& 9 —HIMEREDSE

SERMRE BRMERE
K= === 8 [ 2
B 4Bl B HL5RIE (Osler J7) T L b F — MR TR
Ehlers-Danlos fi & #f e iR
Marfan fE (&5 B RITR
/IR B 2 AiE /N B 2 A
1R A E FEF M /IR A PR B (ITP)

JEFRIEN  Fanconi B, ¥ FIHIIEHFER
9 R A N A R, Be VR BB E 12
PE 5 I /MR A #E, Kasabach-Merritt JE 5 B,
Upshaw-Schulman EfE &, von Willebrand 7 (2B
B X U /MEED

SEM TP OBE» S OF AR,
A VB NGRS TE
/MR RE EEE

5 EZE © Bernard-Soulier JE [E#F

T HiBEE | Hermansky-Pudlak JEERE,
Wiskott-Aldrich #iE & #, Chédiak-Higashi fE &
L&

SEERY  M/MRENE, BV 7)) M
iE

BEREE

BIRTF (74 7) 275 ) RZEBLUREIE
ENRT (7O by Er)RZEBLUCEREE
BEVRFRZIES L UVEFE

£ VI RATRZESB L UCREIE

% VIIEFRZES X OCREE (LA A)

von Willebrand 75
BIXHFRZEDS L UEEE (LA B)
EXHFRZED X UREAE
EXIHATFRZES L UEFE

£ XU AFRZEL L UCEEE
EVRF, £V RFEHERZE
WA RIA R EEE

ay TITAI VAT (T UFTTAIY)
RZIE

TISAI )T T IFR=F LY ——1
(PAI-1) R ZJE

(5] i % P P

E R /RO A TSR 3R (STP)
BAEABEED, BEHEE (BFEEET)
FRAARMEAE, A, AR, BRI (NP U -,

PUEE, PUEEBIE, Zofth)
MERE BEER
MR P /NG A P SR BE A (TTP)
A MR B fE 2 ¥ (HUS)
SeEREIE

A B — R L E
Y53 KRZE
FLIBEESSEY ¥ 3 0 KR KT
BREMEY Y I Y K RZE

¥y I KB
Vo3 v KIRIUVET (GER AR E RS 5E, B
ENHEL L)

Yy Iy KEAEBRKT (EEaHTHRE EB
HERS UL ABENMEZEOZEL)
¥y 3 v KFIHE, SRET (Br4k, FFEZ,

gnv7 ) s

HEMEE

ERBEWE (A v e vy —) D5EE

DIC

MR BRI

CEXUAET, TLANILA Y, BRTFXFSISCOZRZEBLIVEE 7 7)YV MEGEREESETH LA

FAHAONT, LA, MigEHERT.

REMSEAD, ZBI/MMUIHT L Sk ViRE
THbH. (B ITP T PAIgG M HEIT A IAHT
HDLD, TOBRORBIEISMEITP LRKEEZ LN
5, LiIFLiIFEC®REEE (SLE, Evans fEfR#f 2 &)
A ANy F - n ) BEEEICEHT 5.

4 E K

FELTCHE - thHELIA 2T 5. BEtiids
WV RIS 10 T/ pl PUT CEIE GRIR F ARG ILEE)
DNHI L, 3~5 7/ DT TR M (B M, 1

i) iR

fErtim, R#E8%7%E), 1~375/ul LT Tt
B WRATERR L, SEEAHMZ & O BEER
i MOBEF LR 5. Lo L, /il &
MAERITLT LS HEBE L e,

5 2, &2

ITP DU IIRILEIT & 7 5 25, R il /N0,
B U0TT [l DF) & SAUHIET 5 B EE RO I
TR v LT (50~300/ ) EEREBIETH 5.
ZOENPAIGGHEL BE I 2 5. WMECEHBEVREST

Fl108 my - EmnEEs 459



VRS RRERSER (TP) 0

B (BARIRSS ITP SES, 2004)

L HIAERD H 5

LA TR S SEHE (SR L & 2 VBRI ) A5E C, CUERI L, S, T, @R, % Al Ao b.
B R E RO v, HIMERIZEE L TR WAIVMEED 28BS, 2702065

1075 [l UF. %8, BHEMERGHEO & S SBENMURD IR ET %

2L, M F SR IHEMYED VDL, TABREOHMIKEHE ST ENDHL

2. TEOBEMRZRD S
1) RAGILHE
() MR
(i) FRMmEks L CAMEKIIE, BREE LIZER
2) HhE

(i) BHEKBUIIESR 2\ LN
BRI /M EEE RS DOHFZ

(i) ARFEHDB L CERIROWRKIIH, HREOIZER

HERIER / RIFERIL (ME L) BIEEE T, 2L LTEERZET 5
BERATII N — F L ICERT ALET R, RILEB XU (H BV IT) HMEROHK, BEORENALN
LEEBLITPOBIICEWR LA L X, AT 04 FEOIREEERLILLE, KEy-7U7TY
VEENSEYOL X I ERTAIENET LW

3. M/MREAE 7L ) 2 EBEEEZEETS 55"

4. 1. BXU 2, OB#MEHE2z, 36123, O&GE2EEILITP OB T8

5. IR O HE

D) SR HEERRERBIPS 6 0 AUMIZEE LSS
2)BYER  HEEFIE T IS 6 AU RIVMURA BT 258
YAV ABRSED AT LEBESEH THITEHE O Z 5w

e MAMRRA E & o7 ERRARRE.

() & LCEREVETIZLA L0 B - IHEHGEE, BEFANEN, AUFE, BMBEUBERNE, BOBMERLL.

(i) T&LUTHRIBOTEICE 200 | SLE B X UF OERESE, 1) v IRERMERES, DIC, WIIERBEER (HUS), Mmist
/MR R B (TTP), MEE AFEEEE, HIV BE, Kasabach-Merritt FEBEREZ &

Gil) EEOETEHBEOTENEBIIESLTwEb0 | BEERPER L.

(iv) ST HEM /MR A | Bernard-Soulier AE BB, Wiskott-Aldrich SEBEEE, X SE 45 VE M /MR ME, May-Hegglin £ 1% 8F, Epstein fEREYE,
Gray platelet SE/EEE, von Willebrand 7% (2B Bl & Ui /MEED, SR U EEAIRE MRV 2 &

2B MESRIEOME L ITP OB ERTH 245, HABETRBEREIFE> THiv,

BT S, NBITP OBBIAE LR 10 (IR
AW ITP L ERTE SO, FrE R MURS
FE. REMEVEIL/NARGR A TSR BER (STP), $EME MM E
P [E (DIC), IMAe M /MR A P 4R BE 9% (TTP),
AR BAEEREE (HUS) 2 ETH 5. BEITP &
ER4 X b 1L, Bernard-Soulier fEEFE (KB M
B ER), Wiskott-Aldrich fE BB (RIEDE, &
%), May-Hegglin 2%/ (if # Ek Dohle /MEHIR),
Upshaw-Schulman JE{E#E (USS), Kasabach-Merritt fi
BEHLZLETH L.

6 #

E T self-limited T, FEH MR D AHEY
REOW S E L, BEROGEBRIHOAERY
WEL, HEEFEOEQOL 2E0 A LIlH b,
F &L TRIEIHIEE L TEEEITDS.

a. A704 RERIREE
AR AR X A A/ BER & JIH

460 Part C /NRRIEEH

E:)4

5. 1~2 mg/kg # 3~4BRNRXST 5. Akl
TRIEFELZ W LESH (5~10 77 /ul) (CEHET 5.
BHR I —EE RV TIREELL R, /R
My b HMAEREZIEEE L Cl/MEE DM ZR
5.
b. XFILTL RZVOVKEEE

e lbmrENE LTAF LT L Py s e
HT AL, 3~6 HEHZ ¥ — 7 & L Cl/MIEIMD A
LNBEBNH AL, 2~4 BETRIEICETLI LN
AR
c. y-JO0JYVKERE

F &L CTHRMNRBEEIH S PUARE A L 25—
BEOM/HEMMER %R, 2B TRKERMNC
EENMIM & TEELI/MUEMSE I NS E
CIIED TEHERTH L. FEEHE -7 07 A
A AEEET A L, BT AR 105/l b
ST o A A



d. # 2 i
HIRMEOBME ITP TERSNA. #960% (LRI
Yo TEML, 90% \(ZHIAERDOEERA A HAL5E,
e. & O {th
ERoWTILE SSER S, BEOLRER LV LIE
BECRAB., YraFxAT7 IR, THEFFTY
Y, YZOARY LR ERHENE, BHIHIC
FETAH. AJanyy—Yo ) OREIEDT S
ZENH A,

f. XA
BE~PEFORECRHMOADEE LT
BEfEM, mMER{EETRAT AL BEFHCE
EHIMAZXT L TOAMNREN %479 . BE /MK
PEGESEEET S, PRI AU TH D,

7 F %
AREIITPIIRA L KECELRD, HILVWBED
95 80~90% i3 6 A LPNICIER L, 2R LS
Ehn, BEHRATHH20% IZERERTL. BLE
MG ETH AEEAHMOBEEIL05% LT &
BnDs, BRICBOENTH 5.

