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RIRMEMBRE B o/ HRBIKE . X EHMT )2/ SBIEEZRN T 5.

D. BEFHRE
NLRC4 Bl FITREFMELEEZZENH D,

<gEohTI)—>
Definite: AM2IEE+BMN2IEH +D%F#E-L+CEERILI-t+D
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(3)AM1IEBE+BM1IEE +D%iE-L+CHERILI-ELD
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<EBEENE>
HEBERIET(M : Barthel Index 85 ALITZX&RET S,

BRENE R¥
Bi. BBEGEDEET. REMNFKERNICENKRZD 10
1 BE BANE (FzEAE, BN TEU>THAKLTESS) 5
== :l 0
BHEF | BiI.JL—F. UL RAMDEELET (BHITEHILED) 15
) MRy | BEOBANMBFELIEREZET S 10
FAD | B LIFATEETHHMZE LN B 5
E ENBIFELIEFOTRE 0
B CGEm., B2, ®mEE. OIT4H1Y) 5

3 ER
MBI E IS AT EE 0
B (KRDBEE. BIBREESL . R—2 DI ERLEEFERALTLSEEEE 0

A FMLE | DEELED)

£ HANB, AEXZSH, KR, RIEKRICNHIZET D 5
ENBIELIEF AR 0
5 A 8 >
AN BIE LT T HE 0
45mEL LD BT, HER (BT STHREBRO OERAOEEERMbHLT 15
6 B 45mPU EDNISIT. BITROERZED 10
SITTEEDBE . ERFICT 45mL LOEETRE o
LEEBS 0
Bi. FIVLEDFERDOHEILRE O 10

REER R
7 " NTRIFELIFEREZET S 5
N 0
Bi.#. 7R F—  EEOEREZET 10
8 BFBEZ |HMoONEEENGHERN. FLLUEFESTITAS 5
L a4 0
HED | KELL. whe. LEORYKVEFTEE 10
9 JbA— | LFITKREHY. mE. LEORYRVICNHEIZETHELED 5
Y7 L a4 0
BERD | REAGL, WURFOIYKRLEATEE 10
10 vhO— | EFITREDHY. WRBODMYFEWICHIZETHELET 5
)7 LEELS 0




LT FEUE [ OVERSE S Sy B O I 2B 1 B B R S

.ﬁ%v (WD ERARIER, AT AEIZE LT, WA RIZRBEROHEN R WISBEIZIE, W
NOFREHIO L DOZHNTHAE LI X (7272 L, SRR OfFE 2~ RIERE Th > T,
FAEER B DITER D),

L IRIEBIATZ IS 3T D EHAEE S FEIZ OWTE, YR EFIEO T CIRENMThIL TV SR EE
ST, E¥E6 » AM TR bEWVREBZEMPHTZ2 L 232,

LB, ERORREED FREOEIEE S C—EMU RIS LRWE TH 508, @R R 2k
5 EBRERFIZONWTL, EEEIRORNSRET 5,



4

107 &5 2B FHEFFH 4R

i
%

O HM=E

16 RS %J"LT_ FEETAD 6 AL LGS OBUEDOEH A THS, BEERERZZERET
FEMERBTHYL ETHE - IR OB KZRED, m&’)ﬂix(ﬂ YN N
f2. 4 Hix FE ) \HERGE SEFSEEE n9HI'E4k’é1¥5 H oS B b R

%%b%&i% éﬁrﬁd)?ﬁb\é%*”& éEfﬁJﬂtd)&L\ﬁ""*"b\&éo

2. REAE

RREEFEATH I EBHIA TGN, AFREOER (HLA %) LRBERFONAHNEEL. BEER
FIRGEERTHEEZAOND, FHICE BRI TIEIL-1-1L-18-IL-6 12 E RIEMEY A M A D EEIEMH R
BELRIDEEZ DN, BEIFHE SN T 1L-6/IL6 receptor (R) S KA IZHIMBIRE D gp130 [THES
BRAODEKRRGEERET S, BERATIEREMBORBEEREE YA MAIUDEMARLN ., JBIE
A CHEHECEEBORIEEZRD D, T BFEITHATHINSEIRXEEHT HHIHF 5~
10%5HY . FLETUAANABGTEBIZEDH T NI EM L, BRNBMICE T2 B RERSDESARES
nTns,

3. fEIK

LR TCIIREFHITEVESERERREFO. FEL EICTh-USBNEFGEL. IHERE. £ 5
DY) \ETIERR . FFRREE. SRAE X (DR, MIER) 1L %R D, BT R TIXEH A, BETIERR. RIET AT
BEHIR. HOIOIXYLEEBEERNERTH I, BICHRBLELBAERERES, E1TT 5 LBEMR
ECESRE/ERAGE OB ERZFEL. BEEEREEEET . RHOREFIREBEECESRD
[REEGD SESRETFHNBERLN, BEBTIIRNET.BEFEEREFTL, =W, EREFZDL,
B X DEEE LT EBRICREL. RESEXNETTEHELH5,

