68. 57 R EAE
g
577 48 B4k (Marfan syndrome, MFS) J& —Fifvi Y (o440 B 4 45 25 4 S8 4% 5
LU 8% IR AL I 3 K AR GE RISy 2L . i 5 HvA B LR EE 2E Marfan
£ 1896 E 1 S I —Ah A R e RIS IG . DR B B IR, S
kT Gk BE, OPRwkTE CabD ZREME, e X HAMEAANTE 1R 5O
UL SR, T — e B SR AL,

3 R FFRAT 7 2

RZHMFS B 5RE, AR XA 15%~30% K 8352 1T 3 SR/
SEY, XFE KRR KL 1/2 Ji. MFS J& T e tafk B rEsifs, K28 (>
90%) & T omas ai AR F IR 4E s -1 (I (FBNDD R D3
M T 4w #5442 KK - B 3244 (transforming growth factor-beta receptor, TGFBR)
R R RAR T B TE D 4B, TR 600 2NN, |2 AGTE
FNBI ZERI AN X3, 2 B0 LTS TN A7 s AR, Ko BRI R A 55
EADIREIE R . YR -1 f2 0 g 4 SR M 2T iR BL A, SR 4T At A B
RIS TR G, WX P R AR 2 B R B 250 SR S BB 5K 3
ke ZHE ALK 4 G R RZHLZREARIMIENZ REHRE.

JEARIE, MFS KIHZHE N 1/5000~1/3000, L7 S8 EiE K% Tt g, o
AR eI A . (PR T EMFS IR R IAFAE — &I 25, WA (=6
PERL 52 I 53 1 MFS T+ 3 30 kA7 5K K i 28 DA B I 42 1 e B 1k L 2k vt
40% .

Il RER IR

MEFS & A LU LR LA RS R R I

L IE RG W BLRSCESBAR S 9K = sl lome e M A 2 /0 3 3 fik ok
JZ WATRES A MO TE HE BN PE IS AN 42 X T FBNT kK %22 S 51 MFS,
TEEZ K 5K B R B R IR MBI, M 30 B & 60 &, BN
53% EJHE 96% . BEA LRI M. M. O, k&, RPREE IS I
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BARRI 0T AL TR, Wi e M AT DA S i i os 2, £ 3h kol
Wri2 X Al T S sk 00 000, AT A BB AR DA o0 77 S35 (R AL
2CHEERIL eSS, TR, PRI R R B, A
(P S N S R 1 Y NS K VAL N U
RS E AR Y 50% ~70%, GG AR R IRERAIE . FEME
R B SRR A B B AR R B R R LA, SRR

4. 54t BRI . AL BRMETI A, ElE S %,

B E

LOHE TR, A& RO ERRE .

2H0E X 4 A0 Y OREL RIS, GO R K ALA L,
FHESIKIG S FEIREE R, 3D R, HED KBRS MM, A, &
X Zn] WA B S onais, & gire, KPR, Bhak. EREHKT, 7
FEON S Ba N2, A e R s

3EFOENE AT ESIKAR A (B F RS SRR R R
TR R

4R PR IR AR AT .

5.CT AR Ko M ERS 550 B AT R 70 R O 2k
Tk THESIIKR . E Bk DL E 32 s kR 2 .

6.JERRI K] FBNI 8 TGFBRI1/2 237845 Bh T2 Wi .

H A% K 2010 4E 15T AR Ghent bk FEAEFIR L RIE. #1457 Gl
ELEED fd. IREMG A CRBATRED AR .

1.JG MFS KL, WL TR 150, ATz,

(1) EFFAREE Z Wor =2 siF ERKAR TS, SoRE R, HHR
Sphrintzen-Goldberg %7 4 « Loeys-Dietz %5 & fE A% %! Ehlers-Danlos 2545 {iF 2%
AL FIRH oG B R R AR
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(2) FFNFKIRE Z 175> =2 8 ENMKARERZ, I HA R B06 T FBNI
FEH R

(3) EFBKARES Z Vo =2 B FAMARILRZ, RGWH =7, R
Sphrintzen-Goldberg %7 4 « Loeys-Dietz %5 & fE A% %! Ehlers-Danlos 255 {iF 2%
AP FIAH S R AR

(4) @RS SR, IF BB E0R M FBNT JER =75

2.6 MFS F L&, W2 L FE—150, arighn

(1) detRAR A

(2) RGW¥45r =7, HHEER Sphrintzen-Goldberg i A 1E . Loeys-Dietz 44
fEFAIML A Y Ehlers-Danlos 56 fiF 55 F AL FIAH DG 5 R R AR s

