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Ref) Ichiyvama, M. et al. Pediatr Res. 2016, 79:81-6.
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NOFFHADBDZANTEEULZ ARV (TRL. HRERRORBZRIERKRIEIRF THOT, HRE
BEBEDICIRD) .

2. BEMABRCEUIEEEDMOVTE, EUREZNEEOT TEEMIDNTLSIRET.
B 6 n A TREBVIREZERMDIHIBII 2T S,

3. BEEROEEN LEOEEEDEEFT—EU LCKZIEULBVWETHIN, SBRRERZMR YT
BIUNBERECOVTE EEEMKROIIRET D,
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288 HOREMEZRXMERERFRZIE

1. #§}E

MBEMNEE T S-OITBHERIVNIVETHLHRERFH ., ARECEGETELEWERTELIRED
T5&. LMDT=HDIEMENTEILLGEoTY  FLAS>THEITENPOTLGY | BAICH DL TEE
UMTEGE CSAEVHOEFRECTHERTHD.

COTIR. RZTHHRERFOEEICKY. NIBCSREMERRMEERES XI1/13 BF (F13) RZJE (18
o BCREMHIE XI) |, 2)BEE2REMEXEERES VI/8 BF (F8) RZAE (BRXRMEMASR A) .
TEEREEEBEREIAI1ILTSUREF (von Willebrand factor: VWF) R ZfE (HCREMEEZR KD
#2914 T S R9E (von Willebrand Disease: VWD) ) ID3EBE X R ET B,

2. FRA
BEHRARICEDRERFOFEMRBE (FVEEF—) P TR ENDRERFLDREE SR TEIC
BREINDEOICERERFAERONGIEN, HMDREELGDIZEEN SN EHRIEN D, SHRGER
RE-REMOBCSRENRKE. BEEERE. TR/ DHBEE) EFOTLDA . EF DS RITFFEM
(ERRENRONSRE) THD, EXMICBCMAELN TELEBIITHATHS,

3. fEK

1) BECREMEXRME FIS RZETIE. MOEFLHRSFZARL—MMLIRE (PT. APTT 15&E O S E )
DEFHFEVEETIELEVICENIDET | BREMT S, AORSNNES THLIHA-RED LM
DREZLND BARDOEDELIZTEHMNT AN H D, AICKEICHOT 2O TEMICAHY., P avy
KEERCTLLH D, BT HELLIC K> THRRGAER (G HHE) NEREZD AN H D, HFICKES
CEEAOHMTIEREERRICMECHAHIMERNOE N TIIBERBRICEVESTEZECL. B
ML DEELH D,

2)BCREMERME FS RZETIE. HMFEKRNEELZLDONEL BRLEH LR FTHMOACHFARNLME
BRI DHIENZVD . MRFRAGEEN F8 RZME) EELY . EETNEMIEENTH D, 1F(-. BBENR.
MIREP . RRREAN I MO E AR M4 E (. B ELGYBIDTEENBLETHD,

3) BEREMEHERME VWF RZEDH MK, BHTEETHD EHIE. BENMSHEEDEDET
BADEEEDHMERERAREST 2D, FNIRELOEEDHAZERTEHNLEET 5. RITK
EICHmMLTRMmICRY, SavIiREERITIEEH D, HICKEESTEENO H M TIXRHRRIZ.
DA HIMEROH M TIXEESRICEVEESRIL, MGG 155815H5.

4. Ak
A. LbIEx
BHEDE=OICIE, FTEDEERFIMETLTLEINZEND THS, A RAEROHN I MEEEFE
BT ERENHSD,
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1NECREMEXMEFISRZETIE, HMZIEHD-OICFI3RBR7NZIHTEENBETHD,
=L, BEHKICR DMV EEA—OREESARRETTENHDHD T, F5LIZFISHAZFLLE SN
1713516 LMY HFE TR EEDEE . BMERHADIRETH D,

2) BEREMERXM F8 RZETIE EERMEHMICH L TITERONTIEMELFRE T ELENH D, 1=
L. F8 fFRBEICIERIELENEN S LD T, ,E'ISHI:.H% VII/7 & I?ﬁ)éb\li,ﬁ'lﬂtju ravEY
?EAWﬁézﬁll%ETxE}Té (/ \*f/ \ZJJ:JI[H%%) o = Ea

