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[ Abstract] The Ehlers-Danlos syndromes ( EDS) are a group of rare hereditary connective tissue disor-
ders. EDS is clinically and genetically heterogeneous and usually involves multiple systems. EDS has 14 sub-
types, the common features of which include joint hypermobility, skin hyperextensibility, tissue fragility,
and etc. The clinical manifestations and their severity differ between the subtypes, involving recurrent joint
dislocations, scoliosis, arterial aneurysm and dissection, organ rupture, and others. The complexity of the
disease poses challenges to the diagnosis and management of EDS, together with the rareness of the disease.
The development of clinical guidelines and implementation of coordinated multi-disciplinary team ( MDT) ap-
proaches to the EDS is in priority in the world. Therefore, we formed the Multi-Disciplinary Working Group
on the Ehlers-Danlos Syndromes in China. Based on GRADE methodology, the MDT group developed the

Guidelines. The Group highly recommends a coordinated MDT approach to the diagnosis and management of
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EDS. The first drafted guidelines on EDS will facilitate the shortening of the diagnostic odyssey and meeting

the unmet medical needs of the patients.
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Tab. 2 Differential diagnosis of EDS
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AT SR A, ] 25 JEAG I P2 DB S | 25478
S, HWATHERAT WGS 454 RNA I,

EE R H I O U, AR VUS
s, AT RA T EE AT, A RE R
TY-RRICHR . RNA Iy | Dy RE S 56 25 2 20~ il ok
FFERA AT I T 3 A B i) ) B — B AE — 4 L
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b e WBAEE M IS ORI 1~ 2 5, 2
RIGHETE T ZUR T & B JE - e, R R
TR J 7 S SO P R S T o R
B AREEET I S B i R R AR B S 2 &
GpEe

XSRS S, B R IGIR2 W S 12 W
AT 2 —8, AR WbRE R B v BEfS 2 B
PER SRR R M 45 5 s R 58 245 B I R 12 Wnbr o 1) 1
B, T REASF PH A % 32 PR ARG 4

(RIpBEAN: X & ZER HTHR FEHR)
2.3 EDS £EMEEZEN

I PRI, X% EDS [ 1 3 4% 4 1) 1 A 75 B
NEE7

EHER. EDS EF WA S NI LOKE. WiF
Fi#, ARARNTED, EEARNLER Bk,
R REREE ., EARETERAG b, X4 KR
ERERTRE, CEIFPENRERT, #HFHL
Fels RABHBFAE, BHREFARESLGRALE
WA REFTHT (BREFE: 97.56%, B 5.
2.44%, R#FHF. 0),

Xt EDS £ B384 )y S S5 LA 71

(1) EDS BEMPIVIE W, ALH8REAR s i 4
FIELHE SR RZRE  OHIG 5075,

(2) EDS (& B FE PR I /5 0. A 45 L R A
T A B R SRR 6 1 B R B A 4
B PRI (4 Jmg B Atk B v A R 55

(3) EDS [ B FE BG4 51 0 B Fnfige 152,
15 5L A AR S S0 MR s . Bom SR s g 20w
FNIIBE S 5 Bt R R SR A O B A
RE,

(4) EDS & MW MGREMAE . GHFEWRDY
FORIEIE . BB REAR . KA BE TR, 12
Tk IRITIREE . RN AR

(5) EDS 3 1Y% 5 & B A0 485 . A0 45 Af
PEEBEITRTT R SO TURCR | R TR | R
SIRTT R, AT U AR T

(6) EDS & 1yt & KA fAd B4 %,
FEGRAG B T —AR T BEME | AR e KU B i &
AN = U RS RZ S QY e - W1 B e 3 AT
PRRSWT) . ZEERRR . G AR A RGN 14 i T A
HEWAE

(7) EDS B3 ny.0 3 S KRN X SR S e 5.
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TEREE Sy DR N | R K
GEUR (MBS TOR S Wl ) | HaE B R BEIR (W
R e nmHR) %,

(8) EDS AHICRE 2 B 58 Rl PR 150 o Ji& . A4
PRI R AT T BERE | iRy Tk . BT R
(Il R K 25 M R A5 B 5%

w5 A BAE S EDS £ 2= RH2 7 H A —
T, SEAFRYIG R BEE BEUME, N EDS B
B HLAR e 4R 3t DR R 00 il J 9 38 4% 5 ), BELRR EDS
AN FREE . A FNBESFAERRARZR, 23R R PR
PR FREE, D A B S B A BT A A
PeE

(RIS PEA: X @ HBTHR FEE HZEE)