BABICES-BEOFHICEHFHER CRERES (TREEC/NEE) VAR, BEBEE#OE

MHEESE - REFLLHERETORRALLD, BHEERTLHNERCALN, HI8%RITE/R-F
FEVIREEE D, SESERFIEE TIX. #9110 £ T 60% I R FE . BNME, BRME, HIRAKEN
EREDREFHELRIET D, F1-. E-RMHMEECINERRAT L —REBERLYERLIND,

4. REE
FAETEICxt L TIERTRA R RS (NSAIDs) PO EXTAC RO EHFANAL LGNS, £25ETIE
EBERERATOMRDIKFEENMBEH TE AFILTILRZY OV RAEEGESAER TR AR
MR MAANDND, EF- - -
éﬂ-ﬁd%&%@ﬂni*;nﬁd)¢'L\Iiﬁﬁ?[ﬂ%|1$(%—i§?ﬂ:)‘hbb#ﬂ—l\)(:J:éﬁﬁ@ﬁ)\f‘&éb‘\
FHITEAM CHSBEDOETIH D, ATA N ERME - BRIBXEEOEGRBEETIE M IUXTT

1] 4

Zshil H= N > o7 stz [— aﬁ: ..bu =

10



5.

ARVLND, BE R QEAFIH LTI, Z0MDREIMFIF (200) LR, ST RILITFEYD
AT SFERGE) DHANS EMFEHRF(TIRILETR THY LT b TRE) DHRAEIT.
FEETAIR O E AT TIXBAE R AT O AN TRAEI I B S Do SESERITHLTIE, ATASR R
REFLELEBINERAE—BIREG D, BITARICIERE/BREOFITE. ATO/FDEHKRE
PEREIFIF (MTX 2E) | EMEHREFN(TFILIT  AVT)XIITEE)NBELLS,

BRABIZE>-BZOFHTRENFH EAYMZHNHADOHRANLET, ERERCKLDHEREIVE
O—ILHBETHS. RABEICEVTEIMOEYMFMEF (TN Th 107V F 7T TIVLTT,
TILMIYRTRI L) DFRBLRESNTNS, BIR-RILEZF LT HEHITIE, BBE-ETITHED
DIRRVEREADEEZRET Do

Fi&

£ 53N 10%I&FEHICT/OT77—DFHLERBEADBITHNROLN . BULABRILING
THIEBEELENEREERE - ZEBAENETLCRIZED, 16%(EFENEEEH £, EFL. B
BAEF-HREFH-UFEFIREING, F-EBUEERRNEGFT LSO DEBEHSEA~NDEZELREN, BH
EERIRIC KA REE AL S . BAET A ENGE THAEIT T HLEETF MM B E T (FRE 45 F£TH 75%) H 5,
SEIBERITBEPTLRHTENMERD . HAHTIRADBRMEEZREI SEIERBEOFH
A 10 FLIRICREF 2T THY. BRRLY XEAMDN RS THH, FHEFITIE. MAFEHORHRE
M5 20~30 FRICATEHS - ALV XOBEBRFMALELLL, BEETHE-PLETLERSZICE
B 5= REAWGEBRS LUV EEECIHELI-EFFHREET 5, ETEIL03~1%ESNTHEY. T
A77—FMALERRE ., 7IOAR— R BEBIEICEDEDNHRESN TS,

O EHDHEIHELEIE

1.

BEY

#9 8,000 A
FmDHEE
FRHEADEERZME. HCRERE . BARRERDEELGEDESNTERIN TV SRESS 1+

Ll )
[s]

RWEBRTE
REEIL (MRIEERCREREMEZLORFINFERSINSD . WTNLFERE THHIRAFEHE
Es)

EMORE

BE (B SR ST IR T, SESHALERE T REARI BETH S HBBRER
FOAEHA DEFFEABH TR )

pUiLE

HY (Edmonton 2XET ILAR 7 $8E%E 2001, BERU DI F RS THERIRZE DA )

MRBICLDIEFEESFELAVT. WTANBEBTIEEETRNRET D,

11



ALRBRENREE [HCRERRICETIAERE)
FRMARE RREREHASAZREELRATEN BRE UIIFRHE %8 LR %
SEFRE RAEHEHAZAZREELLATEN LEREHALHE K8 & B

BARNMNERRZER BRNRIIRTFER
LFRERIELE AKREMXZEXZREFHER/DNER B#H BEEAR
BREXFARPREREFRAEMERNER ZEAMEE HKHER

12



<plgE>
Definite. Probable Zxf& &9 %,

A JER

1. 16 BDFE B LIFTICHRAELT: 6 BRI LiFKEIT HIEM OB X

2. 2 AR LR<HER(SL 3 HEITERRT S)

3. THROEHEKDIEVNTIAA—DOULEREDD
a. BIBEHIRFIBIER 2
b. 5D/ \EifER
c. FFREXFIFIZERXR
d. BIER

4. a FIE 6 HALINDRIERMEIN 1~4 HRTICIRBEL., £22:8%BL T4 HFTLLTOREE %
b FEHE 6 M A LIAD KAERIEIA 1~4 HATICEREBL. FAE 6 H A LIREIZ 5 HMETLLEICEAEI KA ALND
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<EEESE>

