288 BCLREMEXRMRERFRZAE
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1. =

MBEMNEET S-OITBERIVNNVETHAHARERFH, ERXECEGRETEEVERTELIRED
T5O. LMDF=HDIEMENTEILKLGEoT=Y B> THEITEA LT GY | BRIZH DL ITEE
LMTEGE TSAEVWHNEFRECTHERTHD,

CITR RZTHRERFOEREICEY, 1) HEREERRIEEESE X113 BF (F13) RZIE (1B
M BEREEH IR XID) 1, 2)T B2 REERXEERESE VIL-8 BF (F8) RZE (RXRMEMAR A) 1.
B REEERET+>I4ILT 52 FREF (von Willebrand factor: VWF) R ZJE (B R EMEEZ KED
#2794 )L T 52K %F (von Willebrand Disease: VWD)) |, 4) B & MHE XM RESE V. 5 BF(F5)RZ
fE (WP BE 5 AFAUEES—) IDAKRRERRET 5,

2. [RE
BENARICESEERFOEEBEET(AVEES—) P, TN TN OERERFLOREES AL TDREIC
BRESNDEHIZERERFARONSIEN, HMOREELDBEN SN EHBISND, SHAERE
RE-REOBDSREMREER. BEEMEESE. TR/ DIREE) ZHESTLEA EFI DK FEITIFHME
(BRBEENROMNSEWN) THD, BRMNICHSHRANTELEHIITHATHS.

3. fEK

1) BEREMERXRMY FI13 RZETIE. OB FELHRESZRARL—MAGRE (PT, APTT 12&E O£ EFFE)
DIEFHFVEETIEEVICENNDET . BREMT 5. KORSHNES THIHMA - REDHM
NEZELD, BAROEDEGIZTHHMT AL H D, RICKEICHITS2OTEMICKY., P avy
KEEFRITLIH D, HMMT HELLIC &> THRRIGAER (B HHE) NRREDAREMENH D, HICKES
LEEENOH M TIEMNHRERICODECHAHLIMENOEMTEBRERICEVESEEIL. ®
ML H5EELH D,

2) B REMEBERME FS RZETIE. BIERAEELLONZL BRLE LR FTHMOCHARNL L%
ZHTDHIENZVD, MRRAGEEN F8 RZAE) LELY . EEINEMIEFENTH D, 452, BEER.
RO, BEREAE MASEEIRH MG E (E, MLV BIDTEENLETHS,

3) BCREMERME VWF RZED MR, BHTEH THD. EFL. BENMSBEEDEDET
BARODEEEDHMEREEARETIN. FNIRELOEEDHZRITEFNLEET S, AICK
EICHIOLTEMmMICEY, SavIREBEEZTELH D, HICKEEOEENOH M TIEKHERIC,
DO SZEENDOHMN CIEERBRICEVEETEECL. MG ELB51H5,

4)HCREMERME 5 RZEQDHMARIE., BHTEZETHSH . REHMSEEEHMASZ UL,
BlE, BENSHEEDEDETCIELADEEEDHMEREERRET 5. RELOEEDHETT
FEFELIELIEEET S, AICKEICHMLTEMIZRY, SaviREEREITIELH D, HZ. FETH
DOFEHEHHEMESOEEANHONRER THIDTEIENBETHS,
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4. BEE
A. LEIEE
MEDE=HIZIE, FTEDEBRFINETLTLSIHAZHEMNDTHS., Al REGEPAICIEMEEESE

BT EHELHD,

1) B REMERRME FI13 RZE T, BMEFILEDHD-HIZ FI13 BEEFIZTSHTHENBETHD,
=L, BEMRAKICEDIVEER—VOREBERRETTENHLD T, EFLIZFISHELIRD
15<7551-8 ., LT HFETHRERDEE ., EMEHADIRETHS,

2) B REMHERM F8 RZETIEH. FHMHHEMISHLTIHEONCIEMELF R ESTIHENDH D, 1=
2L, F8 @RBEICIEIRELEVIENZLDO T, FHELE VI T AFHHWNEEEHIETOrOVEY
BEEREEZIZE T D (N(/RREIEE)