3 st (IR M) R K S5
secondary (symptomatic) thrombocytopenic purpura (STP)

1 E®, o8

R EICED UVMURAET, A TLidL
EAHoNb, 2OREPLGETLHE, FHTOM
IMREEDIET (BFEFARHEMLHILFZ L), M@
MRFREBED TTHE (SLE %° Evans JEfERE 2 &), M/MK
DHRORE, KHA~OEE (KER ML HRIMESR %
)G NRE. BREEICHKET S 000K
b&\Vv, BUiE, MEMWOHESE, BREY, RS,
B, 7, HIV (human immunodeficiency virus) /&
RELZECLITLIEHRET S, VA VAKETIEITP
EDHERNIL T L.

2 ER, ZW

HIMFERIE ITP & KELZ VDS, M2 CEERICE
DA DIERPALNS,

ZHIL ITP ICHE L 525, BRABCEO( RHERE
BEFPEZEBIIANLZ L,

3 WE, T
FRBDGRVERTH B, MBI
EEHMI L CRM/MREMAFRNTH 5.

4 sxpsii R S

congenital platelet disorders
MEZEEVEL L L, EHINAMBEREZ TR
W(EELTas—F ) icmimrsETs, 20
[, IM%E von Willebrand A+ (VWF) A8/ MRIEHE &
B (GP) IIX HEKREKE LT, “#l(Dh)" Dz
#35. Bl&8WT, VWE & 714 7Y /27 Uk
R GPIIb/Ia & & I L T, M/MRFEL 5 ERE
L, —RIEDPTERSNE,

1 Bernard-Soulier JEfREE

F ARSI LR GPIV/IX ASKHE - R L Tw
B7:017, FRZ, BT 0B MEETOMm
IR ESEE SN, BE - HIEHm (R T i,
s, BERAKELRE) &7,

BEMR T, HOBMOER, mM/MREORE
v LHRSEERAD, BEXRIO/MIOBE, VA MEF
YRR ER DR T A SN S, M4 VWFE
BEETH 5.

2 Glanzmann /MR 57 5E

H ARSI EEE GPIIb/Ia D ERY - A RS
&) M/MMURENEE SN, BF - fHEELT K
BT 5.

AR TE, HEMOEE, mM/MIBES,
ADP %I 7 — 7 ViR IUML/MICERERE D RN 72 v LI
T, MBHRFREDET (—HER) KALN S,

D gxupEREE

congenital coagulation disorders

KRISHE,
MEBELMAMRB L VWFOMBEERTEL S
—RIEM & & HIETT 5 58E - RERFORGS
&, TNOOEBRNEIERTFEDONT Y ATRET
iR Eshs (1s).
BERFOTXTICEREORZIER WV LEEE
PHEEL, A%, HOEmM*ET5. RZELEIE
HAFOEMZRMEVLIETEOZ ETHE, EF
fE & BBEBERFEEIIETT 525, 20oRFHE (B
H) 2 EFERETIEN(HF)EEENZ LTH
5,

von Willebrand % (VWD) (4% VIII [+ (FVID) &
BERELERLTWAME VWFOEN W LEW
BECEIO(CAEREENETH S, HELMERKIC
RNTEHWOT, B, ERUEREREES L TH
HifbiL s,

IN6DLEPTRHRKREEEZ D DIMER A, M
KIEB, VWD, 7 1 7Y /7 fEB L 0% X1

$£108 M- smasxs 461



RERER

AN LAYy ¢4——————— S LAY 2 LA

lHMw#:/fy
G

XII » Xlla

SNREE R

l

XI ———» Xla

IX l ¥

VII

‘ Ca™ PL Ca™ ’ l

" (1Xa |vII[ X
M VIla

l ) AEAT
pme Ca:'+

Poaem o
\ S ~
~ - N
-
N ., ¥
~

o qla - XIIa 4—6—— XIII
I
(ruarvy)

747U/f>———£»747Wy-—-»%ﬁ7470y

T4 7 Yo REY

BRA{L L7707 o F hus ¥R 70542C, 7054 SGEDL ¥y —2HRARLHAROHEERNS
CIHBA LT, BEIREBATRIEELEIONS MOV YL IC L 2 EM®ILARYT. HMW | 55T, PL. Y VIRE.

RFRZETH 5.

1 Mk A BT B

hemophilia A & hemophilia B
a. wA, &%

X EELMEEE THEEIC DA A REMHMER
P E T A, MARIE, AGERESE VIHERFXR
ZTIEREE) L BGRERMEE X BFRZE- BREE)
D/EN SN A D, TEDBRBERRPL TR
T,

MAERDOFEHEEIIIAEZET L, HAEEER
ERHEI0FALZDVH 12ATHS, MEKEB D
BEHIMEFRADISEETH D,

b. fEIR, 7RHE

MAEFOFELFERIHEMMENTH D, ZOHIK
TR, SR brz5s.

EOBHENHmMIIEMEHLDTHSL, TR
ECH L ) 245, B, 2, i, BRESDIEICZS V.
Wot ABSHIMAEE S L, BT IERE
WL VEREPEL, METEESE L (HIBEI R,
RV THANERE &7, FORR, SHITKRD
BT 5 &) BREEICHRS &, BEIET
OB (MARMEHE) *b7-567.

462  patC INBREEER

RAT, FHAHMIFHNTH S, FIEELE
TH200, BERH, BEHILETHY, FFIZSHESR
BREBLIED DS,

BT HILE/NENRET, RERHOBEMINERL, K
FREBTHIEY ESY, a4 Y RKOBTmEYF
LTV, SREMBERASNEZ W, & LGS
R PEE LW,

Zoiid, OFEWED, SEM, RECHELER
mbFNTERV, T/, HEIECITEGLEESD
PT L0 L L THEHENB M ERLMAH 5.

INGHIMEROEE & EEFEIZEMNFHEREE
AR —3 T 5. BEEMICHERL ChEL v LEE
BICIIREERH DS (FEHALUZDO Z EDE W),
BREHMPEESHBIMIZIEE A SR, kR, FH
BEENERLELEE RO NE ZLNE
v,
C.

R

B

BWrid, FEE, HMEIR, LM - SEFENRE
BLUOSTEYENREIZINITDONS.

(1R & B

MmAERIE X EELHETRTH S, BEREEZT
HHEPLETNLIBRO IR CRET 55, &l
BoZvwnbw b5 S £ 30% IAbhb,



(2] 1l - A FRYRAE

SUF ELEIORLOEET, JIUIL D ERZ
BEEHE, REEDSMB LOHEGDZEHSTHOI
5. & VIL IX BFEE0EE I SI3 A8 7% &E
W& s GEENRMEEDOTENTLILS.

) A7) ==V IHE

A A BTWEE LI, HmEER, m/AREE
FOURBMMERIIIEE TH L. SMEERME, m
ALY LEMEMIIEENTE L (ERT 5.
REMTEILZCEBEREZVWLIEFETHDH. 70
O U LB (PT) RIEE TH 05, &ELES b
0y ETTAF R (APTT) GFERIZERT 5.

b) & VI AFiE 72138 IX B

EVIHIAFIXETHEEFELJRTT S, &
EHTEED S AEEESEIL, 1% KEHFEE.
| ~ 5% AAHEIE, 5~30% PEETH L.

