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FTOI0FERICLY br AT T 0 TICEM SV, 2E 82 Mgk 6 234 FIAINE X ivT-,
AFNXIEFI 6349 A 20 HIZAR I, HEAMBEITYY 6 FLIBEINTZD, Ab R A
YT HEIES & UTER 6 £ 5 H 26 BICHBEEYMOLEERFZE N Th., FER 6
9 H 8 HIZHFEAMMA 10 FITIER S L7z, i A T & f 5 £ % OV A& 7 & e Bl U3 e E S
FOEB ORI MR I A S T,

7o, FERIGHA K OV R 74 B R BUBR 1L FEHE S 4L TV 7Ry,

2. ERARERAEICONT
2-1 B4

INEE ST 234 BlD 5 b FRAEMMBAGEG'11 6], EEREF 2 Fl, EERE#R G EEEG 9
B D 22 Bl & BRu 7o 212 B LZE EMEMRAT R GUEF & Sz, Jeds. A EGERAE ISR OV T,
[l —BETH-> TH MM L O mERFEERAE (LT, TEAER] EWH,) BNEZNIEH]
JEBI & LTI Z N2, MEEFERIZ 194 % TH o7z,

BIVERRBEF R (LT, TRIMEMARIRE] Luvo,) 1131.1% (66/2126]) ThH Y, KB
FCOHKRBRICE T 2EMEHARBEER 442% (42/95 #]) EHE L CTE< 22 HEIERD b
o de, B MKSEMNORERBERIL, —EROEFEE 22.2% (47/212 #) . FK - K
AR R BEE 8.0% (17/212 %) . WIRZ RFEEE 5.7% (12/212 #1) . {5« REEE 4.2% (9/212

VRAIOR G A AR (B 63 12 4 1 BH) XV EiOER &2 FRAEMMAES & LT,
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VIES] (LU, TIRKIEH ) 2L MM RES L L, TS 2 @R EREEGEMN L L, 2L, BHREKRS®H
BER TR LI BERINRRESORIER & LTl #Hv, E5 L,
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). HAEEREE 3.3% (7/212), LA - LU X AEE 1.4% (3/212 4)) . HREE ik - 8
BREER ONAME - MNREES 0.5% (% 17212 #1) <., BIEHORER] T, i
39 . BUE 27 . oIFE (B 18k, FEIE 13 1. ZIR 1244, ER. DB& 7. B, B
UK &3, g2, FEW, BAE, Rowim, RS, mEHMN, K MY U A
MfE ., AFERERIEIN, IRBFES 14 Th Y, KBRE TCOBRKRAR L FREOBER TH- 7=, 72
B, HEMEIMEFICEERORIILR O b o Tz,

BRI EL RTTE RN LT, WA, Fi, AL, B58. AHEOFEL D
., OFHEOAELOHEE, IFHBEEOAE L O, BEEREOA BT IS EEERE O fF
HEIZOWTHT T, TofFE. A, EHEEHE (von Willebrand 7§ @ Type Hll) . ff H 3
OfEfE (B4 I AR OCMEKRAROEGER) O 4HE CRMEABBERICARENRD LI
o ZTNOHEEBEENRBOOLNTZHBIZOWT, HFEEIZUTFTO XY ICHHA L,

PRI TIE, BHEORBIEREHIREN 38.1% (45/118 f5]) TH Y . LMD 22.3% (21/94 #i) &
BB LTHEEIZEP2T2, LPLARR6, RIEHORBICEEL RIZTT ATREED H 2 Film,
MEm, &5 8, BERXS (ABEXIIAR) . AO0HEORE, OF H 3K o R & OV iR K o 4 25
RNZ DWW, B A BN BIE R BUER O 54 2 bl st L7k R, o OmR 0 IR b g,
HROWEEIZIIEL R o7, ok, MBETHEE LZAMER IV I ARKA Oy F L
KEVERICHE S B, B2UR, oI1Fd (&) THV., B TRARRICERTIBD LR
o T,

i ¥l (von Willebrand J% @ Type 5l]) TiE. Type HA ORIEHFBLFEN 59.3% (16/27 fi)
THY ., Typel D 20.0% (16/80 ) B L THEICE N7, LoLAans, FHERAORE
ICRB L KITTAREME O H 2 Fln, MR, 58, BEXSS., AO0HEORE, Of H Ko fE K
OV L JFUR] 0 45 RN DT Type BN &IE R 28 BLUE B O 43 A7 % LR G L 72280 297 OV
HROLNT, BEROHEIZITIELhoTz, 72k, @HEETHEE LEZEER TV TS AA
DRV T U URRAERICE S S EmMAL, 2K, 0w (&) THY ., Type Bl THILRMIZ 2
BTN T,