3)ECREMERXYE VWF RZETIE., HinZ i1k 571-81Z DDAVP $H 5\ VWF &5 £ (E F8 jEHEal
KxHETIN EFOBESIHRADEOCHEIZL>T VWF QEIURELEFHNKECELLID T,
NENDOEFDFEIRIZEST-EREEBENVETHS,

B. AR #t BREEE

HeAEMEXERERFRZENDEDRREIEFBHTHIN. TNETLDEERFICHTIED

RANEMORATHADT, MEFRELLTRERCENATECNMADELEZ LD ILENH D,

FEQIZE->TREMFIEDOHENELY | B—HSARITHEREINGL,

a. BIBERBERTOMREDLH (IO RT7IFEEDRENFHENBENTHLIEN S (REITRIR
BIGHELN)  EFRR . MARE, BRPFELGENHDIHEL. BIBERERATOMNEDEEEEZ S,

b. ABIERMMEDERIZIE)YF T (rituximab) PYAUORKR)Y A, FTHFATIVBEDRELE
B9 5 (RREIGFTELN) o

c. BE.SRAEAL/7OTY T (VIG) (FHREINTLVEN, 2L, BEREMEZXE VWF RZ
FETIE. VWF ZIEEELANVIZHBAEEESE S ENH D,

d. ILMARICHET DGR AT —BNIRET H-OICIERE, RERERELEET S,

e. I—Ow/NTIX. HEREMEXM F8 RZEIZ F8 HELAEIHEDZHIFRIZLIEREAR
FEEALN TS,

5. Fi&

1)BECREMERE FI13 RZEDFEIEBREN, BMEZITHRANEOTHEEZIHINSHH 55131,
SHHICHEMET IR, ERICHEZYBELTHOET 2600818 BELTRHAEEDD
EGIAFI2EN, FIER 1V ERBTEABRPOEFHLK2E], BT OEFHIFISEITHD,

2) B REMEXM F8 RZETIX. F8 FUEES—IX. REIMFIEEIZEYNS-AIXERTHIENS
WA, BT AHIEHDEEL, F8 BEMEMNEFLTWSILLHY . EHMBREZECRADOKEA
BHENDETHD, BT EIF2~3F|LE< MLV REIFIFEZDDOBRLEENLZ VDT, BER
EENMDETHD,

3) BEREMERM VWF RZAETIE., BOEMGHIIE T HEHNS BARICERICET HEHFETEET
HHD . ABICERLTREICOI- S TERET HEFBL DL, 512, Wo-ABBLI-RICERY
SEFLHHDT. EHMREZECRABOBRBBREZILETHD,
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O EHOHEIHELEE
1. BEH
#9500 A
2. FFHOHE
T (B EREERREORENETESNENBBEINTOAEL,)
3. MEMLAEAE
RFEN (RHEBECREMFIZEL AL BN+ RSN TLAEN, )
4. REDOES
DEGAET . BREBRERYERT,)
5. BHiE%E
HY (FERVHEREB AR IE MY SOBWRLE)
6. EREENE
BEVERICEEEME1EL ERILE-FIZEEMEL. RRET S,

O fA#EHT
1) BARMmizIEMPSR RRXEMRBATASSAEREZEER
REE TRERKRFNERZ A% BHP—H

2) AARmizitnFs BEf&EMEHME FXI/13 SMEEEREZEES
REE WBKZEZHSFREF &R —#HEF

IEEFHHFMEEMYE HOMRBRERAREXIBCREEHMERRDOMITALIDI=HD

KERE LM EMIZRIE DOER DR
REE WBRKZEZHS FREF &R —#HEF

91



<EEREE>
1) BECREMBRRMERESE X1I/13 BF (F13) RZAE (1B : B 2 R&E M MR XI: AHXIL/13) DR %
Definite. Probable Zxf£&9 5,

A. EERE
(iBE 1 FLRICRAEL-HMGERLH S,
(2) KM BIEHEE F13 RZEDREEMNELY,
(3) HMERDEREEAZL, FFITBEDIEME R SME. FiT, IR, 25 4E) ITHE-=HmbAly,
(4) fugEZE L M/MREGE DBRIIR S LG,
B)HFEMNBEEB-2)TFBICATE/I\TA—E2—DEELNHSHBREFME. EEH 50%LLT),

