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ADP, 25—V, T¥x7) v, burvkEy
BEOT7TIT=Z N CTREESPRMTS. LirL,
GPIIb/Ila LIS O ZFERFIEHE Th 5728, Z
h67:~xb:ﬂbfm¢WiE%_ﬁm
RIS & 2 TEREZAL R R 13588 &
N3, M/MGRIERIZICT 9 5. M/ ES
SRR, BNEERH S I L2, '
W55 T3 GPIIb/IIla O RBEHN 5% LL FI2#
WML TB44TTEEFEDI10~20%FET S
A4 FINpHE NS, 24 71 TRIHFHEE
ERUUIINRN T 4 7)) 28 Y Rk L T b
2, A4 T TIRE B ITIFIFTIEFE IS, FRAT
§ % GPIIb/IIla O R B & & FEAREIR & OB
HeEATIEEnEEh3.

3.2.2 Bernard-Soulier fE{&EF
MIREHERER T IZ BT, ) R b F VAR
M/REE S X I/ MR GPIL/IX/V AR E VWF
Wi G %84 5. Z D728 Bernard-Soulier % &
B, von Willebrand % © 1%, Y Z b &FIZxtL
THEERFELZRTH, 7T =2 P TIZIEHTH
5. 7272L, vk D Bernard-Soulier JiE B
FI RO E (GPIW/IX/V A1), von Wil-
lebrand #&1% (MMAEHEE VWF ORE) ThHbZ
LIZWHE § 5. Bernard-Soulier AEMERE TIZ, Il
IMREREERT (BORIVIMR), iR D T8 %
R B 7280, BIEHEEATHERET 5.
FRRTIE D DH, O ~E KM %R
W, IM/IMEDIWEAD» LS 5 EDIZiX, Gray plate-
let fiE & T (a-storage pool ) =X May-Hegglin
e (MYH9 2%) 2H 5 T\ 5. Storage
pool Y& 1, JE R MR 2R HE, & L <



490 H A I I 25

F20% W55

FAT 5 LI KRBT ST
CHME R A 528 5. MYH9 ZERE L, JEEHS
i 34 v v EHEHIIA (non-muscle myosin heavy
chain type ITA) % 2 — F 92 MYH9 » &5 118
ZFDO—2E LTREINTED, BEKM/E,
IR A E F6 K ONJE0R BREF AR 23 I3 77 1) +F
T ®H % May-Hegglin BEH R, JABERTDH 5
Epstein JEERER Sebastian GEMERE, Alport SEIR
(B - WD - ANRE) % & 3 %85 Fechtner SR
WaEndb.

3.3 A&

MGG AR 25 8 HHEEFRICB T 2 HEE
4 (BHEHE). MR EZ RS2 X5 &
JEA T a4 FRYIKMESE (NSAIDs) 7Z& & OffiH
ICHERT A, RO/ N SN LT, B
JEERCULE S IEARTH D, PISRERR LR & & v
52 LE DD, HER MR b MK HERE, SF
AL D 3545 2 VNI & 47 5 Z & AYHE—
DIGFETH 5. MR ML A0 E$ Z & T,
HLA I/ P24 5 AR TA 2SR 2E L,
ML/ LA BERE O 72 812 IF IS #ER 3 5 2 &
Nd 5. MAWENREIZ BT, BKINTIZZ DX
5 2 REBIO 1 MUALE R0 SR LE % 17 5 JilS, &
fn e Z2 SR PERYEE VIT K344 (cFVIIa) O
BHRAKRINTEY, ILIMEEATRETH S &
Wi EhT0Bh, ENTIHRBEIGH TH 5.

4. BXMEM/MRERERTBE

MRIREZ T T <, & I LHERE,
AC &0 fvIERE 23 R & A, IEIR 2 2
5ZEhbDB (F2). ERMEICHEE RS SR
L ENLREREE LD, TN o 3R s Ef &
WO DT TRESEHKSEHEOEZ T BT S
AREVED & 5.