2.4 EDS B2EMWF=RIE

I R, X EDS B3 B 7= i) 75 17 TR 25 2

BEBL: SEhPRERERTHILTREAR
EDS &, mtf7 =W B4 FHDN, OEFERER,
FEBRBET R RL BT R E N AR AL,
WwRBERTIEILAERR, EEmFaiia, R
BRALERAS EDS, E4oFaiBEILTHREAAY
ER, ERERMNBEEHBNOEAR, RES Gk
BEmER EWAm Eke, ZEDSAFLEKRR
Bk, B FRAERRN, WR—-FELA
EDS, &XiEAXER, FRERGRESN 50%, T
HATHAT A FZRA R ZHS B, R EDS AF
FERREEE, KFHABREALET, BFRE
R 25% , THATHNN K4 F R 3> 5
i, BAFETHAEFTAER, XX EDS AT
RBLIRFREZATRAT, EXEFFHF TS
BRE, HARZEZRTHBILAERRERKE S
(BBHE: 92.68%, BEF: 1.32%, FHHF: 0),

URUR IR 7 K A & BURR LA AE 22 % 1 561 28 4
(arthrogryposis multiplex congenita, AMC) B¢ i i
WA, RO JLEFT P A st (A, Ry
LAY (R R A3 K . CMA J2 trio-WES, LA BH
L7 i R s AL e, AL 4E EDS My T REME . dn
FEFFHER iR L AMC £ 300350 Je kK Bl 42 B K il
BT R . ANT, B, R R L
BUEAR, M&meEskE, SHEESERIL
(14 2 B4 I i,

FER IR A AR 45 R iR LW R EDS, [ ARYE
B PR G I 45 SR 45 2P A R AE G L AR IR P RE 2 B
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T A IR I RO [ R R A b e R R Ak sk
WK EV BRI, PR A XSG LI, FEIG LI
S e SAG A A g A~ A I TE 12 T i Lt A S
RE B R AL, JUH R AR S B B (AR
JU . UL, JLE]) A SR Bk AR K )
AEVE AR BRbE, XS ARG ILITC: R, IRtk
T,

JEUER EDS 938 1% 2412 Wy iy HL it 1% 07 X008
Yot fR WAL NFE— DX ACREEA T BE RGN, LA
R A BE— 7 = A IR EDS B, WRACEE— 7k
EDS &%, RS HEf TG, REEEA T D &S
TSR | AN RN B B U R R B 1
KAPIRIAEIR o XA LT St # A BRI e AR 7
KR 50% , FIEEFRATHEA T8 AL 24 0 ( preim-
plantation genetic testing, PGT), ST HRZ 225
P2 (22 11~13"°)8) i EBIE K (chorionic
villus sampling, CVS) BrEP A (4217~ 22%0 & )
T R AR BEAT = B2 W, WRAE SR Tk
LAY B0 2L 57 A REAE ACBE X7 19 40 L DNA Hh A6
), g IS EANBERRAMOBEEE A R kA 1T BE
M, HERRAEIR R KBS 20k 1921 IR £ 1 T
PGT 8T HARZ 2 Z AT 2 BT

JEIEH EDS 1 8% 2712 Wi W1 o L ist A% 05 50
Qe fARRR PR L , 0 HACBE HEAT HE — 20 1 kTR A
M, G RACBE Y S 7 e Uk s Hh i B0 R S e A
T, WA IR A AU 25% , T #8647 PGT 5¢
THRZZAZ AT RIS W, SEIE#E SRR B — 4 L
PFIHIRER A 50% 149 7] BE 1E 0 1% B A2 5 1 #5407 &,
LR SR ) 55 e 2 i HEA T HE A A

FLBERAI EDS, WA A S M A EDS (kypho-
scoliotic EDS, kEDS) . Hl A ZE45 & EDS ( musculo-
contractural EDS, mcEDS) . L#% & EDS ( myopathic
EDS, mEDS) ., H# A& & A KA EDS ( spondylodys-
plastic EDS, spEDS), FEULURIAA AT 58 18 A3 68 7 o A
RINGILATE BB E00, P2 R G TER L
)5 % W )2 (nuchal translucency, NT) = e ,
rh 2R S R P ARG A N OC T iR L A A LR SR R
AMC fZRI, IR IR S5 ] I 27 35t 4 2 AL RE DY 4 2
2B ( American College of Medical Genetics and Genom-
ics, ACMG) F&HE X} L s R G HEATHEA ), X)
THILFAAE AMC (s B0, 7 4T T 20 1) 75 4G 4
LI A 7 SR B KK b A B oK B
AN ANER BRI SO, XSRS IR