3) B REMHRRME VWF R ZIETIL. % 1E$H 5782 DDAVP H AL\ VWF &4 5 E F8 RiEsl
FEZRETEHEFDECHREDELCHEIZE>T VWF OEIRBEEFHNKECELDDT. #
NENDEFDIERIZE>=ERLABENLETHS,

4)HCREMEXYE F5 RZETEHEHHHMICHLTEON L NEF R ETINELAH S, =12
L.F5 RERAFIEHRENATLVELNOT, FEEEFEMTEH LV IEREL/NMR(F5 ZEBRPICED) 4
EEH/RETEHIENZN FEHEEMAEVMES TEH, REICH > THRELGRBRBERIALETH
%

B. MR BRERE

HeAEMEXERERFRZENDEDRREIEFHATHIN. TRhZTLOERERFICHTIED

MANHIOREERTHLD T, MEREZLLTRERGENA TECSRADEEZLEDILENH D,

FEBICE>TRENMFNEDONRNELY | BE— R ARERISHRESINGL,

a. BIBRERTOAMREDY(IOT+RIT7IFGEDRBEINFENEDNTHIIEN S (KRB (XRIR
WIS , HEFRIR . MARE ., BREELGENHDIHEIL. BIBERERATOANREDEEEIEZS,

b. JABIEMMDIEMIZIX )Y FL T (rituximab) P HAUORKRY Y A, THFFT)UGEDKRELE
BT 5 (RIREIGTAELY) .

c. BE. SRHEAL/7ATYETVIG) (FHRIN TG, f-f2L. BEREMEXYE VWF RZ
FETIX. VWF ZEEELALICHBERESESENH S,

d. LLMARICHET DG E. MAZ—FHNICIRETH-OICMERMR, REREREZLERET S
HIZ, BCREMERYE F5 RSZETIE. BAKCIE F5 BRBREEER TMERMEERT L

NEENTHS,
e. A—OWNATIE. BEREMEKXMYE F8 RZAEIC F8 5 LAEINFIEDZHRHAICLIEMREARE
FELHADNTIND,
5 %%

1) BEREMEXE F13 RZEDFRIFRAGL HIFERITHREN BV THEZ SN S5IAF15).
SMHICHmMIEET B E FRICHEYBELTHMES 265518, BELTRARESD
FEGINHI2E . BIER 1 FERETHRPDEHF A K28, BREPDEFAKIENTHS.
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2) HOREMEBRRME F8 RZETIE, F8 AoEES—(T, REMFIFEICIY WA ERTEHENS
WA, BIAT 2B DAKHEN F8 BERMFAEREFELTVAILLHY . EHNREZECRADREE
BENDETHD, FTE([F2~3F|EEL< HMMFE LY EREINFFREPDRERRIEAZ DT, BRER
EENDBETHD,

3) BEREMEXRME VWF RZETIE, BEEMGHNZEY HEFAN S BRICERICET HEFFTEHT
HAMNERITEHSLTREICOIOTEET HEF DG, ELIT, Lo ABBLERICERT
BIEHFIHHLHDT, EHMREZEC RAFOBRBHERNVLETH D,

4) HOREMERXM F5 RZETH, BARICERICET DEFNOHEMGHNE T HENETEETH
Y OARICERLTRECHI>TBEY HEF LD, oI Wl ABBLERICER Y HE
BlLHRESNTVNADT, EHHREZECRIMOBRBEENVETHD. 4H. BARRINI-E
SR DERFITH. FRE MERNBFEONLSAIREMEAH LD T, EHH TR BERENDETHD,

O EHOHECHELREIE
1. BEH
#9700 A
2. REDIHE
TH(ECREERBEORENETESNIARAIATOAL,)
3. MBMLAEAE
RS R OB IHEEAVB I+ IR SN TV, )
4. RYDOES
DEGRAEY. BEREBRERYIET.,)
5. BMR%E
HY (FARIMER L BRI LE ML DR L)
6. BEEENE
BE1VEMICEEHRME1EUERIL-FIEEEFLL, RRET S,