BREELZRIST. TROVWIT A ERB-TLOERRET S,

1. BEHEIZEVWTHEELLEDOKEFEEHM (Juvenile Arthritis Disease Activity Score-27 2.1 KlE)%
RHBHLD

2. HEELEOEEREETFRHSEHD (modified Rankin Scale (mRS) DFEH R —I)L T3 UL

3. EHMAEIEXZEROLLD

OEfRE%E
BEDICUTOTRTORENEILD 6 M"ALULERTI2LOEERLET S,
1. JEENERIET A AR
2. JEENMMESESIERAILY,
3. FILMBIEE* F71=I& CRP<0.3mg/dl

*EHEE:50 kil BHE<15mm/h HZHE=20mm/h

50 L BHE=<20mm/h ZME=30mm/h

4. O IHIEYH 15 DL

(BE%IR)
AEE ST e S S U RE R E ST M FE 4%
OJuvenile Arthritis Disease Activity Score (JADAS)-27: LA F D1~ 418 B O HEDFF T3 5(0~57)
1. FHEFICLSH2METE (VAS) (0-10cm)
2. BEICLH2MEHEVAS) (0-10cm)
3. SEENERIEI K % (0-27)
*EREITBROHLEE . ERMNEGVGEIXHBEREFICTEADNH S (TRSHE)
4. BEEALIRILE** (0-10)
*ok(FRIL 1B (mm) - 20)--10THEE (20 mm/hKii (30, 120 mm/hLL E(F10)

JADAS-27 MREETE : M 27 &, EENMREEI R BTNV NS,

ERR/NRY T TFEMZRERICEK HEREEICHRL, 1.1~2.0 ZEEREBETHME, 2.1~4.2 ZHKRERE
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modified Rankin Scale SEICTTRER
0 | Z<IEEMEL BRERE UV BEHIEAH£IZGELVRETHS

—h

FEIRIEH > THLEALHLIEE [T/
BEDEDOERITAS

BRER R CMEHIREH DL, FAE UM LIT
TWEEOFBICHIRIIGVRETHS

2 | BEDEE:
?ﬁrUﬁﬁ@%@]?ﬁ‘\ﬁf'_iébﬁ’éliﬁb\
B DEORYDZEIINBIGLIZITAS

RIEURIALITOTWHEELEBICHREH D
AN BEEFEFBILTHSIRETHD

3 EF%JE(D I:I .
Ao DNENERLELET DA, HITIENBIEL
IZ9TZ2%

BV RTEHEZR AL G LI
EREETIN . BELHT.BE. BLELGAHDH
B MUBECRNIZEBLEELGWVRETHS

4| REENMEEDES:
HITOFERNERIZEINAINBETHD

BELHIT.BE. BELGHADHR MLGREITE
TEERBEES DN, FIE N ETDLELLGK
EBTHD

5| EENEE:
B RBERE B
b )

NEERTFYVERLE

BIHEIDNBELELET DRETHS.

%Lﬁ%ﬁ&oiﬁﬁ?/\* DI
1. Wtz

NOREHIO L DOZHNTHE LI xRV (7272

ATRERR B DITR D)
2. 1BWRBIAGTRIZ IS 1T 2 BIEE /MBI DWW TR
2T,
3. Ted, JERORREN E
5T LMK

Eﬂ%%jﬁ
(D BRRIER | *ﬁﬁfﬁﬁﬁ? LT, 2
L. YBIR Ot 2~ 3 ERIERFE Th - T, ik

Wi IR B D BLEN 2 WA IR, W

. B R EFRERO T TIREM T TV HIRETH
BT 6 5 A CRbBEVIREBA ERIDHM T2 2 L &35,
FLOEIEE S C—EU RIS L2WETH D03,
WERFITOWTL, BB OISR E T 5,

TR 7R R e o9
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288 HOREMEZRXMERERFRZIE

1. #§E

MBEMNEE T S-OITBHERIVNIVETHLHRERFA ., ERECEGETEEWERTELRED
T5. LMDT=-HDIEMENTEILLGEoTY, FLAS>THEITENDOTLGY | BAICH DU TEE
UMTEGE TIAEVHOEFRECTHERTHD.