(3] 5 TP F IR

% VIl B &3 Xq28 12, 8 X BF&{ET1
XTI HEET A, MRBOEGTEEIE, Kb
Rk, BER BALEEAHLD, BEELKMKA
D#40% TA > +a > 22 &5 Bk OMOHA
BEEEsNTRE), HHHTHL, MARB TEAE
ERL A, Ry P ARy NIk,

# PR B2 Z W7 i B £ T restriction fragment length
polymorphism (RFLP) &K E{zF 7% &2 FIH L7k
HEZE R MEMZI b ITONA.

(4] BRI H 2 W

XA BEOBREIIETE, FRAAL (KR
), BMFEMNEEE L CEETFRHICLVITbR
5.

(5] HZERTR

ARSI - CRIZA Y &) ¥ 7T
b s, ROTHIEREHOBEKTED DNA THR
RO B MARMIC & 2 ARSI TH
5.

d. & &

W2 L CRZEE R T & iE 8 Ik - 77T
FEICE D IEER S, &OERWGEEETEE
iZblzoTiThbh b, A, BITLILEESEE
HE R EENESBER S, BT BT TWw 5,
(11 k7w A #FRHE

a) HiFRIER

MANIE, b MAEHEOSE VI EFHA L E(E
FRIBZEOE VITRAFHEA PS5, 412250~
1,000 U/ 734 7V &EEFlO S VI K Fi&1% (FVIL
C)k&HBEL, HOEH (REGRRE) IZLELTVD

FHEIMPFEPOF VIIL: C % 100% &35 &, 1 Ukg
DOBFEEIC X > TEMENTIEFVIL: C 1349 2% L
844, FVIL: C DEEAFHEAIL 8~ 12 TH

. L7z o> T, S0UKg DKEIRSIZL - THIES

30 B FE2l2 1009 (C¥E L 72 F VI . C {3 24 B[ (213

0% FIEICETT A, ZOEEKRNCHTERELZD

AT, WIETCREE, FHoEEL SIZLRS

2, R5RESERESILS.

b) DDAVP (1-deamino-8-p-arginine vasopressin)
(FRAETL Y V)

HHNY 7L O DDAVP ZEEERESL, S F
VIO & VWF 2 &8, magEs 2~4 LA S
FEHOTHEELV LEEMRLFHA B LT VWD IZ
BHTHA.

(2] o & 5% B #Fosik

EIXHETHAT GO o> ¥ U EEREA
prothrombin complex concentrates (PCC) 7FH 5115,

PCClZid7o by EVIRATF, FIXHA
T, BXEAFELEBETADOTEADKREB LT
GRUBRZEOWAFFIEL L THLERTHS. #
IX BAFEAOBEERCRSE, BA SRR
ADHEIZELS.

(3} Wi HEDRIVER & ZDXHK

FECMER, ERE, BE, WEREE 771
T4 T7F L% EORIENLRLODIENIZLTO L
IBLDVHYVEETH A,

a) RS AN & IE (R B (AIDS)

B AEEEFHANCEA L HIV ORSE 5172
HAEANMAFREEILZ OFEFERZEDOLK 40% T, H
MEBLESLEREE>EHT 5, WbWw5 AIDS
BELLLNLL, DAETIE 1985 ENSH 7 A VAR
AR ANE A S, EHNZ X B2H7-7% HIV &
eI H TR,

b) B I T %

BRIFFR & CRIFRMDH 5. 1985 FLIED & 2LA|
B L REE SRR L B Y AV 2AREL
PFLRTBYEEREIBD TE(>TWA,

A4 vesy— (MHME) OXE

WRBEFEORIEICL Y MARA TE10~25% D,
MAERB CTid3~5% DBEZFETF VIL: C(FIX: C) &
EEBICREIELIEYME (f ey — L X
B EEHER) A554 L, Ik F
THLZENHMLENTNS,

EOMMA v ey —REBHEOLMICIE, FVIL:
C(FIX : C) &84 /S A ¥ A I\ MEF % R L TENR
B7obor e BEEEA (APCC) RIFHESE VI
HF8HIO 1 B 1~3 BF5»MMThN, HEe LT
W5,

(4] HC (RE) 5 & AfEE#

BOESE IMERERENEMOEHE, BEOD
CIZEAE BT (BRICHHEACEIIL D) ERT A
LTHH, IhCEh, L) REHolkEEA g

=0E M smErs 463



Th b,
MEFRBETIEEELBETOMEBTIRLAL
DT, ZEMEBEAY Y 7B L OLHEA, EED Y
PET—RHEAY v THEE L HEY EWVICE
BBl THRLTWZE, T2bb, 4
BEEIHICEETH L.

2 von Willebrand J% (VWD)
a. ", =R

VWD 3, iM% von Willebrand - (VWF © 12p13.3
VGBIETESTFAETS) OB, BENEEICETL
FHROEREORMAET, EE - rELR M & iR
DIERTHFHETA.

VWFE 2, Mg~ M/MIOKE, +T4b
b, —XkibMICES 5, VWEIR, 7, BE0LE
BMSER L7V IIREEL, BME*Z5
& GP IbIX & 4 L TI/MR & $5& (M/MROKEHE) 3
L. AL, M/MEETE GP 1Ib/IHa &K
SN OEHAL), EHICVWEE T4 7Y 75 i
&L, mM/MRIMEOERE (M/MIOEE) 25ETT 5.

¥/, VWFIRIEFEEFFTIEVILEF(F
VII) & &4 (F VIIVWE) 22T 52 8108 -
TEVII ORFEIIEFES L Tn5,

b. 22, RBHHR

B, OFREMEERRE, OKBFE - MELN
*EMETAREROBMER, O kil - SEE
B, O=ZEPUETH A, KK A & OENZE
bW LNS (R11).

BEREOSME, O BMEMOEE, @ /MK
AR/ EHEOKT, OQFVIL:COET, @)
AN T R MURERORE, @ U MEF
>AT7 778 —DEKT, @VWFHEDNKT, @ &
FEAOMAEF 7213 F VII/VWE #5#5E% O F VI .
COMFHELE~0 LR ENEREORER, %
ETH D,

iR A, [ A {REES KU van Willebrand HOERI

BIEEAE VWEOER - HEEIZLY, type 11H
B type 2 (BER) B X U type 3(EAER) O =HE
oI s,

c. EE K

R A9 EJE B (LR B & 4% F VIIIVWF 8 & k& 12
FHRING, R, B, SEHBIMm, CFERH,
HILERMmZ &, HE - dELRn e RET 5. IHE
B, FMBEOEETR S MNY, #iEi
HETRLOTEBHENALAIELH A, LTI, A
% AR (B2, MR T LITLEALNRA,

d & B

% OBRER VWD TR 2T EEELE
R BRTLE IS QIR AR T &ALV, VWD
O IEMmEEO BIZIX, VWFIKFEH®ICEET A HHEM
BRI OEMEBRTLTYAE VI, COMIETH 5.
Z D722 F VIIVWE % F VII/VWF ##12 L -
THOIYWAEERL, BEEGPEELALTWAHF VLY
VWF O&RE /ot & —FEA9 123858 & & 5 DDAVP #
EQMAR A BLUMARB]OESR) L5 5.
DDAVP %, type l DATHYTH 5.

5 VI EFHEMBEIL VWF 2 & 9 ma e
Z L,

3 747 IAE
afibrinogenemia
EREEICEO(MEET 7)) 7 ORINE R
e T o ERBALSERIEEDHMETDH .
MR I AEBAY <, FERICEHm, SAdhE,
M - T EAASNRE, DiREIMER - Rk
BEBMOE2, LIEUEEERNHLSALR, &
IR E 2D, Hiloi3h, BHEEREE & iRy
BTEEL D 5.
SMEEERRE, &2y ABMER, PT, APTT,
FECE VBRIV TROERIIERT S, 747
U REFHNERICTORETRROZ LA

AR A mRw A REE von Willebrand &

B XOESEM (B X E#ESE () FYBAREE (%) (i)
H IMAEIR HE (BIFT - HA) 2w B~ B (B - KR
F VII/VWF  F VIl Vi i !

