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BERADPBRGI SN TE T, B TH. 2 E TICHFMatko—>Th 5 HepG2 fifdzHWTT L7 2
VR, MR ORBLE TLE ST 54, I ROTEEERIE A L CE, L LARRL, 20
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o,

2) BRI A 2388 « MRS O T2 D DI A X ADIERK

PR EWAMZIE T b IPS G R, RIS 2 B O 7 SERI BT A B O $5) - MR
FDICHOMREREE > T D, —FH T, BIZEIFIEOHEED 212, WFFEE D303 L < ke - 1E A
TED LW PNFEIZET 2@ 72 HIECHROBMENTHE L o TV D, M2 F 7235 -
LRI RBEE OB OERFH] - HEREERTH 2 HEL LT, MIRENLRIHFEMFITMA
T AMED, JEAEEE . RBFEEEN OO T —N"—FBIZL VBRSNS T —F v 7 TN —T Z ikl
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55 < B ARG - BCORMENBRVMEENIC RN D L EZ BN TWD, £, FB CHOREITA R by
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SINDER ST 2 FFEOWRMEDOMRRKER 1 (MPREER -3 (NI3) & iR E R (Brain
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&% Dock? DB FRBZIMBI Lo~ U AT, #EPIEELTL2 L2/ L7, 612, WERET
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~ U R LB BT T L~ U ZADRE ATV, MR OWTRET 21T o 72, B MR OE 81
B G E & FICRET L7253, ODock? DFEBLIE, RAFRRE O REHFEAE 2 Hi 3~ 5 23R 5 12 135
B RIE S 720, @Dock? / v 7 X7~ RALIREET N~ T ADREUZ LY | JRIEET L~ 7 ADHE
IR AR BN E SN, YL EOFEF LV . Dock? 1TED T8 GIP # S E HE (Racl, Cded2) D%F
MR (EMERT) L LTEMAL, TORBUICK VEESERITImEI SN, /v 7 ¥~ XA TIEE
OIFIRENNLE SN D02, B¥ERMEESND L, Vv I X T~ T ALREET L~ 1T A
DAENZ LY | Dock? 28 & SBESETZ R OINHIGE S 2 PHE L2720, JRET T /L~ U A TIIBE A2
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B 0T TIBAY ONT 9% TR S TWAZE R A i Rab7 238 A4 % & i o s 22kt £ 23 plE S
N5, ZOREERT VT alBE2RNT52Lick) ., ENALNE, U EOREL Y, Rab7 &
RTS8 % DAL OMT I8 Tl » V7 B RRENE 2 BB T 5 AIREMES R S L7z, 4% invivo
TETNEWEZ AN TSL T BBORRICONTHRFT L T FPETH D,
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BLTWDZ & RWE L7, BIGL X, Arfl OIEEZGIEIT 2 X 7 AT REHK 7T = U VB
WCEHEHLTW-2 L k0 7Y TRl 72 BIGL O/ v 7 77 h~ 7 2 & AERL UfifhT 21T - 72, BIG1
ST R TATHE, BARMEEK LTI VEOBEINELS 2oTEY ., FRCI=Y VY
Wz ORBBNB BN, EHIT, BIGL /v 7T U b~ AT, IV VEOMEE 725 % 0%
7 G SRRRE D IV R BRI~ OBE 23 E L < BAFE ST e, RIS, BIGL 12 & 0 iETERI#E %
ZAT TS ACTLICBALTHIERRIZ ) v 7 T U b~ U 22 FRL I =V VBRI RIE T RE A fRAT L 7=,
ZOFRER, BIGL /v 77U M~ ATBEINT-OLFEKOFTR (ENI =Y U, BRI U
TERRZ o /R B OWEILSE) 28 Arfl /v 7 77 b~ ATHiER SN (Sci Adv. 2018) , LLEofE
REV, K7V THIBOIEAERIZIB T, BIGL LN Arfl OIFEMHAGIZ LY I = U VEROMEES LD Z
ENHSEMNE o], 5% S BITBICL O B, £72 Arfl O FRICHET D7 FA0FER LN L,
S RO 7 VR OIS, TS T U AR A R 0 4y - FAR O iR BH K OV BERERA |
S OITIRIFRIEDOHE Z1T > T FPETH D,

