Fu.
BIBEEL L CE 71 7Y /X VEADPSH .

4 HRESE XM HAFRZE

congenital factor XIII deficiency

% X1 AT (F XII) OB 2{ERIE, T@ﬁ74
TN FRICEBEECTAREROBEL 74 7
R TAIELTHS.

LU, BEDAZ ) - FRETIIALEE
YREBLVOTFEXI DERVLETH 5.
WlERIZET ¢ 7)) /X UV MEL D TEUL
Y, BEEEEELAGNS.

WICEEEL L TFXI #ADPHEE LTS

b exmupEREE

acquired coagulation disorders
ZLRBBERFORBETIKET, FEL2bDL
LT, BRRFOELERE THLEENEE, #
HARTHHLY Y I VKRZE, HEALETDH S
DIC, # LTEEFIZHTAHEK(L/ S —)D
RETHL. EHZHzR 6 IIRT.

1 WRARE
liver dysfunction
a. "A, wE, 2
BRERFOIBLALIIHTEAGREINEDOTHE
EEECTIX, &%, BEERFOFEHIET TS (74
2L, EV.VIIAFIZIZEAEETLEZW).
L2L, Hillx4£ L) 2MPEEEFO L XL
B—FEDRHBDHHDT, FEREMFRLIET DL &
BRFETICLZ2FLHIOEMIEEHLD W,
LA, FETADICAZETHLENDS.
DL BEROERRTFOBRTIRETIIEEMR
ERF, BRERFBLOUREHEIERFLETLTE
N, WolzANT Y ANRENS L E2FITH A Mmig

B 6 —EXEFOETY LR BEREEDS ZERDED T

DOWTNPIIEL fEBEELTIEHATYS
ZHL, EEOHBEEZ L BREHREEE (DIC

DOBERBII—F LI E)IZd5,
b.#& &

GEIEBREROYUEBLHF NI L2 WA, F
STV EYIVKIZELALEYNTHL. BE-
Z2HMmEEMAEARBHITEEETHL OOy
YU BEEHREA| PCCHAERTH 5.

2 ¥¥IVKRZIE
vitamin K deficiency

a. ™A, K&
¥¥% 3K, B8ERF(F7otror ¥, §

VI, IX, X @F)P&EBLERT (Fa5r1C, 7

0742 S) DFBTOEERDREREMTERT

Ly-ANFEFL T —Y¥OHBEFTHE. €¥3IK

DRZIKETIX, TNORFIEy-INLERFTNY

IVEE(Gla) REERVTWT, #VI T 4Lt

EOFEERNZL L VAEELTTOETIR/EREL

Tw5, Zhb i PIVKA (protein induced by vitamin

K absence or antagonist) & X X415,

K9 IVKRZELTHREZERBICL-TER

5.

NlHER—XREHmE (FHER ALV F) primary
hemorrhagic disease of the newborn (melena
neonatorum)

FERPOAEBNFHEIrOESI L KORZIZH

DRBEPNR SN TRET H. RORBEORHMBIC

LB¥y IVKENEOEMPBAMEZEICLSYE

YIVKEREDEEIIILIVEET ST, BAEI

% 1ABLDRNICRONS, KHAKRERTEH L

RV, FERITFE LT - TRTH 5.

EEIIY Y IV KBALERNES TS, BER

NN AT BTHRPT 52 5HEE, g

M EE (FFP) 2387 5. T XRTOHFERICES 3

E2

FEEECHR

FDPIEL#

ASTFAF TR MET

PT, (A)PTTE B IR | » v 43 UK
L #1L (V), VIL IX, XBFOET ™ 5 (s {

YE-YY I VKREZ
BHE AE—ITHRAEE, FMiaE

Bl -UyIUKRZ, N
PIVKAT{ B ts TR =

AP E N T

2,81, 1L, V, VI, (IX), (X), (XD

(X1), XMEFDET o FRILEEE

PT, (A)PTTE LIZHE
EBEROFRE

Mm/NRER A
— FDP(D¥ {4 = —)#/1 |- DIC
AT* B4

ST LFROVEY, v

forEy - TrF QLY CEARE, BTSSRI

TAT*?, PIC**in
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K. 2Oy 7 1ml(2mg) 315 L, FHLTWA.
(2]fLRE % 3 v K RZH WM vitamin K defi-
ciency in infancy
Y9 I KRZOBERRHE L HEMEE KBNHES
R (CRE) L ES NS, GIEOE Y I
KRZUEE—DBFEHRTIE R, BLOELENER
STREILELLDLEEZONTVA., —12, B
LPRDEFICKEGEVENZ L, BEROESY I
KEDEESET LTS, BESOIFEERE
EEHLTVAZENSEVWI L, ¥4 3K DRI
BERCFIABESRTLTWA I E, 2512, BRNAE
EOEMIZEBEY I VK, DERETR EXNELS
5,
THIIEBENBES THE. £ 12 20B0F1
KERT, THE BH, S, Juhakze
BERONS, £9, REIZL HEEAHME 2,
MEEEBELRCTRELZ 41T . BROAKLS
EGTERN O MR EE S AEDHFHAHEMTSH S, PT
EAPTTAEBHIZERL, ANTSXFUFIARN
ZEWHIZET L, PIVKA-II OEINAHETx LITS
WiASIZIZFEET 5.
GEOFERIIE Y IV K(KY I VK TRikES
IVK)DBETHS. BERUAICERSES R
5, AEZEZITHRERARMEFERKICEY I K%
BETH, ANNTTRAF LT AR PT L 4~5 BRY

RICEUBEL T S, HOAEECIEMRELSE

13, FrEERKS M (FFP) ® PCC(ITMAR A B & U
A7 Bl d[iGEIDESE) ¥ B\ 5.