4.1 FEFEMm/REEERBE

IR A% 5§, ED LS mHEIZH»
THHEAPAAIZ K B EIEHOBRIMIERETH 5.
R, IM/BOIZBI L TIER (Vs e 22 5)
CE R (UVNMORAME) IS EERSL L%
MBS BEY B 5. — IR THEL? %

K2 BRVEMIRE R FEIED 537

JRARE (1S MEEAE)

IR

SR EEIE © ZRMEEREE, ~ 2 v s 7)) Ve
HHERIE PR R SARTEVE I MR ILAE

(RIMIEBR, Ll S A 732

20

F LS

SEAIEI MBS RE R FIE (R 37 2 2HH)

W& Bbh B %R/ IMRERESFIE IR,  1i/]VR
PRSI B A RITTHANC L S2EDTHS. 20D
72®, HHE G < HEMIZZ > To 5 bt/
PRI S S A 72 &, I/ MBS REBH Z 500 5 % 4%
DN D NRIENE A iRl 5 2 L IZBERTRTH
3.

4.1.1 /) RE

1) 7XEU >

7 A FMUARTE IS IR D LT
g, meENLHULNMBEETHS. 7AE) v
Z, ARy 7 ax 25 F —+E (eyclooxy-
genasel) #7 X FNTHZLIZLH-T, buY
A F YV A, (thromboxane A,) AN HEE X il
IMEEES IRl X B, HEZEICBWT, ikl
FERDMEA XY M2 TVHiTA72007 2 »
75 & OPUI/ICE 2 IR L T B RERIZD 6 L
SBWH, YRENRSY AL LELTEELEVE
WV ORMIMEEE-R TS 2. 72 v,
FI ) Y VROV, IR ZdIEL
T ZDORBIEIAWN T B 5 72D IO T
FTHi<. TD7®, NHRENGEKZ E O (ki
B 7 55020, Zh s Pl IMRERO AR
SERRNCBI L CIIEEICH) o BERH 5. 72
7L, FEBEOREFNC I TR R R MU E T
FEDQfERRE, Fick sl 227 #FE L =K
R BERNIDEEEL Th S WNEIZHED BT
HBHZENEETDH D, FILMFEED D 5 AER
RLPUEEERENEIT T, % 72 MO T BRI,
I/ RE 2 IR X & 5 Zh 6 ORI OPE5-12 &
0, HMlOfERHREET7-0FET 5.



&, 1E2  MVIMREEBEFRFAE D2 M & IS 491

2) FI/EY T CREMMRE

ZOHEFOHRT, BEHARATHWSEA TS
DI, sab Ry LiLEFruaby ryis
5. ZhoEANE, R TORGEED A /MR _E
D ADP ZBIKRTH % P2Y12 % Anlwif) 12 fHE
T3, FL Y)Y REUM/MGEEE, OISR
BIEFNC WAL HHE N TED, 72E) »
L TRIFL EOIRPED 5T, i
A BRI CIREARE N 2 7~ b (DES)
OHBEMTOR TSR, ZT v AKRKED T
DT AEY) Yy, F1 ) U YRN
WD DA EHEBEE S L Tirbh T 5, F
sy yERKLT, 7a¥ Fs L3
KERRE, 8 72 T Bs B2 d5 o OF i e e /) VA ek A
ML 72 & O E K2 BIEH2MKHEE Th 5 72
W, WK ZEICRBIBOELG T2 K9512% -5
720, EETIET 28D ¥ ENFH R E 5
P ICEEIEPTESS, 27 ¥ b MURSE O R 8
ELTHEHINTHWS, FHIru FZ LUK
PUEICBI L T, i/ P2Y12 OFEFNSHF 5
IEZYER, HFIZ I 2 WML AR OGN BItR
BIFHEE (- F 21— 24 P450 Tdh 5 CYP3A4,
CYP2C19) DAL MRLHEAME AR & & 2348
fiEhTna (2Ot MREED /T
BIL CTIIXk8) # &M Z k).
4.1.2 JEAFOA4 FMHRIERE
(Non-aspirin nonsteroidal anti-
inflammatory drugs : NSAIDs)
NSAIDs iZv 7 axF o7+ —¥ 44572
DIZ, IM/MERER EE X 5. Z OBHEIFRIE
NSAIDs DI THELES DD, 7 A VFEES
Tid%aEL, RN THEEINTNWE. TALY
vERRERD, OIMEREDRIHS 2 THL,
NSAIDs 2SO A XY b FRICR L THO7 2
)V O NI R 2 WSS 5 LS W2 b
3. YrakFyr —YIEEIRYED NSAID (i
ZEA4 777 2y) OF5IZKD, 7TAE) Y
DyrutrForF YRR EHEATSZ
ENFEELTEZLNTED, 7TALY VKN
HDO—DDJFHKE T\ 5.