FHEOREE CIZ, B4 I AL OCMmMEMHANCBS T, fFH T & TH ) oRIEHRER
BIZABEPRO Oz, X I UFITEOFH M) 23 34.2% (65/190 #1) . OFH TH I 2 4.5%
(1722 6) . mEARAATIEOEH T8 28 33.3% (64/192 61) . OFF T 2 10.0% (2/20 i)
THO, WTHUEOFH T 2 TH ICH_XTEMERBBRERFEICEL 2T, LNPLRN L,
OFH TH BT 2RIERBBIEMSK N D0z, BEROHEEIZIZEL R o> T,
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JEF) 15 B, EEkE % 5IEF* 34 BloF 89 B (EHEE ) ZMu 7z 123 f (BIE - F50E M
KI5 A37 B, Typel+ Type IIA @ von Willebrand J#5 86 f3]) 723 Zh M AT Xt IER & STz, A
hME AT R GEBI O 5, i Fl (B RFS AN - SME M H i O VR R K OV R - IR RE O
IR A B L7 fEF]) IXERE - PERE LA A 31 fl. Type 1+ Type IIA @ von Willebrand
i 77 B, FEH ] (R RO AT 2 B RIS AE ) L 72 E B TRERE - R EE A A 6 il Type
I - Type IIA @ von Willebrand J8 9 #l Td > 7=, A EPEIZ D Tidk, H i 4 T ik fn 20 & M OVEE
A AT O R FE 51 O R i kR A O D AN RET S T,

(1) BSE - PEEMLKR A
1) iz R

M RIT, FREHEICEY TERWE, b, OX0dE. A4, B, HiEArE) © 5
BERE 6 Koy CRE S 4L, TEHEHGE] KO TtE ] oFERAE, [RE] KW THEL] oF
ANER L I EHEREIC W T, I RIFTERAE M AR A (BLF, TEJE ] &9 )
O i) 23 B, REEREMAR A (BLF, THEE] L nwH.) ol 8 FloEd 316 (556
1 BlE 5 & 0.2ug/kg AKiii) CTREM S 4v, AR IL, BIE T 65.2% (15/23 #i) . H5EJE T 62.5%
(5/8 f5il) . & 3T 64.5% (20/31 i) To v | MELHRITEIE T 13.0% (3/23 f51]), F%5E T 12.5%
(1/8 #) . &FFT 12.9% (4/31 ffl) Th o7z, ok, TE&E 0.2~0.4ug/kg OIEFITBIT HH
BhERITEIE T 65.2% (15/23 B1]), FEH5E T 71.4% (5/7 #1) . A7 T 66.7% (20/30 f5]) TH Y
) HRIXHRSE T 13.0% (3/23 #il) . TEEFET 14.3% (1/7 #) . AFFT 13.3% (4/30 ) Th -
7=

AR E COBKRR CIL, BIREPEIC L HimER K EE (587, 4~6 FEf % & O 24
R[] 7% o ek OHERE) KOV A LGEE (Bih) /b cibmahEn 15, A2,
AR, R, EAb) O SERETIM I, [F) KO TER OFERAMFERLE N,
EHRER A L KB E COBMKRRBROFM GBI R R OEELBT L L IXRETH D
N, BEFTICHBRLIERE., FHAREREICE T AERITAREEET COEBEKRRICBITS
HhFE (BIE 85.0% (17/20 f511) . HEEAE 77.8% (7/9 #) . At 82.8% (24/29 1)) % Flal- 7=
N, AEETIRDONLo T2,

