREMEXM FX/10 RZMEE. #iE- B THOGEROHADEMIEREE T HEMNZL, MR
OTIOEENBW, BEERHOMREICHFEIN ., WEREOMIEICLYSETENBIESNIE
BlOHBMELHLIDTEIBETHD, thD B REMERMERE R FRZAEITLEEA S EGEFI O T HEE
[FODOELL NREEDEFEICLRETIUENHILICEETIVLENADH D, HH. BHEIZEL
EmAHS(Bxk 3:1),

4. Bk
A. LML
A D=OIZIE, FTEDRBERFNERBLTLSINEFEZELTH L., 7] KR Z5E R F#

FEEZEZEINRET HIEMBEEERT IDLENH S,

1) BEREMEXM FXI/13 RZMETIE, LIDFHIZ FXI/13 BiEHEAEEFHETIENABET
Hb. =1L, BERKIZEDIVEESA—PREEESARRETENHLIDT, HE5L- FXI/13 8
FINZELCERETHREERSI-O. LT E5FTHREEDBE ., BMEHADINETHD,

2) BCREMEXRME FVI/8 RZAETI EFEELEMICT L TROMNILEMELZHEEST IHLELSH
5, L. B HEDA U EEFA—DFET HIHEEIL FVI/8 MREEICIEIRIGLEVIEAZ LD
T, EMHESE VIVT BFFEVI/DXRIEE LT OOV E U E S REFIZRE TS (/AR 1L MR
%) o

3) BEREM®XME VWF RZHETIE., I D7=HIZ DDAVP(1-desamino—8-D—arginine
vasopressin) X & VWF &8 % [E FVII/8 RiERFNZRG T H0. EFDBERADEOHEIZES
T VWF OEIURELLFEANKECERLGLDT, TN TN DG DOAEK - BRI R IZE 1= AL
BENMLETHD,

4) BEREMEXMY FV/5 RZETE EFBHHMISHL TGRONNIUENELEESTILENH
%, 1=12L. FV/5 BIEHEFIIH RSN TUOELO T, S i miE XILER /MR (FV/5 25T
[CET)REEH/RETHIEN S, FEMEHEMAEVES T, & AHMIERAHIRT HaEEMEA
HEDTREICHO->TIREBLGRBHRENLETH S,

5) BEREMERXRME FX/10 RZETIX GEEMHMISHL TRONMNIEMELZIE ST IMLEND
%, 1=fzL. HEAETIE FX/10 BBEREFEH RSN TOELO T, HIEFC PCcC(TRMNEVEVES
KRR . EME PCCLLELRETIDONRATH S, BEMEICLLHEEEELIITIUR
FED=HIEMIMR IR EMELLZIEAHLINDTEITETHD. REDSEIHERFLMITTR
BLTHRL, BHRMIZIE FX/10 BHEBFIAZEZLLD ., b AETIEHRSN TLELD T, FX/10
EZD 1/10 EQERRE VIVT AFFVI/NEEE T HEMEEE FVIVT-FX/10 EEHBIDIZEH
REDERTHS,
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B. fuiKiRHE PREEE
HEAZEMHEXHERRFRZEDEDRREIEFHATHLIN. TNETIOEBERFIIXHTHIED

RAPHODFERTHLD T, RERIGENATEESMADOELEZ LD LILENSH D, FEHIIZEL>T

REMFIZEOMRMNELY , B— e ERITHERESNGL,

1) BIBRERTAMRENLS VAT RT7IRGEDRENFIENBNTHLIZEN SN (FHIFER
HERBIREBEICHIEN) , HEFRIR . MARFE ., BPELENHHEE L. BIBRERATAMREDE
BFEECHEAT S,

2) AEERMEOEGICIX)YFL T (rituximab) VAR A, THFAT)oREDHRELE
B9 5 (FHSERERRES LGN,

3) EE.SHREA4L/5807Y)2 %X (intravenous immunoglobulin; IVIG) [ZHESZ I TULVELY, =150,
BEREMEHRRE VWF RZETE. VWF LANLEHBREIESESIEDH 5,

4) ILMAEICHETHESIE. AT —FMICRET H-OICMRRBR., REREEELELERET
%, . BEEREMEXME FV/5 RZETIE. REFFICIE FV/6 MFREEZ R TMBERIRETE
T HIENEEMTHD,