HAMREBERAREEBCAEEENEABEOMTALID-ODRERELMMEEMIZ BRSO
YERk ]
MERERE U XZEZHSFREE 2L —#HAT

BAMmizE NP RXEORBATARSIEREESR
HKEE RERERKP/NERZE £ZR BH—H

BAMmMEItMPS BEfREMLMIE FXI/ 183 ZMEAEEREZER
REE UBAZEFBSFREF RELER —BHAF
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<EHREHE>
1) B REMRRMEERESE XIL- 13 BF(F13) RZ4E (IBF: B2 R&E MM XII1: AHXIL-13) DR %E
Definite. Probable %895,

A SERFE
(1@E 1 FLRICREL-EHMAERLIH S,
(2) Xt EEEEE F13 RZEDREENE,
(3) HMERDEREEAZL FFITBED LM &R (OME ., FilT, 1R, DIRGE) [CE-F-HIMmbAL,
(4) PusEZE P M/MREGRE DB 5 M7,

B. BEMR
1. HFEMUREBETFRICETE/N\SA—E—DEENH D (BELFEHE. RIFEH 50%LLT)
(DFI3EE.FI3HEE: BFE. H&ELET,
fzfzL. —EDfEH. FIZ (X, 1 F13-B HT1=vrBERANREDES T, mEESAE TORH
1O F13 HWHNCLLBRICE > THE LD IEREH AL S ENH D, F13 BRMDFEDE T AHXII
A3 ERED MDEHDEERFOETEE>TEE~PEEITET T 558 ILEEENE NEEE
{Z#% (disseminated intravascular coagulation:DIC) . EENEELZEIZLEAZRE FIS RZETHAHZ
EMZLY,
(2)F13 LLEME GRS R E) A FI-A ST A=y EERANRED (ZLEAE DIEHITIFETLTL
HM. M F13-B YT 1=y rBE AN RERDEFITIIEETHS,
(3)F13-AHJaA=yhk FI3-BHT1=vh F13-AB;, RE i FI3 BEHRADZAT HKIZK>T.
FRAGIEEFETETLTLS,

2. EEZWRARE
(MWFI3AVEEA—DFETE*,
TG T BT REECTIVRYRAAEGRE LD EEMRLDRER SR (37°CT205/H
MR 74 E DRERIRE TR,
()R FI3 BEMMANFET D™,
AL/70OykE, ELISA, 4 L /903X NEL EDREFHRETESE,
“IER, RV R VBEDNREATHDELIZFROBMENERH DD T, BB LETNICEIREIMFIZE
BEICLDEESERITEET D,

C. #RIEZk
BN (XM F13 RZAE (ICHTHREHRAK) . R F13 RZE EEMEMLE NEEGEIRE (DIC), F
fiT. sME. BMFELGEDMBREEES. EEFERE. FEE. AN/ vyk-2 o5/ LMRE. B RENR
REBECEBEMXRER. 70—UR4E) ], BEREMEXRM F8 RZAE (RRXMEMERIR A) PEXMEIA D1
LT SR (VW) FEIEEE (AVWS) BFICE S REMERXME VWIE (AVWD)) . B REMERXRMSE V/5 BAF (F5)
RZEGEDHDETHEHEREERREH MRGEZRNT 5,
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<gEohTI—>
Definite : ADETH+B1EKUB2-(2)#i&l=L. CERR4ILI=2D
Probable: AD 2 T+B1ELUB2-(1)%i#f-L. CERIILI=ELD
Possible: ADETH+B1%&iE=-9+D

<B8EmMmR>
1. —RRERERE
(1) M BERE B E L IEE
(2)PT L APTT: BEIXER
(3) M/MR%: BEITIEE

2. TOMDRE

(1) f/MRA F13-A R E (HAHUME FI35EM) S I/MrERELTRET HEEEENREINDID
T.5%HXME B FI13 RZEDAEEMZEBRNTIDICHERATHS.

(2)F13 ®WHFII% 555 : AHXIL 13 DA D HEIRE . ARABRTHOMNITELZ LD H D, VT IV ATT
ERRATH. FIBZEFTHIMREFID FI13 RIREDEUREOFFHEAZHET HLICL>T B
EDTFENBRFEIZE D, =1L BRETTHEIX AHXIL13 [T RN R TIEEL, PFIEATIE.
F13 FMEDEUNECEFIAE T E T HEICKoT, FIS FHEEINRERINS, FIS FHLREES
FRICBIET HELEECGEE  MRE) LHETES, CODREIL. REINLD F13 HEIDKRE
ELMHERE. BFFEQLEMAERFBELZITS ETLERATHS.