B. BEMR
1. —fRMBRERE
(1) B BE L EBEAEREL T EHE 55
(2)PT L APTT: BEIFEEELAERELTVEHEH S
(B) M/MRE: BEIFEBEL HALTNBHEH S
2. HEMBRE

(4)F13EE. FI3HRE  BE. . MELLET,
f=12L. —EBDEEH. FIZ L. 1 F13-B 4T 1wt BERANRRE DS T, BEEETOREA
P F1I3 HACKDBEICE>THELLEREHFEIALLIENHSH FISEBOEENETIE
AHXII/ 13585, thDEH D BRERFOETZHF >TEE~PEEICET I IXBEMLENE
EE {& 2% (disseminated intravascular coagulation:DIC) . EE D EELEIZLAIZRIEFIIRZETH
BITENZLY,
(5)F13 LLEME GRS MR E) M FI-A ST 1=vrEERANRREDIE LA L DEHITIFETLTL
0. L F13-B YT 1=vrBERANREDEF TIEEETHS,
(6)F13-AHJa1=yhk FI3-BHYT1=vh FI13-AB, HIRE M FI3 BEHRAEDZ4T HIRIZK>T.
HRAGIEEFEFTETLTLS,
3. EZMARE
(7)FI3 AV EER—DFET D,
BENLGT OB THREECTIVRYRAAHEGECLDEEMBFLOREREATER (37°C T2
MRR) IRE DEEERRE T4,

(B)IFI3 BEMMEMNEET D™,

A L/TOykE ELISA, A L/9OTNELE DREZHBRETHE,
IR BV NVEDNRRETHHELI-FRDIMENERH DD T, BB ETNICEDREINGH|ZE
BEICKDEESERITEET S,




[l
4. TDMDRE

(9) /MM F13-A R 2 (HAHULME F135E M) RS M/NMRZRARL TAETHLEEENEHEINED
T HXM A EBEN F13 REZEDAIEEHZBRNATEDICHEATHS.

(10)F13 WHFIH 5 5B : AHXII/ 13 DA DHRE  BEABRTHOMNCTEL LN H D, V)T IV AT
EURATE FI3ZEFTAMBREUFID FI13 RS DEUREOFFHEAZHETHLICELT, B
EDFHENBAREICL S, =1L BEFTHE (T AHXIL/13 [ZHEMLF R TIEEL, PHEREATIE,
F13 B D EUNER O FHEAE A E T 5 LIk > T FI13 FHHEENERINS FI3 EHEREES
ERFICBIEST HELEN R MRS LHETED, CNOEOREIE REINSD F13 HEIDETS
E0MHE, HEMEQEMARMEEITSLETLERATHS.

C. #7332
B (XM F13 RZAE (ITHITHRIEHRAK) . Z kM F13 RZE [EFEEME RN EEGEIRE (DIC) . F
fii. sMe. AMRGE DIKRBEEES, EEFEE. FEE. AN/ vk-2xo 00 L8R, B R EMR
REBCEBEMEXREGX. /0—UREE) ], BEREMEXRM F8 RZAE (BRXMEMERR A) LERMETAU I
LT SR (VW) SEIREE (AVWS) BFICE S RBEMEXRME VWK (AVWD)) . BEE REMEXMESE V/5 BF (F5)
RZELGEDHDETHEEREEBRREH MREEZBRNT 5,

D. BE¥HRE (f-EL. KELDOMEBIETRER)
1. FIS-AHYTA=—yNBIEFOER SRH
2. FI3-BHYIAZYMNEIGFDEE SR
3. REMEEREFOER SR

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

ke ~

_ s — 1]

s N =Y = I 2 F

2) BEREHERMERESE VII/8 BEF (F8) RZIE (R RMEMARA) DZEEAE
Definite, Probable Zxf& &T 5,
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A. EERE
(M REEARDFEL-HIERNH S,
(2) k9% AGEIGTE F8 RZHE) DRIEEMELY,
(3) HMFERDEEEAZL, FFITBEDIEME R FME. FiT, IR, 2GS I F=HmbAay,
(4) fugEZE L M/MREGE DBFIIR S LG,
(B)FEMIRE (B-2) T F8 BED/N\TA—F—DEENHD(BE F8 iEE. F8 MRENEEED 50%
L)

