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SMEREIREEEBIEROBEREHEEERTH D, WEZITHERES T TH L L1z
v, MZTEORIEDORND H4ICH LM EN TV AR v, BIiF R Marfan syndrome (MFS)
FECHONZERHTH LA, ThHTER, KEIRIEHE L OBED T3 ICH S TiE R, A
T AR BRI O FERE TR & Bk % 2 BRI HIRET L Tz,

SHERBIIREEE LT D 2 WIEFE OKBIRICZGRE Z 2 DI Tlr v, FREIFZER7ZDS, EhLhET
Wb Wb [REEOHEMIRE] PRMEZ 2T TESNTED, TR KEIREOHEHRELTH S Z
EDFTIZ 1B DR LICHE AN TV AY, ZOPBIREZEY L2 BRI 205 —KiCwbh T
W [RERFEEDEN] TH L. S HITKREIRMEEDOFIEICIZD ) 12, MEEORIEDT & 4L
%d [MATHHEMA MLV R] 23d 5 L3N, e R BERFERHSNL TV,

1 EEOEFIAEZED HYPIRWRE. RIEFR

JREAI W2 S [fRE O BEMIRE] & L CoRROZEESRFBI N Tn S, RIRENEDIEARTT
FaZ, 1) MR oE, 2) L CPEHORD 2N 37 =7 VMo, 3) MR
%€ (cystic medial necrosis: CMN, &/KMEEEYE L 2 LA R S N L EEWE O ER =cyst DI
), 4) HEEEE (HEROBEEZ DLV, BORWHEBOFE) & EOMAGbEE LTHI
Sh?, ZHSDPHEOMITEDEE L %> T b,

I a. TIRPERIESE
DLRiIE CMN % 72 KENRMBEOIHFHK & 52 E 2 ddb o7z L L, MEHEGSEKTCMN
F8~19%REICAD SN B IZTETYY, F-20RELEETREVI ENNSATVS. —F
MFS I2BWTiE, CMN i3 82% D 5N, ZoREDEETHL. Phiy, BETIEIAHIR
fRBESERIC B1F 5 CMN &, MFS Do % T KBIIRIFIERIED LR CldAwE # 2 5hTn
%. BEEO CMNICH LTI, ZOHESMEGE & I ES L, Bl B I s B3
TEED CMN OFEAEHNZ EDH SR TWSY,

B b. HEARORED
PRIV L b b, WIEOFEPEZ/ED ) 2 TR EE LIRS TH S, KBIR
fEEEC BT B B & L O O IR & IR 23S0 o hd 2457, — ) TH E R B
FHWVET2HEDLH DY, FEBIC & o THEROMDOREIZRED SHE T TIES D X250
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— M1 @ KENRAFBAES] CILHMER (GHILIRME)
RT3
- ER (ER) [CHEANTRERERES (BR) T
HER — HER ———— (&, FERSES LTS,

X2 @ ABIIREEELAES T S MEARELR

- R IBIRUEDTHT B
e ER (ER) (CHENTREIRERES (B
DD LT e B AR B) Tl HHEARDHES FHRMAREENE
I

RHEDNEA LTV D, TOMERIFHRAIF
=}

LNTW5. BAEBIIAIED SO0 )i & I3 EELEEW TH L (K1),

N o BHEAREZEEREDRL
BHEPE AR P A At & XA R 2 48 L T A REE T 0, KRENIRIFEE L 35 Tt 42
TGO DHE SN TV E™, BIERZFICBWTY, J&HT O N R G 8HE O A AI K B
IRFFHEREG] & X WA TBBSh, ChAPMEELBEET 20 TERV R LIFH STV EY. &
72 G AR R ZEAG R D I A L N R & AT @ shear stress DA i~ R & L, fEHEE L THE
LBNBEDOWAHRIZE > Tentry DK EN B LT HERLHH7. TN H LG PIES S
DOTIOFMEZATREEY TH 2L (K 2).