2) B REMERRMEEESE VIL 8 BAF (F8) RZIE (BXRMMARA) DM E#E
Definite., Probable X8 &9 3,

A. fEIRE
(M iBE 1 FLRICREL-ELERIH S,
(2) k% AGEIGTE F8 RZHE) DRIEEMNZL,
(3) HMFER DEEEAZ FFITBEDIEME T (SME. FiT. IR, 254 E) ITHE--HmbAay,
(4) L EZE O M/NMREGE DBRIIRSHEL,

B. REMER
1. FEMRBET R EEDNTA—F—DEENHDHCGEEIL F8EME. F8 RENEEMED 50%LLT),
(1)F8 ;EME(F8:C) : b TELIET
(2)F8 IR E(F8Ag) : BEIFELIET
(3)F8 LLIFH CEME MIRE) BEIFELIET
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2. EEZWARE
(WAPTT REREESHRBRTIVEER—RTHS,

FEFI DM EEE RO MBTASEEICHTEESL T, 37°CT2HMEMMEL THNS APTT ZRIET 5,
TRZICHTHNIETRZE | TAUEES—EE., ERZICNTHNIET A VEES—E | T EHIES
5. 408 MUVEEREFERBOIL—TR7OFAT7ISUMTIR EEERIC APTT 28 L THEE
FREOERNZEOHONLOTENFERESE) . EACERTHS.

(2)F8 1 EES— (EREIHEF) N EFET 5,

HEAE: —EEDREXRMIBTICFR L ICEBERERLUEFDOMFLZESL T, 26:/H 37°CTINEL
THhioi%TF F8 FHRERET D (RERFTE), BRE2EEE (B4T71) EFELBER (414T2)1UEESR
—HHY . BEREORBATIEEEN SV DT, KFF8EMN 50%EBA-FREELZALNTIUEE
A—hfizHHITHERLY,

()i F8 BEMK N EFET S,

FEEEMHAKE, FITHERER (FL/TOYNE, ELISA &, A L/9O0XNERE) EFRAVWTRESH
[CRHEND, F8 1oEES—, Thbbh iR F8 ekt REFHNAETRESIh, MEZE
795 F8 BEMAKRLEBICIKRE T HENTIRELED T, mE . RAFEMFIFEDOER ., BEROHIE
BABRRICERTHILEFIN TS,

*HIGERZELCGVOR F8 BEMARGERREEEARABCHR) LHFEETHIENRESNTLVSDT. A
—(1)EB-1DHVLDIERERMRIZE DALY,

C. BRIz Er
MERRAGEGHE F8 RZAE) . ERME V.75 EAF (F5) -F8 EERZAE. £TH R F8 RZfE (HBFEM
& RIRENEIREE (DIC) 5E) . GEIEM) 74294 TSR (VWD) BEREMBRRET+I90ILTS
URE(AVWD) . 2 TOZRMETAV DIV T IV RIEEEE (DIMERE . AREMEM/MRIE L AE. FIKBRBEEE
BTE. Yo\ RIS EREIETEMRBLEDRELZRREENHLHIEBCREERRETA VLTIV
FEIZEE(AVWS)) . BEREMERMEFISRZE. HCREM®RRM F5 RZE. UV BENINER#LE
ZBRNI %,

<gEohTIN—>
Definite : ADET+B1EKLUB2-(3) &=L, CZRR4LI=2D
Probable: AD £ T+B1+B2-(1) E/=zI&B2-(2) Zimf=L. CEHLIzE D
Possible: ADETH+B1&i&=91D

<&EmMR>
1. — MR EERE
(1) HIbsRE: BF X IEE
(2)APTT: IR
(3) M/DMR%: BEITIER
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2. ZDMDIRE
(1) 74294 TS RKEF Ristocetin cofactor ;& (VWF:RCo) i@ H . IEH 3 AL\ [I1E0 (K mA¥F)
(2)VWF iR E(VWFAg): B HE ., IEE H DL TIE (H mEF)
3) B REMERET+ IV ITSUREF (VWF) RZIE (B EREEERET+ IV T SRR
(AVWD)) DR E#E
Definite, Probable Zx%&9 %,

