20// 2L 2034

EEHBREFRRERBE
AR BRIRFRER

R et KBRS - fiR ik D R B AZEA - SRS HEAT
PR AEEEMELILO AN —BEICRET HHR

FR23EE BiE-THEMRREE

MERRE iRk F
FERk24(2012) &5 A



AT BRI R R mBh &
BRI BT iR FE S 22

SR REIRE - AREEDOEBAD - ZIRAREST
T8 - WEEZ B E LI LY R MY —EBEICET 5
BrE

EfERE Rk F
k24 (2012) 4E5H



H 2/

I. WEIERE
FIGAERBIRNE - AREED KAEMRI - DDRAVLEIT TR - IbRE BRI L L7z

VYR N —EEICBIT BT A5
gk =

(&¥) BARRNALIESNEFHER T — & ~—2 (JACVSD) ZIEA L=
KEIAREEGI L A b U — &~ DIER

II. sy
EAEMER (BoHRRZ2ET) &R L LI KEIRE - MR8

(XS B AP RR AR D 1R F
B K
(Bph faamRs (BEERRZED) 2HRE LIoKBIIRE - MR35
SMBHESREGEOMFS (JCVSD 2008 - 20094 EERK

III. #WFZERROTIITICE T3 —ER

1V. WFoeer4 &

V. BREERERTATR IR

10

21
22
23



BAGEBRFM RS EERERRITAESEE)
iEp e &

FIRMERENRSE - MRRED KEEAREA - ZURALIET TR - IRREZ AL Lz
VYA Y BRI DA

MRERER K F HEERFRFHREFZRNER 2 U F A PHEFREEIR

MREE

REWRE « KREWRAREEIETNITRD TRERNE L . E-F0RETERIIEINMER
WHATEPIPOLTHEVEREN TRV, FEBET D~/ 7 VEFERITIRENR
JE - RBE R AT AREBHLRERTH I, RIRARIZOW CLELRE RO R EA T
WD HDDIE- LT 7 EFERHEGNC I T 5 KEIRE - SBEEC W TIEZ OB GFEE.
BIEREZEICOWTUEE A EEERE LN TV RWVORBRETH B,

b KRENRAEEE < KENRE O IITBEEHERO BV FEIEEBEA R 5 KERE -
KENRFEBEDIER] - EZRH Y . BEA D =X LDETIE LTHFOBETFEE ORI
B« BIEREROMITIIZ OFREL =0T I ERNTFHRENDE, LMELERLERICE
3B ENSEER - FRITOWT ORI DR SN T IERIHRE 1N L < BEEREOAES
BEICHT 26, PRIZOWTOFERIIEONE R E 2o TnE, EKEIRER
W2 X BICRIIS. 5EA/108 NRETH Y SEFEZ A TOEMERBENIZZTNES<
37 < AEBEBEOARBOHIRICITERS - FRDOEME & £ OkEr e i BEF - ##T 217
HADILBEROBEAMLELEZDND,

BElZ EBRAYIZ X International Registry of Aortic Dissection (IRAD)-<ONIHAS R
P — OB RKERREB DO NA F U V=R BN LY A R Y —Hf3E (GenTAC) &8
EHEEDTRY, KENRMEEEEFCB S KENREES OBEESR OB - fi#ir s
LA N —BGORTHEDD Z LICL VESE - [REDR - THREIZOWVWTOEEICER
TR RBERE I NIED TN B, ‘

AFRIZ BN TIEBRAE E TIE 2 OEREBEIC L DB N =EFOFEITIZIS 2 H DD —
DLW EYELIBIMEN. AR R IT 2 38 272 5 KRR ZE 13612372 < . ARFRIZE
W, ETEISE UTKENRE « REREBEOLBEBRZEICLZLV IR M) —#EEE
BREE Lz, EEIICITKENRE « KREWNRAEBE I OV CTHRHER 7 — Z ~X— A (JACVSD) %
B LEATMBEOL VR N —4EE - EEROVEREENREZBEEL L, 7—4
A A HRESCRERRT & OFRE - EE O L, AR RAPEREINRTATES O - fRT
& U TR VI OMRAERI R Z B LI LE LR MY —BEERTICE - T,

AMFRLT 4 —PE VT 4 METHY, 5%, 51 &HVCERAFEEREL S BRI E
TREEL LUTHESNDTEEL 2o T 5, SR BRI 5 KEIRE « KEINRAE
BEDL PR R =L LTREBEERNEEDOAMMGRICESRICTORYRR., R4
BROE - FMRROER - X, RN EEE0 FEOME =Y e —h~—h—
EOFMMEI T A FEERNREEL LTWAS,

19954E D5 ATt L TRV EEIME M A3 3R

WroesraE :

BHRAE FEERKFEZHHBREERS BTV D, w7 7 VEFERIZ OV TIEF

R , ibrillin-GEEEESHHA L TR Y @i

BB BERY FT—7 OEBENEATHNEHO
D, FEFNT 7 CIERFIC KD RERE -

A. BFFEEER fREEIC DWW TR Z OBIBFRE ., RIERE

20044E A\ OBhEERRETIC L % & RENRIE - K
BRAEEEIZ K AFETC1E8. 5 A/ ADLI0HF A L

HIZOWTIEE A EBHRIELNL TN
DORBRETHB, T b RKEPRAEEE - X&)