COTIER. RZTHHRERFOEEICKY. NIBCSREMERRMEERES XI1/13 BF (F13) RZJE (18
- BCREMHIE XD 1. 2)T B2 RE MR RMEERE S VII/8 B F (F8) RZfE (BRI AR A) 1. 3)
TECREEERRMET+> 1)L TS REF (von Willebrand factor: VWF) R Z4E (B R EMEHER R MET+
2724 )LT SRR (von Willebrand Disease:VWD)) 1. 4) B2 & E & R EEE V/5 B+ (F5) RZIE
(WhWBHE 5 AFAUEES—) IDARBERNRET B,

2. FA
BEHRARICKDRERFOFEMREE (FVEEF—) P TR TN DRERFLDREE SR TEIC
BREINDEOICERERFALRONSGIEN, HMDREELGDIZEEN SN EHERIEN D, SHRGER
RE-REMOBCSRELRKE. BEEERE. TR/ DHBEE) EFEOTLDA . EF DS RITFEFEM
(ERRENRONSEL) THD, ERMICBCIMAELN TELEBIITHATH S,

3. fEK

1) BECREMEXRME FIS RZETIE. MOEFLHRIZANL—MMLIRE (PT. APTT 15E O S E )
DEFHFEVEETIELEVICENIDET . BREMT S, AORSNNES THLIHA-REDLE M
DZLND BAROEDEIZTEHNT AL H D, AICKECHOTIZ2OTEMICAHY., P avy
KEERCTLLH D, HIMT DELLIC K> THRRGAEK (G HHE) NERZD AN H D, HFICKES
CEEAOHMTIEREERRIC MECHAHIMERNOE N TIIBRBRICEVESTZECL. B
ML EDEELH D,

2)BCREMERME FS RZETIE. HMFERNEELZLONZL BRLEH LR FTHMOACHFARNLME
BRI DHIENZVD . MRFRAGEEN F8 RZME) EELZY ., EAETNEMIEENTH D, 52 EBENR.
MIREP . RRREAN I M OE AR ML (. B ELGYBIDTEENRLETHD,

3) BEREMERME VWF RZEDH MK, BHTEETHD EHE. BENSHEEDEDET
BAOEEEOHMEREZERRBET M. FNIRELOEEDHERIEMNLEFEET D, AIZK
ECHMOLTEMIZRY, DavREEFRITEEH 5, FICKNEESOEENO 5 M TIERARRIZ,
DO HZMERNOHE M TIEBERERICEVESERIL, Banstd581H5.

4)ECREMERME F5 RZEODHMAERIE., BHTEETHAN., REHMOHEEEHONSZ L,
Bl BENSBEEDILDETCELADEEENEMERERARKET 5. RELOEEDHETRT
FEHIELIELIEFET S, AICKECHMLTEMIZAY, avREEFRITIELH D, 1, FET=p
DFEHIBHEMEECEENHONRRTHIOTEIENBETHD,
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4. BEE
A. LEIEx
HEDOICIE. FTEDEBERFINETLTODMEENHTHD, Al RAEREPHZIEMEEEE

B HUENHD,

1)EHEREMEERRME FIS RZETIE, HMEIEDHD=HIZ FI13 BEEFZTEHITHENDETHS,
f=f2L. BEMRIZE DI VEEA—DPREEESARBRETENHDD T, EFHLI-FI3NZFLIRELZH
175516, LT AFETHREEDEE ., BMERADIRETHS,

2) B AEMEXM F8 REZETIE. EHMHHEMISH L TIEHECACIENEFZETINELAH D, 1=
2L, F8 fFTFEEICIERIELENIENZ LD T, SEHILSE VIVT AFHHLNIEERIETO OV EY
BEREFIZIRET SRR EIEE)

3) B REMERRME VWF R ZIE T, HiZE1EH D=2 DDAVP H AL\ VWF &5 5k E F8 mfEal
FEZRETEHEFDECHRFADELHEICE>T VWF OEIRBEEFBHNKECELDIDT. £
NENDEFDIERKIZE>=EREABIPLETHD,

4)ECHREMEXYE F5 RZETEGEHHHEMICHLTEOMNCIENEFZRETINELADH D, =17
L. F5 RMEHEAIEHRESA TGO T, FHEEENRH LIV ILREEMD/NMR (F5 ZBHFPIZET) A
EERETHIENZN FEHEHONEWESTE, REICOI>TREBICRABET IETH
%

B. HUAIRIE BREREE
HEAEMEERXMEEERFRZEDEDRRIEFHATHIN. ThETNORERFIZHTHED

MAENHMOFRERTHAD T, HEBRELLTRERICTNATECSMADEEZLEDILELNH D,

FEBICE>TREMFEDMENELY | B—HAARITHEREINGL,

a. BIBRERTOAMRELYAIOT+RI7IRGEDRENFENFDNTHIIEN S (B (XRIZ
BISHIELY) , HEPRIR . IUARfE. BREFELEDHLHEE L. BIBERERTAMNEDRSEEZ D,

b. AEIEIMMEDEBIZIX)YF 2T (rituximab) PHAUORKRYY A, THFATIUREDHREELE
B9 5 (RIS L),

c. BE. BAEAL/7ATYUEENVIC) (FHEIN TGN, 7L BEEREMEERXYE VWF RZ
fETIX. VWF ZEEELANLIZHBREESESZEAH D,

d. LLMARICHET HEEE. AT —BHICRETH-OICMERER, REREREZLEET S,
1z, BDREMEXME F5 RTETIE. REBIZ F5 BREZZRA TIERIRETERTHIE
NEEMTHS,

e. A—Oy/NTlE. BOREMHEXM F8 RZEIC F8 15 LAEMFIZEDLHIGRICLIEREAE
FPEALN TS,

5. %t

1) BEREEERXME FI138 RZEDFRIFRAGN, HMFERITRENE VD THEEZE SN S6]AFI 15,
SHAICHMIET BN ERICHFYBELTHMES 551AF 18] BELTRARETD
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FEBIAKI2E], FAER 1 FRB TRBRADEGNKI2E] ERHDEFNKSEITHD,