A. fEIRE
(MiBE 1 FLRICREL-ELERLH S,
(2) TA2 24 ILT U RIR (VWD ERE VWF RZHE) DREEMN LY,
(3) HIFEK DEREDEL FFITBED (LM E T (FAlT, SME. IR, D3R74E) TS HmBAR,
(4) L EIZE L M/MREGE DBRIR S LG,

B. BEMA
1. BEMRE T VWF BED/NFA—2—DEENHSH (BEIL VWF Ristocetin cofactor ;&4 (VWF:RCo) .
VWF $[R 2 (VWF:Ag) A EZEBE D 50% LA T),
(1)FVIL/8 jE1E (F8:.C) IE FTHAHWIIEE
(2) VWF:RCo & VWF:Ag: & (Eil1&E &
(3) VWF LE;EE (VWF:RCo/ VWFAg) - BE L EEI S EIZRE D
2. EEZWRARE
(1)VWF 1 2EES—AFET S,
VWF & GP (Glycoprotein)Ib EDHEEARAZEREE T2 Fin{k (1 EES—) BREFEETNIX. VWF:RCo
M Ristocetin—induced platelet agglutination (RIPA) 7y A4 ZRAL\V-IEEMiZELEN K ERESHER(37°CT
2FFEINRR) CTHREMIICIR T 52 &N TE D,
(2)1 VWF BEWRALEFET 5.
JEFAE GEEEN) AR, EITHEREBR (AL /TOYNE, ELISA (&, A L/VOINELZE)FAL
THREFHICREEINS, FFEHR VWF BERAK(MVEER—) L, REFMFETRHEEINS,

C. #AlZH
DALV T SRR GEIGH VWF RZJE) . £ TOZRMETA 90V TSUNEGRRE (DM ERE ., K
BB /MRS ZAE . FARARBEREIE TAE. Vo N\ T B HIBESRELE DRELRREENHDIIEED
REMBRRMETH D IVISUNERE)  BCREMEBRRE FIS RZE. BCREMERXME F8 RZIE
(BRMEMRRA) . BCREMERXME F5 RZELEERNT S,

<gEohTI)—>
Definite : ADET+B1EKLUB2-(2) Fi#&l-L. CERR4ILI=2D
Probable: AD & T+B1ELUB2-(1)&#1-L. CERIILI=-ED
Possible: ADETH+B1&Ei#&H=LI=tD
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<BEmMmR>
1. — MK RERE

(1) KR ERFIXESE

(2)APTT: EERFIXEE

(3) M/MrEh: IEE. A E- (X B

2. ZDHDRE

(1RIPA:IEE . BAHAHLERIN

(2)VWF RILFI— EEHSVEIEE (BRFEIILFI—RMHLHLTFEL)

(3)VWF 2 55888 . VWF £ F F8 BMEAIZ IR 5L T B#BMICVWF B3R EZRIEL ., TOEYLE,
FBAZHETHILICEST MANSDRRERE (V)7 FD ATTERGAR) WEERE (FRIEHREK)
DEJREREEHTTHIENTED, 2120, BIREDE T O FHEADEMEIL AVWD [THEMGRTR
TIEAELY,

4)HEREMBRRMEERESE V. 5 AF(FO) RZME(WHHEIE 5 AFAIoeEER—) DR E
Definite. Probable ZXx1& &9 5,

A. ERE
(1@BE 1 FLRICREL-HIMERLH S,
(2)\SMERGEIEM F5 RZAE) DRIREMEELY,
(3) MK DEEEAL U FFITBE DL ME R (FME. FHili, REE. 758540 E) [T HmbAa,
(4) FUBEZE ORI/ MREGE DBEIREHEL,

B. #EMR
1. FEMRBETF BEDNTA—EF—DEENHDHCGEEIL F5EME. F5 RERENEEBD 50%LLTF),
(1)F5 ;&M (F5:0) : b T ELIET
(2)F5 IR E(FoAg)  BEIFELJET
(3)F5 LEFEMH CEME A/ MREE) BEEELIET
2. EEZWARE
(DWPTHELU APTT REREHEBRTIUEES—ETHD,

FEI DM HR LR E RO MIFZSEFEICHTESL T, 37°CT2RMMEL THS PTHE LU APTT &
BIET S, FAZFICTHNILTRZE I TIVEES4—ZH. LREICOTHONIETAEES—E 1T
HEHIET D, BB MVVIBERBERBOIL—TR7oFa7ISUMTIERGEAERIC PT LU
APTT ZRAIEL THERBHEOERNRHONLSDOTERFREE) . #BAIERATHD.

