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Hemorrhagic and thrombotic diseases in children
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QOREE, EEEOFHLEZITREDERNICEHTEETHS.
GFMGMEZ, EROBE, REBROBEN, T LU THWERLSHIGERR

BREE N BEALENRNS 5.
& C&lc WREREETHERICKS
18 [ |
AN O ML PR, R U L 7 NROSMTE / MAZHERE
o, RADBLE & FIREICHEIR, FilE s B L, L %4

R EE ZHED, B, BET2ILTH
2. NRTIE, E5ICZNFNROEBOILFEE
AR 2L, KK, WO 22
555 N 3 HHHEBOEN IS TRYITH
%, Ko, EEEEER IR 2
Z DL L, RN RO BEREIIR D> 20,
AT, FEEERINI/NRBICE#E S 2 Hifl
PR, M MHERIC OV, SHEOE VL O,
B IR LIRS E LTI AR50 db oz iiE
T2 (R, ke, ARMHEBICEZ 2BHEIC
DWTIEFERE T 5,

THTER ALV ARNERTD 5.
RHMAD I 2 Wi U 7 AR 2 v 8 5.

LN R A (thrombocytopenia) 1
FOGEBIEEAETH D, HEAETICKS
b D& 0TI / HEOGEICES 2 L
%o, FERIEVEDONIE / B DK T b 2 &Yy
iE (BUME 7 & OMBEEGE X O £ L R &Gy
B & OREREE M N EERE A (disseminated
intravascular syndrome, DIC) 2S4H)% & L CTliZ
b% ., Zofth, FEREIRIIELE, S5ER
R, FEFEPEVR SRR, KRG EETRE,
i LT, Kasabach-Merritt JEMERE,  MLRGERS
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AR FLIRWI~ e BEMm
BERX L ITP ITP
FHAITP 206 AR TR S IR AME I
AR VLRI S M I N A i /MR RE S HLE FRAEAR RN
TEAR M I N AME [ 1975 A EEAETY
DIC FHAEA RYEE M Von Willebrand %
Kasabach-Merritt Ji: {7 Henoch-Schénlein 855 DIC
7 4 7V /7 vIiE AR
o5 XL PR R A Von Willebrand J7

a2 7 AI VA v EY—/KIBHE

Rl / et e o < v K RZIE

DIC
B RELE VAR
2) Ik R
B Y FLYM ~ s A
RS L T e
O SR YA R YT R YA
ik rRLDEMIR A T — T VR E L EIR A T — 7 VR E
PR 7 — 7 OV IE DA T — 7 VT KT
DIC SR E F 70— R
IR KT YR80 T A v-a i
(Fa54 v CYHERE, 7uT4v F 70— PIEGRE DIC
S BERED R EHAGHD 2 0IZEE JIIRE HUS/TTP
T 0 EAE) BYR78 T4 v-a lifiE ViV v IR EYUARE R
Upshaw-Schulman FEBRE DIC %Y R I MR A E

HUS/TTP

I AUy EE RIS

iU v IRE AR ]
%) VR I IR AE
L-7 A8 7 ¥ > —EflifH
7vF bave B EiE
~RY a7 ey s — 11 BEE
a5 4 v C

7u T4 v S B

WL 7 e 74~ C Pk
baryREY 2 v EERE
VAV SN ANVE it

HE7 47 )7 VIEED
FET RAF VIRIE

ITP : idiopathic thrombocytopenic purpura, DIC : disseminated intravascular syndrome, HUS : hemolytic uremic

syndrome, TTP : thrombotic thrombocytopenic purpura

PEREMBRE 72 &3 5. SR IEDBERIC X 257
& LT, Fegs I/ s AP S5 505 (idiopathic
thrombocytopenic purpura, ITP), @& Y
7 < b —F5 A (systemic lupus erythematosus,
SLE) @ RHED> & O Fifhk O 47 2 Hi L W I
i 4 92 P ifu /)N A 98 A . (neonatal alloimmune
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thrombocytopenia, NATP) 7 & CTd %. NATP
V& I /N A5 [ FE BT (human platelet antigens,
HPA) 2R 2 RERAESIEIRTH 5. I/
WA ORI IE, REBLICR ZTICERBI N T 3
S SR O HPA 126 L CREAE & 17z IgG Pifk
DA & L TR oM RS L, kR