B. R&EMR
1. — iR IMERRERE
(1) BB BE L EE
(2)APTT: W IR
(3) Mm/MRE - BEIFESR
2. BENRE
(4)F8 ;EME(F8:C) : b TELIET
(5)F8 iR E(F8:Ag): BEIFELJIET
(6)F8 LEFEM CEME MEE) BREEFZFLUET
3. EZMARE
(7)APTT REEEREBRTIUEES—ETHSD,

FEBI D MIFLBERBOMITESEFEICHFTVES LT, ST CT2HMMEL T, L APTT ZAIET 5,
TRZICOHTHNIETRZE I TIVEES4—IEHE., LMEICOTHNILTAVEES—E I THEEHIET
3. 56 M) UIEERKERBOIL—TRA7oFa7ISUMCIE BEAERICAPTT #HELTHEE
BFRIOERMNROHONDDOT(ENFEIEE). HAICHERATHS.

(8)F8 A1 EEA— (BEHIFHIEF) A FET S,

HEAE : —EEDREFRBMITICFR A ICEERRUESDMFELESL T, 26/ 37°CTMEL
THhioi&F F8 EHREAET S (RERFTE), RE2HAFE (F4T 1) EFRELBEER (A4T2)1VEESR
—hiHY . EREMRFBATIEEENZLOT, BEFS AN 50%EBA-FREELALNTIUEE
A—NilEEHT HERLY,

(9) i F8 BEMK N EET D,

FEEEMHKE, EICHEAREBR (AL /TOYNE ELSA &, A L/9ONEGE) ZRAWTRESZH
[CHRHENS.F8 /1VEES—, ThHEhMEN F8 BOAd. REFMAETRESh, MECK
795 F8 BEMALHBICKRE T HEMNAIRELD T, /. RAEMFIREDOR. EMROHIE A
BBHRICERTHAILHFIA TS,

*HMAERKZEELG D F8 BERAGCGEREMEREE K LHEETIIENHESINTLVADT. A
(1) EA-(B) DEVEDIFREFIRICEHEL,
4. TDDORE
(10) 74> 94 )L TS REF Ristocetin cofactor j&T4 (VWF:RCo) : :@& . IEH H DL &N (K mAF)
(1) VWF fiR2(VWFAg): BE . IEEH DL TIEN (H M)
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C. #AlZH
MARAGEIGHE F8 RZJE) . £RME V/5 BF(F5)-F8 EARZHE. ETH R F8 R (1BHEMH
& RBRENEIREE (DIC)HE) . GEIEM) 7424 TSURE (VWD) , B REMERRE I+ 4L TS
VR (AVWD) . 2 THOZRMETAU V4V T U ERE (D MERE . AEMEM/NMRIS ZAE ., FAKIRERE
BTRE. Yo N\FEXBREIEEEREBLEDRELRREENHLHIEE DT REERRE T IIILTIY
FAEIREE (AVWS)) . BEEREMHRXME FIS RZiE. BEREMERM F5 RZE. ) VBB MREREL
EEBRNT D,

D. BRFHRE
F8EEFDEEMNGN(RikMEEEME AR DRSS

<EBWohTI)—>
Definite: ADET+B®D (9) Ziwmf-L. CERMNLI-ELD
Probable: ADET+B®MD (7)F1=I&(8)Zi#m=L. CxRRIILI-2D
Possible: ADETZiHT-9HD

3) HEGERERMET ALY L ISURET (VWF) RS 5 (HE RERERE T oL TSR
(AVWD)) M2 EL 4
Definite. Probable Zx{& &9 5,

A. EERE
(D REMELE-EMIERLAH S,
(2) 74224 T SRR (VWD BB VWF RZHE) DRIREHL L,
(3) HIAEK DEREDZEL $FITBED L M E T (FAf, SME . IREE. DIR74AE) ITfE>FHmB A,
(4) fugEZE L M/MREGE DBFIIR S LG,
(5)HEMIKRE (B-2) T VWF BED/NSA—Z—DEENH D (BE VWF Ristocetin cofactor ;&
(VWF:RCo) . VWF iR 8 (VWF:Ag) iNEH#EED 50%LLTF),