(3) EFMKARES Z vF4r=2 (20 Z LA D 8i=3 (20 Z AT, 80 F 3Nk
MBI =, HHEFR Sphrintzen-Goldberg 47 & 1iE « Loeys-Dietz £ & fiF F IfiL & 5
Ehlers-Danlos £ &1L 55 3ALLE I AIAH 5 3k R R AL

BRGV IR T NAECHISENE VP mURLE R AT SR AR AT AE
305 CHnSACE —50 1 40, WS89 2 4, 2FW 1 5y, JEERESIE 2 4 Om P A2 1
g8, Ak 25y, WP 2 4y, BEEARG 2 4y, EEE/FEEREN. BK
/G B REMNY 14y, AN B BOE A S N 1 gy, RO AN R
/N1, THAE[BAE 5 BURFEF 220 3 Tl KKK ChIg B IREELB T8/ K L
AR BRERTRRG. B TR, BEREAR. SUSHL 5, K81 4, IEMK
F 300 B 14y, ZARIEMLEE 1 5.

KRS W

MFS 7525 LU NIRRT %00 . ZORME 3R R B 4851k, Je RIkZE
AEVEMR TR ORISR GIE: MR AL ZE S 1E: Loeys-Dietz £ 5 1iF ;
Weill-Marchesani 2% 1iF;  Sphrintzen-Goldberg 25 & 1E; Ehlers-Danlos 2% & 1iF 5
Stickler ZRA MEEAE IR ;s SR i IR SO 2 Esh w2 &
R B IRAE; MASS KA (A, EaMRE EARAE IR LR, ke
AV FES L i R T LA S oG 1 & 31D
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BT

MFS EE T 95 %I T OIME RE—— LK FE . BHAMOE. K
I TR B OV B AR . MFS BIVRIT o A —RAfIT . iR T MANEHAYT .

L—iayT

(D) EFHPKIEI: MFS EBFNAZAEZ W A2 W 6 AN J5 #EAT H R O 3 Kk

o LUBA 2 32 30 BRAR S R0 T 32 2Bk i A% A FE3 R IR 2, b J M 0 PR A 2R AR 4R
F Bk EARFNIG K AR RE

(2) PR&EZES): RZ MFS 8] LS IR p S5 (4~6 MU
MED FIRNZS), EUCEE S il 2 2 Ao BEAR R . G L R e TR B AT
Valsalva {5583 .

2.7

(1) BRARFEPIA: HEFE MFS HIRB AT L B2 3B HiiliayT, LABRAK
FBIKY KIELE, BRAAAAELE IR

(2) MEREKE I ZARIETN: EITERZARTEHANRTT HEA I, AR 2
PRI — P i 8 S5k 3 1 S2ARE U], DAZE MFS &3 E SN KAR Y sk 4.

3AMEHAYT

(1) 2010 5 ACC/AHA/AATS $RFHEYE MFS & £ £k B A2 =50mm
BEAT I LB AR B AR TR, Dl 228 . B8 <50mm I 47
FARASE HENIEAHE: P (>5smm/4E), AEBER/NT 50mm K& AT
K 2 SR 1, BAFAEREAT 14 BN G A 4 o % T 8 FE 9o A4,

UNAEA AR SGREIR B A AT 1 00 B3 5K B D B AR A DO RE & HERZREAT 2R
AP B E

(2) Bk, i MFS BB REFEIEATIRBIEAS, IRERVG T R R IEL AL X
AR DR 5 34 SR80l v SEA T D e L b b B AR B A AR . R I SRR TR AN
th, (HHE D 40° WNFEEFZEFARYIE. T/ BN 2R
LB R 5t 3 B O T REB R PR
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BITHE (& 68-1)

Il PR 5E MES

BEATH A DAL X2

BRI RS 7
I z///\\\\gﬁ%& 5
FEUHEAT 3 R bR A
5o
® LFBKIRER Z P4y =2 sk EFHBKIREE Z E4r =2 (20 DA B
TR IR, SR || B ®#E=3 (20 ST s
I FLIR S LA A 5 055 KR e 2
®  LFBKIRER Z P4y =2 sk -
E B AR 09 )2 9 FLAG T3 &
055 FBN1 3 [K] 5245 B

o [RIARALAE BRI B

ARGV =T I HERAN AR ARG

K6 3 B0 FBN1 K& K 2848 PRI

5 & 75
ARGV =7 I H SR ES 7 &
PPAy =2 Bl kAR R 2 L bR

AN A AR IR
= 2 W MFS
=)
F&4h MFS
K68-1 L LA 1Eie rints
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