2) BCREMERRME F8 RZETIX. FB /oEES—IF RENTIFEEIZEYNSF-AILERT HENS
WA BT S E1 D0 F8 BERKAEELTLSILEHY . EHMREZECRADREA
BENDETHD. FTEF2~3F LS HMFE LY L REINFFEPOBREELAS DT, BEL
EENABDETHS.

3) HEREMERXM VWF RZETIE., MIEEMGHMZET SN BRICERIET HEFETEET
HEN . BRITEHSLTREICOIDTEET DEFHLDETEN, oI LWoTARBLI-RICENRT
BIEHFILHLHD T, EHHMREZECRABOEBERNIVLETHD,

4)HEREMRXRME FS RZETH. BRICERICET HEFNCBIREMNGHNEZ T HEMNETEETH
Y. RRICENLTREICHIDTBET DEFBLELN oIS Lo ARBLERICERT HIE
BlLHESN TSN T, EHHREZETCRIFOBRBHEENVETH D, 4H. BAFKRINI-E
FERDEEHITH, FRHMERNRHLNESEREMEAH LD T, EHMICEBEE T HNETHS,

O EHOHEIIVHELEE
1. BEH
#9 509700 A
2. FIHOHE
T (B REERREORENETESNENBBEINTOAEL,)
3. MBEMLAEAE
RHEN CRHE R O RE IS EE AV B+ 2SR EN TOAEL, )
4. RPDES
PEGRAET . BREBRERYET,)
5. BHiEE
HY (FERVEREB AR IEM¥SDOBMELE)
6. BEEENE
BEVERICEEEME1EL ERILEFIZEEMEL. RRET S,

O fAREHT
1) BARMmizIEMPSR RRXEMRBATAESAEREZEER
REE RRERKPENERZ A% BHP—

2) AARmizitnFs BEf&EMEHME FXI/13 SMEEEREZEES
RERE UWBKZEZHSFREF 2EHR —BHAH

IBEFBHFMEEME HAMKBBEARSEXRBCREEHMELRDOMATALID=HD

KERE LM EMIZRIE DER DR
RERE UBRZEFHRSFREF 2ELE —BaH
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<EEREE>
1) BCREMBRRMERESE XI/13 BF (F13) RZAE (1B : B REMH MR XI: AHXIL/13) DR A
Definite. Probable Zxf£&9 5,

A. EERE
(iBE 1 FLRICRAEL-HMGERLH S,
(2) KM BEHEE F13 RZEDREEMNELY,
(3) HMFERDEREREAZEL FFTBEDIEME R SME. FHiT, IR, 254 [T =HmbARy,
(4) fugEZE L M/MREGE DBEIIR S LG,
B)HFEMBEEB-2)TFBICATEH/I\TA—E2—DEELNHSHBREFME. FEH 50%LLT),

B. R&EMR
1. —fRMRERE
(1) R @ EIXEE
(2)PT EAPTT: BEIXEE
() M/MRE:BEIEES
2. BENRE
(4)F13EE. FI3HRE @& . MELLET,
f=12L. —EBDEH. FIZ L. 1 F13-B 4T 1wt BEMANRE DS T, BELEE TOREA
P F1I3 HACKDBEICE>THELLEREHFIALGLIENHSH FISEBROEENETIE
AHXII/ 13585, thDEH D BRERFOETZ2HF > TEE~PEFEICET IS ISBEMLENE
EE {& 2% (disseminated intravascular coagulation:DIC) . EE D EELEIZLAIZRIEFIIRZIETH
BITENZLY,
(5)F13 LA GRS R E) M FI-A ST 1=y EERANRREDIEF LA L DEHITIEETLTL
50, L F13-B YT 1=vrEBERANREDEF TIEEETHS,
(6)F13-AHJa1=yhk FI13-BHYT1=vh FI13-AB, HIRE I FI3 BEHRAEDZAT HIRIZK-T.
HRAGIEEFEFTETLTLS,
3. EZMARE
(7)FI3 AV EER—DFET D,
BENLGT OB THREECTIVRYAAHEGECLDEEMBFLOREREATER (37°C T2
MRR) RE DEEERRE T4,
(B)IFI3 HEMMAENEET D™,
AL/TOYkE ELISA, A L /70X NEGEDREZHRETH L,
IR BV NVEDNRRETHHEL-FRDIMENERH DD T, RPETNICE D REINGHIZE
BEIZLSIAEFRICEET S,
4. TDDORE
(9) M/MRM F13-A IR E (HAHULMEI FI35EH) EFI/MrRERARLTRAE T HEEEENRHINLD
T.5%XME/EBiEH FI13 RZEDAEREMZERNTIDICHERATHS.
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(10)F13 HHFIHR 5 5ER : AHXII/ 13 DA DHRE  BEABRTHOMNITELI LN H D, V)T IR
ERRATE. FI3ZEFTIMBEAD FI3MEEDERECHFBHAZHETHILICEST R
EDTTENBRFEIZ1 S, =1L, BRETTHEIL AHXI/13 [THEEMAFT R TIEAL, PREHIETIL,
F13 EMHEDEUNECEFIAEIEIT 5 EICk> T FI3 FHEENRERINS, FIS EFHLREES
FRFICAIE T ALLFECGEE MRE) B ETES, CNLDKREE. REINSD F13 HEIDHRS
EOMHRE. PEFEOLMABRFEZI TS LETLERATHS,