5) 3—AwATIE, BEREERRM FVI/8 RZJEIC FVI/8 RAIDKERE LAEINFHRD ZH
HAICEISIERBEARELAAON TS,

5. Fi%

1) BEREMEXME FXI/13 RZEDFRIEIFTRTHS, HMIZKDIERICH FXI/13 BERAEDL R
HENTHEZEHINDHIN1E]. REHICHMIET 2000815, ERICTHHUBELTHMIET
ZEI0%91 8] BELTRABEDOEFIHN K28, RER1ERBECTEEDOEFHFI2E], EFEH
DEFIHHIBEITH S,

2) BEREMERXM FVI/8 RZMETIL, FVI/E AV EE 4—(&, REMHEEIZEYN ST AILER
TEHIENSLD, BT DTELDHN, FVI/8 HEREAREL TSI HY . EHMREE
SORYOBBHENDETHD, BT E(E2~3BNEE<, HMMFELYEFEIMFIE LD ORELETEA
ZUL\DOT, BELGEENDLETHS,

3) BCREMEXME VWF RZETIE, BEEMGHNET SEGRNS BREMRT HEHFETFENS
BRTHAN  BBRICERLTREICHI->TEET HAEHIL DN, IBI2, W -ABRELIZIC
BRI HERALHLIOT. ERNREZEORPBOBRBHRENVLETHS,

4) BEREMEXRMEFV/S RZAETH. BARAERTHEFNSHIEMEHNERTEFHETFENSH
THY. AEICERLTEEICHIZ>TEET HEFB VLGN, 51T WLWo-ABRLI-ZICERT
SEFLMESNTVLDOT, EHMRELZECRIBOBRBHRENIVLETHS, 4H. BRERSN
=B ROESITH, FREMERIPBRHONLAEEELH LD T, EHULREBBEENDETH D,

5) BOAREMRERM FX/10 RZEF. BEZHINIEFLIEBH TOLRWV-OERLEFRIEITHTH
5, BOTOROEEZHEFNDEEDH TIE., REINHBEETERTLIENZ LD, KEBEEVEH]
EEDDHEZDRYTIEAEL,
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O EHOHEIIHELREE
1. BER(SNAEEERSBEIREER)
289 A
2. FIHBOHE
T (B AEERREORENETEINENEBEINTLEL,)
3. MBEMLAEAE
RFEIL (RHERE O REMFIEE AN DD+ RIS TV, )
4. RYIDES
DEGAET. BREFRERYIET,)
5. BHiEE
HY (FERVEREB AR IEMPSDOLMELE)
6. EEENLE
BEVERICEEEME1EL ERILEHEEEMEL. RRET S,

AR BREIRE R B E SR NEAROM TALIO O ORERE LB S IBRIEHO
R RPN
HEREE BREXY APRECLHATER KE B0 BA

BAMmizIEMPS RRXEORBABERAMNSIMEREES
REE REKASKRERHR/DER MR BHEE

BAMmizIEMPS BOfREMELMES FXI/13 2HEEERFZER
REREHE URKZ(EFH) 2EHR —EEw
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<EEREE>
1) B REMERRMEERESE X1/13 BAF (FXI/13) R Z4E (1B : B 2 R&E M H M XI: AHXIL/13) DT E
Definite. Probable Z3x&£&3 5,

A. EERE
(1)iBE 1 FLIRICHRAEL-HMERLH B
(2) %Xt EBitERE FXI/13 RZIEDREEILZL,
(3) B AR B DBEEELLL, FITEE D LM B 7 (hemostatic challenge; M5 . F1iT. thiE. 74%
BE) TRt ALY,
(4) g EE LR M/NMRELRE QBRI EMNEL,

B. REMR
1. HFEMBRETFXIV/I13 IZEATHLUTDIDDEEDHNI1DLULDEELNHD CERILEME. EEH 50%
L)
(DFXM/A3EMS.FXI/1I3iRE  @FE. mMELLET,
=1L, —EBDEEH. BHIZ 1L, #1 FXII/13-B T 1=y B EANREDES TIX. TELETO
FFHAAS FXI/13 REZKDAEICK>THBELLEFEHIELEIENH D, FXI/13 BIHDEE
DETIEAREEESS, OBHORERFOETEZH>TEE~DEFEICET 5 ILEEN]
I & N5 EE {ZE¥ (disseminated intravascular coagulation; DIC) . EEDIFEELZEIZLE - Xt
FXI/13 RZAETHAHZENZLY,
(2)FXII/13 LS GEME /R E) 1 FXI/13-A T 1w BERANRRD (LA E DEHITIHE
TLTWBA. 1 FXII/13-B 4T 1wt BERANREADEF TILEE THD,
(3)FXN/13-A H-T 1=k FXI/13-B T 1=wk, FXII/13-A;B, HiRE: i FXII/13 B2AD2A
T/ HRIZEST BALGREEETETLTLS,
2. EEZWABRE
(DFXI/13 AV EES— REMMIKR) D FEET S (LLTOEAN—DLIE),
o FEMLGTUEZTHRHEOTIVRYAAERGEICLSERMFELDT: 1REHR. XRERES
AER (J7°CT2HRMINER) 10 & D RERIRE ThEtE,
o NfAIE: —EEDEEBMTICHRAICEBFERLLESNDMFLEELT, 285/ 37°CT
MELTH LK FXI/13 EMERET S5 (RNERFE)
® ERibd HIAMM FXI/13 HEIREGHER T, HE5EROD FXI/13 EHDEIRE, thiFEHS CEE
RIRE) DRIBAEETLREIZKY FXI/13 EFHBEENROHOANIE, FXI/13 1 2EEA—DER
NTOIEBAELTRLY,