AR O I I T BAERIE R O RV K IRERB M
R DHRENREE - RENWRFEEEDIER] «
ZHRH Y., Coady b DG IZ LiEIEMarfa
niiE BEFE OO MR KB RIS /AR BIERE (] D iz 1
9%3 2 LI S |2 [RIBR DFRR /R B O FAE D378

B VE TzMarfanfiEERECZ D OBIZ I L
BEROIEBEENE LS BNE SR TNAS,
LA LN BARICBIT D 2 b FikRER
%A 4 5 KEIRIE/MREEE) - ZRIZDOWT
DI TV DR SN T=EFRE N L < B
I RE D ARRECTRRRIZ KT B fUi. THIZ
DN T OFRIZE ONEEVRIL L 2o T
%, BYOOHMEIH DRRICIEE R FIKE
DIEET B L DDZDERNPENENT,
BHETOEMRZ L LTRIEZRDDLZ &G
HYIMFEF L LT B NTERN BFRIE
MEDJE /FRBEG 2 ¥ BT A =R IR
Bl RHERTEVIRIRWVWEBIC L MNELE
Zbhb, —HTRERESRICEL DX
K ERMEFREA TOFMERENSIZ TN
B Tk REFEFOABOHIEICIT
JER - FROER & Ok e iiEE
B - SR 21T 5 A 0@ B OB %A
LEZ NS, EEAIZITInternational
Registry of Aortic Dissection (IRAD)=<2G
enTACEWNIEEN 2 4D TR Y | RENRAZEELE
BB REREE G O BEER O
B - BT R LA Y —BEOTTED
DEICLVET - IREDR - THREIZON
TOFECHRRMANERI A2
ER B2 BND, BEE TICEx DER
BB R AR ONTIEBIDOFITIZH 55 D
DE— OB EUELIBMER. a7z R
&R e o KEELRFIEIEAIR 72 <R
RICBNTTETELIS E UTER23F
ERNORKBIRE - KEWREREHZ SV TR
JEG T — & _— 2 (JACVSD) E &2 Iz L7z A
HMBOLUA RN —HEE - FEREES
AiE L Lz,

B BFFEHik

ABFZE CIT R REARIE G 2 O K
EhARAREE - REVREDL PR MY —Dirh
FFEREEOTFT —ZR—2DIERZREY
OfF 9 e LTWB, R - 1BERE
HWOAT HFIMBELFAHN T 2Rz
NA Fw—T—D3F - BAF, BETEEH -
RIS DRE A =X NTER B LR

R —, F—Z_N—2DBELEREL LT
WS g E LT 5, ETHERERE - oF
g ELRLE LEEERITER I#E
gD £ BEFOABHEST —F N— R
(A AN GIBLESNEL FTT — &~ —
A . JACVSDEE) X V. KEMRE - KEWRAR
BEEF OBEE B RWVERIZBIT 5 KE)
MR - EEEOTRE LU R Y — iS5 A Bk
A E Lz,

BH—ERPE & U CRARBICHFTET 2 KEIR
fREfER ~ DU — 7 CBIERICTEE T A E
B Z i, Bk ORISR
DOFEREATD et e Uiz, T OBRRICITMH
PR LM+ R EEONE - LR
bELEBEELE, EBEOLIUA M —D
BENEA - BIEFEE L CIIERKENRAE
BEL 2 RNY—  IRADERBE L LT, B
BT BB R CTHIER OZE F KR T
FIEDRE « i, BRRRBORM,. &
FHTLONDEEE, ZOTFRE LTORK
REL VAN —Z5&EL., BTEB%nT
%, SEQNITHIE - AFEROTESR) DR - 2
WriEHR £ CEBAIC B G S, EFRRR -
FIEGE A AREZ - FEERIL - FERGE - i
TTENRE - W - BT - BB LB
PEH] O FYpR IR LB - JERXIRE - K5
EEFTR (CT - BARMEE L= =2 — « MRT -
REWREE) £ CRIRIZELEE 2567
LHetE L, EFIBGH R —AR— VO
3. on-line TDwebBEkbEE T 5, FEH
ITIRBE S ERMICIE D SR T LIZBII S
BEEEA) - EMRAVER £ 2T IC > & i
END, SURREEIZEEEITTRILYR
b YRR IR - TREICBIT A ETT
ERODERLZ T —F L 7 N—T %
BTA2EICLOHELED D, A - BHEEE
DA Fv—H—LRATV "N T 7 Mk
Ll LR oMbE, 2Bk bR
HDHHE - NRIRRORE, [BIEERGE
BREROFEORRELZOFEHMICEEND,
Edticx == Ik Tl sl R AN
ERLF VY —ANbLOEEF. EH. #
kS OB\ W TR I SR KB R
BRI EREIZ DWW CDF Y 3 Fr L
VA KU — (GenTAC) % EIZZH%E & LFibr
111in-1=°COL3AZE KENRAZEE - EOEEE D
A EEFCTGFbeta s Z{ACACTA2, MYHL
IEFHROFRR TR E G T 25 O T /T