C. #AIZH
BEIRM (EXRM)FI13 RZIE (1B T EERAK) . Z R FI3 RZJE B4 MENEREEIZ (DIC) . F
fii. sMe. AMRGE DIKRBEEES, EEFEE. FEE. AN/ vk-2xo S0 L8R, B R EMR
REBECEBEMEXREGX. /0—UREE) ], BEREMERRM F8 RZAE (BXMEMERR A) LERMETAU I
VISR (VW) FEIREE (AVWS) BFICB 2 RZEME XM VWK (AVWD) ) . B2 REMHERMESE v/5 BF (F5)
RZELGEDHDETH BEREEBRREH MREEZBRNT 5,

<EBWohTI)—>
Definite: ADET+B®D (8) Zimf-L. CERMNLI-ED
Probable: ADET+B® (7)ZiwmT-L. CEBRMNLI-ELD
Possible: ADETZiHT-9HD

2) BEREMZRRMEEESE VII/8 BF (F8) RZE (BXRMEMAEKRA) DZETRLE
Definite. Probable Zx{& &9 5,

A. EERE
(iBE 1 FLRICRAEL-HMGERLH S,
(2) Ik ¥% AGEIGTE F8 RZHE) DRIEEMZLY,
(3) HMFEARDEEEAZL, FFITBEDIEME R SME. FiT, IR, 2 RAEE) I F=HmbAay,
(4) fugEZE L M/MREGE DBRIIR S LG,
(B)FEMIRE (B-2) T F8 BED/N\TA—F—DEENHL(BE F8 iEE. F8 RENEEED 50%
L)

B. BEMR
1. —fiRA MR RERE
(1) BB EBEIEEE
(2)APTT: LI ER
() M/MRE:BEIEES
2. BENRE
(4)F8 M (F8:C) b TELIET
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(5)F8 iR E(F8:Ag): BHEIFELJIET

(6)F8 LEEM CEME MEE) BEEFZFLUET
3. lEEZWHARE

(7)APTT REEEREBRTIUEES—ETHSD,

FEI D M3 SR E RO MFASEFEICHTUES LT, 3T CT2RMMEAEL THS APTT ZRIE T 5,
TRZICOTHNIETRZE I TAUEES—EHE. LMEICOTHNILTAoEES—E I THIEEHIET
3. 56 M VIEERKERBOIL—TRA7oFaA7ISUMCIE EAERICAPTT #HELTHLEE
BFRIOERMNROHONDDOT(EANFEIEE). HAICHERATHS.

(8)F8 fEE 9—( SREIHEF) BEFEET S,

HEAE : —EEDREFBMITICFR A ICEERRUEFDMFLESL T, 26/ 37°CTMIEL
Thi5%TF F8 ;ﬁli@ﬂllmd’é(«txa;ﬁ)o EEEER (4471 EFTLEER (Z4T2)(UEES
—hiHY . ERENRFBATIEEENZLOT, BEFS AN 50%EBA-FREELALNTIUEE
A—NilEEHT HERLY,

(9 F8 BEMK N EET D,

FEEEMHKE, EICHEAREBR (AL /TOYNE ELSA &, A L/9OXNEGE) ZRANWTREZH
[CHRHENS.F8 /1VEESA—, ThhEhMEN F8 BEAd. REFMAETRESh, MECE
795 F8 BEMALBBICKRE T S EMNAIRELD T, /. RAEMFIEEDOR. EMRDOHIE S
BBHRICERTHAILEFINA TS,

*HMEKREELGD F8 BERAGCGEREMEREE K LHEETIIENHESINTLVADT. A
—-(1) EA-(B) DEVEDIFREFRICEHEL,
4. TDHDORE
(10) 74> 94 )L TS REF Ristocetin cofactor j&T4 (VWF:RCo) : :@& . IEH H DL AN (K mAF)
(11)VWF iR E(VWF:Ag) iR HE . IEE HAHLMIIEN (K M)

