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Perioperative management of an orthognathic patient

with von willebrand disease type 1
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Mannucci PM.: Treatment of von Willebrand’s Disease. N Engl J Med 351:683-694, 2004.
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SR
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80% 7S IME N Rzl Hi >k ©, Mm&E WA 2 & T
EE 9o 20% DM/ o BERICHFEL 9. 57F 1
DTHELTWAEDTIERL, £Ld22, 32,
4O, 5121 10 .20 fH & A7 b Bk L & o
TWF 9, multimer E\VWVWF 25, FI)WV)REER
MEHFH TS & o TWE T MHPFEINIE, 12 FEH
~20 BT I T =7 VITHA L TI/MROHE
EHII2D D 5, von Willebrand [T D —F D E|T
Fo S5, M/MIA L 52175 £ 912 GPIb &\
I M/IEDRE Y >~ 2% 7 & & von Willebrand [ T 12
CoDWTHMEA R, &R L £7,

b9 12KEL DD, von Willebrand K T & 5
VII KT, 2651, MR CIEEEERT EK

X 6

LC, VIl B¥2%Eb L 9. VI HFIZHEMT
MR TIIEZEDS Z VD TY . von Wille-

brand K F7235F > T MCTHIO T, VI K F b A =

EbzA5Z kI >oTnET,

a7 =T ME DB L CHlikD R
EM72aF—7%5 212 von Willebrand K F725 K X A >~
WA L o TWDRDOTTD, ZNpHokdEz LT
ST, MMEAT K 22 E V) A% - T
EQE IS

FIZEBEVIIHFEZFo T NTVEEFNE
L 72 %%, von Willebrand -1 & VI BT 1Z—EF T »
DNTWEDITTT, oD% FISEd #E8R
LTwEd,

M A5HAE L C 3 — 4 > 12 von Willebrand [AF-
2L o2 &, von Willebrand K F 12 o DWW T W
5 VITRT SR> TETND I LIk b
DIFTTo FHICEHM AN Z AL >TSS
ELERT T,

von Willebrand 5 O #2427 7. T35 von Willebrand
WFBLiLl bl ag—rrLoikanrEl
Bo MiAEABEDMET LTI/ MU R M L £ 37

— 7T, MVMEEEROBALEOHRIZ, beb
uﬁé%%wuxkk%ygw5%®%m25:&
2 X 5T, von Willebrand K- & Mil/MR b IEH 12 H
He, bR ALEETLHDTTA, von Willebrand
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WTBL vk, JAMNEFOREE > T {27

Wz woTRERPETLET . CNLIZE o T,
MR MR O—EEIRINAY) £ <y i
RV IER 3 5 DI TT,

RFETEHENTH S DDA, von Willebrand 5§ D 56
—FM LD TT, 5 AA von Willebrand K1
DLODEN o720 BE L TOEED L
Vo Z2EITIE, BIZES WA VTR B
Vo TLEHI DT, BEROH AT — FOW
KA %S 2 APTT 25, VIIRTF254 7% %% 5+
WTIERL 9, INHAN HIMEERH R APTT % i&
Esws#HHITY,

Z @ von Willebrand ¥ (X, multimer & \» 9 1§ %
&) F 9 von Willebrand K231 7320232 »
DNTWL DIF T, TOREIZL o THEDOTHA
PHELE T,

C OIRARFBWIDIEHICKE T, RIS L - TEFE
HEOEROEDb->TEET,

KELGTDHEY A TIE3DTY, type 1 V=N
HBETT, DI AR o>TWD, type 2 IZEHW %

BERESE O 2 IZHHEINE T, type3 ITTEER
FE T von Willebrand R T34 < Z2\vys T 919
DITHROAEDOLEBREZITHRY T,

M2 <R TWE T3, type 1 IZEMIAIE T,
SEAKBETEIVRZVITRED, PR - iEEE D
WWIERTLTWE T, type2 IZIEFWVAVAHH D F 5,
COBEDPBENI=T v 7 B RAHDT, HE
SHTWZEET,

EIL B W T von Willebrand 98 & 52T % 22 & v
e ATA NIZEBRW R TA RI4 v b e oT
EL DTN, B 55% R —=F—F 14 Uik o
TWVWET, TNENELS B L type l IZHFHLET
B 55% CHWTMDERPE Db wv) & £
ARICHABZ EIEH D FH A KFETD, 50% <
LV EZATEEIRS 2 <, A LT APTT H°
BV b Lo TSN TH, BHFRISKETSITT
WHRWEBI S Z 4 H 1) £5,

Severe type 1. type 2 I& 30% i & >, JEIT ED
3MNIH D FHAD, type3 lTE<H) THA,

EMEEHUROBRTHITA2E ) %) £7,

AIEFNE, BEREAUE BEIC 2 5 O EEER
Polzh) LETA, bbAALBEIE. TI)\volz
HEEAPE-E2 ) LandbodLrd) 5,
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VIII K- von Willebrand [K-f-. Z DA I A 72—
BICAL->TnbEn) ZETT,

KIEHF Tld type 1| & Z MW ST £ 955 von
Willebrand 5 D RER L 86 A HH IR0 450 86 12 D 11 I A
e IO 7E L ORI IR L HAEATLIC 2 D) 3,

type 3 DA 1E. von Willebrand K537\ T,
VILHF %R 252 E0H) £5. £ 7%
Ll MEHATROND X @M, B
BIndEZFZEH) T3,

COBFEIANENTED LW WS LV
LR ZERESITONLTVWLOT, 2205
FoT&7:7 =TT, F—=F VT 184 % T,
FABIEEHED YTV FENTVREDIFTIEH D
FHAD, FEIZ COT—FIHETIHVEED
von Willebrand #% (£, Z OMENTH B2 L v
EoTWE T, (HEZLEL T 58813700 4%
ETT o type3 DFUIZARIZE LS HD A