()l FXII/13 BEMANEETS*(UTRENM—DULE),

® AL/TOYNE ELISA. 1 L/VATNELE DREZHIRE CEME,
o [HEMHAKFXI/13MEES—) DFEIF., E g FAORILEIZ L 2 FER. HHNET
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ATAY A-. TATAY G-EI77A—RGEETORBELERE T FXI/13 12 EE2— DD Kig
ERADEHONNIE, B FXI/13 B EHADRIEMEIAELTRLY,
IR, SEFV VBN REATHAHEL-FEROBMENERH DD T, IREETNICEDREINFIZE
BREICKDIEESBRITEET S,

C. #AlZH
EEMEEXRM)FXI/13 RZIEE (CH TR RFERA) | ZRI1E FXI/13 R ZAE 518 14 10 E A EE &R
(DIC) | i, 4M& . BMFLE DIMAREMIESR . EEFKEE., FEE. AN/ vyk- 21051 £, 181
REMGERECEBERER. 70— RGE) ] BEREMEXM FVI/8 RZAE (BXRMEI KR A) ™%
X% von Willebrand (VW) SEIX 3% (AVWS) (35 B 2R E MR XM von Willebrand factor (VWF) R Z4E) . B
CREMRRME V/5 AF(FV/5) RZELFZEDMDETHECREREZEREHMFELEERNT 5,

<EBWohTI)—>
Definite: AME£T+B1RUB2-(2)Fi#E=L. CERRILI=ED
Probable: AME£T+B1RUB2-(1)%if-L. CE&RI\LIzED
Possible: ADET+B1%ifE=9 4D

<&EmR>
1. —iEHEERE
(1) MR BEIEES
(2)PT EAPTT: BEIXEE
(3) M/NMREL: BEIFES

2. ZDHOBRE

(1) /MR FXI/13-A SR E (HAHULE FXI/13 F M) R M/MMRERARLTAE T HEEEENR
HENED T, XM/ EIEHE FXI/13 RZEDATEEEZRRN T IDIZERATH DS,

(2)FXIl/13 WFIFZ 5 HER i1 FXI/ 13 UAD MK E  EEABRTHOMNITESZENH D, VT IV
ATTERIATIE, FXI/13 2EF T 5 MK MFI D FXI/13 iR EDEIUREOF FHEAZETET S
LIZES T BREDTTENREIZLE S, 212U RETTE I RERBICHFENGHTR T4, FXI/13
A eES— (FREMHMAE) TIE. FXI/13 EEDEUEOF FEAZHE TSI LICE>T FXI/13 &
MIRENHERIND, FXI/13 FEEMRELRFITUE T HELLFECEE MRE)LEETE
%, CNLDREF, REHNLD FXI/13 HEIDIZSEOMHMR. HAIMEO L NEEFEEILTH L
THLYERATHS,

2) BBt RRMERESE VIL 8 BAF (FVI/8) RZ i (B XM KIFA) DS E %
Definite., Probable Zxf& &9 5,
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A. EKE
(iBE 1 FLRNICHRAEL-HMERLH S,
(2) MKRFE AGEIEME FVIL/8 RZIE) DRIEEFEMNELY,
(3) MR B DEEEREAEL, FITBEED IE M S 7 (hemostatic challenge; M5, F1if. thik. 731%
BE) ISR mBAEL,
(4) fugEZR L M/MREGE DBRIIRS LG,

B. REMR
1. BEMNBRETFVI/SEENDUTNIDNEENDHIDULDEENHD GEFIL FVIL/S JEE. FVIL/S it
[RENEEHED 50%LLTF),
(1)FVIL/8 &M (FVI/8C) : T ELIET
(2)FVI/8 AR E(FVII/8:Ag) : BEITELIET
(3)FVII/8 LLEM CEME R E) BEIEELIET
2. EEZWABRE
(DAPTT REREREBRTIUEEA—RTHS,

FEFID M #FE AR E X RO MTFLSERREICHFTESL T, 3T°CT2HEMEL THE APTT ZBIEY
%, HOMTTICTHITNIEAVEES—DFEZES ) VEERAEEEDOIL—TR7oFI7
JIUMTIREEERICAPTT ZAIEL TLEBEREOERNEDHON LD T (ENRFREE) | #3511
FRATHS.

