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(Differentiation of vascular smooth muscle cell from iPS cell of moyamoya disease
patients; functional and gene expression analysis)

HE L HM] LR IINEIE R OE T2 TRA S L, v 4ED
2 BRI 2 ARAE T 5 72 OIS RIS AL AR B AT BE D FEENFRD LN DHEBTH 5,
2011 2 H 0 b O P11 & L T ring finger protein (RNF) 213 23845 X 7273,
RIETHEOIREINTILTE > TRV, R0 <09 O BN BRI BRAIT FLI X PNIBE O B A e 14 =
EHEOIEE LA R L, B FEAE (smooth muscle cell: SMC) <° T U »/RERAWN
FEZAEFE L TWD 2 E BRI SN TV DN, b0 LSO BE T T L) ST S
TWRW2 D JRREB OI5 T2 78 - T & o, Z D728, 2007 412 N T A (induced
pluripotent stem: iPS) MO A IEEWE S TLARE, FRER R iPS Ml 5 Mk
P XTI A O TR e TR S LTI A TERY . L 0mICBNThH
iPS #ific 2 WA BT T A HE S D K 9 IZ oo, AT TIEH R bW EE O
KRR M EAZER DS 1PS fia 2 /2 L, S SN (endothelial cell: EC) ~D%y
EFEZITV, @FE EC LI L CTEEEARMET L TSR L, b b0RIckiT
5 EC OESRERFAZH LM LTz, LML, SMC ORERFIZHOWTIIRHREE TH -
Too & ZTCARMFETIX, RAETFHNCBHHATEIIRD SMC B HfRIMAEEIZ k325 2 L ITE
H L. iPS Hifa) & it tEapiiid  (neural crest stem cell: NCSC) #/MbiFE L THnb
SMC#RBINT 52 & T HRLMOSMCET NVEMNTHZ E2HNE LT, 51T,
HR0H 0% SMC £ 7 /L& H W CHllTaBERE OB A5 TR BL_ L ORHB A ik L T, EC Rk
SMCIZHLEERHDNEHOMNITHIEE2HBNE LT,

[t LBl 7UT AbR b0 5 RNF213 @ Al E AR (p.R4810K) ~
THREADORADRLLOWEE 34 &, TOBHEMOMEERAN 3L ERRE L, LITHE
TR L7z iPS filla 2 W7o, iPS Mgz 7 ¢+ — & — 7 U —Bifb S w5 B & L C,
basic fibroblast growth factor., SB421542. noggin, Y-27632 #sNE5#1% FH T iPS i
M NCSC ~D i bikE a1 T o7, % _EMEE LT, tumor growth factor-81,
platelet-derived growth factor-BB #sIiEsHZ vy C NCSC 7> SMC ~DO 57 {bifE =17
o7z, EM b, EERNB X OERMARY A7 —BESS (polymerase chain
reaction: PCR) %47\, B3 L7-HlakkD SMC ~D 73 b & . Sl <o Vg i BBkl e &
L CORGIEHER N L ZFER LT, 209 2T, B & /5 & O ZFER] < SMC
DOYEFERE, WEAERE, IUHERE & LLESMRGE L 7o, F72, SMC O~ A 7 a7 L A flfEIER T
BN 21T, L0 S EEEH OB TREL T v 7 7 A )V EfRNT LTz, RBIZENE
HrOfERITEEN PCRICE W RRGE L=, & HIT, FETHFSEIC TR U iPS Mifatks» & 431k



FELIZEC DRI —~A 70T LA 7Ty N7+ — L THRIEET—Z 2T, [[A—0fF
FrFETEEFRIERFRAT 07 7 A V2 ffiif L, SMC OB FRIET e 7 7 (v
il e & HeBmEY L7z,