2 HIRRZEEDHIEESH
I a. EXRMEER
BIAFREIC L o THERRORB T d 2 iMERHE D 8 2 580, KEIIREE, 43, Wiz &124E
T RO BT 2B L TR AR E & X5 KEIIREEIC B\ TP 1 B o Bk % s
THRDEERNGTHY), ZOREAKBIRFEME LD SR, BHEIIEO RBIRGHEZ 27z &
2L, FTHAMEEL AR T2 EDEETH S, TERL L LWBETRENHL IS
o225 — KT, HEBIEDKEIREBDORIRENRHOL N TH 5128 2 b 6§ AT RE
LN bnwBlbd b,
1) Marfan JE{RE}
FBNI BIZF-ORED, &tk OIMER, IRESRIGE 25| S 2 §REN L GRESE TH
DS HED . BRI EE D S O FIS KRB IRIET IR TH 0, A BUREYIRIFEED 5
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W& b0, REIRETILRISH L CREBIICFHRZITH. BIEREIZE RO R WREIR? S A&
L5ZEHZ RRNTIITRIVNEETH 5.
2) Loeys-Dietz fE{®E% (Loeys-Dietz syndrome: LDS)

TGFBRI1 %7213 TGFBR2 #{zFR¥ 2L o THL S, LDSE, MFS & HMo Gk B2 R$
r—2Ah5REHEE WA TH Ly —AF T, EBURIIHEA TH DY, MFS 12 AR THARE
FEPLMERIPL o T0DE I ENE L, REIRKES X200 DOHEITINZ T, HEIIR,
SNk DB % D B — AH %WV MFS B A RIFEEDF R & 7 5 KEIIRFEH LR AT E
LA TH 5.

3) IMEZE! Ehlers-Danlos fE&E¥ (vascular type Ehelers-Danlos syndrome: vEDS)

COL3AI BT OREIZE > THl &R &b, vEDSIZEDS O#flo 1 >TH Y, MEON
§PEIE, MESOZN& Lo EE3NTWS, BEORWITRIE, W, BERR, FeEmR sk
frlE - B & TH B, BIIRIEE ISR FBIIR, MRk, LR EBEEIR, A Bk 2 &)
O, REEDS P RBIRIAEEZ D 2. F 72 MES, LDSIZH L CRBIIRIEL OILEL X 7234
BEIZ R,

4) ACTA2 BIGTESR

ACTAZ G TRFI X o TR T 7 F VISR % X 72 LEGHIEEIE 2. BT d

DOFRFIIHS 2 TERL, BHRIR2S ACTAZ @Iz TREZTMNT L2 LIIWEETH 5.
5) KEIIR—xF (bicuapid aortic valve: BAV)

BAV 3B EMIRBTH B &§ H5HEDDH HW. 40 AWM OB AEVEREED 9% 12, MEEERD 2%
I2, BAV 2307 L OMEAH 2. Mkl OIS 2 20EHD D H. 1 2131MATHF R0
M. BAVIZ & o THE L 2 REINRTIRZE, PASHAED BATREYIREECMAT AW A L AZIED L
TREROIEIRAAEL, OWTIRMEDE LS LN SN TW21Y. 39 1 D3 Kk oRs Gk
EDME. BAV 25 AREEE D WIHEZ 2 L CRBIIROMEISEICES L<TH 0", NOTCHI i#
ETORBELOPPHY bHEShTVEY,

6) ZDfth

MYHI1I #E TR CERR I 42 v 841, SMADS #Z R4 (KREIIRK - 2L i 2

FEREEE) Y, Turner fE R (45X0 D Yetafh i) 2 72 1251 2 KERMEEO B2 7% ShTW5,
7) BLEFEECLDIEESHESOLDDIEE

KEPIRIAEE AR B1F A5 MFS 13 5% £ #iE S Twa? . —J;, x OMETTIE, FHHEREOK
BYIRFFEE F 72 13RS B VT MFS 132K 60%F21E, LDS 6%, ACTAZ EiZTH% 5%, Tho
728 L7228 5 T MFS DA Ak 5 AS K B IRIFEE LS 5 3D 2 #4513 MES A% LT Th 5 & P4
N, MFS EAbETH 10% AR EIMEESINS.