(2)FVII/8 4 > EE 24— (BEHIHEF) N FEET S,

HEAE : —EEDREFBMIBTICFR A ICEBERRUEFDMBFLRESL T, 26/ 37°CTIE
LTHOBEEF FVI/8 EHERIET 5 (RERF X)), TL2EFER (2471) EFTLBEEFR (8172)4
VEEA—HHY . BEREMRBATIIEEN LD T, FR7F FVI/S EMEN 50%FBX -FREERE
AWTA vEES—QfiZEHTHERLY,

(3 FVI/8 BEMAK* DN EET S,

FEFREMRARE., EICHERER (A L/TOYNEELISA L. A L/VAINELE) ZRVWTRES
BIZHEHEIN S, FVII/8 AV EEA—  THhBEE MR FVI/E8 BE AL, REFHNAETRIES
N MEICEFET A FVI/E BEMAKRLHBIZRE T HZEMNAIRELD T, /. REIMFIEED R
B OEROHECRBRERCAERTHLILHPEFINTINS,

* HmMAERKZECGUVR FVI/S BEERAGCGEREMEREE K LHEETIILAHEINTLNLD
T.A-(1)EB-1DHBVED IEBRERRICEHLLY,

C. #AlZH
miHEAGEEME FVIL/8 RZHE) . ERMSE V. 5 AF (FV/5)-FVII/8 EARZIE. ETHZ XM
FVII/8 RZfE (IEE 4 M E N & EEIXEE (DIC) 2E) . GE{R1%E) von Willebrand disease (VWD) . B2 R &%
%X VWD (AVWD) . £T®H Z X1 von Willebrand (VWEZEE (VWS D M B & 5 . AREME /MRS ZIE.
FARARBEEREIE TE. Vo /AR T BB MR B LE ORELZREEELNHIIEECREEERME VWS).
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BOREMERXRME FXI/13 RZE. BCREMRRME FV/6 RZE. UV IEERNERBGEERNT
60

<gWohTI)—>
Definite: ADETH+B1RUB2-(3)%&E1-L. CERsLI=2D
Probable: AME£T+B1+B2-(1)X(EB2-(2)%i#&=L. CER/R4\ L= D

Possible: ADET+B1ZiH=9ED

<&EmR>
1. — MM R RERE
(1) B MR BE EEE
(2)APTT: TR
(3) M/MRE:BEIEER

2. TOMDBRE
(1) VWF Ristocetin cofactor ;&4 (VWF:RCo) : @H . IEE HAHUL EIEMN (K MmE)

(2)VWF fi[RE(VWF:Ag) @& . IEH H AL I IEN (K mAF)

3) BCAEM®H XM von Willebrand factor (VWF) R Z 4 (B 2 & % XM von Willebrand (VWF) R ZfE) D

Definite. Probable Zx{%& &9 %,

A. EKE
(iBE 1 FLRICHRAEL-HMERLH S,
(2)VW & (VWD 3B &1 VWF RZHE) DRIEE I,
(3) MR B DEEEREAEL, FITBEED LM S 7 (hemostatic challenge; M. F1if. thik. 731%
BE) ISR mBAELY,
(4) fugEZR AL M/NMREGE DBRIIR S LG,

B. RERFR
1. HEMRETVWFEEDOUTND3IDNDIEBENDATIDULDEENH S GEE(X VWF Ristocetin

cofactor ;&M (VWF:RCo) . VWF iR = (VWF:Ag) MEZEED 50%LLT),
(1)FVIL/8 jETE (FVI/8:C) AR T HALIEE

(2)VWF:RCo & VWF:Ag: @E (FiliE EHiE A

(3) VWF LtEME (VWF:RCo/ VWF:Ag) : BEIXHEEI O EICELD

2. EEZHRABRE
(1)VWF /> EER—NFET S,

137



VWF & GP (Glycoprotein)lb EDMEERZEET 51 EE4—HE MK HFEEITNE.
VWF:RCo H" Ristocetin—induced platelet agglutination (RIPA) 7 vt/ ZBV-IEEMIZFLN T EREH
§% (37°CT2HMINIR ) THRBEMICRH T A2 LN TES,