[F#R) 7 4 —&—7 U =Bk &87= 6 k2T iPS #l2 T, Oct 3/4, Nanog, TRA-1 60,
SSEA-4 Mgt a0t T, ZREMEPSHERF SN TWD Z L 2R LT, oikikE
L7=NCSClE, 7r—HA A U —"T 94.9%LL EO#iE T CD57 & CD271 2 5k
T, BEYt T Nestin & CD271 23 “EHETH Y, NCSC FriEz2H T2 Z L kR L
7o Bl&EfEE SMC ~DOLFE ATV, S tds L OVENMER PCR IZX W SMC R
p~—Hh—"T& 5D MYH11, calponin, SM22a. aSMA D3I Z2HD7-, E&H PCR T
I3 CD31 & CD34 OFHTRD T, NCSC 7> B4 Uk E U 7= #2841 1 S0 1 7 BT
AT N E bR Lz, &2 bob00 vs EFE CTHEE L7254, SMC OHEJERE
(FEEROBRE & 72 v ORI & SRR U 7=BR o [lRf% %+ 0.0059+0.0026 vs 0.0090
+0.0021; P=0.45) . #Fdhe (WAL D72 0 OWEEMINE : 53.9+9.0 vs 49.6£6.0;
P=0.30). [ffEse (MGEWERINAIEZ OMaEmAE [hm?] OZ1k . 8363+723 725 7718
+£656 vs 9735784 /75 91057605 P=0.18) X\ I b _BEM CTEILZ2 -7, SMC
DO~A 7 aT LA MEIELR TR T 07 7 A V350600 Sl E CIEFISELI LT
BY . BOEEENT CHER MU LORBELEZ R LIZDIX 6 BEFICHEST-, B
7 PCR THGE L7253, D 5 6 DCN CEEPREIZAE T 4.5, P=0.12), SLITRK4 (*f
YR EA eIt 5.9, P=0.12), PCDHB (CFE¥3EBIAE I 0.832, P=0.12) @ 3EIs 1T~
A 707 A L—HLELE LW CORBELHOMEMEZROT, —HFECO~Af 7 a7
LA MEERBE BB T 2 7 7 A MIEATHE T HIMER L CVV2i@ v 06 0 &
M CHIBR R 2203 5 2 & D3RR S 4L, FEBLAZ BT T b 120 BIE - CTAHER 3{5LA Lo
BE# #2707,

[E%2] iPS )5 NCSC % TR S 7z SMC (HAMIM A % @ in vitro €7 /L &
W25, SMC DHIFEAERCHEERE, IHERE & W\ o 7o MRS RE I & & OB OM T
TR < . RN REIRRBICOL ZEZN R -T2, ECIZOWNTIE R0 b 005 (2 Fr
B 72 MRS RE 2 AT R TR SN TR Y . AFFEOMNT TH 60 b O R 1B s 1
FRHEMNHER SN2 EnE . SMC LV ECOR L0 EREICHE 552 &
PREBEEIND, HRH0 SMC TRIJLEZ RO Z1EE D 9B DCN (decorin) 13,
IEH M OEFEPET T Tl < Bkx 72 IE R B OIRKIC G B 5 70 EEME e E 20> T
HEIND, BIRIRNZ L2, ECO~A 7 a7 LA T THE LN RBLAEE R 12

DCN ITEHEN TV o7, BT, BERIHIC T EC & SMC 04553 €7 /L C DCN
28 EC OHIERPWEEARET 2 L HME SN TEY ., b0L0ROMNIME Tix SMC THIL
JLE L7= DCN MM#EMIC EC IZ/EMH U THBER T A2 72 5 L. BriER AR AR 7 &
DHRGOREOMAE R A | &k 2 RN E 2 bz, ABIZE CHEETE 220> 20
KR E LT, ERTRMATHFHS =7 A b L AR EORR, SMZERS EC & SMC
O H AN MAEHREIC ETERICOWTE SR D ERNETH 5,

Uitam] 606 00 E Bk O iPS Mlfa 6 ik S ERl i B ok o> SHEHER B IR AR S A0
VIR 2 T D Z LTI TREI Lo, &R0 X005 O ML -1 755 H e | 3R e
RE BB FHBL T v 7 7 A Vb EEH & OET DR < NI ORF &t R TH
ol MIAEWTFRNTIE, EEFHME L Y bR OT A TORERE 2 R L TnD Z
EDIRIEREND,