EFPEEL LTV,
BWOEBL L TIEIOLY RN —~DX
% JACVSDOD A 7 53 K ENRAZESE « KEIAR
JEBE 1 2 (A 2 F FTRE 72 A HIHE I 2 AR SE L
BAMBODOL YR b —HBEEZITV, ARIM
A EMRBEORTHIEE THRSE. BAMA
OGR4 IZ IRADE EEEE~ZE L
BAEZELEEBELLTNS,

(fw ¥ T DELE)

cRBRERICGRLIET Y EBIVORESE
LRI O BRIE. HEBRE OB REIC
BLET 5, JWBEsMCIRE 3 EFIREES
TlE, ®EBEFN = — FEZHAWTIT I,
HEBOBREAERT IR, HBREZHFE
TEABEMEESERVEIIZT S, REROD
BROLUMZ, RBTELNI-EREDT —
ZEFER L7220,

s b N7 L BB TFRATIIZEICEE T A B
fadt PRk 1 6 3G S - BASER -
RFEE ¥BETHE 1R | EFEHEICET
AGEEE CERR 1 9 STHRRNEE - BAY
BEERE 1R | Bl TIRRERIZEZE
I HiEE CERk 1 6 F3GHEFE - BATE)

H£RE 25 | BRRMEICET A mEtEs
(Im20¢FE a5 RE4155) %
A5
 BEEAER - BRBERIIEEKRFES
ERF B IR BRI B THESE Al REZ2 (R B BN -
NRAT—RFREINT-ayEPa—F—RHIZ
BMEICRESN. E3HENT 7 EATEHZ
LlTsER Y, AL ITa— FESICEH
Ehb, FEFESECTEAERIIERIN
TRV S HIMRIZIRIROE N K 5
BREOHEEZEAD,

C.HFZEAE R 201144 A B AT ITEF
BN R O BARIREBE D i & A F
ANTFREA L ST AEER (RTERS
FR) | FHEMEKENIREE - fREERE O -
ﬁﬁ?~&N—x®%%%%mﬁo%ﬁﬂ
BER SR IC B L TR EE S O R 21T
otoél456m %R D KERT
—FR—ZTH Y., FDEME S EHES]
D20114FEEEE Tl w‘JlfiﬁﬁF%ﬁénﬂ\
B% . BARALDIEARFEST —FN—
A (JACVSD) 7 & DS RKENRIE - fREEHE
WHERZHH L, VYR MY —& LTS
AT A Z LRI Y LSz,

RIS XEIIRTE - BEEEESIODBEER A Dscheme
HNEHERIDatabaseDiFER

BAO R KBRS - FRAR A {

BARRADRNE
NET—ER—2Z

B 2E

AT - R

SRR

M EEHI RSt

RIEEKENIRIE - 57 e e
J //[ gLUzM— N EPRE
@) sm-minam *
¥
E)| ERT—5BR 7
AT Y —/ S—- VT OBASE
BT 2R/ AR R T
a | MRERS-RiT oAt
WEHESI - ERIKIEXBINRE B LS
~DBIEYEK
AE T U VR SAVE SV )
BITOBRS - EHEH EfTeh

- /




Rl —HEE% H> 5 D JACVSD~DRFZE i S a1

EETICHIRENTEY Kﬁﬁ%%@L\

=HEE r'@ﬁ’b‘ﬂ@m'@&*ﬂ’aj\n‘ IEE - &
AE—HFEE O 1% 0 < T2 TIACYSDA~D
T— AR BB EIT o7z, 20114F9H I H A
D & SR R T — 7 X— 2 g (JSVS
D) [ZHFEAITV ., 20114108 D64 H A
R AR BRI NS JACVSDT — &
— AT EBIZCB W TR ENDIIZE - T,
BRENCIE, F0 - R - FIRE - PR
BB« FAEIRTL - SRR - MATENRE - 2217 -
FEATHTEC - AvERI X OVBHH o RipRTE
RCTATR. B L Ui & OHE OFAERIR -

EaFgerERIcHMELLYR ) —2 LT
SEGIS R EBIME LT, A EL, T
SR E2004E1 A 1H X V20106E12H31H £
TETHL MRRNRTT ¢ TR & L,

SERE24E AR IRT M & BREY. FEFR M KED
REROREE TET D HEtE Lz, BE
ER (BEER) 28T 5 KEBVE - fi2
BERER - TR DER & Z Ok BB
B - BT 2T 9 AD LU N —HEEIC
Sh, MEEBHORLERENERSE LT
DOHFHREBERMGEZ T L. AR BREN
KEWRFMO U A7 ERE 2V EBDINER
SRR E L TRE L,