(2)1 VWF BERARDIEFET S,

FEFREMRRE, EICHERER (A L/TOYNEELISA L. A L/VAXNELE) ZRVWTRES

BIZHREINS, 1VEES4—(FEEMIR VWF HERK) b, REFHNAETHREINS,

C. #AlZH
VW 5% GEIGTE VWF RZHE) . £ TORME VW SEIRE (DM ER R . REME /MRS S E., B KRS
BEETRE. VoI BRIEHEMEELE DRELZREEENHHIEE S REMEHRXM von Willebrand
FEIZEE) . BEEREMERXM FXI/13 RZGE. BEREMEXM FVI/8 RZE (RXMEIKRRKA) . BB
REMEBRRMY FV/6 REZELREZRNT 5,

<zZWoAHTI)—>
Definite: ADETH+B1EUB2-(2) &=L, CEZBEA L=+ D

Probable: AD£T+B1RUB2-(1)%&#H=L. CERLI=LD
Possible: ADET+B1%&i#Hm=LI=tD

<&EmMR>
1. — MR RERE

(1) HmEE: EREXIXEE

(2)APTT ERXIFIEE

(3) M/NMREL: IEH . B XX

2. ZDHORE

(1)RIPA:IE&E | B4 3HHU & RN

(2)VWF T)LFY— EEHAVWIEE (B FEIIILFI—RMHAHUIEREL)

(3)VWF 1 55ER . VWF & F FVIII/8 [RiERFIZIR 5L T, ERMIC VWF FiEEmEEZREL. ZDE
IRE, FFHHETE T AT T AN SDRERE (V)70 ATTERGUR) P EES—(FR
EMNE) OEELFEEHTE T HIENTED, 1L, BEIREDET L FEADIEMEE AVWD (24F
EMLGERRRTIEGL,

4) B REMEBERMEREESE V/5 BF(FV/5) RZIE(WLWHPEE V/5 AFAEES—) DESERAELE
Definite. Probable Zx{%& &9 %,
A. JEIRSZF

(1):BE 1 FURIZRELHMERLH D,
(2) NFIMKRREGERMY FV/5 RZAE) DREEMIELY,
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(3) B & EDBEERNZL, 2B ED IE M & T (hemostatic challenge; 4M&. F 1. thith. 1%
HE) I~ -Hmb i,
(4) Lz EZFE O M/MMREELZE DBEIRE AL,

B. REMR
1. BEMBRECTFV/SBEEOUTDIDNEBENRHNIDULDEELHD GEBEI(X FV/5 FE.FV/5 R
ENEEED 50%LUT),
(1)FV/5 &M (FV/5:0) : b T ELUET
(2)FV/5 IR E(FV/5Ag)  BE X EEZN—EOAERF TET
(3)FV/5 LEEM GRS IR E) - BEFELJET
2. EEZWABRE
(1)PT R APTT RERERBRTIUEEA—RTHS ™,

FEI D M 3% AR E S RO MFASEFEICHFUES L T, 37°CT21MMEL THS PT RU APTT &
BIET S, BEMNITICITRINIEIVEEA—DHFEZERD. BH. UV IEBERREREDOIL—T
AFUFATTSUMTIHGEEAERIZPT RUPAPTT ZAIEL THEERBOEREA RO SN (BNFR
FHE) . —ARICHERIICHERESIN TS,

(2)FV/5 A2 EEA— CRENHME) NEFET S,

HEAE : —EEDREFBMIBTICFR A ICEBERRUEFDMFLRESL T, 26/ 37°CTIE

LTHDERE FV/6 BHEBRIET 5 (RERFE),
(B FV/5 BEMK "I EET S,

FEFEEMMAERIEL. ZIHEEHAR (M L/TOYNEELISA X A L/7ONEGE) EAVTRES
IR ENS FV/5 A1V EESA— TahbEE M FV/5 BERMAL. REFHNAETRES,
MEIZEFT SR FV/5 BCRALHBICRE T HIEAARELRDO T, FE. RENHEBEEZONR. B
ROFEPRBBERICAERATH L FIND,

BE.EEERAFEV/S AVEES—)DBEIL. fiEr g APLIMEIC K5 MFETIE. HDHLET
ATAY A-, TATAY G —EIT7A—RGEETORELERE T FV/5 4 EE 2— Dl O KiE7iE
HRHLANIE, 1 FV/5 BEREORIEMEIAELTRLY,