C. #AlZH
MARAGEIGHE F8 RZIE) . £RME V/5 BF(F5)-F8 EARZHE. ETH R F8 RZ i (1BHEM
& RBRENEIRE (DIC)HE) . GEIEM) 7424 TSURE (VWD) , B REMERRE I+ 4L TS
VR (AVWD) . 2 THOZRMETAU V4V TSV ERE (D ME KRB . AEMEM/NMRIS ZAE ., FAKIRERE
BTE. Yo\ RITEHIEBEERELEDRELTRRERENHLIFEBCREERRETAI(ILTIUF
FEIZEE(AVWS)) . BECREMERMEFISRZAE. BEEREMEERXRME FS RZE. VBB RKEZREGE
ZBRNT B,

<EBWohTI)—>
Definite: ADET+B®D (9) Ziwmf-L. CERMNLI-ED
Probable: ADET+B®MD (7) XI&(8)%Fimf=-L. C&xRIILI-BD
Possible: ADETZHT-9HD
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3) R BERERMET ALY L ISURET (VWF) RS 5 (HE RERERETA LTS R
(AVWD)) DR 4
Definite. Probable Zx{& &9 %,

A. EERE
() iBE 1 FLRICREL-EDERNH S,
(2) 74294V T SRR (VWD BB VWF RZHE) DRIREDL L,
(3) HMFEARDEEEAZL, FFITBE D IEME T (FAlT, SME. IRE ., 2 RAE) I F-HmbAay,
(4) fugEZE L M/MREGE DBEIIR S LG,
(5)HEMIKRE (B-2) T VWF BED/NSA—Z—DEENH D (BFE VWF Ristocetin cofactor ;&
(VWF:RCo) . VWF iR 8 (VWF:Ag) iAEHEED 50%LLTF),

B. R&EMR
1. —fRMMARRERE

(1) B ERHDHDIIEE

(2)APTT EZERHHWIIEE

(3) M/MRE: IEE . B H DL

2. BENRE

(4)FVIl/8 ;&M (F8:C) B T H AW IIESE

(5)VWF:RCo & VWF:Ag: BE (Il&E &HiE L

(6) VWF LEiEME (VWF:RCo/VWF:Ag) : @& ISP FEEI O EIZHE D

3. EEZWHARE

(7)VWF 12 EEA—DFEET S,

VWF & GP (Glycoprotein)lb EDHEERAZAET 5k (A2 EES2—) BEET NIE. VWFRCo
" Ristocetin—induced platelet agglutination (RIPA) 7yt A/ Z ANV EEMIBENDREREHER (37°CT
2BFREINNER) THREEMICRE T 52EMTES,

(8)#1 VWF BEMANEFET %,

JEh AN (GEREEM) IuRE. EITHAREE (A L/TOYRE ELISA (k. A L/2ONERE) AL
TREFHICREHENS, FFEHR VWF BERAK (AU EES—) L, REFMHEATRHEENS,
4. TDDRE

(9)RIPA: IEHE | B3 AU E RN

(10)VWF T)LFI— EEHAINEIERE (BRFEIIILFI—RMHLHLIEEL)

(1) VWF 2 5588 . VWF &8 F8 iRiEFIZIR 5L T, BEMIC VWF FHLMERERELTAEL . TOEURE,
FRHEEHETHIEITEST MANSDBRERE (V)T I ATTER R WIEMEE (PAERHE)
DEBRERETETETHIENTED, 2L, BIREQ R T OFHAD EMEIL AVWD (THFEMLGRR
T,

C. ERIZH
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DAV IAIIVTIURE GEIEMSE VWF RZHE) . ETOZRMETAUI4IVIT U NERBE(DOERE. X
MM/ MRIE S AE . FRKERMERIE TE. U0/ AR L BEIBEMARBLE DRELRERRENHLHIEED
REMERRETHUIVTSUNERE) . BEREMEXME FIS RZE. BCREMERRME F8 RZE
(BXRMMKHFA) . BOREEERXME F5 RZELGEERNT 5.

<EBWohTI)—>
Definite: ADET+B®D (8) Zimf-L. CERMNLI-ELD
Probable: ADET+B® (7)ZiwmT-L. CERMNLI-ELD
Possible: AD £ T&iiT=LT-t D

4)BCREMERMERESE V/5 AF(F5 RZIE (WHHEE 5 AFAEEZ—) DEEEE
Definite. Probable Zxf& &9 5,

A. EERE
(1)iBE 1 FLRICRAEL-HMGERLH S,
(2) /85K GEEM F5 RZIE) DREREHIEL,
(3) HMERDEEEAZL, FFITBEDIEME R (MG, FiT, IR, 2GS I mbAaly.,
(4) fugEZE L M/MMREGE DBRIIR S LG,
(B)FEMIRE (B-2) T F5 BED/N\IA—F—DEENHLBE F5 &M, F5 MRENEEED 50%
L)

B. REFMR
1. —fR MK RERE
(1) MBS BE LIEHE
(2)PT BLU APTT: LT IER
(3) Mm/MRE - BEIKESR
2. HEMBRE
(4)F5 ;&M (F5:.0) : b TELIET
(5)F5 IR E(F5:Ag) BEIFELIET
(6)F5 LEFEM CEME MEE) BEEZFLIET
3. BEZHARE
(7)PT BLUAPTT REREHABRTIUEES—ETHD,

FEI D M3 SR E X RO MIFASEFEICHFUES LT, 3T CT2RMMEL THS PT LU APTT &
BIET D, TREZIZSHTHNIETRZE ITIVEE4—EE. ERZFICOTHNIET/VEES—E | TH
HEHTET D, BB, UVEEBRERERBOIL—TRA7oFaA7ISUMTIEBAEEREIC PT &0
APTT ZAIEL CHEBERRBOERNRH NSO TENFRESE) . EICEATH.