F 72, 20114E8 A 2> B 2012481 BT HiT,
EANFREROBED L, T Bk
DARL—2 fEES 22—« YT RD
BR3E H S ERR Y AT L% - EHA DEM
TN—T LR - TRED L, % - AEE
Tolz, ZHIT L V201241 AEE X v JACVS
DEERIER] LV O AEREZAIF L (M
arfanfERFEEFIERMERBRIEGRRE b 5 <
iné)imrm_owfwmﬁﬁuT@

HHIZR-> THRERRRE L 2o T2, T72b
b,
- KEIIRHE - fEREOREER, %

- BOME (PIK - 3RiH)
- JEOER D OIRRE (EREREIRE
T, EHE TEIRE T, EEEIRE )

cHROO%, - ES - ARIBOFE,
mie GHEjE)

< BeZE - FAEOFE - 6L - BRE
s KUY —7 OFE - AL - FEER

. R

- B EGE

« IBBERR AR

WZDW T OREHREIT T — % & T2 Lz
E-BENFRELRD, FB—0BETHS
FIEMREIRE - MEEEER O - 287
—F = ZAD TR R AT RE I BN
BMThEIC &N LT &3,

Fhr, XA FY YR LRI —L L
TOEFIBGER L FATLCITO FétE LTE
D IR KFEFEM B R DR m & S R/
PEERERNEL, MR RE O = E KENRE
BlEr&—lzBnWT, MK - BisT - FIF
BRIED S50 7 - fEATIZ T CORBEE R
(FRARLER - EBRTRE - T+ —7 7V
— P —EITEER) 2oV MEERAR
ENBEETH TH B,

D. &%

O - EERNER

ZEE s - BAC BRI, AR
kﬁé%&if%ﬁﬁﬁwéﬁ%%%?é

CLTUR MY —EER e SN LI EEN

mWeEEZLND, 2ENNET —F—
AT D BARKN DRI E AR FE/T—
& ~— 2 (JACVSD) ODRHEITA2HBIEATIRAD
6. I AR AR O FHTESI AN B IR 72 <
FEIN. EAAREEEL., D C{EEKE -
MR ATREME N B WA THh B, KERFID2E
B 3L EAR 2 B S\ T2 KB FBUE 118
ERAEHRENT-FICLY, SBIERICX
D BRI KRR R ERO—TlL SNz
o8 - BN/ EAT - IEREEEFREICT D &
Exohb, ETEEKR - TUTHEOT —
FZ_—=2 L LTEBEFDOERRENRAEREL 2
Z R~ U — (IRAD) CE(=HIMDE KENIREE K
CLIMEREIC SN TOF v a F L LdR
b U— (GenTAC) Z5IZ%MF - MA LB A]
BEL 2B,
OHEMES
B RBIZRWNT2EBICEL W ERSS
BEICE AR TH B REIRERIZONT,
BABEBITEROREAR L 2D ARIZBIT 22
IRAY 7RG et - EREINE R FREL 25 2
ERE—DRREEBEZDOND,
Q5% DHE

L ha AR T 4 TR E 4T L., F
F24EELIRET, £ PB R RENRE B
IZDOUVWTHIM & Bk - TFREZRRET 5, %
DOPT=NT 7 SEERHCLER T —T —



o REEREE ., RIS MBI E
EMERBRFOLSESL, L0 YRBIZHEL
TR DS O FERER D, SMEHERFIC
L7 — & N 2 I AN Z LVONENE
B FIRLERR B DV T OFEA O BARH 5
ROBHDBMLETH D, FBBRFHBIRH
HRKEIRRLME Y TN F Y I —R
NoDEBEF, BEEH, HEEOCTHRW T
UNTIINTHEEE O GenTACHTZE & [RIAEIZ ATV
20, FRORREFREMEET 2 &R
M- BIREHEEZITOLERD B,

E. %555

HARBRNDIRLESNE T — & _X—2 % %
S LT FRIEME KBRS - ARRERER] L o R
YR OWTHEZ TORREE &
Dz, RV A RN —ZHAEIZEBIT A KE
RIE B D AR T — X R— AR BARETH
D 5% OFNTRRE., TN RVICEIFE
N,

F. RfaRiE s
7L

G. HFFEFR
1iwscsEk

1). Suzuki T, Isselbacher EM, Nienaber
CA, Pyeritz RE, Eagle KA, Tsai TT,
Cooper JV, Januzzi JL Jr,
Braverman AC, Montgomery DG,
Fattori R, Pape L, Harris KM,
Booher A, Oh J, Peterson M,
Ramanath VS, Froehlich JB.
Type-selective benefits of
medications in treatment of acute
aortic dissection; (from the
International Registry of Acute
Aortic Dissection [IRAD]).
Am J Cardiol 109:122-127, 2012

2. FRFER
2L,

H. SnB9BAPEHE D HHEE « BRI
LERFEAS RS2 L,
2. ERFERE Rl
3. F M Kz L,



H23 4 BE SR i 1 K Bh AR - fiZ Bff 0D SE RE fiZ BA - 3'81%&']7&_{&

Bi-sAEEZEMELIELO AN —EEIZEET A0
(EEEE : H23-Ef )5 -—f%-047)