O EHERHMIILUETLEFHEAERT, REBESRYT
ZEBBZV. RETHFER~NOLES I VK, VO
TOFHRSICE o T, REOKEIZERIZKL L
TWw3,

3 HEMEMENERE

disseminated intravascular coagulation (DIC)
a. fRlA, R

DIC 3EBLZEBEECLHEBIIL-TFIaRZ S
NALHEENRERETETLIRETHS. BEZRD
RIEH LD RER SN ba s ¥l & b
MEATEREOMBATAE S, £OBIZM/NME
RTI4TN/ Ty HEILDETIERBRFNKEIC
HESNTEL TS, 2610V AMERNIZAL
72747 BRI L TZRIBGEFTTEL TEL
WHIMERZETHICES. 70, FERICOIRERK
D EREEICL ) EMEOSREBRLNS L5
Ihb.
MNEDODICIR KBS H»EMT, F&LTHAE
BB & 6, 0K 8558 fE % B¥ respiratory distress
syndrome (RDS), EEREE, ERNERBELLICE

466 pPatc INBREBER

52 NS (Part FI A RE R E 6 EIMAE
BIDOESR). JLBMURTE ERRlE, BB
%, SEe9EER, EESIE, EEFEENE), B
HRFEMEDOLD, EAMEE L L THEBETA.
b. £ K
EWRRBOEK L DICOFERIEL > THEET .
DIC DERIZLHTAB/IORIC L 2EBEETH
LB ESERE BMERIZK SRS, RDS I
DICOER:L LTHHERLLTOEETHAS. Ef
IFEEEEIIDICOEELR VA 777 5 —Thh.
HIfER E LT, i/MRRY, GERFETS
SUBEBITOEIHE ) BMAERK L B4 ORENEEL
TW5.DICIZIE, BB WERIECEBMBE 2 LB
MiEHma» s, EELEENROCHELELmLE T,

BAHETS.
c.2 i

DIC D LEERETR & M FHIRE DT E CIT
Y. BWEEEIR1LGIR1-3%&58) IIRT.

BMFHREDREDIID, HKETE—KLL
WRILED W E R ARMRO BRI ALN S,

DIC i, —HBHOBREEOAILCER T L1
ERTHE. BERZBD LI THREBOLE X +4
REBOTEZH L, HEOFMEIT) I EFAYTH
5.

d & &

RS, EREROER (BEEROKRE), @K
BEB L UHEERELFRFIZT.

(1] KB OB

FFTITINRZEZETHLN, BHTE LV, HF
TAH5T Y F—T A, KEERE, BMAR, RKWEBEERER
ELENREFRLIETDICAHARLESINSLI LD
HAH. BIMAER QMK IIZED R{bEEmER L,
Kasabach-Merritt SEfREE TIZMEIE~ D R LGS
BEFRKOTHL. XM - MPERXM|IT DICOH
BEOA L O TEBEEDEBERIHLTOAED TS
5.

(2) WiFeaiE

9, RERT (FHFEME, FFP) R M/MIO
WHAE 5217 . DICOEEIFZELIDHINT,
M/AREAS 2 F~3F Jul LTI 5 & M/NMREE
& (PC) D 2R SHREY1T .

DIC {2 & » Tl &2 Z SN EEEF R MmN
KTIX, N BMEDIC DETE2IH T 2 HEIZE
HY 5D THABEZILERNDBICEDLRETH
5. FAERTHIGRRNAE —RBIRTH 5.

(3] Pk AR

MEERBEE LTHVAEAN) Y FNEBOA
TWRPEBRBEERIEIRL, 7TyFhaorEr (AT &
BALTIELDTH PO LYY, i Xa, HIXalEH



& 12 —FERBS LU RRLEBEODIC 2

HREE (BlR 1 ~ 3 2Z0)

FER - BEHEHE!R DIC ZHEE (BES)

. EREROFE

3)’FDP (D ¥ 1 ¥ — . ng/ml)

2. HLfERIS A WVIZ (B L) BELEOFE AR T
3. BEMR AT (4) (a) 2500, <2.000 1
1) M/RER (X104 u ) (b) 22,000 2
FER - BIEEAEREIRE DI BEEAEFRERTIE
(a) =15, >10 1 (a) =200, <500 1
(b) =10 2 (b) 2500, <2,000 2
2) 7 4 7)) /4 (mg/dl) (c) 22.000 3
FHERTI 4, BELIR
(a) £150, >100 1 1) pH=7.2
(b) =100 2 | 2)Pa0,=40 mmHg (B{EHAFE R TIX<30 mmHg)
BEHAERFRERTIZ 3) EFR<34°C
(a) =50 ) 1 4) YUEER M FE < 40 mmHg (S 4 R & JE T1d <30 mmHg)
3) FDP (FDPL, xg/ml Y
#HE BT 1. LARH
2. M‘/EIEE
(a) 210, <40 1 3. 3 & DIC %%gé\
(b) 240 2 " JEBE  DICHED
(BEEAECER T OEHRERALRY) - i
IR HALIER
I BRI IRTEBESR B | V. BHO-OORMBINBRERE, TR
HD 1 DEEEET74 7 87— B4
L 0 2)D¥VAT—DEHE
L BU3%2. 3\ T BEmRaik 3) b Y - T F PO Y VIEEE(TAT) OBE
1) & LRk Y 4 TITIAI YV - q-TTAI VA EY —HE
b 1 & (PIC) D& 1E
%L o | S)IREOERIHE)GROBMEROBIR. FiC
2) B etk BMANTOMmMANESHVIE 74 TY /7P D&
HY 1 %&ﬁ&@m&wbmw0%&&%M@m®&
"
s O o) mmEmEC L o
Ml BRI A2 %[ﬂlﬁﬁ L HEBE S, EEEZ:E‘Eﬁlﬁl,
1) il % FDP {8 ( « g/mi) PUEEERS %L C BB/ EEE
40< 3 T, BEDM/MIRD % & 556 20/
0= <40 5 BB LUHMEROIEIZOHE L, HER
10= <20 : IV-2) (2%E )
10> 0 MMfﬁﬁﬁﬁ%ﬁﬁw%ﬁuuT@tﬁht
2) MRS (X 10% 1) & 5
MR mg) 3 a. FFHEEDB X UIFEEISGEVREDRMR
0= >50 2 (R b/ B A % 22 B BT R) O
120= >80 1 BEIIE, REA,L 3 EEBA L) 2T,
120< 0 IV-1) DY ELEEIHE S
NMIET 4 7 /5 2B (mg/d) b. BIEMFABLULERZBRIHRBEDEE
100= 2 2, XPWEEL DT TEHTS
150= >100 1 EN I DICOEEDLNDLZEETV. BHOLOOMH
150< 0 B, RO b 2EB U L
T FIEDIC LHET S
e (EE T EBETE - 7-18) VIL. BASMEE
1.67< 2 1) AZETEEIIHAR, EFREE O DIC OZHTIC
1.25=< <1.67 1 F#EEL 2w
1.25> 0 2) KRB IIBIFEF 420D DIC DB HTIZIZEH L
IV. Hj5giEd T
N78HUE  DIC
6 5. DIC D &R\ E3:
SELT  DIC O EEMHA 7w
L2) HIRZ OhE ST B ER
! 45 E DIC
3. DIC O £tV i3
L 2#EMT DIC OFEEMA W
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A, RGHE
1. Gram M EEREE
2. EfE Gram Bt EREE
3. EET A N ARKGSE
B. Yav7/
C. BEMEE
1. MK

