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EASBHNSTRRANS (EANASSEARES)
SHERRBEE

| TEBE TREER U SR/ ARSI ETEI S 5/ F —0 2 5]

Wrgensd . & XED () EDES - sHEEBRTZE L > & —mbe e )
HREIRFSEE - M FKE - LA - Kk = - =0 - AHE XD

1) (M) ENTRE - SRR SE & > & — ke PAEARE

2) [t —FRERFFERT BB FLSE—R

MREE

AKX (LEIKREEFRARAR R(CLHHE TRES B ARG R EMHESR
THb, REEHEBDSBEE T EFEHNERKNIZHESESIMSRPIIABEETE S AN
F— (L TFSRPEA/NF—) [2DE, HAGKFH X (LITIBM) LD B ZHICETICEREZE
ERE LIz SRPEANF—OHETEEFEIEEELESORDALSREL . FEMD OH
SADBRATANEELZRI LA HD BTEFICMA TFRES,NHSRLIBMER
BoTWV = BE FEE CIXMKHEFREARFLERONT ., WEFH O INHE HET - EMEA
FARTHY. BEFHD S MHMNIBMERL LA REMENH o1, FFICEETH o =IRNPHLAE
BSERIE, BET - IFIRPEE AGEC, HRERR TREY—H—THHHLA-ABCIGIEELF
Mot=. FIRNPHUAS I ILSRPEA /NF—DEBLEFEEZ =,

A. IREBH

B A 28 13 dime R WE FE A% B R R 421 LD T R E 03 RO SN R 22 R E TE AR R R
T % (Oh et al, Mayo Clin Proc.2007) , 2EME R B0 H i T [ = 03 i FREVIC R RE & 72
AHISRPHLRBEME G KT DWW T, BEARFHREOERN %, FFloHE NICEREBEIRFILI.
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Wz C20084E L2 T - TR A 52 1T 7= SRPIA /N F — 540 (B2 &tE3) D% A EHREt
E{To7-, 2fHe TGRS L OFIRERE AT o7, W T IER O RIZ OV TIBME LR
L7

C. MABR

L HEENRIEER, BAEZMIIH Y AT 40—, RIEPLZ B E CORIBIL 2.6
(1-6) E-TH o7, EHDSALATIIMMT 0-3L~L T, ABNZEIRTE F 2586 72, 45Tz
T B EE ARG A LD 101 UL 5 O A G A PRI T2 AR B TR BT, AR
SEAR D22 22 b2 fFbe R (VB TIHEEIAEO R T oK o - BERYORE . 16
SRS 2D T, R B CIREESE - BAERRMEDS H YL b, 3B TIEAAE MR EIX B L7277,
HLA-ABC 2Tt 38 Bl 2 385D A i BRAED B 3R 11 20%-100% T - 7=, 2 O AT aA K Tk
EREALE LT3, SHNTIR I ERR, 1B CATuARIAA_AF—2 500, 1EIIHERE R H
WAT AR B EZEL ., 20 G0EmEH (7l 2244, > 7aZRY - 1E)OEME
BECELICHEEZRD T, IBRIZIVH 1L FTEEN R ELZEDBVFTOHRFITZ L
77, EE/ R EAE IR ST HiRNPHUARRS 2 F DO ZE AT T,
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FEF 1) 19 Btctk, EFRITBITAREE, BEAERE - AETE R - TR - RERE IR T & 22 L,
14 B7>5 Raynaud BUEHY, 15 5., & EOME FREREESHI L2, 16 5k, A K5
WENCEM O KT & CK BB e Sz, 18 CHIIBRITHARFREER o7, 19 A%,
W T REEEAHYAREFENBD L, BEEAEBRRTYR AL, ABTRFAE 28.5kg, BMI
12.2, 25 OHEEREL G K T 2880 ITALF MMT 0-1, AL MMT 2 L L7E o7, BT
BT CK 6881U/L. HiiZHiA - HT RNP ik - 5T SRP ik - MMP3 B, %VC 1% 9.3%, &M DM
FAAFNEIR T 238 NIPPV A LT, S BRI TIIAREMEE L, B CT TIT@FMEDR
WA B MO R ZENE LABI BB, R IREE T OWE T &R CIIMEEAE DILRSY | MHERIHEIX
1AL RN TR EEEEF S OUAEIC LD LI AE OB K CHlBA FIRE/E o7, 16 %
RIS R —EA RS LRI ES U7 9 ERARAR TIR. ARRRAE D K/ NRIF] RIE DB KR HRIERR
He DO REERIARIEHY, HLA-ABC faf e 8 CIXIEH RO I AL OE RIS
b A7.9%C RFTMERE L ROT, ABRHCRRMEERRZ 580 | IVH [CR2RBEH, BEER
% AFOARIYLA{1g/day X3 B }3 7—HifTHRE N AT 04K (Img/ke/day) BRSA, BE
CK EDIE T AMER L T=723 #2711 LA 3mg ZBAILT, CK IEH AL, #7) - &b EL,
HE T REEOWEIC LR 0B ERE BIAA T2 TiER LodEIIZ L o7,