BRI EL RIEFTH REFIZOW T ENFI 3L 4B OB THoT2Z bR
MENnro e,

2) VR R AT O

R AR A 8 T, ARKIE G L OV G 1 R o 2 VI A 8B e (LU, TVIEC) &
W) aEIT, T (VIIEC A EGRMED 2 520 Eo B, vtk ®E (VIIEC 285 % 5-5iE O
2RERMEO EH), EET ) © 3 BB CIHM Sz, VIILC @EE s 1 %oy — 7 10E
TH0, BMMREREE T, RERMLOCHEE 1 BEMZOBREMATHE I 27 6 (Him g
21, FEH MBI 6 F) 5, FFBICE S R WEER (FSRTO BN EEGRBEE X0 %R THDIE
B RO G 1 BRE#% O BABNEERBE &R DER) 2B\ 17 6] (Hime] 114, FEH M
Bl 6 f5]) I[ZFBWTaIl S 4L, T oFG (BLF, TdER] Lv o) 1Tl fl TESE 55.6%

(5/9 f51) . HEESRE 100% (2/2 1) . & FF 63.6% (7/11 f1) , FEH M) TEESE 100% (4/4 1]) .
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B 1 95.0% (19/20 B11)), Z OSSR I AR R AL C I35 B A S BT RE AR SE B T O A 2 AT
STWDHIEOERMBNERNZ & WEEB L OMRERA > D AGERF £ TORIRMER & R
LI —REBZBNT,
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1) ik i %h 5

AE o Zh B I ERE - PEE M AR A & RIS, EWREHEICL Y TFHGE, kFE, O0dE.
A, B, HEARRE] O 5B 6 XKy TrEli 4L, TS E] KO TkE] OFSGBARE,
TARZE ] RO TEA L) OFIENER L I, HHKREREICS T, (LM RiE Typel O
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SN, A%h=IT Typel T 93.1% (54/58 B]) . Type IIA T 94.7% (18/19 f5]) . & &k T 93.5% (72/77
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SN ol,

2) R I b AT Ok
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AT, T (VIIIR:RCo BWEHRIMED 2 {500 Eod &), L°tk:#% (VI R:RCo 23 5-AilfE
D2 fERWEO ES), SEET ) © 3 BB TR &7z, VI R:RCo (Tl & 5 1 K2l &
— VT D70 B R A G E L RS RTR OV BES 1 FE R OB FEE S i 47 B (H
i 39 B, FEH MG 8 Fl) 225, FEAMMICHE S AR VIER] (RS RTO BN ERERHEE XV TH
DIEGI M OVBE G- 1 FEf 2 0 BT S G-BRAA B & B HRER) & Bz 3161 (g 23 #1], IF
] 8 #1) 123V TREM & dv, chERITH MBI T 87.0% (20/23 #1) . FEH M AT 100% (8/8
) TH o7,

KRB E COBKRAR TIL, AF G, &5 1 RER%Z &L 24 FE#% o H i EEE (Duke )
K O VIIT R:RCo % 312, dh# (BE R~ CHMmKR 238K L. VIII R:RCo 2 2 fLL |
O ER), W E (FERMEICE A THIMEE/ 2 EH L. VIIR:RCo 28 2 R0 EH) . &
L] O3EMTHMINT, FHABEME L KRB E COBKRROFMFIEITR LR D -
WEFEZLET I EIIRECTH IR, 2EF CICHB LEZKER, SHHARERAE BT 5 ER
ITAKGRREE COKRRBRICEH T pdEE (Himfl < 71.4% (10/14 f1) . FEH BT 100% (6/6
B)) & FlEDZ EiEehoiz,

FEREIX . MM R SIER O 1/4 Z 5 2 53 B3 i SFE HJE BT (von Willebrand % Type
B 21 B, AR % I SR A % i 8 B, N g0 3 B, I 3 BEE) Thom ok
WZ2OWT, RADOEEHLEA DDA OO R EH L 24T RV, HFEHICHHEZRD
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NEDORFZ2EL RS BEROAANZELSELTHZNSKRFOH S 72 iEMERMAIFE T X 72
WHERE~NFIHEH LA E, £, AFFEHoEicHWsR2boTHY, FAlE LTK
B L CHERLRNZ L] LOREWAEITo TWVAR, FHEEFHEICHB VTS OFEISH,
FHRARDLNEZZ ENS, AAOHERICEL T, oA EoEED [TEEREARMNE
Bl OHICHAOEEL, BUNEMZBNT2L5FERESTL2ZLE2EXT0D,