CHYRERSHBRTRZE (TIZM) TH>TH. ERRAVEEF—BIZELTEHLELHHDNT. HA
MEENTERERET HEANEELLY,

o HMFEREECEDNR FV/5 BERARRBESNLZHIFEE T HENBESNTLNSD T, A-(1)
EB-1DRVLDIFRERMRICEHLY,

C. #ERIZH
INSIKRIE GEIEH FV/5 REZE) . KM FV/5-FVII/8 EERZIE. ETH XM FV/5 RZ i (&
M ERNEBREREIEREE (DIC) A E) . GEIEHE)E X/ 10 EFFIORZE. BECRESHEXRE FIORZE. £
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TOZRMEFI0 RZIE. GEEM) IOMOVECRZE. BCRESEXETOMOIVEVRZAE. £TODZ
RETAMOVEVRZE. BEREMERM FXI/13 RZE. ) VIBERRERBELEERNT S,

<EBWohTI)—>
Definite: AM £ T+B1RUB2-(3)Fi#Ei=L. CERRILI=ED
Probable: AD £ T+B1+B2-(1)XIFB2-(2) &=L, CERRSI LIz D
Possible: ADET+B1 #imf=9+£M

<&EmR>

1. — MM R RERE
(1) B MR BE EEE
(2)PT RV APTT: T EE
(3) M/MRE:BEIEER

2. ZTDMDKRE
W—TR7oFaA7TSUMDEEHDNILBEREEDHZE . AL FIE L (CL) Hilk (IgGlgM) %21
CL- B ,GPI & KK (1eG, IsM) ZBIELT.FV/5 1V EEA—NNREE DA IE THAH A EEEZR T 5&
BlLy,

5) B REMERMERESE X/10 AF (FX/10) RZED S E %
Definite. Probable Zx{& &9 %,

A. EKE
(M BERELEHHEXIIBREOHMERIH .
(2)B1aME FX/10 RZIED RIEEI LY,
(3) MR B DEEEREALEL, FITBEED LM S 7 (hemostatic challenge; M5, F1ii. thik. 731%
BE) ISR B,
(4) ugEIZR AL M/NMREGE DBRIIR S LG,

B. BEMR
1. BRE—EETPT EAPTTAERLTEY. FEMRET X BEEOLUTOIDNIEEON1DLUL
DEELNHDRET FXGEME., FXHRENELEMBED 50%LUTF),
(1)FX/10 &M (FX/10:C) : T ELET
(2)FX/10 iR E(FX/10:Ag)  BEFELET
(3)FX/10 LEEME GRS R E)  EEIFELIET
(SHBERE FX/10 MAEDKRE (FRRINE SN TLVRLY)
2. EEZWABRE
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(1)PT R APTT @ 1:1 EEHER. REREHRTIUEES—RTHDL ™,

FEFI D3R LR E RO MBFASEFEICHFVEEL T, 37° C T2HMMEL T, S PT RU APTT
ZRET D, BN TICTHEINIEAIVEEA—DHFEZSR B8 ) VIBERRERED)L—
TRA7ZoFATTSURTIEGEAERICPT RUAPTT ZAIELTH. 37° C C2HRREMERERZD
BEHEOERMNZEDHONLSOTEFEES) . BAICHERATH S,

(2)FX/10 1o EES— (RENFIME) K FET DS

HEAE : —EEDREXBMITICFR A ICEBERRUEFOMFELRESL T, 26:/H 37° C TH

ALTHLIERT FX/10 FRERET S (RERFE),
(3 FX/10 BEEMER " NEFET S,

JEFREMIRIE., EICHERER (A L/TOYNEELISA AR, A L/VAYNELE) ZRAVWTRES
IR SN, FX/10 DIFANSDI) T RETELTLEDREREGRRTEIRZR 1ZRLA
FEDREELEY S5, FX/10 /2 EER—, THHLAEMRR FX/10 BEMRMAL. REFHNFETRES
. WEIZFERFET S FX/10 BEMAFLEBICHRE T HIENARELD T, 7E. REINGIEEDR
R.EEOHECRBRRICARATHS (SHMIFHENR FX/10 BEHADOBREIFRRINE S TL
A{ AV

Y1 REHR. REREHBRTRZETH->TH, TORAVEEF—DRERTEZTREIND
CELHHIDT. BHOAEERAND, RIFFMZESVTEHMERE T HENEFLL,

O HIMEREACLGUDR FX/10 BEMARRBEFILFET HIREEAHHDT, A-(1) EB-1DHLY
LD, RAELTREXRICEDEN, L RELODEEDH TE DR R TIXH MAR O HEVE
fFlTH. TOREMERZET HELFEEINLIOT MEGEBRENIVETHS,