2. &, AEORESL L UHEENHER
D. EMEE

TR R HARIBE - FokER - TERTER - RRIRFH -

IR & I fE (B
E. MEMNEIM

F. #M&IEE :
1. KE#ME G, AR, B BIBOFH-
BRI b7 5 ESEER)
2. ILEBEOHE
3. ILEEOBLE

. DB - KEDIRE
. At /GR A R R - E MR EE
FEERE
4. BRI
H. Z0f
EAEIPR 5B AE G TE - BAERISSOEERIC - #
PERHE - BEMEMIR L E

il

1. Kasabach-Merritt fEfEEF
2

3

% 12(RI% 3)

A BT RMEBL D ORERM - T BS
10

B. /R - BIFE & ) O RE MM - B A - FHE

I - I
C. #0ftho Hiim
D. £BERLEKTIHMIZIOALTS

X hIEE, IET A, LAt o T, AT 2# (i)
bHEHT 5.
EUNBEBEFEHEZIATRIKET S L 2L
rorey, iXaffBERT. ST A
IVRM/MEGEIGHER b Y, FHATH 5.

AiEIE, A BEE reticuloendotheliosis ° &£ X F
*H 4 b—> XX histiocytosis X 2 && LN TE
7.

REDORERIIABE Lz AL, BO»R EEHE
FEE V) L) BREREROEOPDOREIZLDFI
&#2 = 117 Langerhans $if@ O G4, & EMEE
MTHHEEZLONTWA, BRMIZIGETHTE
WHEE L FREORAT L AGEEL LR (v,

e, BIK - MEIRCRMiRE, ®RERY PT—
7 0% TRERTHEE - RELEERICAR S
N5, BIEIEHEIRT, Vo osEERRe) v /8
HEELZAOMMMBREBLUEHRPEFEED
Langerhans fifA 0 SR S L 5. RBIHARTZE
L, Bxe~vrory—3, ##E,rOL5.

IS HERE T B MARERIEM M E R, FOHME
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Part C /NERIFER

A ER-ZR-REE- a3y - HE-H
MAIEAEIR - TH

B. E#lRite - BiiRIME - B KRIRA

C. ZOMDIC IZET LB b BHEIR

D. #EBLEETIHMIIOSETS

B LEEOMIRDS class INITIZEI LTV A
(F&13).

1 class | 1B@xREmEE -

Langerhans #HB3#B#EERE

Langerhans cell histiocytosis (LCH)
1 B =

LAF AL b= AXITH ED & MMK

histiocyte D E A (X?) OME A2 R T 3K E
(Letterer-Siwe 7%, Hand-Schiiller-Christian 8B £ ¥
IFRRERMPISFEE) oRMF L LTHWONRTE L. B
£, cns5oEk@DFTR & LT Langerhans #ifg D #
B LIS E#EEAE 2 5, Langerhans #
B BERAEE LN B LD ko,

RIEEH, SHEBRBEORE, Z2EEIERN
», BHECHEELREIS FRE=ZFII—IoESN
55, PREAEMLBITRGD L. REOERKFELRE
2R 7I2RT.

2 & M

a. Letterer-Siwe &
BLEE,OEMTLEREBFBESH L. LY

BICEREL, BH, HECHKRBRORRBEEE (—8

SERE), ) oNERRER, BPRRREAARELE L, 13 CH

OEERECEMEMEE (FLMERKAE) bA LN



% 13 —VRICH SN IELENNSEERESONE

class | class Ii class il

PUR SRR O JERE 55 1 1 E PUF AL B HR R oD SERE I 1 Tl PrlE AL HRE O RE B e gl
Langerhans i fa # #EK AiE RIEWRMEREENE ) » SHBIRE EUHEEE
(EXAFAH A bP—2 A X) familial erythrophagocytic malignant reticuloendotheliosis
lymphohistiocytosis (FEL) SME IS B MR
RRYLE 124 ) MEKE BAEB R (FAB %74 M5)
infection-associated BEOMBEERMEY) >3 E

hemophagocytic syndrome
TSR » 3 Ei%

subacute necrotizing lymphadenitis
ER ZEER 24 ) MEERE

sinus histiocytosis with massive

lymphadenopathy

FIBRHEE LTI AN AL DO DHNHBEE LB I EHE L, TDHE vinus-associated hemophagocytic syndrome (VAHS) & X 5,

B 7 — Langerhans i@ EEIE OB R - I
? RERFEEE 7-EE$éhéﬁaE%E’Jﬁ% (MaBRAFIRE, 7Ly

P///// BETF 2 L)

—‘———k?’“ﬁf‘ —%%, CRPEIE, HRiLIEE, HMERSEN, m/MREN

4] feRtEiRs, HelE
Y YSE —— R A
T
%-——@%ﬁ§ﬁﬁ EEE ~ WifT
ﬁ’fﬁ—< e
% l: i Mk — EKEE
E  mr——mx
§° BRET—=1&K7V7 I ME
~ ¥ WX <wg R T - B LE S
M FE ¥
B 2
B Ehﬁ~< . S-S T
*m %
FRMIKAL — &I )
B — EMEE & HmkRL — g - B
M/MTRA — H i 8

o | ERE T EkmemE
PR _<Feﬂﬂilxi— BRENVE Y FilF e — KHE

FTRARE N\ TRERVEYFREE — BEYRE
ADH A% — REE
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5. TRIBO CRAET, MREAE, AL, I,
A (DIC) 2 &2 & H BEICRRTET 5615 %5\
P, A TREEBEEIZLABEREALALNS.
b. Hand-Schiiller-Christian %5
HREFLEAEE T Letterer-Siwe 75 & AFEEERIEA
FEOPEIZH Y, IREERYE, SRS punched-out
lesion, FREREEZR =8 L §5. ZO=ZBUENZHETREIC
FHoTWwBRILEFG LA LRV, EERECLHE
RELHALNS,
C. ¥FEREKTHP9ZFRE eosinophilic granuloma of
the bone
FEREREERACALK, AREOEREL 2D
BOBRBBEVEERR T, HEOEEBIRZ LD
REIBIR I T EDE . FRIZBIFTHA.