VWF E% EH# i
M AERS EE E# Pt~
PT E® EH EE
APTT tt 1 1
F VII/VWF 8B &iF F VI C 2" HIFFE FVII: CoEAfFELL L E /243
VLS FCLEH B LA

VL CEEEERF, L&, Ot P IEBEE, UEE, PTIUO MUYV LM, APTTURME(LES PO YR T T AT L
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L4
WRBRERE LT 74 7)) /7 Vv BADS 5.

4 FREE XL RFRZHE

congenital factor XIII deficiency .
X1 AT (F XD OB B, TER7 1
T TR RE R EVTAEROWME % 7 47
NoRERT LI ETH A,

B, EBEORSY) - FBRETEHMLESE
YREGLVOTEXII DEENVLETH A,
HMMERIZET ¢« 79 /7 U ILE & THELL
Thh, BEAREBELAONS.

WHABEE L LT FXI #APHHR SN TS,

b sxenERnE
acquired coagulation disorders
ZRBEHEFORBETRET, FE2b0L
LT, BERFOEARE THLERENFESE, M
HARTHBEEY IV KRZE, HETETH S
DIC, Z LTERAFIIHTBHMAE(S > LESY—)D
RETH S, HHZH B 6 12RT.

1 RE RS
liver dysfunction
a. WA, W&, 2§
BERFOIZEALIIFTEEREINSLDTHE
EEETIE, &%, BEHAFOGEBEIET TS (L
L, EV.VILEAFIZIZIEALET LAV,
LHL, HifizA L) sMF&EEETFO L XNV
B—EDRHEIVHZDT, FEREMTFELETD &
AERFETICL2E L HMERIS B 2w,
ULA, BETHDIC R ERTLLENHS.
D L) EROEBRRTF OB TIKEE TIXEE R
ERY, MERTB LUOHRAEHERTFSETLTS
D, VoZzANT Y ADHRNE & AHUTH L2 i

DONFRNIECERET IO ATV S,
FUTX, EEOFERESE L EERERE (DIC
DEREII—E LW )L B,
b. & &
BEIEBEREOUFLF-REILZL VY, &
BTGV Y IVKRBIILALYEBYTHL EE-
RAMMFImMAHBHTEEETHL 7o b
Y EREK PCCEYTH 5.

2 ¥¥3IUVKREE
vitamin K deficiency

a. W&, R

¥y IrKiE, #ERF(7obtorer, §

VI, IX, XEF)L&EMIELEF (7a71rC, 7

074 YS) DFBTOEERDOREERTIERT

by-ANVEFL 5 —EDOHEFTHE. €¥3IK

DRZIRETIE, TNOHRFEy- AKX LS

IVE(Gla) BEEZRNTWT, AL T AL F >

LOfERNIES VWSR2 R TFOE FHEEL

TWwb. Z# b3 PIVKA (protein induced by vitamin

K absence or antagonist) & L1315,

EY IVKRZEELTHREBIERHICL > TREL

5.

(1) FH 4R —kMEHifmaE (FHER X L) primary
hemorrhagic disease of the newborn (melena
neonatorum)

FERAOABMFEHIOEZAI > KOXZIMF

DRBEDPMK SN TRIET 5. BOFEBEORKIC

LHES I VKENEOEMPLHBRNHMEEICL LY

YIVKABEDFEZEIZLVUETHDOT, R

% GABDACIES RS, BHEEKERTEHEL

v, ERITEE LCHM - FILTH 5.

RRIIE Y I K B HIRNES 5. BER

RNAN) AT BTHMBPA+ 5 05E00E, FEEH

AT (FFP) 28T 5. §_XCOHFEIRICE S 3

X6 - EHAFOET I SBRMEREREEDZMOED S . ;

SERISSHR FEER2HR

FDPIE#

PT, (A)PTTE bIZIER
L &1, (V), VI IX, X BEFOET *gx%%%%xww

vyt EH-EY S VKRE
{%mz R E, R
PIvKA-T- By IVRRE, BRI

X1), XmEFoOET

2,81, 1, v, VI, (IX), (X), (X1),

HeTFTyF oy, Ol -

TryFru ELEEE TR

et —Friifa s E
T4 TR
PT, (A)PTTE D ICEE MRS A
> Frib R E = FDP(D¥ { < —)1#H s DIC
EREBROFRE AT*Y A
TAT*?, PIC*Hn

arTTAI VAL YT —HAK.
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YK, 2Oy 7 1iml(2mg) %5 L, FHLTWA,
(2] 7L % 3 ¥ K RZHMMAE vitamin K defi-
ciency in infancy

Yy I KRZOFEERAE RN L EMES
DA (TR 2SS, fIEOY Y I
KRZEGH—-OERTIE R, BADELENELR
STHRIEILELLDEEZ LN TS, —fxiIZ, B
HFDEAIVKEEBFBENZ &, BIEOY S 3
KRR TLTWA Z &, BESOIFEiEEE
EBLTVWAIZIENZ NI L, ¥ 3 Y KORIL
BERTHESNERTLTWAZ L, X512, BRMEE
HEOEIZEAEY I VK OERETZENEZS
5.

ST BENES THL, £ 12 »A DR
SKEIRT, TG, R, SRR, TuhARy
WHALNIS, T, FEICLHEBERHMEZE 2,
Mg EREE LM CTRE R & 21T . FRMEAL
TEGHERAZ 0 1k 1 (R 8 D AR OB TdH 5. PT
EAPTT EBIZIEE L, ANWNTSAFUFAXRN
ZHIZIET L, PIVKA-II OB HEETENTS
BiASIZIZHEET 5.

BEOREAIIYY IV K(EFy I VK T2i3E s
IVK) DEETH A, BERUNICELAARL
5. FE% A NTHRETARME MLy I VK%
BETH, ANXTITAF T A MR PT I 4~5 B
BILETEEL TS, HOAPEE TILOEERSS
(3, FEAAEMmME (FFP) R PCCU/MMARA B LY
M Bl d[EEIOEESE) * v 5.

BEEAHMIILITLEIPHARART, BEELRT
ZELEO. BATEHER~NOEY IV K, 0y
TOFHEGFIZE > T, KEOREEITEHIZEA L
Twh,

3 HEMmMENERE

disseminated intravascular coagulation (DIC)
a. i"A, RE
DICIREEZEREBCHKBIZL - TR S
NAHEHEMREEELETLARETH L. BEERD
REEELOFERER SN/ bo vy €2 X ) #id
MEATEEEOMESTR SN, ORI/
RTI4TNV RIEILOLTIHRERTIKELC
HESNTERLTL., EH10Vo b AMENICEL
72747 Y IARICH L TZRBBESTTEL CEL
WHIERT 23 5ICES, $7, RRRICOBTEK
I EREZICL D ENEOSRETEIN LS
Ihb,

NRBODICEI KISV EMET, & LTHAE
WRHENZ A B, TRUR 5558 fE & BF respiratory distress
syndrome (RDS), EEKIE, EREEAL CICL
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B Z D% (Part FIHTAERFEL R E 6 [ MiE
BloESE), UM CIXEERLE, ENE
B, SRR E, EEAE, EEFBEEOES, F
HRFEMEOL D, BERMEEL ETHEHTA.
b. E K

EBEBEEOIEIR L DICOFEIRDPEL > THET A,
DIC DFEKRIT LT A Muh gl L 2 BREETH
L A eER L HIERIZK &N A, RDS 1
DICOBRHE LTOIHELLTHEETHL, Bff
JFtEREREZEIIDICOERE LR VA2 7707 9 —Tdhhb,

HMInfER & LT, mAMERA, BEEFETS
L UGB TOEICE ) HMMEIR & 4 OREIEEHL
T\ 5. DICIZIE, IR EE W ERIER iRIBE 72 L -
MRS, EELEEAHMCLEERME T,
EATFET 5.

c.2 ©

DIC D ZWriZ FERAT B & B F AR E O W E T
9. BHEAELIR12(GIR 13 2&80) IORT.

BIMEHBEOREOIID, RIKETE—HLE
WIRIMED U E LM ARMERDHH b AL N5,

DIC X, —~BHOBREEOALLBHTHI LI
EHTHD. BRZBBD P THREEOEH T +45
REOTEZHL, HEROFMEITI Z &KW TH
5.

d & &

BRI, EREEOBR (BEEZEROKRE), H%
BEDB & U ERE % [T
(1] RO BR

FPITIRESERTH LD, BH TRV, fitF
57— A, KREBRIE, KER FBFERR
LhEDREXRLIETDICHEESINLI LY
5. BUMMER HMREIIE58 ) bt ge /L,
Kasabach-Merritt FEfEE CIZ I EE~ D B 5L 4H4%
BEIRUTH S, Xk - MPXHITDICH
BEOAL O TEBEREDBEBEIIG L TLADTS
5.