4.1.3 n&EHE

B-Lactam BRiii&E &2 A 9 2 PUAEME (BE I
—Y Y ry>kT7ruzARY V) AREICHESGL

BRI, MUIRBERERE AR 5 2 LA b 5. i
EWEICK D, M EEE LT 27 T=2 M &
[ EOZEROESGBHEE NS Z 212k 5. K
7L 7 2 VIERER 2 & Tk, IiRh T TEAE
FEA L T WIERATIORMNRE N EL k572
B, HEBHR TV, MVIMRIEZ RN O E
FE, SEAIADEI U 22 Fife L, ATz fE
HEsLahTns. @k, ZoOKERKIZK DK
A R AR E & 72 5 Z L3 nh, IR
K, IM/IRAE, DBk 2 & b A % 2
T HIRENDAFE L 2B iT 258 5 2 L 8
H5b.

4.1.4 FOft

W/ XN TWBEE L DHEFIT, in vitro 1280
THM/IMRIEREIHIER 2580 5 8 D0 H 5 (F
3). TATIYIRVYEZVBIEIA YRV BT
FLE L THANL N T 25, RN aEWk
ETCEHRLEDOMIIEZEENnD. =4 Y%
Ny 2L vk EONRIRZ, 77 F 8 v BAGH
o B U, M/ REEEPIHIER 2R 3.
WHID AL 5, Thb e — 7Bk L
DO EFERBY 5 T & VMRS RE L % 528 2 Wi
Bnd 205, @, ERAIIMOERK S %5 Z
LIFEAE N, TLAa— L, TXA,EL %
PHE U I/ MREEEINIHI 2R3 Z & A3 2 4%, I/
BBk & FR NS, ZOIMVIMEBORZ, %
BEAE RIS MES EE A B L S h b
— /T, 73— )L BROEMERNDOE N %5 5
HIEHEFERE 2D 5 5.

4.2 HEBRERBICK S M/MREEREE
4.2.1 REE
MEEEARICE D EHEEZ S BARIBAEIC K
v, WER S FIET 3. ZORKE LT, &
DEED~ ) v O, H+ g0 L5 &
BRI B AABETNE TH B0, M/
MR LI E 20 5 5. MVIMRERESEH O %8
FESRANZBI Ui, /MO IR SR, S A
BWRHGPEEI NS 2DEEZENTED, TD
EOICXE IR EDORME IR TS, HiH
TiE, IM/MRBEER (GPIIb/Ia & &) DR,
ADP Rt | =V 75 & [l SR kA R0 X
s, /MR Ca™ B)E O E, TXA,