3 BERR
a ¥ ®
RBEMUL R EHMER, BEL» U ¥ S EHOERH
ROVEETHA., MBENICIAFERKRLET, &
WEINAADHBEEERL, BRMIZZLL, M
FEIZECHBIRIS U EAMICHEEL, S-100 EA
PEET, LITLISFBEROBESALNS, K
Langerhans #ifa(% CD1 f4 <, HMBREICEEFRR
L Birbeck FRRIATFRO LN B,
b. HE{REEH
X#HELEFBFEOREHERRIIZLVWBREES (B
DIEHEXIE), REECHEOROBTINIIEET 5.
FOER X RIEOMWELHS ) A TRYTH 5.
TEEBLIVU M IBROTIRPEBHREDORE &
FBEA~NDEEYMAIZIECTRMRL, GaY v+ 5
74 bFRTHA.
c. MBRE(LEFRR, Z0fth
FLARF T, BROHEMBEEIC L Mk,
FREICLBTVT I VET, AST, ALTRE YL
CUBELREDSALND. CRP RHRILDOEEIZFRE
RETE ME72VFCHBLEATA. REAEOHK
E(REBEE, KEIRRAER, V7Y o REBRE)
RTEFAEERE (BER2 L) DLEIIR L TIT).

4 & #

S5, ZEEEOL DI L TILFEEE(RF
o4 FE, XA MFLFH—F(MTX), € 7IFRF
Y, Y72 VARFL, AR ATFINFN, ThE
¥ FA(VP-16) 2 EOMAE LE) 1T, BIRHE (£
&L CHFBRERMEAISERE) O b O TR B AT I
SHREBGTERE LT .

REBEDGBEITER Y LY v OEBHFTEL
PEHTHE. ERVELREZEIZEIREFLVE Y
RLHRIERLEL Z EOBIEEIT.

470 pPanc NERSZER

2 class i HEIKIETEEE

a. REMFRMERSBHEY v /VABIREE familial
erythrophagocytic lymphohistiocytosis
(FEL)

FYBICEEL, WROBED S IIESHARTE
(MH) £ ERITE 2\, FRPFEELRELES
WCHEESNS. FEART, BHBHOBEIETHA.
b. D4V AREMIREBERES virus-associated

hemophagocytic syndrome (VAHS)

EBU7ANAREBAD YAV AREIZHEL T,
T ' ¥ /55K%° NK #ifa 0 REEHALIC & b REHY
A MAA Y (AHEHIL2 LT 5 —, INF-y, IL6
REVPREBBEELLE (A MAAL X —20).
HEEGITIIMH L OEFORETH 5. BT,
£, HIISEE) RGBS ALND.

TANVIIIRS FEEORERBRLENF &L
%5Z EbBHD, infection-associated hemophagocytic
syndrome (IAHS) & b Lifh 5.

MEFE7 cUFoFERBICER L, REBERBT 5,
FEBNZ self-limited BB TH Y, EELEEN
b0, BB THEESEREZAL. L
L, SRBAE 2T HEME VAHS IZIZAF LS
L RFZvay 2 AEREWY) SEICHEL 226
EEATH.

c. ERMIRIEMY /\EIR subacute necrotiz-
ing lymphadenitis

PRPLEBEILAONDIRUERBETH S, K
9 I (B ICIRE) oFEEY o NBEXLSA SR
5. REAZ 1A~ 1 2R, EXEECEE
BAFELI/RONDEZ DB,

HIMERE A, ARik{2&E, CRP &M, LDH LA%
EEFDLY, —BUETVEFNRLERIICEFET
5. ERITEPROFL LB,

3 class Il $B&EERIETETE
a. EMEEIRIE malignant histiocytosis (MH)
FEBMBIIREET S, ERAHOERIERDIIH
RERD, Vo EEA, FEEL S, LCH D32
TRTCDERTET 508, BRtgErx<.
BRERIE, FmMERKEL, BEHERF I3 ERE
ACERLZAMREEGE AT 5 ABIRBERONER
Mg A ohb, FHHEEME, LDH, 7 F .,
HHRERRD LA T 5. '
EERIIENY Y EOEREICEEL 525, DIC
VT, FRIEIBOTRRTH 5.
b. IR (M5)
FUEMEEYHEE]GIEELEHR]ITANLK] D
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SN MR, REES L OREFES L7 & D).
(SEHMBEDENS )
MAR A TEESEMEFIHEE FV : C) 2%, mMAH B IEXEFHEEFKX : C)

£1 MEROBEEEGLE) |

A E =

MARIFFEREICMREBEIRFD LU FEXAFERLSRDEVUETTS
TeDITHPED SR LDHEIERERET SHEBCHD. MEZIER A, BREZM
% B ELVS . LWEFNBBEVI(K) BAFEEN <1%ISELE, 1~5%IEPFE, >5%~
<40%IFBRECHPEEND. X BRSMHEGENZELD SLBIREETHLIHHE
NUTBEFDHIRIET D.

B. =EHIH

1) HIMAER
a . EEBETIIIRRGYCEMEITED U IAMET, BB MBI T
BEEZEULTLDTENSL.
b . BEEINII™HRARLE MR EDFESBEMNS < HS5NDDHH.
c . EEREMPCEEABINGEDEELHMBEICHSND.
d. BE~PSEBETEREEFHISL, BREMEFFN.
2 ) ZRIERE
a. X EESMETCERESED, —RICEBRICOHFEIETS.
b.miﬁmﬁ%EMEﬁ%%ﬁuHmm%%T@%.
FNCEEMERBD D 525(0.5%).

3)@@%%
MEﬁAt@%ml?éEbiﬁhﬁFbm%xﬁ)Dc>wmmm
brand BFOEEES KFUMRENER.

b . [MAR B CIIEXEFEEDEMICET (40%FKiE)TD.