3)  HRRRARRRML X = U YR TS AEASAE O fERA & DTRRE L O BR %S

HX AR R I T, RIFMRERD L 5 738 EilfE 2 B CE 2 in vitro O FEBRITREHFE IN T
WU, ARBFETIEL, AR O R ORI R A B TE 57 ) 7T-= 2 —n VR R ORRIC
DA TS, #SL LI HEERRZHANT, I U UAFREIETER O A T = XL EB B2 L, X
PREIE X = U 95 D FIERERE ORI & Z DIREE DRI Z X%, e Tld, OF v MEWR KN
DHAY T Ra A N aiBRia o HEE - FERLA A, 95% LA O MUEE T oy Bl AT RE 7 MR SE R R % e
SN LT, OREN=A4Y 7 Ret A MaiBRiElt in vitro T, Z0fLifE (in vivo TIIMRAELY
DOAEBETORY) 2552 E0NAfEL o7z, @L b 7 A L2 &AW TEIGFEAZITV 50%
LEOMBRCORREHR L, /v I/ XU bA[lEE o7, TNHOERRAEZHNT, XYYz v
A o AL Ny on—YR  (Pelizaeus—Merzbacher Ji&; PMD) DJRKA & 72 5 A2 H4 2 A EE @R E G
ZuF AU R7aT 4 1 (proteolipid protein 1; PLP1) &4 U =I5 Rua¥ A +RIERHIIICEA
L& Z A, BE7 PLP BEUC X VESICI =) VBB EIND Z EBH LN olz, EHIT,
HAX AR & A U 25 Rt MRIERAIIE & OR538 R % VT, in vitro T PMD 2k 4 53KY)
27 V== T RERABL TN FETH D,

(1) HHEDL X = VU LI 38 R oD fi

PeRYEPHE S = ) ZVERE CTd 5D Pelizeus—Merzbacher %5 (PMD) DR E T & L C. ¥4 plpl LISk
CHEEOEBETFRAALNMCEN, LTIz VERASEAEY A e 7 4 —
(Hypomyelinating leukodystrophy; HLD) &IRIN %, KB FOREIZL Y, HLDL 225 HLD13 & 4y
ZENTWD, ZHBIERHmVEIEDID, BIEE TO & ZAFRRBIBEENRRE STV AR, W5
EBCIE, HLD4 38 LN HLD6 (IZ2W T, £ DET MAER AT 572, HLD DFRZA O R RNITAR G Tid7ze < |
FlzAV ITTFr Ratag M EEZ LN TWATD, IR AT AZBWT, HE T 5EKE
BT OREREBET—RTHL IR g VAZER L, 4V I7 0 Rada MOER%G, s o
Wk %179 2 L C. in vitro TORIEET AL EZ/ERL L T % (Data Brief. 2017) .
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60kDa protein 1 (HSPD1) DSEZERKD TG Lo AV = V<7 AE{ER L=, SZE8MA L LTI, HSPDI
? 29 FH D Asp & Gly (ZEH#L L7= HSPD1 (D29G) Z# Wz, fER LI h T v AV 2 =w 7~ 2AOHAR
DME AT LIZAER, AR~ AL L, N TV AV o=y 7~ T AOMGBERRER E ORIz
WCBESSTZ RO 2 B2 S 7= (Mol Genet Metab Rep. 2018) . Z DfES L v HSPDI DR EIZ LY
RV U DOEFENAELD ZENH LN ol Sk, WELEERLFEET L~ 22 VT,
HHHX BRI AR R R OB - 7RI 2 B B 2975 L ki, BAUCTRIR R 2 R A BRSO
BRREITHO>TETH D,

(2) WX 7Y T AR O g B

7'V TRl Z W T mRNA v A 7 0 7 LA |2 K DBIE T ORBLOMBEOIRNT 21T o 72, TOREF, 7'V
TR OFR AR TIEL, HEROMIBICEE LAE S AT A TEERBHELZ L TVLHEZEZHNTVD
vascular cell adhesion molecule-1 (VCAM-1) 237 U 7HijaO A Y 25 FatA MIHLFEHL, I
U UBRRICEEM#x 2 L TW\WD Z ERH LML -7 (Nat. Commun. 2016) , VCAM-1 %/ v 7 X7 v
LT UARVCA-L DY H U RTHD adA T 7 ) OMREEEESE L L HIRRICK TSI
U UBHARE S ND Z &N, BInTWEEBMOMIT CH LN ERoTe, SHIZVCA-L &2/ v 7 XD
LM C~ A 7 a7 A ZITWEBT 2B TFE2REKE L THRIE ZA, (D69 OFBLME T L TH Y,
IHILZDOM9 %) v I X T LTIzw TATIEI Y VIBEAREEIN TS Z b, adA T 7
UL VOAM-1 A=Y VR Z 2 b a—L L TWAIENY TA< D69 ORBHFME L I =V LBk
EREILTWDZEbHLNE ol —H, ZOZHERIIZEUEBWEDIERETCH LT XV Y ~T
DIER S THHD I ENHREINTND, TV Y~TR AV IT L Fat A MIBBE LTS
VCAM-1 EFREET 22 &Ik, 72U Y= T DORIWEM TH L P2 ~ORIEH (RIEVED >/ RO
(RIS BE U TV D BRI SN TV D, ZRETOMETAHY 572 RadA FTH
BLLTUW5 (D69 7% VCAM-1 ZFRHE L I =V VB A T > C\WD EEZXbNLZ LY, AV AT i
P A FDCD6Y HVEMALT D Z & THE VY~ 7 ORWEHO—>Th 2R VA 2 0855 S & 5 mlhet:
WD, 451 D69 ZiEMALT DAY DERBRMHT 21TV, IRFRIEDORREEIT> TV FPETH 5,

[“FR% 29 47 (2017 4F) W50 4% ]
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