(2] HiFmik

9, BEET FrEERFMEE, FFP) R /MR
WHEE 54T, DICOERERIFZEL DOHIIT,
BLANRELAS 2 F~3 T [ul T2 % 2 & /MR E
i (PC) D BESHEHEL 1T .

DICIZ & » TH| &R I SN BEERFR M/ ML
KT, ZhBEDIC OETEHHT 2 HmICE
AT 50 THTBERILERNMMRIEDOLRETSH
L. AR TEIBRENSE—EIRTH 5.

(3] PlBt B %

MEEEEL LTHWAAYY Y3 FRBEKOA
TRINEBIERIEI R, TyFhbrr Y (AT &
HELTERLD T bu LYY, HiXa, HilXafEH



% 12 HERNS SUAMNEHLEED DIC BHEE (BlR 1 ~ 3 220)

AR - EHAEAER DIC 2R (BiES)
Dl EEEBOETRE 3)'FDP (D % 1 < — . ng/ml)
2. IR S 5013 (B LU BELEOHFE FHERTI
3. AR AT (B) (a) 2500, <2.000 1
D) /R (X 10 1) (b) =22.000 2
AR - IR AEKERE B I K HAERER T
(a) <15, >10 1 (a) <200, <500 1
(b) =10 2 (b) =500, <2.000 2
2) 74 7 4 (mg/dl) (c) =2.000 3
HHERTIE 4, BELE
(a) =150, >100 1 1) pH=7.2
(b) 100 2 | 2)Pa0,=40 mmHg (fRIEH A R EE T2 <30 mmHg)
IR AEFER T 3) EHE<34°C
(a) (gso | 1 4) WHEHA LT <40 mmHg (BUEH A (RE I8 TIE <30 mmHg)
3) FDP (FDPL, xg/mi Y
BRI > ﬁg%g
(a) =10, <40 1 3 33” DIC 555
. = HEEZ
(b) =240 2 45UE DIC HeZ
GRIEHARERCIRIOBEBIMER L 2 \) o il
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HY 1 DEES 74 7Y v B
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1) AR E v 4) TITRI Y q,~TTAI LA Y-S
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7L 0 S)FRREDER I B oM mMEm O HE. HiC
2) 2 FE IR BHATOMMMES 2 VET7 147 /508
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7 3
#L O 6 pmmmE ik 2
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0= <40 2 BB I UHMEROEIZOSE L, HEER
10< <20 1 V-2) 1Z5E 9
10> 0 ) ; %@%ﬁ%ﬁfﬂﬂ%ﬁ@%@ciLﬂ‘@ LBy
2) /R (X 10Y 1) 0 5
MRS wg> 3 a. AL X UFEEIEWFREOEMEIF4
0= >50 9 (R b/ SEe M % 389 B 18 18T 42) @
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120< 0 IV-1) D EFEEEIES
3) m%}iﬁwj 47 o ﬁ—y{,@f{:fj\‘f (mg/d[) b. %UEB‘Fﬁéﬁ Y U_t?d%: Ffi'} < }ﬂ:ﬁé%\@i%%
100= - 9 X, ReWEELF0FIEHTS
150= >100 1 E I DICOFELNLEBEETV. FWDOLDOH
150< 0 BB RRE, RO b 2HEL L7
4) ‘7°EI ]‘D:/E\:/BffFEﬁ “@”(fDIC &:H];Ej_é
B L (IEE xR E T - 72 {F) VII. BRIMRE
1.67< 2 1) R RIS E A8, EREEO DIC DEHTIC
125 <1.67 1 A L 2w
1.25> 0 2) KR EMEBIET 250 DIC DEHTIZIS @A L
v, HjgEE? rW
)7 8L E  DIC
S 6 DIC D &R\ iE?
5 2LLTF DIC @ufEedEd 4w
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% YL fiE
1. Gram Pa{d BIRRAE
2. ESE Gram B B GYE
3.0 BHEY A L AREE

A, R

B. Yav7”
C. EEE
1. {7

2, WIEOREE X OHEET

D. AERHER,
el A - R - TERSTER - MRETH
RO 1L FE i B

E. WEWEDL

F. MG

1. RFERH (W, wazm, B EIBOFH -
ERIC b7 B RIMER)
2. JLEH OIS
3. ILELH OB
G. MEHE
1. Kasabach-Merritt fE 55
2. LEE - RENIRIE
3. MBI/ IR R - IR EE
FEAERE
4. REIEIF
H. £t
EAE IR 55 0 R - B AR RR TR U - #
et - BEEERRER E

iz 2)

=12(5I=3)

A B3RS L D o EFE MM - Tl - B

Wi

B. IMfF - BB L h o B¥ BN - Bl - BHE
I - IR

C. Zofodim

D. EfMESLEETLIHMITOALT A

e B Rt MET A, L7zhSo T, AT #A| ()

bHRT 5.

EUSHMEEHEERIATRBILEET A L 2L
fror ey, HXalflAERT. SHIHMTI A
IR MAMERENGEERbH D, AHTHAS.

F TERERIETEE R R

AELL, KA EIE reticuloendotheliosis X £ A F
A4 4 h—3 X X histiocytosis X 2 && LN TS
7z,

FIEQFER AL G S, BL D2 EEEE
LV X D IERERASGROMS AORFEIZLD G
X #2 2 X 117- Langerhans 880 FUcHE, EEMEE
MTHDHEEZLNTWA, BROIIGETETE
HEE L RIBOKAZ L 20405 v,

e, HER - AMERRMEE, RESY MU
y 0% THRIBEREE & RRELEMRE KRG S
A, RIBEBEIRT, U Y EmERAeY N
FEEEAOMBHERE L UCEMLEERED
Langerhans Mg SR S ILA, BETEEREZH
L, HEewruyr—Y, MEEPL% 5.

TS ASHEE Y A MR R B, Z O
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Part C /NERIFER

A R ZR - IPREE - D3y - E@E R
FAEAETK - THI

B. #RIMAE - BYIRM R - DORCRIRIEE

C. #OMDIC 2T EEDNLAEIR

D. EfERIEETAIHMIIORET S

& & MEOMERDS class [~ITIZEHEI TS
(#£13).

1 class | BgsREyEsE -

Langerhans #BESEMEREE

Langerhans cell histiocytosis (LCH)
1 B =

LAFAHA P — T AXIE L E S LMK
histiocyte D E A B (X?) O HEIE AR § 3K &
(Letterer-Siwe %, Hand-Schiiller-Christian &5 & U
FEATR M EERE) o LTHwWS L TE . B
T, N5 0BOATRE LT Langerhans Aifg 0 &
IR 72 L RS EGE A% 2 5, Langerhans #fl
FIMRIRE S LN B L H ko,

SIEEE, 2aREBREORE, SRMEPREN
h, BHEOFEL SIS EREFIC-IGTEIN
B, HEELRTILH L. KEOERRELE
#B7IRT.