C. f&RIzZHr

1) MR A

a . von Willebrand &

b. BXREIMAR A

c . MAJ5R AB

d. £XUEV - BUIRFEHRZIAE
2) &% B

a. EY= K RZHEHIMEE

b. BXMEMER B

c . MA=® AB
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BRMBZVWUET T A2ARMBREREETH L. MEATROZENIE, OHPE»S
HfERERIET AL, QX EHESUBIZERBETLIREEZETHI L, B
FWl:CHLKIFFX CABMIRZDLLIIETLTAZLIMARA D
% & 1L [FFIZ von Willebrand AFDORERES L UHIEE (VWF (A IEETH 5
Zr], kv hEns QEQRUEATHY, QFHINTSHICHEETH .

a i HmiER
BMFRMZEFEEICL ) BIERICEXASNRSE. $2bb, FII(X) : C 2F
1%KHBOERER TIIAL B BARBMD U XML THE - SMEIC L 5 1
MAMEENZA LN S, FEETIREABMIZIILAEALNT, BEFITITRE
RFWy, IMBEROILMEAETRET HH», A7) -V IRETCEASRH SN S
ZENB, T, HARMOEMIIEBEN IR THSH, & EICHEROEN
EREREBETIES AN, ABERE LTHRDLSVOIEIETOET, BT
DLIDEYES a4 Y ROEHENPEE ~FBEBICDo TREPrORIETS. &
DA, BIEAMMLHRRNBIMZ EOERFHMEL ALNE05, Z0) HbRIE
5 B P L  R 5 VR T IS IR IR & A B AR B Rz,

b FKEE

X EHSHBEEE T L5720, MARBRZIZIEILALTFBRTHY, Hm
RHRIIF 05% L INnTHS (FR U EEOLERETIIMRIE A 1% 3,841 #
B 20 %, MK B 842 & 4 H05ktE). 7, KERNICMEREE» V7
VWV, Wb AIMERANKERD B, TELBZZITAEIRRARNICHIILEDAD
PBEILDDHD. '

C WMEMR

M EFR I ERAICRER TH A2, ZRIEMAFATNRZ720, REFHICL-
Tit, EET22:3H5. Tutuo sV B EPDIZEET, HEEs o
YRTS5AF VR @QPTT) ZIER TS, BMESZIIZM AR A Tid FW : C 28
0%FKi%E, Do, VWF I Ag BLW) A MEeF a7 727 % —iEH(VWE : RCo)
PEHETHAHI E,MAMRB TlE FX : CHA40%EKRMETLTWALIZ ETARSE
b, WIFhoBE&LMORERTFOET 2 bRz,

CErOD

MAEFEDLH T LERES TH 5205, VWD Type 2N & OERNII— K DA77
FCTIIRETH 5. EREAMEEEERXZ L ) BXMEICHET L7290, i
KR A LBRPINDUREENSD., HELZHPLETHS. EEDHICIE
VWF OEMRFESEMET~RML TWE I LR L 2 TNIEE 5 %0,

RS - N F
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| ¢ von Willebrand f&

R AR T ey

PRI HIMAER, KEEB L UCBRERE» ST (FD).

¥ 1 von Willebrand 5D 2 HEHE (FLFE)
A =

von Willebrand & (VWD) (& VWF OEMP UK FENER(ICKD—RKIEMARE
[ZIEFRBHRID, $R~FEHH O KRB - HELHNZRET SEREEEDETE
KEBTHD. VWD FFDEEICLD 3 DDIA TICHFEEINTWLD. Typel (&
VWF OERE TEE, Type2 | VWF DEEREE, Type3 (& VWF T2 RIBEITH
. TSICT Type2 (& 2A, 2B, 2M BKU 2N D 4 BTHDEEEIN, Type2A (&
VWF 571 Zw hOERRE, Type2B HKU 2M & GP 1 b kTFME I/ MR EFERE
MDEE, Type?2N FBVIRFHESEEDRETHD.

B. XEFIR

1) HMAELR

a. [BFE - fhEEHRIOHOSETHD.

b. $E~2ERICEXMD UK FEMTRIET DT NS,

c . OEFERMIMY™NE - sk OIEMEE, BHEBHMBHFS5NS.

d . ZHBREOBSICITEZBRPOBREZDBREILENBHFOSND.
2) RIEE

a. SLIBRBHREBHEEGERZED, BEMMICEET .

b. Type3 BKU Type2 D—HIFHBLREASHEBLERZEED.
3) BEMR

a. —MRICHOBBIFERL, M/MREIZIESR (Type 2B FBEEKT) THD.

b. PT [FIEET aPTT FHERL, HSVIRFEHRIFETTS.

c. VWF ! RCo |FE T T 5 (Type 2N [FIEEE~BFEEKT).

d. VWF : Ag IZIET9 D (Type 2A, 2B, 2M, 2N (FIEE~ET).

C. $&RlzZH
1) AR A B ULIZIMER A RRE
2 ) Bernard-Soulier fiE{&E¥

3) Glanzmann [0/]\iREESI4E
4) XM von Willebrand 5§

VWF : von Willebrand BF, VWF : RCo : URX MEFOAT 7 U5 —EH
VWF . Ag : von Willebrand AF#IRE, GP1b @ M/JREFEEH 1 b
PT: JOMOVEVERE, aPTT &R D SOVR TS AF
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GEMEEDELS D)
a2 W |

VWD #0955, &b%\ Typel OZWE, ORET 2LE - BEHD, OFg
BAERRIZZ RS T 5 KEE, @von Willebrand B FHUE (VWF : Ag) & ) X b
F a7 775 —iEH(VWF { RCo) DIEKTF, PbNITHEETS. /-, O+
@ +@ DA, possible VWD EZH &N 5. Lo L, MEEA O BCid, VWF :
Ag BL " VWF ! RCo D"EE~HEERTTA2DT, Ih A MR 3 BE
ND-2SD # TESBZ L TENTS. Type2A & 2M TIZEBIZY R P EF U &
EM/MMREESE (RIPA) PMET 3275, WiE X VWF B5FILF—2KIEBL, #
FIEETHA. Type2B TiZ RIPA 257T# L, 2N TIIEMHRFHESHENMET T
%. Type3 Tid VWF OEERELA LN, EMHAFEME(F : C) b % T Tk
T9 5.