2008/07/29 1 6:06:5(



W 113V — XRHEDrdiindd - 453

¢

IR ANERRCEE Y B i / kR 453

DHNAZTHIRI NG, ZWDOFRA v P,
I YL HPA Pk DAL AT 2 2 LT
b 5. fERIE, HPA-la TIXEME, IME, Hik
B, SEENBmA ETh D, FENTOHE
HFAHIMb 26N 2% EEETH %25, HPA-
4b TIEPPRYETH 5. MVIMREILER 425 1
~2MTIEF LT 5. EAKTICEI DI
Tl d 5038, ERMEMERIRE MR AME
(congenital amegalaryocytic thrombocytopenia,
CAMT), #H K % £t 9 I/ A i {6
(thrombocytopenia with absent radii syndrome,
TAR) 7 7 ¥ a2 = —#Ifll, May-Hegglin ¥ ¥
hiEf, Bernard-Soulier it f # (BSS), Wiskott—
Aldrich hiEfgeft, XOHEBHIMMIEAME (X-linked
thrombocytopenia, XLT), Gray platelet %if {5 #f
HETH 5. CAMT I%, WAL tEER
TIIMRDO R E SFIEF TH 5. /R4
OBREIZMFEETH S, oy AR F v
(thrombopoietin, TPO) DL+t 7% —TdH %
c-mpl R H 2 WIFMET LT 3EIETH
%. TARF, F3tfks s iR K
EIRIEHTH 2. MMUEADOREEIZTEE T
b5, ZOBRHAREMRT 2L bHD, FM
M R /N DA NS 2L H 5, M
WiBE s KA 7 7 v —UEE & £ O LA
Ao, FATLLF—b L {AL6Nn5, TPO
DEEBLVOZDL L 7Y —IZIEFHTH 208
TPO IZXf T 2 ¥ 7 F IAREDIRUIT 5. May-
Hegglin 3 HE 13, B RNV & 87 HBk, R
BR, HLERIZ Dohle ZMA IR 7 R ORY 70 B A4
DRI N D HROFEEEEOEETH B,
MR RE 1 225513 7 < HA MG ) (358 5558 &
5N\, FARRICERIVMR & S AKZ RS
Sebastian KiE & #E, Fechtner JEMEHRE, Epstein hiF
B X A BIX, MYH9 £ 5o < F
—DFEBTH 2B LEALN TS, Wiskott-
Aldrich FiEBERE (&, /NG, - IfiL/NBR AU,
KRG T 2 i LI DR T H 5 XGHEHS,
MR DPRIETH 5. 2B TIE 7%\ D3 Wiskott-
Aldrich JEME#EE T (WASP) DA RN A SN,

¢

XLT & WASP @ % T & b, Wiskott-Aldrich
JEBEOHR L 2 2 S, REAEEAEL T
IMRY DHZRTHHDTH 5.
M/ RE L % & 7= 3, DIV I
B AR 1 SRHDIE, (i e B e e A A T 1 R
HORE, QIR SEEE, @ IR [ i
PEREE, ®Y 7 FIVEEE X OB BaE
I E NS, DiF Glanzmann /N E I,
Bernard-Soulier JEfEHE (BSS) AR A
Th b, HiFFEROESEEEEAZ LD,
FERMEM/NIEERE R FRED 9 & Tl B2
<, GPIb/Ila A M EE O 72 o M/ IMREEEERE
EhET. BT GPIb/IX/V E A K REE
T, IR E VWF & O IR AH B AR A3 E
SNKEREZ R THR2EETH 5. 72 BSS
V&, MM AME 8 & VBRIV 2 R & L,
WHROASIEEEEA%E £ 2ETHS. @O
WASP Dt 7-#H DOP T dh % Wiskott—Aldrich
JEMEETH 5. WASP 13D & Mt~ s
TFNEES T 7 F vl E OB I EE &
B % 13 72 9. Wiskott—Aldrich i 6 B & it Jiet
M A A FH ORBER T 2R3 L L b
Y ) BRI 7 —LoRZEBRT, @
W, WY () FERER 7 — LV RZHE & o FERL
WP 7 — VR ZHETH 2. HiF I ZEFEEDO D D
Wiskott-Aldrich fE@ERE, FEER X VHBRP <
/a7 7 —=YD74Y Y — LI ceroid BRYIE
DER % 5 Hermansky-Pudlak fEERE, 4
129 & Ge k% £ 9 Chediak-Higashi SEMRHRE 72 &
DOFEBICHFRT 5, BMETREL T, 3FF
AN 7 3= 2 M & B I T RIBEE R
MWDK TH 5. #E1E Gray platelet i
e & IS N R AR B EEEORB T, o F
KIS AAE S 2057 4 770 7 7 v, VWF, il
IR AT, prayvyRrua7)rikEda
PERINZR D3N U B4 7o 22 % TR S 2 &
N, REEATKEOEDEFK LD bREHT—X
kD B VIZIIED MV S 50 5. Il
NI b A SIS, MM X IEH 2,
FIZIEHDOBEDL DS, BEDGE&LHH —
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H19% 4T

ETIE R\, @I Scott AEAFEHE C IV IEE &3
MWD RIZEFEDH D RIEETH 5. FirlkRE
TR A B P I 12 #27E 3 % phosphatidyl
serine (PS) I/ 23 iEMEAL S 5 & i
IR ~FE H X 41 F 72 microparticle Z K L,
Va-Xa % VIIIa-IXa 7 £ O #EEE I EEY 38 &
HEIPET 25524 T 2. 20 PS Offifast
g ~ D% E X O microparticle DR A3
IND T T XD IR EEE R L DAL U H I
ME 235, BT, ol VMR EE
EEZ D M IER TH 5. MMM 3
FHERMRBRFETH L, OlFbrr R RXHv
A2DLe 7y -8, ADPBLUYIER7Y
YOV Ty —RE, 7= A MRS T
IWARZEREE, cyclooxygenase KIEEL ED 7
7¥ FUBREIRFES L ey 3y o f
X W 3% S R0 E, phospholipase C RIEYE, GaQ
RIFRE, A7 WEEND % o I3 SO B HE
RETHD.