B. R&EMR

1. — iR MARERE
(1) B ERHDHVIIEE
(2)APTT EZERHHWNIIEE
(3) M/MREL: IEE . B H DU LN

2. BENRE
(4)FVIL/8 ;&M (F8:C) B T HAWEIIESE
(5)VWF:RCo & VWF:Ag: @& IXmE &HFA
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(6) VWF LEiEME (VWF:RCo/VWFAg) : @& ISP FEEILZEIZHE D
3. EEZHRARE
(7)VWF 12 EEA—DFEET S,
VWF & GP (Glycoprotein)lb EDHEERZAET 5k (A2 EES4—) HBEET NIE. VWFRCo
M Ristocetin—induced platelet agglutination (RIPA) 7yt A/ Z ANV EEMIBENDRKREREHER(37°CT
2B RINER) THREEMICRE T 52EMTES,
(8)#1 VWF BEMALFET %,
JEh AN GEREEM) KT, EITHAREE (A L/TOYRE ELISA (k. A L/7ONERE) ZAL
TREFHICRHENS, FAEHR VWF BERAK(MUEES—) L, REFMAETREENS,
4. TDDRE
(9)RIPA: IE&E | B &H AU RN
(10)VWF T)LFI— EEHAINEIERE (BRFEIIILFI—RMH LR
(1) VWF 2 5588 . VWF &5 F8 iRiERFIZIR 5L T, BEMIC VWF FHLMEELTATEL . TOEURE,
FRHEHETHIEITEST MANSDBRERE (V)T F0 ATTERUR) OEMEE (PAEHE)
DEBREREZETETHIENTED, 2L, BIREQ R T OFHAD EMEIL AVWD (THFEMLGRR
T,

C. #AlZH
THUIAIVT SRR GERIEHSE VWF RZHE) . R TOZRMET+ 0L IT SV NERE (DMEKRE. A
REtEIM/MRIE SAE . FRIRMAEIE TE. Vo N\ F X B HIEESE R ELE DR REREENHHIEH
CREMERMEIAVIIVISUNERS)  BECREMEXE FISRZE. BECREMERREFBRZ
fE(BXMEIRKRA) . BCREMERME F5 RZEGELRNT S,

D. BRFHRE
VWF BIZFDEENG (R EIRIE VWD DBERSY)

<EBWohTI)—>
Definite: ADET+B®D (8) Zimf-L. CERMNLI-ELD
Probable: ADET+B® (7)ZiwmT-L. CEBRMNLI-ELD
Possible: ADETZiHT-LT=tD
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<EEESE>
BEIFERICEEHMD (1)~ A)OWFThhE1RUERILFIZEEMNELARET B,

1. EfEHIM

(1) BEn pY73 i 1

(2) BEEEGI. EEMBOHM (FIZ L, BBERN, EHN. REXAN. [E. WERN. BERER.
BESIE. BEN. DERA., OV /N\—F AV MEREZESHARHME)

()NES OEUESe/dL I TOEMBS U E2g/dL I EDBFELGAET OELERTES
=9 Him

(4)24 BFFERNIC2EAGLL ED2MH AT FMERE M Z LN EET HH M

2. ByEHIMm*

FEUSADETOEM**

* BAGEARE RS A AT E (UBAT) 18 B2 T 52 LEHR
LOEREMRIUVEREOEME, BEEICELTLMABREERTAE

KW K OV FEE OIS 231 5 B
1. B4V D EERAER, AT RSICE LT, 2R LICBBOREN2WESITIE. WTh
DOEHDOHDEZHNTHEL LR 2 (7272 L, MR Ofkl 2 < T ERRIERE Th - T, R n
REZR & DIZIR D),
2.%%%ﬁ% BT D EEESFUCHOW T, BUREFHEHRO T CIREMTON TV HRET, H
W6 22 AR TR b EVIREBL ERHW T2 2 L &T 5,
3. Tedk, JEROREN FRLOFEIEESFET—EU LIZEY LERWETH L0, mERERZ T 2
T EMMERFIZONTIX, EREROMG LTS,
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