SSEDBEET)

BAE VWD 13, BIZRMOHMRPTWALLTRESR TV ETEESEND ), &
BRZZENC L D BHEPM ET2d0 L Bbh b,

RIS - NS F



5. von Willebrand fRICX{ T HABAIE 7

et oh et AT T aNea Meseiin Nl TRt N Sm T R aHe s avi i bas e S AR S b KR ¢ T T Rl 2 3w Sk AL AT W' e kTace i o

Q &=

MEREEZEELZERAE R I8 FEREBIZL DL, DAEIZHIT S von Willebrand 55
(VWD) EFEORERIZ 843 £ T, EXMEMEEBEEZEEOH TIE, MAKRA, KK B
IZRNT3FEBELESTWBY, LAaL, VWD OFIZBEETZH I TNy — 2 nHs
HOFETILEELION, ZOHBRMORRAIDET 2 LEV1IBIIIRELEEINT
RPN .

VWD OB, KEL 221280360 3Y. 1 DBENEETHD, BEMNERIZ X 5II%
FHERZ (847 1) &, BITTELEXE (247 3) ZHHEh3, 4710 von
Willebrand KI¥ (VWF) EMIZBERE 10 ~40%DRIZ» 5. —H, 5 1 DI BHEET, 4

DOORBNCAE IR TWS, $4bb, VWFRERZL=Zy FBEAL T LY A ZID

VAFv—EFERT S, BEAREIC LD MVMIEEEEORVE S FY L F v — 2H5E R
KRBT HHE (24 7 28), A FRBICKOI/IMREES Ib-IX-V (GPlba ) NOBMMEAE
WIZTOEL TV T, BICHEAEROES T YL F v — 2RI TH/MREBET 5701,
HERELLTMERD VWF 2D+ 2%A (#4 7 2B), VWF L F< —i3BES A ZD4%
FZEhrboTEL L MIMRNOREEFEE,IET LT3R (247 2M), § VI EF
NOBHHEDOZELWVETERTHRAE (447 2N) TH5. UTISRTESIZ VWD Dk
BETIICHZ-oTE, ZThoDRUEZERTHILELRH S (F1)Y.

EX #RACH-BRORIRGE O 4 % —H8E)

RE B OBIRE K& (B &|E

1 DDAVP* MTSAILE, T2 Oy 88 GBZAR)
2A DDAVP* VWF iB#E2uHE*

2B VWF &R 2lH

2M DDAVP* VWF R ERSUE* +

2N DDAVP* VWF ERE S+

3 VWF B8 R#** | DDAVP, M/|\ixéaM

1 etEa2—[5t% | rFVBEEE - rFVila 845

* DDAVP LM T AR EEB THEUENHZDT, $5»hUHEIRBRETH-T
TOHREBHIPOTHL BEICEZL1T2A). bLRIEVFRRTHNE, BFIH S
VWF B#aiEl 28t ¢ 3.

** AKTEADDIE, T>777 b F &I 4 MHT.

© st
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VWD DIEMIEFBICOWTREESTEL TP I -ARHAL FIA4 URBTRIATNTH?,
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EHrNPurNBEER TERNS S, i, REAFHLTIBOLMERIZONT
Michiels 57 i&, VWF 4# &6 2 MERHESA % £3 60 ~ 80 Bifii/kg, one shot THEL,
SlEHeE 40 Bfi/kg # 12 B IR O E&E, Z0%I3 24 BEREEIC 30 Bfi/kg % 2 ~ 4
HE&E T3 HE%2IBL T35, —F, Federici? 12 50 Bifi/kg #:F— 5 A TH5#%, [
EZHBHH IR BICKRSLT, < 3 7 HREIZ VWF EHE% 70 %l LItk 457
UbI-LERELTOAN, MEOWTANETL, LoD LAEBRAIET Y 285
B2HIFTiRAN. ZZTEHRBETIE, BERMICERE LTV Federici D70 b 2 — L& duic
BERIESH AR T

(1) DDAVP (l—deamino;8—D—argininevasopressin, FRAETSVY VvE 4ug BHIFREE)SY
MAEARRMFICERA LT VWE s it g5 2 Lok, o VWF OB % 8

X5, BB AMMBEBA L AN TERME Z & &, MBRIRIBERFEEORRE) 22 hhnZ L

DBRET, #4471, 84T 2A L0247 2M O VWD ISEIERH 5. —F, 44731

3ES, 24 F2BICREMERTSHS. k¥, 44 7 2N OHIZiz DDAVP 0#5#%, $

VI AFESEHERIC LR T 3605 519, _

Rk EFEENZE 0.3 xg/kg % 50mi DAEBKICFERE 30 4 » 0 TEHFICHET 20 A48
ARVE—FTHBA, bHETIE 0.4ug/kg % 20ml DERKICFHERE 10 ~ 20 327 T
BETAZIEICE-oTWS, /-, BKTIE, RTERHBLTHOh T34, haETIE
ZoHohTnky (RERAEDHBICHWOMIFHBRE X T L —RBENE = VWD I
IEUNTHB).

%R VWF &% VII IFEYE (FVII:C) 1230 ~60 FLINIZ3 ~51FTLEAL, EH6
~ SHEMIBEHAHIRT 2 (DIEDKETIZ 24 BEZICREMEIZELR). B—2%T
DRIGIIEBE BV TEDIE LRSS LABARIEF—ELTWAR (L2ZL, R THEE
IZRE§ 5L VWF 25187 3 -0 IC8h RSB T 5)Y, VWF/F VIII: C OEMOEEIC
BEAZERHBZDT, 24715503547 2A VWD ORI ADVKET, 670
¥ DDAVP 8RB 21T > CZ D REHEI D THL .