EZHICE--BE

- KENRTS - KENAREE B (T RIET NITBOH TIHTEMNSL. EMNER,
FEEEEEDOTI I UEGEEIIKEIRE A S 2 RMNGESE
JETILTFUIEIEREERIZH 1T HKREAREE - B2 B IC DN TIIRIEREZFIC ’_)L\
TIFEAEFRMNEBLN TLVELY,
TJE#KE’J%E?ODEQL\%ﬁ%%#ﬁ’l‘iﬁﬁbékﬁﬂlﬁ@ - KEIARARBE D IEF] - KRB M
F1t o
-%ﬁxﬁ:XL\@%%“JL&L'C%O)EE%EﬁObﬁ’q’:*ﬁbié{ﬁ-%ﬁﬁz%wﬁﬁifﬁ
ZLDE/REL-TENFEINDS,
XE)JHWEJ%%( KA TEIFI8SAN/105 NEETHY B EEMZE(ARTOERM
SREMBITIEREIZERONS,
- RAEIREE DA RE DIBRE(ZIXAEH] - R R D EFE &7 DGR EE8 18 55 - #2 4T
FITOADLBEBOEEISIVAEEEZLGND,

- RENARTE - KENARAERED @ EBZERICLEL O AN — B EZBIR
(Rl —E2 B B ZE OB IR, METRIARIT 2 &5 S KRR L BB R (I FIAVEL)




ZR e K Bh AR - fi8 B 0D 2 AR R A - ﬁ%ﬂ’]ﬂﬁﬁm

zzHELIEL

LOAM)—1BEICEHT S

RiEEABRE - BHRR

AHRTOHEIE:

BEREHR ORI

......

~ ' FHM

o *
......
s
.
...... - "
» -

- 5 R

N Jacvsp L

A EELYARY-

%4

K EARRARRE - 12

( JRAD]

............

2 - FUHR

Yo7 NEOE, g
tt

BEORH—

LAY —-HREICES

EHEEEE - HAEEER

AHRTOHEIE:

# 2 FxbE

' IRAD

JRAD,UH

GenTAC |

| BARBOT-SN—IWE |
- BEHSSHRAADOEHRORE |




RixEAXTIRES - BBEREGIZERA Dscheme: ﬂﬂﬁﬁﬂDatabase(Diﬁ

Collaboration D FE3L RA b

Step 1 { DR ST

- ERENE

R EEE BB nikE

) AV

Step 2

JACVSDA 0D A EF

&=

. BEETR

g

< TS LRSS —

2 0D i 51 2 6% KM XBARE- #8DB )
Y2 S

i



RiEEXENNRTE - BREERERIDDBEERA D scheme:
NEHERIDatabaseD;EM : AIM EIRFTTHOREBIRY 2 1T3E

4 JACVSD Y
XEIR (7)) EiR - % || KB () X5 MEAS | #ERE
- . - B - AN, | - - KBRS - R
.« b5 - S8 - T - g i
WIAEER - IE - RS, . |
N ] ! g Y,
| |
L. EREmE :
|
LA
4 y W ENT 7R W )
| o O14 A - -
2T 7% = ISR 4 fih SR % 173 -
T Rim L OAmRE R
3 3 3 3

BRAR : FE8. MR, REFER. SHHE. RIKE. aRE. ERIEESHER
EIFEE : EBIAE. PR

\_ R ABIRE W80




- BEABEBHE RS ERERELRIIEEE)
WEVERENRES - fEBEDO EREAER - VR ET T - ImREZ BN E Lz
LU R N Y —EEIC BT A HTEEE
SriRafsEE

fEamRE (BEERRZET) 2HERE LE
RENRRE - MREEC T3 D S RHE R AR DR EY

PR HEE BRAE FRRFRFREZLRIERERGAH
BHEHAE AN F RRRFEFARM R Dl & S 7

MaEEE

EARER BEER) 2F T2 KEIRE - FEHER - FROEMR L 2 OG22 R8E
BEF - EIT 2T O B0 L PR MY —HBEIZHI D, MREBHORLEEMEREE LTO
ABHEEBAEE OV T2, LT, REBHERKERTFIRO Y A7 ER L 720 BB %M
- BRET L7z,

2N T 7 MEERETIIRB O B FEAN S <. B - KBNS IR
NTWBHEATH Y, LT 7 MEGRIHEFNZ I L TFETIMREE Th o7, —7,
FHEIS & 72 DAL KREIARARER-CHOIE RENARIZ I D % A TR E S KBIR S 7 > 7l
FIARRE L 25ERTH Y, WRAMEDHE LA Z & T H R LBES N,

OB AT RITAT 5 KBIREAFESICEI LC. JACVSD X b 0 2 & i 2 %
%K\EK?»77VE@$'%7w77yﬁﬁﬁ®%&%ﬁotcvw77VE@ﬁT
IR D RIS < | B - KBRS RN TV BB TH Y |
LT 7 UREEBEGIC LT R B Th o T, — . FHOEIS L 72 B EME
R EIRAR IR < MR R BRI I % 58 A TR CRBIIR 2 5 o 7 BRI R R & 72 516
MTh Y | FRABHEOEE ERE X2+ ER L EES L,