ZOfh, A E-THEEE LT, MR
BTH08 70574 C (PC) WHE, 77
A S (PS) BHEAEZRLTIRINT 205035 5.

[ WERERR I, SEEE PN I | - 1A o
MR RN I3E R A 6 Uk 03, Flsbic
ok, WA DR THRIET 22 L3H 5.

LI | - e K7 « 7)) 2 27 Vi, 55
XII A RIEHE, q2-7 7 AV f vy EEY —
IRABE VRN 2 iR T H 5.

LT VRN O 2 2 T I
FEDOUFFEIRIIC, EREEYUE, Bk, K58, Hub
BRIk A 5 — 5V B B X MR FERE o faf A 1T
»%. Hi3#HIZ DIC (disseminated intravascular
syndrome) 255| EHEEFHAET 2 2 L DL,
MBEZE  GREIRIMASEE & & VBRI o M3 1
Bi%E) OFFEIVNEMZE L Tied %\, S
o b DTiEFERD PC, PS BHRED K4
b L I3 E~T v E I BIM: 0 BB
PN (purpura fulminans) # %3 %. Z#ug,
B IMAE O MASEEC, 2L T I 52 i
TCISARETH 5. FrE D o IR,

W 113V — XFHEDrdiindd - 454 $

SE B, N A B A M 2 SRR
Ytk 2 P38 45  Upshaw-Schulman i fe £ &
BNTE R 5\, ADAMTS-13 (a disintegrin
and metalloproteinase with thrombospondin type
1 motif) DXRIIETH Y, HEI &= VWF <
VT2 —DFAEI K D & D IG T TR
EBZED, MIaRD 2 k5,

II. 3LREA—FEH

CITP, HIWE, FBAEASRMEEIMZ &
D I /N A 1 958 B 52 Bernard-Soulier Jif: 6% #F,
MR TTHE 72 & O S R I/ N B B 26,
HIMEDBEBEE T, Von Willebrand %8 (VWD),
1299, Henoch-Schénlein 288BE D 72 £ TH 5.
F 7z, IRIMERE &4 < MBIGR O g AR VR 2
BELEIIC AN BEND 5.

DD BV IREREE & S
v K RZHE, MUKIE, ITP 7% 8%\,

[ BHEN - AN |« IAC (2 R 22 i
TH5.

LSt - FOPRRERE M | kI AR, —BE
MU THHEEIMT 2% kT2 b5
W, R, B ELTEEBERETH S.

: Henoch-Schénlein 28 B9, 1L A&7,
DIC, HUS & &% %t .

DA S TR LTS .

DL & RGN DT TR
e b MUREE D F A 23K, FLEHIRS 7 — 7
JUVRRIE, BEPERE, EEEGYE, e RPEOE
B, KFEMH, Z70—VeEEeE JIIRE #
Y VIEETAERRE, mY A 7e T A vl
HE, ~2%Y o R B A fiE - (heparin-
induced thrombocytopenia ; HIT), HUS
(hemolytic uremic syndrome) /TTP_(thrombotic
thrombocytopenic purpura), DIC 7% &% 12
7%, L-T AT X F =X, DIED T —
TR D GERATTH 5. SERMEEETIE,
BEFIHOE TR 7 v F b u v e v B
i, ~% ) v a7 v 7 & — 1 EEE, PC SLEE,
PS BAHE, IEMA L7 a7 A4 v CHPiME, T+ u
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YAREY 2V VREE, FUARIK N 2RO 7
7 AE )7 BENE, MR LSRR o B
W74 7)) IED G, I REE A A
DRAFF = DHERENBIEETH L HEL R
FURIERENH 5. s, BEE VT
- BESE (FV Leiden) T 2 i1k 7 v 7
A v CIPUERFCR AN IEZ WS, HAAD
GBI 20,

1. B&H

[(HFoB% /BRI ] : VWD, ITP, IfiL /N 4
BeRE s, 7 ¢ 7V ) 7 VIUE, o2-77
AT VAV EEY —REfEREICAGNS. I
B, BEENARLBIME a2y 72 &3 2
EDRDH YV EFEELET 3.

CMIAIRICASND 2 EDH 5.
Z DD AR, & 2 6 12 EIL A H I

LFERTH 5.

CBERR A L u s a AR
LRI 3E, WU 72 & D 72 22 fa BRI 23 b,
MAEHE D fEfR I 1Z/NRII X D &< %2 5.

BbHhic

shill 722, AR OHUEE, BRERE IR O T,
Z LTS & Fife e asg il s 5 1)
ENED D 5. F7o, BIETEOHEDNNE DB
&, MRS HUMEREDOFISEICHETH 2 ) .

X B

1) W IR IV O BRI B IR L N RS
68 : 1237-1245, 2005.

2) i IEE AN oM gERE. ke ik mEE 15 : 349-354
2004.
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