BHERE LT, —BMERPIERSA SN S H, HENZHRE LA EPRRIERIZL 3

KT U Y AMERKFEFEIENTH 5. '

(2) VWF BiRaig 29
247 2B &A&4T 30D VWD Dfth, DDAVP IZRIEHBWETOEE L, REAB VWF/F

VII:C A BWL LIBT3 0ERH 25AI101E, BEMAIOEESLEIZLS. HiE

Tt 5 EEOSE VII RFEANHIREATWES, 20353772 b F (Llff) &2

vaATA PHT (RFV X -ZFEY 20T 7—7) IZOAVWE B+AEEFEIN TS,

A ThZholm - BRAABEROHREEOEREER 2 IRTY. iz tu—LL
5 3 VWF OB ERE 4 BR LR HROMEE LV, 45 7OXREL RS HONE
TR 30 %BERE STV,

BMER: BEGBHI M TV ARAITRA L L ABAOMRERBEY A L ZIZBETE Y 20
v, —%F, BOBELEET AL VWF L3 iiEEsh2=8 VIIEFL BEE SV E

(I615 ] 498 - 12540 V. EE - /MRER 507



EX] DDAVP ZX¥ 3 REH TR & von Willebrand S8 EAD VWF/FUL ;28RN 55 %
(LK 4 % —B0eR%)

- NBOAR |1 EHRSE | B5EH BiE& T3 BIRAFEMSE
KFMH 50 Bifi/kg |[1~2H8iC1E P ESH 7T HELILES0% LIEICH#EFTS
NFW 30 1~2 BiZ1 (@ PhHEDH5~7 BREIL 30% LIEICHET 3
7.3} 20~40 BHE®S R E T30% LILICHIFT S
HRMEH DI | 20~40 HES 6 BRI % T 30% LIEICHIET 3
{514 1 ($24E)
HRMESH 539 | 50~60 EkS , BEARBIRDLBETOLELC EH 7 BAER
Bt (EfE) | 40 12 BREEH AN 60% Ll L IC#i%d 3

30 24 BFfEE 2~4 B

ALEZBEVIIEAFPEDLES>TEVIIAFORBER % 272U, HICHBES TIIEBIHFK
MAZRED Y 2 0 BEMT 5D T, SHELTWARIZEHE F VIIL:C #@EL, 50 ~ 150 %D
BN E B KI5 B4R T LML F LY,
ERWFEAEE. B0 R UELELESAICHENA£Z 385 VWD 1213, BAEEH 20 ~ 30
Hfi/kg %38 1 ~ 3 [E#ET 2 EHHXBELEHTH 5519,
(3) 20O HA
ORI, Sdi, HERm, BEARICERT I A IVEREDTHS. b T7XFY
L 15~ 25mg/kg # 1 H3 ~ 40, 08 L BHIRAICERE T3, S B80EEDORHE
HLEHTHS. HHEMEHS Y, IEOEEZSHBRMRALZAnK W, 2L, RED
HIMIZIZRRTH B, Z0OM, BROBEE (=2 Fosy 85D 12 VWD OB BEENDa v b
TU—LICEZbODTHERHATH 5.

| _] EHFBE, ﬂi’, (Eun%c‘:ﬁﬁ"”. 1986; 63: 1385- 402) (prospectlve study)g’

BEY: BERADMAR A & XU VWD BFITH T 5 DDAVP OIEMsh R8T 5.

Bk 184510 VWD B (#4714 10%, 4 7 2A » 84l) 1= DDAVP 0.4,g/ke
5 LT, BEMICFVIIC, VWFHIER, FVIIY A b&FV - 2T 77
2 — (RCof) EMAMIEL b &, HMKIZHS LU TN R %ML /.

BR: 2471 TIROWThO/S5 X — 2 ¢ 1 EERERICH 4 2128 (2472 Ti3*
NEN3I, 2, 45N Li-d LERIEAD LT 24 BRIBICAMEICEL 2. &
MAERICH T B IEMEIRIE, E8H, AR3FTH -7,

. DAED VWD BETERKS 5 OFE L IZFFERODESBER S hi-.

Lﬁ WX, b (FEEERFR. 1993;27:579-600) (prospective study)™
BRY: HEAD VWD 2% (REBEbHLAEW) 2av 7720 b FERELEHFOEY
BRE L EMEHREBB S 2IZT B,
Bk 160 VWD &I LTIy 772 b F 4, RCof it L LT 50 Hifii/kg %
HEHRE L TEWHELRET L0 b, 14 EFIZ OV TH MmO IR % &

508 V. & - f/MREE (1615 | 498 - 12540



T L7z, RCof D¥ I # 4 7" 1 4 25.6 B[], ZDfad %4 7i 14.8 ~ 164
BRI T, BINZEIL 107 ~ 132% DB H 72, LR IZ 24 7" 2A 7 92.5%,
ZOMIZNThDE 100%ThH 7. BHERIEAShAL 572,

B AEATOWThoREO VWD 2HIbW I FRALIEMETS 5.

O BREr-BRAROMESR SRR _ | |
TN NOEERRFOBERAMICI OV TILZ K DEERMIE TR STV 52, IFHicdN
&S, ETFHHEMICHTLI2EHEADOAE, ARICOVLTIX, ZTho #HERL 2 kHE
HRTHREZEARMLU TWT, BHITTF 23— FOBERICHENLL T\ 5, 755, DDAVP
2DV Tid, ERMRIEN%E VWF E#{(LEE20 4 & T, BN LBRERDR L ¢ C5F
ffid 2 AMELBZNELETPTH . '

© FRomEFEGTIEOMERX 00
FricZat, DDAVP O, AEFHAREBKTRE > TOBAICHENBETH S,

Q x>
247 3VWD DEEZEIZVWF BB +8ETS2E VWFIIHTA4 e —-RREL
T, VWF BEEBIDOIEAZIRMEDONDB Z L2H 5.

BHYIC

BAM#2IENF2EMEECERS MRS, KRR A LlRKR B I T3EERTF
HIRBEDHTA F 74 VEERFTHS. SHRE VWD OHA F 4V ERINT, RRD
ABICBB IS L EBFLEN,

WX &l
1) MFEEREE2EAEEEZES. MREEREE2ERE TX 8BFERSE.
WH. x4 XFRAEYE, 2007. p.2-9.
2) Rodeghiero F, Castaman G, Dini E. Epidemiological investigation of the prevalence of
von Willebrand disease. Blood. 1987; 69: 454-9.
3) Sadler JE, Budde U, Federici AB, et al. Update on the pathophysiology and classifica-
tion of von Willebrand disease: a report of the Subcommittee on von Willebrand Factor.
J Thromb Haemost. 2006; 4: 2103-14.
4) Federici AB. Management of inherited von Willebrand disease in 2006. Semin Thromb
Hemost. 2006; 32: 616—20.
5) Hemophilia of Georgia, USA. Protocol for the treatment of haemophilia and von
Willebrand disease. Haemophilia. 2000; 6 Suppl 1: 84-93.
6) Mannucci PM. Treatment of von Willebrand disease. N Engl ] Med. 2004; 351: 683-94.
7) Michiels ]J, Gadisseur A, van der Planken M, et al. Guidelines for the evaluation of
intravenous desmopressin and von Willebrand factor/factor VIII concentrate in the
treatment and prophylaxis of bleeding in von Willebrand disease types 1, 2 and 3.
Semin Thromb Hemost. 2006; 32: 636 —45.
8) Mannucci PM, Ruggeri ZM, Pareti FI, et al. A new pharmacological approach to the
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management of hemophilia and von Willebrand disease. Lancet. 1977; 1: 869—72.