(8)F5 A EEA— CRENHIEF ME)NHFET .
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HERIE : —EEDREBMET(CHR L ICERERRULES OMRZESL T, 28/H 37°CTINEL

THBOERE F5EMERIET S (RERFEK),
(9) 1 F5 B A HFEET b,

FEEEMETAE. EITHEEHER (A L/TDOYNEELISA (&, A L/7OTMNELRE) ERAVTREEM
[CRHEND,F5 1VEES—, ThbbhiiE i F5 BEHKD, REFHAEZTRESh, MEIZ5HE
#9350 F5 BERALHBICEETAIENFRELGD T, /. REIGEIEREDHR . EFROHIE L
BRABERCHERATHIEHFIND,

*HMGEKEECGEOMR F5 BERAREEMNLSHIFET HIENBESA TSN T, A-(1) EA-
(B) DIELLD FRERRIZE DL,
4. ZDHDRE
) IW—TRF7UFAT I EHEH BV EBIERBEDIZE (L. 1 CL- B,GPIAKLIALIAIEY
1sG ZRIELT.F5 1V EEA—DREAD ARG THDAIREMEZRN T HERLY,

C. #AlZH
NS ERRGEGHE F5 RZIE) . AREE VS HF(F5)-F8 EERZIE. 2 TH R F5 RZE (&1E
i E R EEREEE (DIC)12E) . GEfEM) 5 X/10 AF(FIORZE. B B RZE M E RS XA0-EFF10)
RZHE. ETOZREFEXAGBRFFIORZIE. B TOMAVEVRZAE. BEREEHREXETONA
VEVURZE. ETOZRUETOMAVEVRZE. BCREMERRME F13 RZIE. ') VBB RIAEIEEET
ExEBRNT D,

<EBWohTI)—>
Definite: AD 2 T+B®D (9) Zimf-L. CERMNLI-ELD
Probable: ADE£T+B®MD (7) XI&(8)ZFimf=-L. CxRIILI-2D
Possible: ADETZiHT-9HLD
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<EEESE>
BEIFERICEEHMD (1)~ 4)OWFThhE1RUERILFIZEEFNELARET B,

1. EfEHIM
(1) BEn pY73 i 1
(2) BEERGI. EEMBOHM (FIZ L, BBERN, EHN. REXAN. [E. WERN. BERER.
BESIE, BEN. DERA., OV /N\—F AV MEREZESHARHME)
()NESJ OEUESe/dL U TOEMBHD U E2g/dL I EDBFELGAET OELERTES
=9 Him
(4)24 BFFERNIC2EAGLL EDE2MH AT FMEREG M Z HE LT HH M

2. ByEHIMm ™
FEUSADETOEM**
*  BARGEARE RS A B M ETAE (UBAT) 38 B 2F 52 LEHR
LOERMRUVERMEOHME, EECELTLEMAEEERTAE

P2 W IE N OVEE FE S0 B OIS Z 36 1 % B

1. WA 2O D ERRGER, AT AECE L T, 2 LICREROBEN 2WGE IR, WTih

DD DERNTHEL AR (T2 L, BRI ORIl 2 7~ I BRRIERE Th - T, flgadn
REZ2 b DIZIR D),

2. /Afﬁ*%ﬁﬁ BIZBIT DEIEL BT OV T, BWEIREFZIERO T TREMTOAL T ORETH -

T, HIL6 NAR TROEWVIREZEM2HET S Z & &5,

3. ok, fﬂ(@&&i# LD ESEE S C—ELL BIZHEY LR WE TH 203, SFRER 2k T 2

T ENMER L DIZONTIL, ERERONRE TS,
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177 FRIEER 1~ )VERERBERE

1. BE
DaAR—UAEIRERE (L. 1969 FIT/PMNBRMRIBEHRRIET. XF. REOEN . REEBERELLEE
EYHERBELTHRESN-, TO%. BIREE. B2, FES. OREE. 15 (A 5L OIRILLERKR
FEREESICENTHESN  CORBEHICIIMSTHRZNGHE DR R E (MTS: Molar Tooth Sign) &t
BIZHETAEENH DI EN LMD, D=, COTAR—)VERBZ2ESO—ENKRERE, Oar—
JVIEIE R &7 DBERE (USRD) EFE R LS otz, Dan—)LEEEEIE. RREGFOENND 28 #
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