2 o 41|

a. Letterer-Siwe &
BLEEIPOEHRTLELRBERAVS L. LY

BIZSE L, BE, B ERBRORRERE (—8

SR oNEIEA, AFRREE & HFRLE L, 13202

DEVEEEC S MEDREE (FLERiEAE) AL



£ 13 NRICH BN DI BLAMINISRENEEONE

class | class | class lll

PUR SRR ANE O JERE B 1 PUFALER MR 0 JE N5 14 4 7 PUF IR AE O RE B 14 4
Langerhans # e #L ik ERiE FKIEWRMERERMY »  lEEE BEUEE
(EAFFHTA b= 2 X) familial erythrophagocytic malignant reticuloendotheliosis
lymphohistiocytosis (FEL) SR A MR
REHSAE VT PE ) M BR & A A 5 B (FAB 7748 M5)
infection-associated B ORIk » NiE

hemophagocytic syndrome
HEVEIRIEIE ) o/ SE

subacute necrotizing lymphadenitis
BERY ¥ SEiER T 0E ) A ERE

sinus histiocytosis with massive

lymphadenopathy

PIREHEL L TRIANAL LB ONMBE R LI ENS L, FOEE

7 — Langerhans $iiS$HEIRED B A iRREL-1E

TREAFRE — o= BRI N2 REXMNEY OREEEORE, 7L

lP////” ¥R T % &)
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Y s MRENE A
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B @%ﬂ§ﬁﬁ BB — AT
B N
§ [::j R Hef EyE
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BR — BNEE & qmEms —— B - S8
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= iR & T Rkt E
Emm%*“*<@m_ BRANE Y FURE — EFE

THEkREE HIRBRANE L GiRE — BEHRER
ADHZ WAL — REAE

FI0E MK - EMeSES

virus-associated hemophagocytic syndrome (VAHS) & L 5.
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5, FREBRODTART, WRAS, R4S, BRYE,
L EF (DIC) & &2 & ) BB T A 610 £
D, BOR CIALEBEC L A EROIL A 5N5,
b. Hand-Schlller-Christian &
IHFEERRPEERE T Letterer-Siwe 9/ & 1FER T4 A
FHEOFEIZH Y, IRERRH, BB E punched-out
lesion, REAFEZ =8 & T 4. ZO=BENZHFRC
ZHoTVAZ LB LA, HERESCHNIER
HRELASND,
C. IFERIRM4PIZERE eosinophilic granuloma of
the bone
FREPLEERACALN, HREUEOEEEFD
HOBHMBENFFERRL T, HEOEEEFZED
BB &LV, FRIIBFTH S,

3 MAMA
a. ¥ ®

AR EMBER, RED») V SHOERD
ROVEETH DL, MBEFOICIAFERRET, §E
WEIIAA DS A EF L, ERIMIZZ L, M
BECECHRBERIPU T ABICHEEL, S-100 8
BHET, LIZLITHEBRERKORE ALN A, K
Langerhans 8§83 CD1 (B4 <, MRREICEHEA
& Birbeck FERIVSERO LN D,
b. EIREEHR
X#ELesdOREERRICZ LW BagE (5
DIERRKIR), REGPHEOHYEITIEET .
S X MGEORELML ) 2 TREYTH D,
TEEABIVC N IBOERRBREDEE
BE~NOEELMAIZIECTRMRL GaY Y F7 5
TAOUFHTH 5.
c. MRE(LEFFR, ZDith

AARFITIE, FRMEMEEIC X 5 MBI,
FFREIZL 2T V7 I VKT, AST, ALTRE Y L
Y UEER EHNHRLND. CRP 2L DIRE T FREE
ERMT A, ME7L)FONLERTH. RAEORK
E(REERE, KEIRRER, NV 7L 2rfBRY)
RTEEEERE (BFR2 L) DLEIEL L TIT).

4 B B

S, FHREOD DI L CILbSEE (AT
oA FE, 2 bhbMLFH—FMTX), LV 7TTRF
Y, BV )AFL, YruakAT773IFN, ThFE
¥ F(VP-16) 2 EDOMAELE]) 2179 45, BIRM (£
ELTHFEBRERIEAZERE) o b 0 CIERIRHT R B AL
SR BREHEE 1T .
REAEDWEBIIER NNV TV Y v O E BT RE
WEBTHE., ERVELRZEICEEERLE Y
RLHIREELVE Y R EOWHETD .
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EEdm%lW%%ﬁ%ﬁﬁ
a. REMFRMIRS B > /VEBIRIE familial
erythrophagocytic lymphohistiocytosis
(FEL)
FLADBICEE L, HIKRPHEDL O X ETAEIE
(MH) &R T & v, FERAPRENEL K LEE
WKHEESNA., FHART, BHMBHOBIETH 5.
b. D4 )V ABEEMIXE BHEI%E virus-associated
hemophagocytic syndrome (VAHS)
EB 7 ANARETEAD Y £ L AREGZBHE L T,
T Y ¥ /735k%° NK #ilg o £E8 EH I L 0 SESEY
4 rh 4 (MEMIL2 LY 7% —, INF-y, IL6
LEINEREBBEERE (A PAA A ML),
HREFITIIMH L OEHNORETH D, HELiEy,
S8, BICEH) o NEERSAARLNS.
TANAIRL TEBEOREERBELEDIT &£
%52 b HY, infection-associated hemophagocytic
syndrome (IAHS) & b X i 5.
ME7VFOPERICERL, REEZXT 5,
FEHIAT self-limited ZHRBTH D, BHEDIFRN
b DIERL, BB ZFERESERE RS, L
ML, ZHBAEEETHERE VAHS I AF LT
L R=vor O ABkEeES) VOSB3
BEIT.
c. HERMIRIEMEY »/\EIX subacute necrotiz-
ing lymphadenitis
HRPLFEIIALNIBUEREATH S, HHx
£ SEE (RRICHETS) OB MY D/ NBEXS A LR
B, BEI 1AM~ 12AICRY, EREEREE
RAIELEOND I ENH A,
H i Ekigd, FRibigE, CRPIGYE, LDH E&%
ExBODLY, —BETHWITNSERLPICEFLLT
b, ERFRPHROFLL B,

3 class Il @RISR
a. BMEEIRE malignant histiocytosis (MH)
FEMBICEET S, BEETRHOEARFREDII,
RERD, ) UoNEER, FFEELZE, LCHDIE
TRTOEREET S, BRFEE KL
MR RAL, NMEGRA, BFHER T 3 ERE
KCHERZROEEEGE T AT HHBEREROEE
Mg Aon b, FHEEEEZ, LDH, 7)) F 2,
TR LR 5.
BEITER) v EOLEEEICEL 525, DIC
VST, FRIZBOTRRETH S,
b. 2MRIRMEAMFK (M5)
FHnEEEEERIGIEESH1ITBMFE] O
S,



THNIB AR, REEB LUORERRE»517) (R 1.

(S DHBEEDESG D)
A A RERE IR TIEYE (FVI 2 ©) 4%, M B RS XEFIEH (FIX : C)

%1 MARODEREEFE)

A=

MAREIG RS CMRERSEVIRFD U FEXEFEEDNRNFEOLIETT S
eI PN SBLDEMERERET HEETHD. FIBEMAR A, BEZN
R B VD, WINBHEI(X)BFEED<1%IFEE, 1~5%FHEFIE, >5%~
<A0%IFEE(CHEIND . X BESUBCEAZELD, S IREAETHLIEHZ
NUCEFOHHIETD.

B. XE=HIE

1) HMmAER -
a. EEEETEARESF(CEMTITED UFAMET, PRI T
BEEEUTLDTENSW.
b . EENBIICEHARNE I EDFERBHEIMNS < H+5NDDHEE.
c . BEEAHMPERFARNGEDERFHMBFEICHHSND.
d. BE~PHEEBECEIRBEFHRNS, BREMEEN.
2) RIERE
a. X EEHUBGEREED, —RICBRICOHRIET .
b . MFEHERRICMERBEDWVWEWIIFEATHSD.
c. FNILHEMARDDHD D5(05%).
3) RER
a. AR A TIIEBVIERFEEDEMITET U 0%FKE) , D, von Wille-
brand I FOEEREED KUMEENIER.
b . K%K B CIIBKEFEENERITIKT (40%KH) TS .
C. #nlleh

1) MA&A

a . von Willebrand 5%

b . BRMIMAR A

c. IMAJ® AB

d. XMLV - BNRTFEHRZIE
2) MK B

a. EYZY K RZHEHIGE

b . #®AMIMKR B

c. MAJS AB
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DRRMB W UERT A EREBREBEETH L. MEAHROZIIE, OHPE»S
HiER2 KETHI L, OX BEEAMERE R T ARERLETHI L, B
FW:CHLLIFFX :CAOABEMIIRZLLIIFETLTCWAEZLIMANR A D
¥ A X FERC von Willebrand RO FERER L UHURE (VWF [ AQ " IEH TH 5
], Xonans, QEQRERUETHY, OVFHNITSHITHEETDH 5.

a i maetk

BIMFEN 2 EEEICL ) BMERICENARALNLE, T4bE, FUIX) : C A
1% KR OBFER I IEIH» S BRBIMD U XM 23TH# - FMEIC X 51
MASSEENICA SN A, FEFETIIHRBIZIZEAEALNT, BEF TIIKE
REM, WMEBROIEMRBETRETAH,. A7) ==V IRETRREHINS
TENEW, T, FARBoOHMBEBENENTH S, & EICHAROHEMN
ERIEREETIEAASNS, OFREKRE LTRDIZVOEETIET, BT
DLIYEE) I VY KROEEIH ~FHEABICDIo TP ORIET 5. Z
O, BEARBIMCHARNRIM R EORBBIMAL  ALNEH, 09 BRAE
+ % BE M M A R IR TR BIMEIZIZIZ L A AR LN,

b FKIiRE

X BEAEEEERA T & A7, MARBEIZIZILAEPBETHY, ik
KRR 05% & TN THAHCER 14 FEOLZERETIIMAR A X 3841 £
20 &, IMA B 842 & 4 &0scth). £72, FRAICMAREEI W2
WV, Wb BIMEFFKEED 08, TELZMZ 21T AEERNICHIE OAD
MWAEZ EDRDH 5.