FER 2) 48 ER B M, EFRITAAI, BT, BEERR - KRR, HAE - IR E 2L,
47 B BABEPLLEKOGHETLLEZAR. DEAZNHE L, MNRLEWH X
Raynaud BUFEHIH, &, BMIDDEZ LSV REEL o7z, 48 B, SRHIRZL., AR THRE
SBUT LT, 15FE B B0 AFRELRT IO SR L me T NSRS 2T L., ABths, A E
43.3kg. BMI 16.3, ESTITFRME BITIXEHRME o7, AL MMT 2 UL O K
Thb, By CT TIIE B E M A - BRI OB E fZE 278072, CK 56531U/L,
FUEH LA - 51 RNP HiA - 31 SRP HUEBBHETS ~ 72, %VC 51.8%HK FL TV e, $HHERK TIIH
EMEEEALTE T, BT &8 CIXMHEENHE R 2 &% D7D OIHIAFR B bV | RHEZ 780 72, ik
WHEERS B AR R b e o7z, AR TIXR/NRR, EIEHRHESHY, HLA-ABC it
TRGBHOTEBEICRELHY, BEEMEA 2RI, — R LERERE LEL
Lz, AFOA R L RFIEICEEO TR 0 27 AR (1mg/ke/day) % BR#AL . CK EDIK T 3%
WL7-7-% . Z70) AA 3mg BB G L, CK EIZEFLL, MiE®E-127) - B RAYREET
DR RO, ZOBLREEMEA 2 RE L, 1HRE& O TER Tl BRI RO
Do Te SRR HE AR 2B i3 h o7,

D. 8

B RNP HLABB LG 28700 R E o By, FPRESREIR T 238072, HL RNP HiikEME
B A I TIRIE T AT A RS B E SN2, HE RNP HLikBS M SRP 34/ 3F — I3 HAE(L
F B FREMERE % 7=, SRP A/ —42f5 T, IBM W T & U CARFA0 7 bR PIE 58 55 B
K ARANTZRD 2o T, SO ENE SRP A/ SF — Ok T i 0 3 KRR % A
WCIFEETHEB X T,
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JEA B BRI AR RS (R BRI )
SRR &

FEP AR RICE

WL HEE

I7 5 DNA —AEHEIW s D FRET

BT (B ERKFMHEANR)

KRS WEH W PHEE. &7 S GIEERKFEHEAR)

hEF E RIS E

MREE

OFE B AR 2 (s—1BM) 12
D RREEPEW) D378
s—IBM 10 f1.,
L. 1) DNA ZARSHENWTERALIC

ARG E1E BESE DNA-PK D 3 D DRERLE H T& 5 DNA-PKcs,
s—IBM O 15 B 0 Z2 s
D BTz, $FIZ Ku70 TiX,

LIRS LTz, TO/RE.
DNA-PKcs. Ku70. Ku80 DRIk E ¥ 1378

BT 2 R D% E Y 2
1D BND, ZDEEDEMN DNABEE > TV AENRE Lz, HRIT
*tER 50 Bl TH B, B 60 FlOERFFOERE Y VA A Z > MR ZEL
AEULBE AN HAX DY ER{EA (y-H2AX) & 2) DNA

EFE v F —MiEAE)

724 (rimmed vacuole) WITIXEL

Ku70, Ku80 % %y
ZLIE LiZy-H2AX & B WX
72 M BE O i |2

FBT I BB MRS M S B I B S 7= 72, SRR HORIRIT KV KuT0 36 X OV EAR Ak
BHOTRAY v, DN ~v—h—DZBREL{TRoT2, TOHEICEY, ZERLHR
HeIZ BT B EES BRI BE TX -, RBHC Ku70 ZBZICBRV A ENR WD, %
WCBE-TVE I ENTRINIBBELNZ, T KuT0 DBNBITEE 2R
+ A%, KuT0 DRBE BT CHMER SN, —JF., BRI OV Ty-H2AX O 5%
KIS et Uz it 5, s—IBM Z2fafbiie i, s—IBM DO IEZERabRMEC L R R D
BT A A A BB RS E < s—IBM O #RHE D222 M & DNA AR
I L TR TWnA D EEZ BN, LLED X ST, s—IBM ik CTldtx
OReTME. DNA “ASEIE O TLHE, X OBEENREIND, HMllEOZEICEE

NEZBHZ LD,

A. IREBHW

PLFE B AR R (s—IBM) FBE DB #%
HdERRCIX. RIAEMIL OB EEG. Mk
WA~D B -amyloid DILE. BHEY 2=k 72
CORBEZANENERD D, ITHF, %ﬁ
HEWC D B < ORIV ZEITIC
ﬁ&é&#éﬁ%#aahéoﬁwﬁﬁ
HEFF % A 721 DNA ASH BT s
LEDOEEREZICE LT, s-IBMEBF L =
v hu— VEBEOERG AV THRE L

IHLEDRENRLIELENTWD EHEI N,

ol

B. fRA&E

s—-IBMEEFE 10 AL 0 AND =z Fr—)b
BENSELNIZERBOZ VF AL v
NI & VT DNA ARSHEI T DFREE &
LT, Ser 139 FEN Y VEfbEhict A
k> H2AX  (y-H2AX) . BELTNDNA =K
BEIMHEERESR Cd S DNA-PK R B D
DNA-PKcs, Ku70, Ku80 (ZxI4 2 Hilk% H
W THRBEMBR R 21T o7,
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