C. #AlZH

BIGHE FX/10 RZIE. £ TOZRM FX/10 RZE BEMS I E R EERE (DIC) . AL-72A(F—Y X
BE). GBI B FV/5 RZE. BEREMERMEFV/6 RZAE. ETORMEFV/5 RZfE. GEEMHE)TO
FOVEVRZE. BECREMERETOMNIVEVRZE. 2 TOIRETOMNIVEV R ZE. BEREER
KM FXI/13 RZIE . U VIR ERREIRB R EERNT D,

<EBWohTI)—>
Definite: AD £ TZiif=L. B1RUB2-(3) &ifif=L. COEA T NESKRBZERNLIZED
Probable1: AD £ TZ L. B1 RUB2-(1)Zi#&E-L. COEAI T REEBZRNLIED
Probable2: AD £ TZi#HT-L. B1 RUB2-(2)Z#i&f-L. COEAI T REEBZRNLI-ED
Possible: ADEZTRUBI =9 +D

<&EmMR>

1. —fEM Mm% EEEE
(1) H M5 RE LIEE
(2)PT RUAPTT: LT ER
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() M/MRE:BEIFIEER

2. ZTDMDKRE
A FEREZEEZZRDEEICIIWN—TFRA7ZUoFaA7I SO B ILHERENE S X, AILSHIEY
(CL) $u4& (1G,IgM) *°$1 CL- B ,.GPl & AHIA (IgG, IeM) DRIE R UK ERESHERT. FX/10 4/ EES

— W REDBEETHLATREMZIRN T HERLY,

<EWOATIV—DRET>

Possible¥ | Probablex* | Definitek¥*
A. fEIRE
(1) IAERK D B S O @) @)
(2) B FX/10 RZIEDKIEFHEL O @) @)
(3) Hi M AEK DEFIEFEL O @) @)
(4) b EE of /) R FE DB E R 5 L O @) @)
B. R&EMR
%1 .PTEAPTTE. LLTOD FX/10 B EIEEDE o o o
53]
(1)FX/10 ;F1£ (FX/10.C) : ZELIET (1)~(@@) | (1)~@B@) | (1)~(3)
(2)FX/10 Hi/RE(FX/10Ag): ZLET DI 36—2 | DI3b—D | MIH—2
(B)FX/10 LE;E1# CEIE iR E) - ELET LEO LEO UEO
2. BEZWARE
(1)PT BU APTT X Z/BE RN 1T EES—T (1).(2)
. . N>6—"2
(2)FX/10 1> EES— (ZEETHIFIYE) 5 77 SEO
(3)#L FX/10 B 2 & D 7 @)
C. #RIEZk
LR BZ RS @) @)

*; Possible ADETRUBI &=t M

*¥Probable :AD € TZiH-L. B1 RUB2-(1)%iEl=L. COERITAAESEELZRNLI-ED
*¥Probable2. AN € TZiH-L. B1 RUB2-(2)%&i#il-L. COERI T RETEEBLZRINLI-ELD

xxx; Definite: ADET+B1 RUB2-(3)&#H-L. CERRSLEDLD
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2.

3.

<EBEEESE>

BEIFERICEEHMD (1)~ ) OWIFThhE1BUERILFIZEEMNELAIRET B,

1. EfEH M

(1) BanR97H I

(2) EEELLI. EEFRFOBM (FIZ X, BEEA. EHA. BBERR. K& . RN, BEEA.
BEEME. BEER.DERN, OV — AV MERBEE SRR M)

(BINESREUESeg/dL UTHEBMB S ME2e/dL U LEDRFELANESOEUERT
L9 HIMm

(4)24 BSENIC2BE G L ED2M$H A EFRMEKEMZ B ELT HH M

2. BEHMm

RS2 TOEM**

Y BAREEARERS AR A E (UBAT) £ 8B 12T 52 LEH#R
CEHURUVERMEOHMIE, EECECTLEMAEETERTAE

P2 FEYE [ OVERSE & Sy B O3 I 2 35 1 2 B SR
. RABWEICR VD EERIER, AT RS LT, R IR OBEN WA, W
M®ﬁ%®%®%%wf%%bizﬁw(ttb Y ELIRIR DOk & o~ T ERIRIERE Th o T, kR
AIRE7e B DITIR D, ) o
IBIRBAAAL (2B 1T 2 BAE LRI DWW CIE, B R EEEEO T CIREMThiL T 2R EE

. BT 6 AR TR EWVIREEZEMAHE T2 & &5,
&%\WK®&EW RO ESEE S C— B IZHEY L WE Th D08, EBE e [ & ikt
5D ENMERLDIZONTIE, EREBRORNSET 5,
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19 S4YYJ—LJR