C MAEMRR

MBI ERICIEEE TH AP, ZRIEMPARZ2D, MEFHKIZL -
T, EETAZELH S, 7o bury ¥ UVERCEDIZEET, mEtEs e
VRS SRAF UM @QPTD REET A, MESWIZMAR A TiX FI : C 2¢
40% K, o, VWF Ag BX Y A MEF a7 77 ¥ —EE(VWF : RCo)
NEETHAHI L, MARB TIEFX | C AT 40%KRMIVET L TWAZ L TR E
NA., WTFNOEE L BORBRTFOET 2 bk w.

@SBROBED)

MAFEDL WL ES TH A A, VWD Type 2N & OFENII— K OEE7Z
TR TH B, BREAEECERL L) BmEICBET 5720, Kl
KA CEBINLZWRELGDY., BELZZWIPLETH L. HBESHITIX
VWF OEMHEFRHEEEMET ~RIML TWw5b 2 2L 2% 5 2w,
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| ¢ von Willebrand &

SHIHIER, REEBIORERR2H1T) GRLD).

& 1  von Willebrand IFOZHERE (FAF)
ALE =

von Willebrand & (VWD) (& VWF O88H UK IFBENER(CLD—XIEMAEFR
JCIFRBORID, HR~FEHRH S FE - MBHNZERET SERBEEOETE
EEBTHD. VWD FZDEBICKID 3 DOYATICHEINTWVWD. Typel (&
VWF Q2K TE, Type 2 (& VWF DO#EEEFE, Type 3 [& VWF T2 XBEITH
D, ESI[C Type2 (& 2A, 2B, 2M BKU 2N D 4 BT EESN, Type2A &
VWE 312w hOBEGREE, Type2B BKU 2M 1F GP [ b (KTF MM/ W ARERE
DEE. Type 2N [FBVIRTFHSEDERETHD.

B. XE=IF

1) SR

a. BB - MBERHIHESETHD.

b. HR~FEHICERMD UL FEHRTHRIET DT EHZ.

c. DFEAREIIPHME - Tk OIEMREE, HEEEHMBHFOND.

d. THEBEOBE(ICITELBRLOBEBOERIEMBHISND.
2) NIEE

a. ZLIBABREBYBGEXZED, BLMEICRIETD.

b. Type3 BKU Type 2 D—ERIFBREBAELEEBEGENZED.
3) BREMR

a. —MRICHMBEEFERD, M/IWREITIEE (Type 2B [FBERT) CTHD.

b. PTIFIERT aPTT FHER L, SBVIRFEEFIETTD.

c. VWF : RCo (KT Y % (Type 2N [FIEBE~BEET).

d. VWF : Ag (JIE RT3 (Type 2A, 2B, 2M, 2N [FEE~ET).

C. tERIEZH
1) IMAR A HULLIMAR A FRE
2) Bernard-Soulier JEIZEE

3) Glanzmann [IN/|\WRIESIAE
4) %X von Willebrand J&

VWE : von Willebrand BF, VWF : RCo: URA MEFIOT 7 O5—iEMH
VWF . Ag : von Willebrand RFHIR, GP1b @ IVIMRER¥EER [ b
PT : 7O NOVEVESR, aPTT SEMEEED FOVRTSATF V-
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(S EHIEEDFELVE D)
a 2

VWD ®9 b, bE\ Typel DBWIEZ, ORIETHHH - MiBEHmM, @8
BARENRE T RET 5 KIEE, Gvon Willebrand B FHLE (VWF © Ag) &£ 1) A b
tF a7 75 —EE(VWE D RCo) DIET, RHNISHETS. 72, D+3
Q) +@DHA, possible VWD LB s, LA L, MEHEA O B¢, VWE ¢
Ag BXU"VWF ! RCo "EE~FEEEKTTL20OT, Ih5HMEE 5% EE
N—-2SD Z THEHDZ L TENT S, Type2A &L 2M Tl &IV AP EF U &E
EM/MREESE (RIPA) 2ME T 525, Rl VWF BOF~LF<—»RREBL, &
FIXIEHE TH 5. Type2B Tid RIPA L L, 2N TIREMHE FHEAREMET T
%. Type3 Tid VWF OEEXBAH A b, HWHETFEEFW : O b#¥% T TR
T¥5.

BESRDAEED)

BE VWD 12, BIZRMOMPLTVAL LTREINTWATEERL DY, &
BRIZZINCE D ZEERPHMET 200 Ebh s,

EWMAES - N F



5.

von Willebrand f(C3 e 2iaEE (L ?

© &

MESEEEEEEERETR 8 FEREEICL 3L, bAEIZH T S von Willebrand 55
(VWD) £HFZBEORERIL 843 £ T, ERMMEEBREEDOP TIX, MAK A, KK B
IZROT3EHER->TWAY, LAL, VWD OFICIREETRI Eh Tuhnr — I hhy
BOFHETIEELGN, ZTOHEBERMARA LVET L2V 1% RALEEFEI AT
W3y, .

VWD OfFENE, KREL 22120060 3Y, 1 DRBEBNEETHY, BEMEEIZIX 5105
FHIRE (847 1) &, BERELEKE (#4477 3) HHENh3, 471D von
Willebrand ¥ (VWF) JEMISEBHE 10 ~40%0BIZH 5. —F, 5 1 DI3BHEET, 4
ODFANZ A IN TS, Thbb, VWFRELAZ=Z Y FPEBALTIE T AEY A D
YLAFY—EERT 50, BEAEEICL D IVMOBEEEDOBR OB F v ILF v — 2NEIRMIC
RIETHHRE (247 248), BFEFIZLOMVMPEER Ib-IX-V (GPlba ) ~DOFEMME AR
FICTOEL TOT, HICHEAIMEABROES F YL F v — 2RI TR EEET 572910,
R LTIEHD VWF BT 3% (#4147 2B), VWF v L F v — 3BHEH 4 XD
e hhoTELLLMMINOMEEEMET L COBKBE (447 2M), £ VI EF
NOBEMUDELWNMET AR TR (447 2N) TH5. LTIORT L5 VWD O 1kIfiig
BEfTHlldlzoTE, ThoDRUE2ERETILEND S (X 1Y,

EFl ~RRCH-REORREEZ Ut 4 % —H%%)

RE BEOBIRE 8 (ftH) B

1 DDAVP* MTSAILE, 12 bAF 8 BZER)
2A DDAVP* VWF B gl *

2B VWF i2fa sl

2M DDAVP* VWF iR #g8dH]* *

2N DDAVP* VWF =i+

3 VWF i #g80%]* * | DDAVP, M/I\ME&im

12— | (FVISHEEE - rFVila 245

* DDAVPICM T 2RICIEBERTHLLEUENSHZDT, $56H» L OEIRBET-T
ZOHMREBHLPOHTH BIZE21T2A). bBULREBIFARTHIE, S» D
VWF REEEI 28T T 5.