Alal, BEBEBEEH T 5 KEBIRFIERS OfE—EAR 2 22 L7 O A 1T LB Z .
Bz~ N7 7 VEERETORBIRFHNICE L CORERHALNIR D 50h b, 58BITH
BAREROII BT R REBAREHHES & OIS, BICHIMS MR 2BML, FICHE
R E T EXEELER - REICENDZENEEND,

A. BIREN

EhAREE - REMRAFBEIIIE TSR D ToE
TERAEL ., 20T HEEITEIMER
WZHDHITH2rbLTHhEVEREIATY
2, FEABBEONLT 7 EERITR
B - LR S 0FT 2REBULREETH

DR, RRBIZOWTILEERE R OfRNT
BHEA TND b DDIEZ VT 7 EGERHE
BN IB1T 2 RENRE - MRBEIZ DWW TITED
BEFEY., BERESICONWTIEALY
FRBBONTORVWORERETHD, =
N6 RENRARRE - KREINRIE O HITITBIR)



WEOBVEIRERME 2780 5 KENRE -
KRENRARBEDFED] « KRB HY | FIEA D
= RAADETINE LTEDOBET R OM
Prolin « BIEREOMTIIZ K OFHRE
b b ENTFHREIND, ILIZFES
BTN RHRENRRIREFER L 2D T L
B, LMLARLRARCBITSZENG
FEF] « ZRIZOWTOFFTIZVE DB LN
T REBIEHR S 2  BEFEORELCTREIC
MBI, FPHRICOVWTOERIZELN
ORI E IR TV B, EToRENIRERIC
LA EHRITEEN/I10FABRBETHYE
= Rt R BLA C ORI EREF BT Z LR
%< 137 AAEFERE OAREOIRICIIE
Bl « FROERE & Z Ok 22 RRBET -
RMT 21T 5 2 0OLBEBEOEHERNLEALE
2 bivd,

B. HFEFE

®5 . BARRALMESNEFHT —F~—
Z (JACVSD) BEIEFID 5 B, 2004 F 1 A 1
Hd& v 20104 12 A 31 B F TOXER
(F « ZEER) BN - EEWNZHET L&
IR ZH T 5 KENRE - fBEEFI CTh
B VT 7 EERETET Tl BIDER
& UCKEINRSE - )G - Behcet + T D
mOBFEFHRHED D,

FRHTIEE « 4D - VR - RIRE - OHFRAE -
FAEPRDL + TR - MATENAE - 2207 - fie
1T - BEEIR L OB MO ERIESS
CT TR, B LI EIHEDFIER - &
P,

C. WrsufER -D. BE

20084E1 A1 HXLY 2009412 A3l A%
CTIZ JACVSD IZ Bk & S LT IE I T &k
P (Marfan JEERE - KENRAE - IS -

N—F = v ME - TOMBER) 2RI
D FRER] 955 il 2 HH L7z,
(BEBIRBEEOFMTNE R OERIEIT ]
REBR)

B2 O TREWRFINASHEIT S 72 516
Bl % BB Ui AR B A O RENIRTIFE 41
& LTIITZ21T 2 72,

WIR & L Tid= /L7 7 EERRE 341 £
(66. 1%) . REMIRZSHEBERE 69 41 (11. 4%) |
JIIESE 5 1 (1. 0%) , ~—F = v M 12
(2.3%) . & DOMOBER 100 F (19.4%) T
BRI~ NT 7 EEREO REINRFIT
BISBIASZEH LTz, & 7 KREIARSAE
BREBINR L VEIR TH VI - MREELS O
coarctation % KENRFMHTEE G O FFIEVMA
i,

WIZ~ VT 7 EERE & T OO &R
BEE R ORBIRFIHES T OIS
ERFIENIREREHHE. S TPREDLL
BEIT o7,

- T O ARERIR L digitalis SUF~_—
BT SEE OREESE, PR - HrEEEZE
WWEITRONRWS DD, HFEREEL B
LIk~ 7 7 VEERES TIZXT a4 R
RERPNEABIZCEETH- - (VT 7
JEERE FE~ LT 7 REERE  0%:40. 6%,
p<0.001) .