KIEGIOEEZ W T3 o MO BULRTE 2\,
APTT 727 LEE N T V> T, von Willebrand K+ %
E2o TH72530% AT, R YA LIk, VI
HF1ET45d ) £ L722% von Willebrand (K534
LA 7w,

multimer % %> TH 5 &, T2*5, small. medium.,
large & JBHH S NT X £ 9745 21KRYIZ Normal & It
NTHWTY, HNWTID, P26 EETHLHEE
HFAEL TV B DT, Normal /8% — > CTlddb ) 7
D EERIIZHEVDO T, typel &) BINICRD £
ECE

LA, type 3 IZEL NV FHPRZ I A, &
ELtype2 DFTH 2A 1E. L DT ) D large multi-

AAEBIDTETE 1

Initial data Multimer analysis
Blood type O+

PLT 229 x 103/uL

APTT-Pt 37.3sec

APTT-cont. 30.6sec

FVIII:C 115%

VWF:Ag 37%

VWF:RCO 31%

\\°‘6@\9’§‘e&
. Final diag.: VWD Type 1
7
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AEEBIO BT RAL N SIS B
/ BW 60ke \

ftipgH t 47.0%
< BIRMRE=BWX1/13=4615mL
BIRMmEE=4615X (100-47) /100=2446mL
Confact F [CId. FVIIEVWFA'SHE

Confact F 1000U®RICIE,
\%VIIIIXI?C LT1000U, VWF&ELT2400UZ8 /

DFEW. Confact F 1000UEKRSTDE.
VWFIE#)100% D EFHEB5ND.

X8

mer &\ K & 7 multimer 2KE L TW2 0§50
Ty TV 0% RTHRENZRAE LET,

COFEBNITC 2 o 72bF TEA, FArICBT
HIEMEIZE)TEEVH L ED %2\ von
Willebrand A% 5 L THITHIT VWb IFTY,
BHEANERLLIIISRLTHIFAZ LT, HLX
T TEL EHMWILE L7

von Willebrand A% 53 HiEL LT22oD )k
Fid ) £9, 1 21X DDAVP T9 . HLFIRAIVE
YO—FET, BEME LTRERERND D T3,
DDAVP 7 A E 7L v ¥ vid, M&ENMKIZW2
von Willebrand [K -7~ % #EHI 2 O Jilli% L CHMcH &8
LYERDHN T3, T, BRI —#@EZ-7-0 L
9.

39 1 21&. von Willebrand KT % D b O % #iFc
LCHITBHETT . THIHEDN D DD R
85 VI KF#A] T3, 5 VI AF#AOH T, von
Willebrand [H-f- & —#412 k> T\Wwhb I 777 MF
EVIEEINH D FT, INEHWLZEIZEST
von Willebrand (Kl % #liFTE 35 Z &S TE £ 3,

COEE L AL, DDAVP 2kt & & (2o 72
CEWHNFET, ZORLERZT—4 TTo 30%
CHWDO DL DA, DDAVP #4535 & 100% % i
ZHELBWIIRNFT, INEMo TFiATER
WO ER) L LT AN, DDAVP OXRIHRIE
—#PEZ o7z LET L. MESHEEYELTHEXIE
WWDTIZER ) 200 LILEHADS, fEHF) &
TR T4 TF =L TEFOMEN L B> T
LEd. £H9WvH LT, BEOPHKE A TIE &<
LN D HEELETT,

E74% F2y

TR B AR FE I M A 72 AT O A 12
1Z. %13 Y von Willebrand [N 1% 0 #i 73 5 & W
)BT >TEE 9. 2O DDAVP 12
LT, & LT3 von Willebrand [T 23F4E L TW»
Bwe, TNEHBT LI ENTELRVDT,
type 3 & 9 4= < von Willebrand (K% { - Tw\»
BWIRICBE L TIZER T, TH, oL
THIFHHHANEL TE, ETORRICHEIN T,

TlEENTHWEANDS D E W) &, von Wille-
brand D IEMOMFR L T A KT 4 3B 50k
WAk, FREBALLELONDHY THA, XT
4 FliZ. TNFEFTOVAWALTEROREEZ: &5
HTETWEL0%2F LD TVELDTTA, —Ib.
VIIH TGS LT50% U EEF—71L &9 &,
INHIE, AALR VIIEFHEEEZ A - LTw
HDOTTH, FEEIZ1E von Willebrand KT % & 5 2
FEEHALHFEL 2T RO T, 2909
HETLurE ) ik, 228 HL LA
T9,

Y777 MFEWH)BEEERHNTT) 7200
HARTA ik, FE5=EIE, 70F 050 BHALL 60
FU7Zo7260 1 HRMAK 3,000 HAL S HWE EEE
LT TFMICEHET. dEiFibmIns E Tiio
T EWVI)I DN, LLORERFMTHELOND S
#ETY,

DDAVP % T\ 5 FEH D322\ &) 26121,
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EHE OREFL 0 8) - P ORREFE R L L C,
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L, RVIE L EMSTOETA, IIZNITH A
TIMEZRET L EEH 0 T30

BH G WAREETDH WO TYEA, LIFEEnFE
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SAT, HAHBBOFMELND D) T L7z ME,
FLIIED FMOIEF T &, WO TH VD TIE
Lk BnwES,

—@) LT aridRb) F L, &
L CTEMIEH ) 35
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&L BENEOEE PTLLEAATNIEH LD
IFTTTo WhWALEFNE V- TH, FIITRHIE
BH A LB SNIEED L 2 AT, ML -
MBBIEE LoD R o TWAEEIZIE, BRGER
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