B IT, BEEEOBHE TEAL, RFOFHIEIZONT, BRERCHIERIIENLEL 2D
RARE ST 2 S L7

23R EREETLHIRE

HEHAERE L LTRESNTESNO S &, FilelTRe26 T 2588 ONNL, @E. EE
i, BHEEELZATLIEE, WEEREELAT L EE) o0 T, ZhENRLZEMELOE
PERRRT S Tz,

A (15 R 2OV TR, BRMEMAT R GER & LT 86 BININE Sz, /NEIZE T
HEMEHAREBRIT 31.4% (27/86 1) TH V| 15 wlh LOEFICHK T 2RIEHBEE 31.0%

(39/126 ) LEHERTHBEIZBO SN oT-, /NRIZBW TR L 7= 72 8IE R 38 m
RIS, UK T HZETHY 1I5SEU EERIETH -T2, DNERICBWTEEZBIMEHAN 141121
f (Eig) B ohzn, BRITEE TH-o 72 GEC S WX, T3.EIEH & OUEYE I D W
T OEZR), AMEIC O N TR, BIE - PEIEMAR A O Hifnf] 20 6] & O Type I+ Type 1A
® von Willebrand % @ H L1 29 1l D 1L M B AE S, T ENABRIL 70.0% (14/20 #1)
R 100% (29/29 f5) TH Y | 15 EOERNIZE T 2 HHE (54.5% (6/11 ) K& 89.6%
(43/48 i) LR THEEEIRD LN ho T,

mEnE (65 L L) 12 oW TiX, BERMEMAT X GIEF & LT 13 FIANE S, FITEHIEE
UL 15.4% (213 %) TH Y . 65 wA il OIEFNT I 1T 2 BITEHFEEE 32.2% (64/199 i) & L
RTCHEBZEFIBOONR2 o712, @BBEICB W CRE LZAER T, Emi 2 4, Buk, o
FH (&) ROZRE 1HET, WIRbLEETIE oz, B, ARMEICH W T, LM%
RERF LM E ORI, SiE~OEGEH N2 oo S o T,

A PEIR 12DV Tid, von Willebrand % Type I @ B3 1 % L 2 [B] (4F4R 28 @281 5 B
FEAEMEH MR K O 36 I D HPERE I I EE) 5 Shi-/od, BRMEMTSIER & L T2
BN 7z, BHERIZRO o, 7o, BEHEICLY, HE2FIDPHEZEETITBT
LEAROHARORBREIZESY ThdZ ERMERINZ, Ao o0 TiX, IEMED
BEZIL 100% (1/1 ) TH o7,

BEHEEELZ AT H2BRFICONTIE, BEMEMTIGIER & LT 5 BnINES L, RIERZ
BARIE 40.0% (2/561) ThHhH, BFHEREESE ) OEFIZIIT DRIEHBEE 30.9% (64/207
) LHRTHEEIIRD N oT, BHERE 1) OEFICB W TIHEL L ZEIERIX.
BRmEAL, BUR, DK OZIRS 1T, WInbEETIERro7t, #b, i EoFEED

MEEKSE ] OHEIZ, MNEEBEERE DERPELTI2B8ZAH D] Loid#ind b0,
EHRBERE CINESINTZEBEBER20BF 1 FICBW T RERHORBILR O b ho iz,
BT OV T, BIE - FEIEM AR A KO Type 1+ Type IIA @ von Willebrand J# ¢ H 1fiL 51
1O LM RPIBEF SN, ERENAHEIT 0% (0/1 #1) KT 100% (1/1 i) Th -7z,

JFHEREREE 2 A T 2 BF IOV TIE, BaMMHT X GER & LT 26 FIINE S 4L, BI/EH R
I 23.1% (626 ) ToH YV, IFkmelEE [ OEMFNIZI T DEMEHIEEEE 32.3% (60/186
) LHRTHEEIIRD N o 7, FHERE 1) OEFICB W TIHEL L ZEIERIX.
ZR 3, N8, FEUE . R, B WL R QMR BRI N 1 T, W b B TIE o T,
HHPEIZ DWW T, BIE - HEEMAR A © i f] 6 4 &% O Type I - Type IIA @ von Willebrand
i O B 7 B O MR PRE S L, ERENADFEIL 66.7% (4/6 fil) KT 85.7% (6/7 f51)
Thy ., IFHElEE T OEFICK T 58 20% (64.0% (16/25 ) KT 94.3% (66/70 1))
EHRTHEBEETIRD LN o T,