R CT TR E~A T 7 VERHTIIEE

|12 mobile plaque SOREMAIESE K BRI

W7otz (V7 7 EFERE  FEvL
77 v UREERE, EATRER 0% : 1. 7%,
p=0. 039, SERRER 1. 2%:5. 7%, p=0. 007,
TFATREINE 1. 5%:10. 3%, p,0.001, AEERK
AR 0.9%:4. 0%, p=0.036, IEFRAGEEINR
0.3%:2. 9%, p=0.019) ,



- FRBEMEREVRE I L COFMIEe T
7 VIERRHEG CEMICE o T (LT
> R LT 7 URERRE
54.8%:32. 6%, p<0. 001) |
ARMEIEIIRT L CIEdE~ VT 7 IEERET
BEILEL (w7 7 VIEER EvLVT 7
VHEERE  3.5%:11. 4%, p=0.001) . —J5fi
BEMEBIRIE IS L COFHIEEIT~ LT 7
VIEBRREIC L TR R RIZE - (wv
Ty EEREFE LT 7 EERE

54. 8%:32. 6%, p<0.001) ,

- 2V T 7 AEERERENRF LI IR
(w7 7 VEEREIES AT 7 UREERE
54.5%:21. 7%, p<0.001) XK UMIfEERREIR
(T 7 UREGERE IR VT 7 ERRE
14. 7%:6. 3%, p=0.008) NEEIZL) -7,
- FINEEEIEIZ SO\ TIT LT 7 VIEE
BEAE B¢ B S 2 A3 5 F103% <
(w7 7 EER FE VT 7 U REERE
27.3%:14. 3%, p=0.001) . F7= AT.LE
RBINEECE ot (w7 7 ERRE:
w7 7 EEFREE 95, 6%:85. 7%,
p<0.001) , ZHLDIXFINERALIZ K ARE L
Ezbhb,

- REWNIRFHTIZBEE L 72 DEFTIc B LT
WX, vV 7 EEREANC IV TR
FERAPAEREICZL (V7 7 VERRFE~
N7 7 EGRE 34%:20. 1%, p=0.001) |
F I RENRIP~DIE | FHAEEIR OEE
BEEIZZNoT. (w7 7 VIEER FE<
VT 7 EMEEE 39.6%:19. 16%, p<0. 001)
<)V T 7 AR CIRRENIRR 5L ARIE 5]
BENZEDORBEBZDILD, —HTH
BRFIWNE 2D DFFFE LT 7 VEFINFE
BIZBVMER ThoTe (w7 7 EEGRE:

T 7 REGRE 49, 6%:68. 0%,
p<0.001) ,
A GREICE LTl o i
SR OB A S I I TEEELZRD
NHODOBAREORAEEIZEAL Tt
VT 7 IEBEERHESNC THBIEVMER T
Hole (w77 VEGER IEYNLT 7 UE
R 6.2%:13. 1%, p=0.007) ,
I T ICBI LTI 30 B BETS TIiE
NS DODOFHMFETIZE LTk~ v 7 7
VIEREHER CHBIEETH o (wv
77 EERE eV T 7 VR
4. 1%:10. 3%, p=0.006) , FEEIEBELE R
RO RBIIRFIVEF BN T T 7
FEERFES I FINESE T IID 2V DD
M EHE (FEITR) OFENELL, 30 A
FBERTIIAERENR LN 2 2 HEE N
A b,
E. #
MEREBEERICHE T 5 KENRFHTAE
BIZEA L C, JACVSD X Y 14 A 1h & Hl 5
BRBIZ, Tiow LT 7 SERER - FEwL
77 VEEHEOEER{ToT, T 7 v
SEMRRE CITR B DR B FRERIN L < |
FIBHEE - KEREBESIIRZL TN D
BEmThy, FvrT 7 VREERHERNZ
LCHIMECIMESHE Ch -T2, —H. F
TS & 72 2 BRAL IR ED ARARER-<C i i R Bh
HRICEE 5 % N Ll e K& RS 7~
RS ERRE & 2 2ERTHY . Hikdot
SEDSRE FRZ X -98HE EEEI N,
AE, HARIEBREAE T 5 KENRTHE
Bl D — Fefl % B2 U 7= HI RT3 4T L
/X, FCwT 7 SRR TORBIIRE
B L COREBHA LR D0oH B,



SRITEEREROL 2 6T —RRERF
WHER] & DB, FITHIM & HRET 28
L., BIRERRZR LS EEDE®R - 12
SWENRDZENEEND,

F. BEARER
2L

G. HrFERE
1. FHER
7L

2. FoRE
2L

H SO ERE O HE - BN
1. BErEs

72l

2. ERFER

L

3. Zofth

2L



148

RixEKXENNRTS - BREEREFIDODBEERA D scheme:

JO O

J—FNE

xR B M

T EARE

FRIT R R

JACVSDADE#k -

mamEEEEEREZE0) EE R ELI-KENRE -
FREEICX T D5 Bl RARE DR E

makkE (EERE) 28I S KBIRE - FEEES - R RD
FRIRETORBEHITIR BB - BRITZTO2ADL RN —15
FITKILS, HREBHOKLRENGERELTOINRIEE
BAEZE DY D, TLT. RRBEDKBRFHOVRAIER
ERYRIDODERETT Do

KEIAR (7 - E &) ERAMT-BENZERITL-ECHNREZER
I HRKEIARSE - FEBEE R TH AV IL I 7 EIEEF 11T THL,
RO EEBRFEELTKENRE - )I1FSF - Behcet- F DD B R TR
%g&béo