1. @&
AV —LIRIX, SAVV—LHNDBEESBRERDEGHRIBIZLY, SV —LRIZKEDIEE
HOIWELOZHELEZETRL. FE-BEOEX. BEk. PIREEEELE  BAUEREET HE
BHEHTHY. BEORBDERENEEFNDS,

2. &R
AV —LHDEBEGHKBEROREBRIFSAV —LOKEREEERTEGFOERICKYRE
ERCE

3. R
EREKRELTHE. BEOEX. 8Ll . EES (EE. MiEESLEE) . RBEE. BES. 01F2
BEBALTEREZL, F-. EEELEGFERDELICKYELS,

4. BREE
BREFTEENT7I)—RK. d—ofF. RoRfF, LOSHEEC B0 B IVA 8 VI ) TiE{Teh
THEY., LKOMDEEIZDONTILEMMIEFBENEITIN TLSH, HGEHIABRIADLETH S,

5. $i&
g Big. PREMROAEEESIENEL ChoDFEEERNTREERT S,

O BE#DHIFEICHELEHE
1. BB (SNTEEERSBEIREEN)
1,452 A\
2. SEROHHE
R (GAVY—LNDBGHKBERDRIBRIET(V) — LBEDEELEZLN TN, )
3. MBMIAEAE
KM (E MRS IE O EREREDRGENAVDETH S, )
4. REBDEE
WE (BHEHABRILETH S, )
5. %
HY (BT EEBARAESLODMEAELHEIICTH
6. EEENLE
BIOREEEARNEESLNEEEHEEALT Stage 1L EEHRLET S,
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IS4V — L, ALEFLY— LR (BB EESANOT—EEE) (L5115 REN DB LEROER
=R =R O EE OFEITES B
HEKEE EUREERRL 4— BREEHN GENE ALK

145



<FEREE>
1. X EIEH
(HEZFR
BE. RKEMR. DS . FIRE. AIEES. BERECEITSEIET 5, #iEFMEZ R TIRAEE.
AREFT R . BREKES) . fZEHE. #ARBREBIR. #ANBREUR., MEERALGEITEET S,
()& -ELFHRERR
BEZHOEOICITEEBFENTRBEEZEILEMICEIRT %, ERYWHLVIEFHEARBEMD
BEINEAR . #ERE . M TR S, RMEM) L/ RBRDZERAE ., FRILBDEEMWE. BHPOIT—
MRS SRR (—< E v #ifa)  FRPA VTR, LOZHONGEENZEDFELMNY LGS, R
MY/ EROIEER ERESF AV TERRESHZATEL. BRRIBLAAT L, BREEOAIEIC
FAIEFOR@mEUFINMEDODNSO., FHIELEBERBOSBSICEIBREEDETEZARATEL
LYo HARTEZETIC DL T, FKMEE - EHEMRRE AV -BRONEERTFHEFICKYARETHS,
EBREGFOIO——2IDEEIN, AV —LRBEDEGLFEWN A THS, =L, RinEDE
EFEZWICIE. TOREETCFEREZRANDDENH D, IHIZ, TOEGFEENRBEDNE S . EF
[CEEREEEEEZ5ITREIT L. HOVWKXERE SR THNWILERRLATNIELSHEL, B FEEN
AESNNIE. ALRRZODRAEZSHOHLERNZHLGEXB B THD,
(BEERATR
BEEMRIBREN AR THS, BEEMEED AT —0ITYNFTIE, KINBEDT2, FlairTOER
RENVEBEH DV IEHAEARIC—BLTRESINS, LOZRETIEIAEICHREEO SRKT2ERKBEMN
HoNBIENHS,
(48R 22 M
Y REREF TIIMDOERKBERE ., ARFHIERBLELDENET 5. RAREFI TITERE
INEZEMEE . ES=a—OVER . FFAERBEOE RN EREIZES,
(5)& BHiE
EEGITORERE. MRGEDREE. BRIGENMELLD,
(B)EZEDhTI—

OBEREHEOELWMETHFIIREEBORE MEREN £LFHNREICKY, RITBZELTF
[SERELIEERINEEFREICEVERINSG L BB, 777 —RD LS XGEHEBEEDATA
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¥£) DS : dermatan sulfate  HS :heparan sulfate  KS : keratan sulfate  CS:chondroitin sulfate
GROD : granular osmiophilic deposits RL : rectilinear complex CV : curvilinear profiles FP : fingerprint profiles
PPT : palmitoyl protein thioesterase
lysosomal SAT : lysosomal sialic acid transporter
CTH : ceramide trihexoside
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