PLELY ., B, fFhlelSmesad 288 UL, GkE., dER, BEEREEZ2HT 5
BE, THEREELZ AT HEE) OREME, AOMEICE L CTHK R THRMFISNNE L 72 5
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RHEH ST 2 &l L7,

2-4 HAPFHEHEE

Kﬁ@%mﬁifmm AEBRIZB T 2EMERABEHRRN I, ROV T Lo U HIERICH
KT LHIERMBRORIEHATH S [BUEK, BEimWAL, OIEE% ] ROHARERICEKRKF T 2 EIE
Acdhs [0, 2@#Jb@ﬁ£ﬁ§%ﬁ&ﬂx€ XE ST, ABEREICEBNT, Zhb
IZiZ M T 5 EE2 LN DREMERIE 64 I (128 ) I S+, BIMEHREEEIL 30.2% (64/212 i)
Thh, KRFFE COMKRBRIZIIT D RBLE 38.9% (37/95 1) Ltk L TE<ITenroTz,
BIER O NER I “@*Bﬁxﬁﬂzﬁx%m7#\D@7#\¢$%M1#\ﬁ%b)WAm
SiE 14 éFmﬁiwkﬁﬁlﬁ\ﬁﬁﬂﬁkﬁﬁﬁﬂwﬁa®Hﬁ(@)M#T%W
KRR E TORKRBRICB T ORIMERBBMER LT 5 & 2R A CEEFALA L < |
%@&U@i@(@)ﬂ%%ﬁﬂotﬁ\m@@wﬁmﬁﬁgfaokoik\ﬁﬁﬁﬁﬁﬁ
WWEBWTERHEEBICEY T 28MEHAZ 8B L 2EL ORI A IE, &IERBE G 2460
97.0% (64/66 fl) TH Y, KFBKEE TORKHARICE T HHE 71.4% (30/42 ) & TH
Molz, ZHIZOWTHFEIX, EAHTEEBOY bEHEEORRAN TR SN 7HRB OEIME
A (o8, Uk, Ems, R, BE. B, ZR) 2 TOREZEORIEHRMICHE L.
HEMELEZZENEEL WS LOEEZONZEHHAL, MBI E THA LT,
HAFHEHBICKZYTOEMERHO S b, M HBREREICS W CTIHEL L 72 HE 2 BEMH ISR E
1 tECTho7en, R o>WTE MB3EIMER K CEEIEICOWT ) OIHIZTHET S, 2B,
ZOMOBEMER® S B, BEE. R, D, K- MY o AMmE, ZIR, FE, BUs, B,
DEFICONWTIX.HEH EOFEEDO TZ2OMORIEN ] OBICE#H I L, EEREINATWD,
PLEX 0, #E, B SCTH 72725 e BN g L 2 5 M AE 72 & LT,

3. BIfER R OURBIEIZ DV T
HEAYE P ICHE SN EEZBIER X EHRERED 1612 Hé@@l#f%oko
AJEFNT, BIEMAR A © 1 OB ROEREIZ LS MM (&EOAMmKE) ([Cx L TAH
0.35pg/kg G L7- & 2 A BEF B ICREDOMFEIEEZ RO =% BT S A2 5 5 HR
FRFICAS T b U o A fE R OYK 7 v — VI fE & 38 L 7228, /7?/\A®a¥*ﬂ)ﬁ?ﬂ&“5&0ﬁf
FAEIZ X D EE LIEF Th o 7o, EANX, BlREICK L@F oMk sz &5 L2 &b JRIA
ELTEZLNDZ END, Kﬁk@l%%%@ﬁmknxy%btﬁ\$% IE. AE X
rﬁﬁ%ﬂk$ﬂ# biv, KA OBEEENTETERWEHB L, ZoRIEHRICOVNTH
X, TARAET L UARKR (LLF, TR Evwo,) T196] (EN 14, @%1MW

521%7‘5(45i7 Vo ERA (BLF, THESR Evno) Tefl (WFaubigsh) ICEERKF
mOARESINTZZ 2B E A, FEK 104 8 AN EoEEo TERARFEIERH) oIz [KE
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