20041 H1H~2010%12A31H

oF thn - P4 51 - ZR R PE - OF TR 2B - FEAE RN - JE IR R - I AT B A& -
W TR - AP B LCERHOEDREZCCMRE. &
SO R B HHEDFEIERR - £an F &



RixEXENIRTS - GFEERERIDDBEERAN D scheme:
JACVSDihiHidatah S Dtk - &R

EEwEE(BEHREZET) 2B RELIZABIRE-
fRBEIC 9 2V EUR R AEDIRET K1

e S HA RS 200841 H1H~2009412A31H

ZLUHIBOFMHIOEEHMEBEDOERED 955D FHDS5, ML K BNARF M
& 5955451 % i H MNiThi=5164%HH

—_
(3]

2%

|77 ERE B YN I7 IR
m KBk % 1% &
2
115 9% » = KBRSt
./{—9:1“J|‘ﬁ i “I“ﬁﬁ
EDENDBRE 129 B R—FryhE

3% 39

B ZDIEHDBRKE



9l

RixtEXTIRTS - FFEEREGIODBEERA Dscheme:

JACVSDifiitidatah S DMt - FER

e xRS EREREZED) T
FREEICX T S5 EUABRBRIEDIRE =K1

He =
=

ELT-KENARSE -

ERINI7UEER |RVIO7UEGRE | BEEKE

60 LT 77(44.0%) 310(90.9%) <0.001

B 54(30.9%) 202(59.2%) <0.001

B | 59(33.7%) 110(32.2%) 0.739

HER 20(11.4%) 8(2.3%) <0.001

e b en BAEIES 16(9.1%) 10(2.9%) 0.002
RN H I 5(2.9%) 1(0.3%) 0.01
= 8 e 56(32%) 25(7.3%) <0.001

=InE 111(63.4%) 143(41.9%) <0.001

ixmEEE 28(16%) 19(5.6%) <0.001

HHEIAREZE HY 18(10.3%) 3(0.9%) <0.001

HREE hEmELE 7(4.0%) 8(2.3%) 0.29

HREE £& 24(13.7%) 27(7.9%) 0.037

ERII7UEREE |RIVIO7PUEEE | EBEKE

#2308 11(6.3%) 11(3.2%) 0.103

FHIFET= 18(10.3%) 14(4.1%) 0.006

SHHE: HMICESBEFEMN  [96.1%) 25(7.3%) 0.343

16 O {3 B HHE: INMEES 7(4.0%) 7(2.1%) 0.197
fiitk & BHiE % BHE: BT 11(6.3%) 10(2.9%) 0.068
B HHAE | X RRJE 5(2.9%) 7(2.1%) 0.556

S5E: BMERD HEZEE|12(1.1%) 3(0.9%) 0.733

SHE: BFE 23(13.1%) 21(6.2%) 0.007




L)

HEelERE GEEERAZE) =
BEMEDRE: YL I7UEEBARICISLEE R2

de =2
==L

ELT=KBIARSE - iR Bk T o5 g

- EHEDIZLE
N T = 3 = 2 HE kS
EXtHEER <L 7 IEREE 175 60. 62 15.67/3 EL 185 B

2L IFUEEREE 341 41.12 13.156 712 <0. 001
FRETE EVILI7UREERE 175 1.5257 18944 01432

2L IPUEEREE 341 1.7868 21873 01185 <0. 001
BNTIE ETILTFURIEE 175 21.8161 3.75111 28356

2L TFEEERE 341 20. 3613 3. 45978 18736 <0. 001
ME oL T F—IE EXINTTURIEE 174 1.1092 1. 48604 11266

2L IFUREER 341 0. 7521 33329 01805 0. 002
WEILTF—IE EXILIFUEEE 173 2. 0509 6. 62702 50384

2L IFREREE 339 1.1206 1.02093 . 05545 0. 068
FREEAE (D) ETNTFUEEE 175 445. 2057 226. 03327 17.08651

2L IFUEEREE 340 524.1912 209. 04344 11. 33607 <0. 001
ATl i s e ETILIFAEEEE 152 233. 6184 116. 64691 9. 46131

T TIFUEER 327 262. 7456 102. 21280 5. 65238 0. 006
HOR5S THRE ETILIFAEEEE 130 156. 7615 74. 78971 6. 55949

2L IFoREER 210 176. 3852 70. 38788 4.28367 0.011
E s ETILTFUREEE 175 1143 38443 02906

2L TIFUREER 341 .1026 . 40369 02186 0.753
ELETE T ETILTFUEEE 175 89. 8617 232. 89257 17. 60502

2L IF U EEREE 339 79. 3780 280. 10440 15.21318 0.671
JapanSCORE E<NTFUREIEE 175 2709 17236 01303
BT FTEAOHE TILIFUERRE  341 3175 17732 . 00960 0. 005
R AN ETILTFUIEEE 173 35. 03 33. 696 2. 562

2L IFUREER 340 28. 85 39. 877 2.163 0. 066
fEbe B & EXNTFUREIERE 173 51. 21 56. 705 4311

2ILTIFURERER 340 37.15 46.136 2502 0. 005