9) HHMFE, RE &, wHEX, fi. K%K A I XU von Willebrand HREE IS
% 1-demino—8-D-arginine vasopressin (DDAVP) mmm?ﬂ%—%ﬁ RESPREAEREK
. BBk AR, 1986; 63: 1385-402.

10) Federici AB, Mazurler C, Berntorp E, et al. Biological response to desmopressin in
patients with severe type 1 and type 2 von Willebrand disease: results of a multicenter
European study. Blood. 2004; 103: 2032-8.

11) Castaman G, Federici AB, Rodeghiero F, et al. von Willebrand’s disease in the year
2003: towards the complete identification of gene defects for correct diagnosis and
treatment. Haematologica. 2003; 88: 94—108.

12) Budde U, Metzner HJ, Miiller HG. Comparative analysis and classification of von
Willebrand factor/factor VIII concentrates: impact on treatment of patients with von
Willebrand disease. Semin Thromb Hemost. 2006; 32: 626—35.

13) HEEZ, SRME, FiE 52, . von Willebrand &R 3 2 NZLE VI BF 12
ERHI 770 b FOILMBHR., EFELEEK. 1993; 27: 579-600.

14) Mannucci PM, Federici AB. Antibodies to von Willebrand factor in von Willebrand dis-
ease. Adv Exp Med Biol. 1995; 386: 87—-92.

15) Federici AB, Gianniello F, Canciani MT, et al. Secondary long—term prophylaxis in
severe patients with von Willebrand disease: an Italian cohort study. Blood. 2005; 106:
507a(abst 1782).

16) Berntorp E. Prophylaxis and treatment of bleeding complications in von Willebrand dis-
ease type 3. Semin Thromb Hemost. 2006; 32: 621-5.
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BT v ERKERET T SRR NEH - BEM 25—
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BPrXrEOMERREEOHARNS A
(&, HMBEFOBAREEEAEL FHREFOHE
FEHEREAEY P1981F(C, AEHTE
HHARTA 22 1993 FICFR & h
b, +REREENEIET > XICED
WTHREIEh 23D LT VEL. &Y
ET($5,000~6,000 A\DOMEAKRBEH
1,000l LOEFBEETHEEEIA TS
-OREBEEIAE L, MEFRAESE
DHAFRSA L DEREFEFh T
% T, BXmigitmF3HiEEER
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XHARSA L R3EEEACEHFEEY
BT 360 T, BMIELEREICETS
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B. 1 %K% ERE, 1%UE5%UT%H
S5, 5%UEREEE SET 5. LETIZES
B 2 240 & B BAOR B R ST 2 T F
BARBOEBRTH 7205, HEDHEIERE
FEOMEFITL D EBDOANLELD S 2 VER
G, WEEENTRE R > BB TH 5.
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BB AEREE DY

MAFHEDZIDI-DODREDFIEEZE 1 12
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o bu YRR, EEEBsra R TS
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ZL., EELRENITREKREBETHS. £X
HFRZHE. HEMEAFROEXNHTF, &5
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EE (R1) TELCRERFEAIOKS %
TV, KHF, WH, B8, BLREOERY
RXLEATS . B, HmMECIENE X5
2T EERNHBIM% P spontaneous
bleeding Z FHIE X<, FFHMBFIIRZT S
SERF*EHRICH ) EHBICHTET S
IEMEBREAILRE F.0I2fThbh, BFEMIC
EVLEZL DETREREOERELSH L
LTwWa. TOEEER, BRKXKTidprophy-
laxis & TS, TASE TIZE R FEHEE Y (regu-
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Nat

£1 MARBEOHME, FREBOBREMELEE
(1) HmEOEFREE
PVEKRS LY M E T B DS
: BiZEF 1@ 18 BiERF | 1@ 18 5
H M BB 45 & U TE
Bl Uk | use |msEm! v~ | msm | #sEs | 2
(%) (Urkg) (E/8) (%) (Ukg) | (B/B) | &
soLl L 40081k 2 40 20 1 7
HEPIHM G0LLE) | (601E) | (2 (30) (30) @ o
AR ' ' |
. .‘ 80 40 2 40 20 1 | 4
gmme, g = (60) (60) 2) (30) (30) 1@
m = 40 20 1~2 20 10 1 2
~_§ﬁ?‘;ﬂ’¥’% ®E (5 (30) (1) (1s) | (15) M| @
B
il 40 20 1~2
§E§m ® (30) (30) (1)
i#ﬂgaj 20 10 1~2
gﬁﬁﬁ’ B E | (5 (15) (1)
( ) MIEMARB
(2) FHEEOBHFEAEE
) P -2 =1 S ,
: — #2~3H #;4~78 #E8~148
. | L W OAT | w2 | ' v
S = 5 . o 50~100 50~100 50
¥ B BEBFL NI (%) 100 (75) 100 (75) (40~ 75) (40 ~75) (40)
.| BS5R (Ukg) 50 (75) 50 (75) 40 (50) 40 (50) 25 (40)
S B & @E/e) 1(1) 1(1) 2~3(2) 1~2 (1) 1(1)
S =m0 L (o 80 50~ 80 30~50 20~30
Ty BREFLAL (%) (60) (40~60) | (40~60) | (20~30)
#| #5R (Ukg) 40 (60) 30 (40) 20 (40) 15 (20)
| B % @A) 1(1) 1(1) 2 (1~2) 1~2(1)
e BERFLAL (%) 40 (30) 30 (20)
'ﬁ‘ | #’58 (Ukg) 20 (30) 15 (20)
| @B % (E/8) 1(1) 1(1)

() PZMmA®B

lar replacement therapy) &5, BEiEE
SERERNIFGT 5 —REMBAEE L, Fh
SN o ZREMBEIFEEREICKRN SN S, HiE
&, b 7R 1 %L EICRD T L2 B,
MAEFAIZIIAE L kgh/o ) 25~ 408 %
BIZ3E (HAHVIIFEH), MARBIZIEZ25~
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