I b. BRMESE
1) BME
LTI AR % 22 T2 CTRBIIRIGEE O FIE IR T 2 i D EELZERNTDH 5. 1 2FHBIREZED
Hg o B W, BIIEEFIIRE TIEH 2 A BERMEO R 7% EORBRES M SN T W5,
F 2B X EAMA 1/3 OREIME TH 5 & 2 5O vaso vasorum (VV) DI T 24 L TH
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Mz XL, PEAMI1/3 02T 5%, 49 1 D IMAT %0 7% KEIIREE O B 12
Lo Tty M) —Z2EKT 52 8. WILEIZKREIREERE & B L, HRICH A~ il 5 -~
DOEEF L BT 2 FDIEHEMED LTV AD . wWFhIcE &, SilE i [ o mREE | [T
TFEm AN ] OVFCHBET 570, [HEOFRRIZEINE] L vw) 2 EiEHLERTIEL
V.

2) FAZEDUREARASEREITIN

AR, BMEREOEELHEDO 1 DL EZ5N5 L9125 Yanagi 53 KENIREMEHE
D 139% | PHZERI R IEIE BT % GBo0 72 & 45 LT 277, fBEDTE U % B 1 & 2 Tld VW,
SEIPIZ B DI ENE DAL T I X O KBUIRPIFED SAMUANIIA ) DAE L, fERE L COhEREAE
LAZDOTERWALEZLNTW D, FHEPLEKT T, KBIRMEEORHK L LTI~
XThab.

3) BEMAKEIIRE

T2 (L FRBEAE B D 24.% (2 FEAERBIIRIASE BE L 9% ASEMERBIIRIE 2> & Bl 2538 E L 72 & s L
725 EPEREIIRF I KEIIREE O 3 GRS 2 D 22 BT 525, IRAELT U 3 kS
ZOUWIEEING. ZOLSCHEOEAZZHOMM» SHEHNILELZ 03B 5.

4) NIEMRBIREE (KBIIRAAEIREE, EMIZMEXEIRK, Bechet f%)

RENR IS IHEE D IE R & 7 2 DSHHBEIIAR . 20 D JHE O TS HELT & 1) RRAE & G
MEDOWI % & 7292 B2 O I 7 BERAT I X SHBIIR, 8895 FBIIRTdH 4%, KBIIRIEHEIZ D
RIS RRED B L O, REIRIEBOFZEN 2 ALt ) Ik % & 72 U CRBIIRMHED SR K &
5.

5) ik, X704 R

TR BRI L, ME D A LT, M ICZAMTOL2» RN TH Y, HEEOR
WEETBEZHNBHHY. Lirl, BEDE I MFS & EOREHMEERZ L OBHTHY, £
M PSP ASIEAR IR 2 2 TR RO TR AWAETEE 2 H A, 2704 FHNIRE
WEINCOZZBGE G T =7 UM EEZHE LT, MEZMEHICTLI LT, HEEsEL
BrEhnTw5EY,

6) ENARIE(L

BIIRFEALIC X B iEBEZE (penetrating atherosclerotic ulcer) 7 SfREEZ 4 U5 Z L 25 % A4
BRIt LA MREE X BIIREEALIZRE L 2w &5 A Y 2 F M TH Y, EFIOBIIRTEALDOFEE
TBE~PEEEICE EE L2 0%, F MBS BIREALEAL TEIL L TW BT R RS T
nyx

3 IVHMU—DEMDEDICHERFSD: MITHEHNA VA
1) shear stress [CKDREDV T+
FHIRMBE LTI, i AMVEO 3B TRER S N TV 5. 209 BHEE b E < KBIIRO T % 3H -
TW5h., HEO SN 2/3 ASPIED S DML OPEENZ & - T, HMEM 1/3 1382 I1E TH 5
vasa vasorum (VV) IZX o THBENTE Y, BT AR 5. SIUE VV 2 ki
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FTLIENAMSNTEY, TSI 1/3 OB REINAE U, #EH e L CRBIIREE OBV 3
B, =5, WIEOPIER 2/3 1 ZBMICHE D 12 S WO THEIZET LI v, Lzdts THIRO P
& VB & DRI INE OBPEDZENA U 5. KEJIREEIZMFEIC X - THIZ shear stress 357>
THBY, ZoOMEOEPPEOTNE LD, TORNE, MENBEO@HHAAAEL TS 52 LT
I M) ENS EEZ LR TVADY,
2) BIEICKDREAEDES

