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[ Mutation in the tail region of MYH9 inhibits disassembly of

non-muscle myosin ITA |
(MYHO K DR\ L A3EF 2 4> 11A RLES O#H)
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[Mutation in the tail region of MYHS inhibits disassembly of non-muscle
myosin ITA ]
(MYH9 RO % BT L DI I 4 v v A BRES DD
QR

LR MYH9 EWED, REMBHEAR CORRERMREN O AR (Dohle
BE/ME) ZOAHERIEM/EEECTH e, BERI/MUEL 2T 2UFERE
Chh, ZOERIT, FEH I A BEHE A (non-muscle myosin heavy chain
IIA : NMMHC-IIA) #2— F95% MYH9 @R TO~T 2 ESERPERTSH
D, ERAHEERERT D4, 30%DER T de novo ZEIT L HIFEHHER
HhS, THETIZAA «~7 U BERE (May-Hegglin AnomalyMHA) |
7 =y b —fEERE (Fechtner syndrome: FTNS) | B /ART ¥ EEE

(Sebastian syndrome) . =7 A X A EERE (Epstein syndrome) & Hk % i
FERR S L C X 7 FERERIT. B — 0 MYHIERE FREITER T 5 Z L 4 L,
O EREETAREEAS L LT MYHIRFENRE S,

SEf5 2 4 v 2 11 (non-muscle myosin ID) i3 A&7 >0 EH#H(myosin heavy
chain : MHQ). #7844 (essential light chain : BLC) | FHHEE (regulatory
light chain ; RLC) o205 AEETHY, ZEOHROER L BEWVERORZ
WA oL Y R REE R o T D, BEERIE ATPase JiRPEEML &7 7 F L4
B E BT — FA A  ERBEHCENLTHLHE R AA L2
TIFT 4T A NEBNT - =P N e UCORRERHE 5, R,
BEIII A I NEE LTSN 7 47 Ay PEERT LI LT 5,

ZHET MYH9 ZEBICOWTIH N9SK ZR 72 X N Km0 BFIZ-20T
OFENTIIAT ATV D, FhEM MYH9 BEEOZ IR 6D CRimfRio
Z R (tail mutation) {22V TIEZ DIREIEZR O IR TH 2,

ozt MYHO BT CRKMERN AV U FIIET S+ A=A
LAEFRRT DB, NF a2 VA NVABGFRERAZ X —REANWTIA LY
NEEERD X I EREIT T,

B : NMMHC- TTAD CHRMEATE BRI L DRBO5 A B = A b 2 EH
Do

FHH: o % 2 m A VABETRERAY ¥R AT, AR D1424H,
E1841K @ MYHO LR 2 et o 2 43 o REREER L, Mg?-ATPase




WEMEE T 4 T A v MERGEEABIE Lz, E72 in vitro DT & LT, HEL #HAR
(b ERERE QM) (26 LT GFP i L7 B4 MYH9 & C R
EEAR (R702C, D1424H, E1841K) %#H9 5 MYH9 % MH#EH =9,
12-O-tetradecanoyl-phorbol-13-acetate (TPA) 1= L » CHbFEIN D
proplatelet formation (FEAZERIAEISER L) OZEBRETEMICHT LT,

X517 HEL #4582 % LT, RNA interference (RNA1) & W T MYH9
Jwy Eu b AT RO TI8D/S19D ZREEE (T18 & S19 @ U ek
R AR @ proplatelet formation & AT L7z,

FE B : ATPase IEVEOBIE Cit MYH9 2 24k & WA COREITFED T, MYHY
EERIIEGIAV Y ITA OT—F —EHEICEELZ RITSRWEF LN, H
B3 Al ATP EFE T CRIEAS L TR EREEA R L, BFAR T ATP
BNz 5 LMES LHEERE2A0, MYH9 ZBEECIIMES MK Sz,
Fi . BTEMEOBETHRMEIC MYHIERHFECIZATP L2127
4T AV NOREBEAEOESE ERERBREOBR RO, bIL, n—F I
7w By ZETEMBET RGN £ 1TV ATP 7742 CHRE AR
Ty U HBRITESCRE LSRR, MYHY ZRGCIHME LT
S EAICERD, T ORERIT. MYHIERPIA Y 74T A PO
ERREAG-HESDI AT I v 7 AZHELTWD LRBESN, 77 F 34V
VOB EREBREGT TN EELORD, TOREEIET D in vitro
DFEE L LT, HEL M0 MYH9 BRI LT TPARIM AT, EREHRT
W 5 5 proplatelet formation 23 FEE XN TN HONRFRD b, Tz HEL
WEE R LT, S A0 T 4T A VEREFET DIV EEHO
T18D/S19D 2 B A |35 545 L. I proplatelet formation A3 HE &
N, “hicxt L. HEL #ifge> MYH9 % RNAI T/ w7 X7 L TPAIZT
Mt A L oy b —LHIRE & [IEELZ proplatelet formation 23889 Hivlz, T
o ORERIE, MYHI BEE T, C RO tail mutation 23X A > ORES
AHIEIT D 2 2o Lo TORIEME(LE & LT# %, proplatelet formation D47
R, BE LI F VT IF 7 4T Ay MIE - T Dohle #/MEEIEACT 5
EEZ LD,

536 MYH9 @ tail mutation 28 ATP i L5 I AV VHESTEEL TIA4 Y
VIBEEEER L. T2 R34V OB EBR A EE L. MYH9 REE
OIEREABICEE LS LT D EFEALND,