** ARTHEADNIE, A T77 9 bF &304 bHT.

@ st
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VWD OIEBTIZOWTIREF AT b a—LRH A FI3A4 VABRRINTHTHD,
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EhhbahrnBEEMTERNS S, i, KELFHATIROLMERIIONT
Michiels 57 i, VWF # &8 ¥ 5 ML R§ESHA % £ 60 ~ 80 Hifi/kg, one shot THiEL,
BlxEx 40 MiT/kg % 12 BRIEICKHAMEE, 0% 24 FEEIC 30 Bil/kg 2 2 ~ 4
ARsET 2 54 BIB L5, —F, Federici? & 50 ¥fi/kg &+ — 7 2 THRER, H
BAEH LVEREEICESLT, A< e 7 BB VWF EiEE 70 %Ll LICHRT2 7
OFa—LAEELTWEA, BEOVThIET A, Loh D& LEERNTIET Y 20D
2Tk, £ 2 TARTIE, BRIICEB LTV Federici 70 b 2 — bz flic
BEIES AT,

(1) DDAVP (l—deamino;8*D~arginine vasopressin, 7 A ET LY Vi dugt WHIFEE)SY
A PR SRS e L C VWE A Mot ¢ 5 2 Lic kb, i VWE ORE % 8

X5, enhd B MTEsEl L TR i 2 b L, MRGEEREEORE) 2 o hnnl L

PRIET, 8471, 84T 28 BE V&4 7 2M O VWD ISBIE2A H 5. —F, 247312

Y A4 7 2B ICEERIERTH S, k¥, F 4T 2N OFIZIE DDAVP 0% 5#%, #

VI B FiEEAERIC LR 26055 51,

Fik: EIRHIC1E 0.3 g/kg % 50ml DA RAICFEINGE 30 540 TRIFICHET 500 5 28
22V E—FThHDHH, bHETI 04pg/ke & 20ml DERKISHERE 10 ~ 20 320 T
BT LIz o TWE, i, KT, EFEPHELTHLI TS, DAETHE
LT (REEDBEICHVO NS HARE AT L —ZIREENE 20 VWD 12
ZETH D).

B VWF &8 VI ETiEM (FVIIC) 1330 ~ 60 ARIANC 3 ~5 £ TLAL, BF6
~ SERIEE AT S (DA EDKRETIR 24 BRERICREMMEICELL). A—&&FT
DRIGIZEIRA BTN R LEE LABARF—FE L T13 s (AL, BOHEETHEE
4R 5F % & VWE B 58T 5 20 S RARET 5)W, VWF/F VII: C OBMOREIC
BEAELRSZDT, 24T 1H50EH 4 T 2A VWD OBWADVWERRT, 55670
¥ DDAVP 8 RER 2 T > CE DR EHEL» O TEL .

BHER L LT, —BMERCIEREA A SN E A, HENCHE LA AUSHARIERIC L 5
EF b)Y AMERKAEIENTH S,

(2) VWEF i2igsiH] =
24T 9B & &4 73D VWD Ofti, DDAVP IZRIGHBWETDEE L, RHB VWE/F

VIIIC A B L ~ULICHES T 2 BEBA S 5 A1, BEEAIORESBRICES. bIE

i 5 EEOS VI B FEAAHIRE hCwas, Z0dbay 7y b F (LlH) &=

vax4 b HT (R3AVZ - ZEY LT 7—7) ICOAVWF 2+0BERIN TN,

Bk 2R AhOM - BLEROIREEOBREAE 2R TY, gy bur—LL
5 2 VWF OBRABE % BT LS R0z aus, 4 &) 7 ORELRS RIRA
Tl 30%BEBE T h T3,

SER: B X AT BEEITIRD < & b BRI MIRIZIEE Y A L XICBRT S Y 2T
AV —F . BUELIEET 5L VWE &k IEE & h o VI ET & BHA S
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B3 DDAVP (234§ 3 RESH AR % von Willebrand S8 A VWF/FUL EIERE DR5 7 %
(XK 4 & —BReeZE)

i - MBOAR |1 B/SE 5O BE LT 3EIRAFESE
KF 50 Bifii/kg |1~2HIC1E $hHEEH 7 HBELESY% LI EICHET S
/INFAiT 30 1~2 BIiZ 1@ P EH5~7 BREIE 30% LLEICHIIET 3
7.3 20~40 HARSs 6 RFMREIE E T 30% LIEICHET 3
RS B VIS | 20~40 HE%S 6 RFREIR % T 30% LIEICHIET 2
M M (8345E)
RS D05 | 50~60 E%E , BUEAR IR HZETO A EH 7 HEK
MM (FRE) | 40 12 BRI EH B 60% LI L IC#ET B
30 24 FfEE 2~4 HE

ALAEVIIRFRAEDEIS>TE VIIRFOBERA 272U, BICififigmE clEEEk
MIAED Y 2 2 MM T 50T, BELTWSRIZEH FVIILC #8l%E L, 50 ~ 150 %D
BICINE D KR ERBER/ATAI L nEE LY,
TS 0B UELE LRI I 482 8 VWD 1213, MEEEIA 20 ~ 30
Bf7/kg 38 1 ~ 3 BT 5 R ATRENES TH 51519
(3) ZDfDEE
DA, S, HILESM, BEAGICIMNT I A I VENESTHS, I3+
LW 15 ~ 25mg/kg 1 H 3~ 4[], 8#O8 UL BBIRNICIES T3, 5 80nWia & OBFE
HeEHTH 5. BREMAE <Y, LmERZEBAMBALZHRL N, =20, RED
HMICBETTH 5. ZOM, BOBEE (T2 b oy Vv EE) & VWD OB% ARV b
O—UIZEbOTEHEHT 3.

O ez | e
| 1] HEIMSE, it EEk AT, 1986; 63: 1385-402) (prospective study)?

BEY. HEADOMAKR A LU VWD BZ 24§ 2% DDAVP D IF %R & #%E 3 5.

ik 1860 VWD &% (#4715 1041, #4 7 2A A 84) = DDAVP 0.4ug/kg
w5 LT, BEMICF VILC, VWFHIER, FVIIY R beFY - a7 77
% — (RCof) WEMAPEL =&, HIMEFIZIRS U TIEMEhR %57 L 7.

R 2471 TROThO/SS 2 — 2% 1 RRI%RICH 4510880 (4472 Tlk%
NEZN3, 2, 4 BFICHEM) Lzd & BiRED LT 24 BRIBICHTMEICIE L 2. W
MAEIRIZA 4 2 b s R, Z 86, B 3HTH - 7.

#ER DHED VWD BE T ERKA & O L IHFRBOMRSBER I .

l 2| EEEERE, b (BB CEEER. 1993;27:579-600) (prospective study)™
HEY: HARAD VWD &F (REUIRDA W) 1222772 b F 215 L =EOEY
Bl MR EHES T35,
Bk 165D VWD BEICH LTIy 772 b F %, RCof ML LT 50 Hifii/kg %
HERE U TEYBEA R L0514 FEFIC DWW T MO E AR % B
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U7z, RCof DFHAIZ # 4 71 7 256 B¥fEl, 2O % 1 713 14.8 ~ 16.4
BT, BRI 107 ~ 132%DRIZH -7z, IEMzhRIEZ A 7 2A 1 925%,
ZOMIETIE 100%TH 72, BMERIZAL NLh -7z,

EER AEANIVTHORED VWD B2FICBW TS FRALIEMETH 5,

O B> LERFEOMERLBR
FNETHOBRBERFNOFABII OO TE S DERMRATHEA I N TEH, BZUDIZHN
&S, XEIFaAMICNTIEEAIOME, ARICOVLTE, Ihs 2L AKRE
ARIAFBROMENRKRIMLTHT, ST F 25— FORERICEHI L T35, kb, DDAVP
ZoWnWTiE, ERmEfFES VWF IZ-EEBSD R & T, EYEIE L ERRMR % i1 T
i 5 AMELBRMEIETFTH 5.

© FxoBECESTIROMER
iz A%, DDAVP O, AENBREKTELZ > TR IRICERENLETH 5.

{i X2 b

247 3VWD OEHIZ VWF BHREEAZHETSE VWFIZHT 54 v e g —nREL
T, VWF BEsIEIO IR NBEbNE I L HH 5,

EbhHIZ

HAMZIEM¥ESFHiEELEESNART ST, AR A LIIAR B o $ 2 &ER T
HWIEEDHA FIA VEERPTHS, SHBRIEIVWDOAA KA VEERENT, KERD
AEICIBE XIS Z L AL,
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