AR & & I BE ORI %2 BT 255, RILE A S 7% < TH RIS, AHBEC g

L CHBUC RS W ER & 2 T b 2 E b o TP,
3) REIREERD_LTES)

KERIEEB T OB OAEN & & HIC ETEE 2 LCBY, T2, KBRIISE 3 5B X - THEE
ENTVD, TNHITE > TREREEZFMNRA PLRAIZE S SNTWS. FRICKEIREES 2 S
2 cm oS, BWEEHBEIR SR, KEMRESSE, 220802 RMFTOA ML APKENT LT
computer simulation IZ X > ThhoTHY, EBIFEHOLY b =232 ZITBEE LTV B,

4 TV HRU—DIBELERDOKREDICHELTHD

WK THW SN S [intramural hematomal & [= ¥ M) =R Wi | & LTEZRS N, A%
BHEHOM A TH L. HATIRIMAARHERMIZSH 725, Hirst 513 autopsy (BT 5 HEtT 4% Ok
FEBNCZ Y P —BRATE Lo e MELTWAY, IO TId, MkHER SN A K%
WD FRAEBNC BT BMET, CTTIZY MY —=2H Y LBWSNZd DD 52%, ez b
V=R ENLDBDIET8%TH Y, $4bH26%IICT Ty M) = HEE STV &l
ENTVEY, ZRIECTICBITAIY M) —DORFEORAZRL TS E L BT, 22%IFHEEIC
LY MY = DR CHEEEDEAET B REEDR SN TV 5.

EHTIE R L, WHEBWI T Y M) =5 EZHMBIORT I L, SR oMA Z8ET
bWEETH B, L7zd3> T, 2011 EDHAEREFLEDAA F T4 VO TIEIMH &) &%
RIGIZHBWAHIEEZHTELTWA. —JF, BKTIE “IMH with ULP” 7% & & W) SHEIEE
WX TbHEWVLN, ULPE—#ICZ Y M) —0ETHLILEEZ DL, IMH L W) SO
SHRELL TV EONBURTH B, LA L&D S, Hirst DEFHICB T 2HE LB Icny b)Y —
DHEWEBHTERICEAET L EEZ DL, ZOZ L IIMERE->TZ Y M) —OE L W) IHE T
HEDTEM S ND L D1 DDEIETE R VR LEEZ SN, Thbb, [l5 2O KK THB{Z A
WAL, T¥ MY =R SNBENCHEEHNT VYV OfikEIc & 5 Hii25E 2 g, Zh)siiiE &
%o CTRETGINSEA > T, HIZZY M) =D WFEPTER IS | LI Fixk72CTh I LM
TE A%, TOEMIZHL T3 HTuzwn,

5 MREOER

IV M) —DEEEND EZTHSIMIEIEAED SARED T MANMEAT 5. FEBRIIIZILE A
JELRIVO /3556 EHITHMINC A Y At &, —SUCHH R H ISR T A 2 L5 NT
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W2 2o X5 UTREZ PO 1/3 X D AV BWC LIZLIZER FINCER L, 4
P FICREEE A CE A2 3D D, 20 [HEOHMEMITA ] 2 3ako 2 & { VV OB
THY), MEEROA DA LIZBWTHHEOKEE & VV O E OB#ERH L EE2 5N
5.

BhIC

KREDIRFFAEE, e %2 T TIES N TIRBEO ARG ] 2F RIS LT, [T AN =AM ] 53
MboT, H2EERITHIET S, [HEHEOHEMIRE ] [ TRAEMIIPRERETH ), IR D
WA & VAR 4G R O TH B L SN, F ORI, FISERIIE R HEIETE, MES
RELTHHEREEAEBEERETH L. T2 [T HF AN ] O EFEIMEIC X - TH
U % shear stress, KEJIRIETOES), %ETH2EHEINTNS.

Dk, KREDIRFGEEE DR IN 2 Bt L7zAs, 7AW R 135 <, KREVIRAEAE O J85E Z R O o 72
OIZIL, HERMEEDER & 42 5 8ETREDOE 54 5%/, computer simulation 12 & 2 k12
ETNVOMNT, KEREBEIBT L HBIREOERIIMD, %S OFRTREFEFIFEL T 5.
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