492 H A IR b2 2

=4
ey

H20% 5T

£ 3 BEANEIL/ ISR R T O R R

1. P pREE
a. 7 7% F VB GHPHESE
TAE) v
AT FRYIERESRE ([ T7TaT720, 4
M o)
b. ADP (P2Y12) 227 {RPHESE
FIEY) Y VRHUMLMEE (F7aEY Y -
s FRZLIL)
c. cAMP R EB)H
adenyl cyclase WG PE{L#H (X5 7 a2 b (PGI,
ARELR) T &)
phosphodiesterase fHFEH (a2 4y =)L, ¥
v £E-))
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/BB RE R, BEE SODERFRE A G 55 Z
ENDH B, MEADMMRNDIEFFRT) 25555
2K, Khigee, IM/MOEHE L, SR, Soa
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kEhs.
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B AR BB EEFR I TS, EFET
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W% - ZIMEIC & 5 MIED Y 2 2124, i
IINHRBEBRE ZE 12 Kk B e R A& GR e B T & A
HERD.
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100~150 J5/ul. % kRl 3 & 5 Z i/ £ ©,
BARME VW B2 BE 535 Z L AURIE S LT
3. MUMNREDSEEINT 22812k, EoTrE
VWF v L F < =KL VWF WGHERK T35
LENBH, THRIMVIMROEHEZEIZ L2 &
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EDREARIZ K O REER B2 bR Z D, VWF M
B e G LRI TS, IiVIMREE IE
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FHITE WL X TWE, ZoOMBE LT, #%
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ZENEUB), B L 2B [E—EFTRED 5
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DI IMREFER IS OIS T %2788 % — 1T, Tl d
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s h T3,

% K1 Storage pool #EWfE (L ET TH M T
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L 75 /IR PR & 0 BRI 23 TTHE LTy
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SR R DI M EREZ HIE L Tnhs 2k &
70, Storage pool FRIRRENGRD 5N 5.
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I OEFE, Pl MEEDHIE & Il 2
JEDRIEAFE LD THS. PV/ET TIE, 72
Y VC KB IMERE PO EEM T X h Tk
D, BIEY AT IZH DN E37 5 BEL D S
2%, BERZIIMLE P MREEEIC K > TH E D
ENBZEIRBINTEY, FHIEE LW M
RBRME vW IEEREOFLE, DY) 2 7 DEan
PREBOAE (HEMEEE R BER IR IS0 T
HREDDBETH S, cytoreductive & iHIHFEIZD
WX, % hydroxyurea Tirbhi b h, BRSHE
[ ML/ pheresis 23fTH 5 Z & 8 H 5. iE
BN & - T, e & e & % RRFZEED
DHEL WA S AAET 50, ERRIERICHED &
il % 12w ) e B A B E T B

4.2.4 AL UEHOER

AT Oiitsss 2 i 5 Z & T BE R
EECRZENH B, HMVIMIA A 7S 20l % W
WL, AL L HET 5 2 BN TERREKT
H BN, 734 78 A AR O, Witk AL,
YA b AV EAREER TR kB P a
CUAEREELZD—RTH 5. MUIMEHELA
2D, FERRHNIZ X B Storage pool BRIHRER
GPIb % GPIIb/IMIa 7 & O Ifil/IME A 8 R BUK
TRE(LIZHEY, BREREART. £, BRI
BRI 754 3V 7DDk & 5 ik I
R, B 2 /MR OBE - 2RO N TAND
M/ BREEHE S & 0 VMR IR § 2 Z LI 8 3R
DRETH 5. N T DS O RS RAE YT 5
ML/ R RE S B RE ISR LT, ML/ VR I
THIBT 5.
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HOREMERE (SLE &£&) U VSR,
ITARCHEA, R Bz kb, M/IMEREREE D
JRIK & 7 2 B CHUARREMESAZ AT 5 Z &o
b5 (EHEIEIC X2 RERAE L E LFRMKROIHK
THBEREENRIET ). T TIEd 55, Fic
GPIIb/Ila #HAKRANO PR BIZ L D, AN
/IR e 2 FhE L, HIMAEIR & 5295 Z & 4
H3b. ZOXDEIEFTIE, FABEEIZNS S
PEARLT, P2 & 2475 . v
T HEPMEARD, 1LY 2 Z &Z WA S A A
27z, AR, SR M MR T JIE & (6]
FRIZ rFVIIa O 5-& 170, ARMERHE oz &
DORENRD 5.
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