(2)F5 A EER— GEENHME) KN EFET .

HBAE: —EEDREXTRMBTICHR A ICEBERRUEA DO MTFLRESL T, 265H 37°CTIEL

THh5&TF FoSEMEAE T 5 (RNERTE),
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(31 F5 BEHMK N EFET S,

FEEFMEMARE, EITHEERR(1L/TOYNE, ELISA &, A L/VOTMNEGE) AV TREZRH
[CRHENS,F5 1VEES—, Tabhbh A F5 BEMnt. REFMAETHRESh, METIE
#9545 F5 BERARLSIBICIRE T HENFTEELGD T, wE . RENFHREDHNR . BEFROHIE®
RBREITARATHLEHFIND,

*HmMERZEECGWR F5 BERARAEALSHLFETHENRESNTLSD T, A-(1)EB-
1DLEVHLDERERRIZEDHRELY,

C. &R W
NSRS GEENYE F5 RZE) . A XM F5-F8 EERZAE. £THD R F5 RZIE (FBIEMINE N EE
FEIRE¥ (DIC) 4 E) . GEIEME) B X/ 10 AFFIORZE, BEREMRRME FI0 RZE. 2TH R F10
RZHE. GBI TOMAVEVRZE. BECREMEXRETOMVEVRZE. £2TOZXRETOMAVE
VRZGE. BEREMERME FI13 RZE. ) VEERKEEELEELRNT 5.

<EWohTI)—>
Definite: ADZET+B1H5LUB2-(3) Zifmf=L. CEFNLI-HD
Probable: AD £ T+B1+B2-(1) F=[FB2-(2) Ziif=L. CERRII LI D
Possible: ADET+B1 Zi#E-93HD

<&EmR>

1. — R MKREERE
(1) B BB ESE
(2)PTBLUV APTT: LT IER
(3) M/MiR%K BEIFXIERE

2. TOhDRE

W—TRT7oFAT TSV HEHEHHVIEAERREDIZE L. 51 CL- RGP HFUAPHAILSHIEY 1sG &
AIELT.FS AV EES—DREDABGETHAFTREMEIRIN T HERLY,
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<EEESE>
BEVERBICEEHDO (1)~ 4 OWFhhE 1B ERILFIEEEFELTRET S,

1. EfEHM

(1) Ban 973 I

(2)EER. EERBOHM(BIZAIL, EEEN. EHAN. BN, [E . A, BEER.
BAEIE, BIERIN . DEA ., OV N— AV MERBEEESHFARN L M)

(B)NEY OEUE8edL UTOEMBHD N E2e dL LULEDERELGZAESOEEET
FHf-o9 Him

(4)24 BERIC2E ML EDEM$HAH NIk MZ HELT HHM

2. BRfEHMm™
RS DETOHM**
*: BARGERRE RS AR B M0 EF 2R (UBAT) £ 5 E 1T 52L& H#H R
LOERURUVERMEOHMIE. BEEICECTLEMAREEEETAE

ST ILE B R AV SOOI |2 51 % B I

- AN IO D EEARAER, AT RIS L T, B ISR B ORER WG EIZE, Wi
DEFFDO LD EZMNTHE LA (T2 L, HERIR ORI 2 R T ERRIEIRE Th - T, e

REZ2 b DIZIR D) o
T, HIL 6 A TR BEWIREZ ERAHET 5 Z & &5,

ZENMEREDIZOWTIL, ERERONSRET 5,

10/ 10

TBIRPHAATR \Z B 5 EAEEE SIS DWW TR, U R EZAREEO T TIRREMTON TS IRETH -

LB JEROBREN FREOEIEE NS T EULISEY LRWETH L0, @ERER kT 5





