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1. HAROBEM

(1) BAEMEME M AZERIE (paroxysmal nocturnal haemoglobinuria : PNH) 1%, KA
S REMEE MESHIIRIZ331F D phosphatidylinositol glycan class—A (PIG-A) EmFD#H% KHY
PRZEIRIEEIZHEIR L. glycosylphosphatidylinositol (GPI) 7 v 1 —RIEE BN EERE I 1L
TRVWVEBRT, MERDOMAREZ N TTHET D 2 12 L0 BIER - BRI E IR 2 K Z 5,

UL, RIS X A M/ MRIEM AL ~DEE . PNH B L A O R T/ MRS OMEEICE
WD DN, S HIIEMOE MG MIZIX 720 PNH IZRHERY 22 & 0FHE CTd 2 AR & D
L2 LTHERINDDD, TOHTFAD=ALALREAIN TR, —F, Hxlx, %
ENOFNR M AFEORREIZEF L, EREE M/ MIEEL 2R 5 2 & o/ M
R OEMREIC L0 BERENEES L o i/ MOERAIEEZ EE S &5 2 & RE v/ MERHFIH I
phosphatidylserine (PS) B microparticle (MP) <CIfi/IMiiFEHE 4 > X7 GPIb DOWrk T
&% glycocalicin (GC) MEEAML, D MP X° GC [IW T/ LI TW\WDH Z L PNH EE
IZBWTHLY T AR IMROEIG N Z N &b R LTe, 72, BT vk MP OiEE % B
ST T DO/ M E neuraminidase THLY 7 AL L7214, M/ IMREZRE L& Z A,
B> 7 MBI/ MR T MP BEAENENT A Z L2 R Lz, L LZens, 8E EEH IS8
T5 GC DEAADN =KLMW T MBI/ MROBEEEIC OWTIZF BTV, £ Z TR
BFEClE, M /RCEA BRI 5 6C EAAN=ALEZRALNCTHEEHIT, By
7 A MR ORERE A FREET D Z L A BRI L LTz,

2. IROEH

(1)GC BEARA I = X LD & T DE R
QI MRS D 6C DI
AW TIX, Mm/RERE X X7 GPIb U35 2 EBRHE I TV D matrix
metalloproteinase (MMP) (ZFH L. M/MRKE Y GC BEAIND A =A% MP BH
ERNAZH IR L THIELT-, £72. WP FAEAFIFINC LD 6C UIKFRE% western
blotting X° flow cytometry ZF|H L CTHiEEL 7=,
@GC OER (BifA% ELISA (2 XY fiEHT)

(2) Bt > 7 AR I IR A RE AR AT
O/ MrEEEERE (agonist: collagen, ADP)
@/ MRIEEL~— B —HIE (p-selectin, PS exposure % flow cytometry TillliE)

3. HRDHERE

(1) GC FEEAERA =X LD & T DER
OIf/ MRS D 6C DYk
A L0 BRI U CUERL L7 R /MR 2 22°C « IRIZRE L. BREFRYICIRE 1 /M
O EiEZBEIE, ELISA ICTRIE L7 & 2 A RET DITHEV GC REEIFIM L=, —F,
M/ MREY GC MELEINDAD=ALEZHLNIT HI2DIT, CD42b % Ul 25 RIREM:
MNd 5 matrix metalloproteinase (MMP) (235 H L. MMP FHZEHI, GM6001 Z {4 i/ MiRIZ
WU 7-4E 58 CD42b U sl & vz,

(2) Bty 7 Ak MRS RE AT
O/ MR EEERE
e ANRT T 47 X 0EIM L., platelet rich plasma (PRP) % [A|IX{%. neuraminidase
MBIZ XV T AL Z#FHEE L7-, collagen, ADP, ristocetin HIIIZ L A I/MRERERE
VIR /MR & beEE UL S 7 UAB I/ MR CHEFER LTV /2, F 72, neuraminidase ALERETR
PRP Z¥eid L. eI/ MRZ/ERL L . thrombin BT CHEEL7-& Z A, pRP & [REICH
T AR MR CEREERE MR L TN T,
@i/ MRIEHEAL~ — A —HIE
Neuraminidase LFR|Z KV 1& ST 7 WAL IR F 72 13 R /MR 2 HT CD62P $T



A¥ 721X annexinV Z T P-selectin M/ MK PS & H L/ MROEIE 2 HIE L7T-
MHEE CTEIRD LN o7, RIT, ZHUHIM/IMEE collagen Hillid#%. P-selectin 3
B/ R ZBIE LTS R, By 7 b/ MR CZEOEIE TN L T, £/, PS FHm
/MR DENE & ST AR LN CHEAMER 2355880 H 372,

4 HRORE - ER
(1) GC FEAERA =X LD & T DER
CD42b DFEBUL, M/ MEEA|OREIZIEVVER T 5 —7, 8K E3EI2iX CD42b OWr A Th
% GC I LU7-, LLAI. Jansen ©lX matrix metalloproteinase (MMP) FHZEFA!, GM6001
B U AM/MRICEIN LTz & 2 A, CD42b EBUR T AIHI 252 ENFAEETH D EHEL
TV /= (Jansen AJG, et al. Blood 119: 1263-1273, 2012.) ., ¥ Z C. b hfi/MRICE
WTH GMB001 ([Z[EIBEDZhE NS D MEFE L 7= & Z A, CD42b OB I nH| 7=, CD42b
I, MRS I E B ST HEE T ABRICEEREA CTH S Z &b, /MR E IC
FEVN CD42b REBLZHERFT 572012 WP HEREAPAETHZ LIIBD CEETHDHEEZD
N5, —7F., GCITLIATI/ MROEE~—h—& L TRIE I N TV =2, ZOEEIZRIAT
b5, S%ITM/IMRA|IORE & IRITHEINT 5 6C OREZHALIZT L EEbIC, Fix
AENIZ GC BEDL BWEIET HDIMRFET A TETH D,
(2) Bty 7 Ak MR REAZAT

EEEIM/ IR E U THER S TWA B 7 LI MR OBEREIC DWW TIZAR S 8B 720,
% Z 7C. neuraminidase LERIZ XV WL 7 Ak L7 /MR D EREERES® P-selectin FHELER,
PS BHM/MEOEIEZRE LT L Z A, RO/ E B L TWOF I HEE58 L CTuz,
INETHFH LT, PNH BEICBWTHLY 7 UEII/IMEOEIE RN ¢ 2 RE LTS,
—J5, PNH (2B 2HHA 2 EPHE L L CIIARERM OGN TWVENED L I L THERS
NDDINEDZF A= ALERIEMAIIL T2, 6> T, PNH BEICBIT OB 7T
IR MR OEIG O MARTEREICRE G T 2 FEEE S H VD . S%IF L 0 FEM 7 i/ Mx
MEREFEAT I 3. BEA~DBESIC O W T ORI T 2D NE L E X 5,

5. ARER

(1) FRFEF

OBR—F, HEBET, AR, ML, wEE", JIoKsk, E3FE(THI. Bernard-
Soulier JEMEBEFREELURMAZ AW/ MREEERERE ORA, BEKBRETHE
14(1), 18-23H, 202243F

(2) REAFEFE

OFR—F, ILAME, H2FE, e, ) 0RE, AERE, EFE1TH].  Bernard-
Soulier JEMERFEREEURIA A Vo i/ MREESEREMR A FEE O 2, H 158 B KRR R A
FHEFRFEMAS (Web BAME (2021458H18-268 OHIfA 7~ FEME) ). 2021
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