RROLBUR AN B, % 2B iR 65 9 AT A2 LB E T2 K

ﬁfg}ﬂﬂo
(RAHEA, BAEK FFHh)
3 &

3.1 mEsMF

I PRI) &, EDS B35 & JF i3 SR Y [R) 250 A 1
S R A AR, RYT R S RNRAT4

BEERN: BAEEDS BFFTLEFALALE S
REAOELEREFBEALF, he¥H EDS
(vascular EDS, vEDS) %P, 4@ mcEDS, & #: H# &
EDS (classical-like EDS, clEDS), £3t%& EDS (clas-
sical EDS, cEDS) ¥ A ER L THEAS T 0¥
H K&, EDS B A5t f B SN P AR F B R0 H 0T
FRAXANYHFRE, W CT 2F#Y (CT angiog-
raphy, CTA) A3tk F A (magnetic resonance
angiography, MRA), ##UE & K% Wi b it 47 4 @
5, REFZ18~UAAEIAE, BLAMESE,
BAFE, BERITEEZEH, 2HERNLEALH
EFRFE, EHMEFTFE, AEERASERLR
2%, TERERAMERIESKERLZE (non-
steroidal anti-inflammatory drugs, NSAIDs), # &4 4%
FCoR#YG s, FRATFTHFAA TR, AR
EHEATIRER, REEREB I, 2ATE
ERFEROIIBFTHRAF, UABRKARZERRFRSE
ERE (BEHE: 90.24%, BHRE: 9.76%, Rt
#:0),
30101 IAE MR R LR B

vEDS J& EDS FE HECN D W8 KRR AE
1/200 000 ~ 1/50 000 Z 8], 7Ei# EDS %% 7l H 2 5
49 AR, DL I I o L e
ZNH LFBLS) Y I O et nT B AR
R R meEDS 1 ¢lEDS. 7F vEDS PAAMAY
O 7Y A w UL A R A (F UL T meEDS
clEDS) | fipN I [ LT R K E S A EDS  ((der-
matosparaxis EDS, dEDS) ], Zh k2 (% W F
kEDS, cEDS) %),
3012 sy ORI AR R

XHF I RRAS, WG G, e
YIS Wi X 5 UEAT & T I PEAY,  EAR A A CTA
5 MRA, X 4eetedr PR B, AT4A18~244
ARG AR BRAE e & A Ay s R R
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TR E A QR A, 0K e RS WA
A, KA m A . SR
3.1.3 Ry r s s

(1) FUBCE 0. ko ) 45 s vl 0 ol 1 R g 34 o
izl (4 sy, WRAEIIL) . RelE2xF
vEDS, b 5 9] 1M A5 K P REABE 24 1) 15 B 1 it

(2) 7 W e . 2R I AE OE SRR AR Y
IEHSEREIPY, 9 i SR SR 3 e T st ke 12 s 3 ik
TS T RE

(3) Z5¥RYT . AL EDS B3 (4512 vEDS
B MR PR R, X 2 S R
EBhbkI)Z AL S AL B RURG S AR
FHBRTF] VT AR B, NSAIDs, 3 2 25 49 m] fig 2 48 it i XL
62005 XEF 5 R PR R R e 5 1 BR A B SEIE
SNSRI FAGEE R C DR B 1 0 A
WAL NN, FERE KT vEDS B k)21 &
AR, HBFSREAREN, AR R e

(4) FARTW. 24Kk, % vEDS BF L
Wi B A AR T RN A T AR A OCEE A B, vEDS
BEGT ARG IR R AR AR R Y, B
AT ARIEIFE N vEDS B3 A YRIBIT G
e, (HAR LA S Pk 5 R aE 0L, MTFEFARIE
I7, HENA AGTE I XS T RE M T IR AR, 5
BB W R & AR AE AR PR R AT
DR, R, RGO DR, ZERT R T Ol
X TR B, LR P s A — 5
B2 H%,

(R PEN: BIE M5 E)

3.2 EBEERR

G R I, 368 AR iz ik | T 25 ) R 2 P S A
F A EDS, Wb EDS S A 10 K K kA 3o

BEER: ARF &, BELXARS EF AR
Y oRARR, HEARE, RBEEMEFREH
BB RE, SR ALFLEES, $£F B,
HFHEMD, REEDS W TaE, BEFTE, w&F
ARAGBEHRE, FHEF, RAEK, FH%
%, JBHFEEE TRABA, maib TFEHIH, #
ARATET 3D B8 & SR W858, EDS &
FHAH LR, RAAGob R EREE, 4
PR FF, REBHG 2 FHREB R, T EDS &
FHFRFPERZE MRS, BEEE, AREERK
BURFASBKES, FREGRAFLEEA M
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EMFEEOL, A HBEERHLEFTAL 2 HF
KR 248, ORIBRENELECTRAY
FAREEDSHo 4R, (2F52EWHEDS 2R
B, EEARGTTHRA, EDSEFREBILE K&
BREFTAB TRV E AR ARG o84
WM (%A 87.80%, B®AE: 12.20%, Rt
#:0),
3.2.1  Hefk B m Rk

EDS ¥, JUHJE cEDS FIvEDS, K Kz Ik i
ol M VR A R A R B2 T R R SR, Bk
TN R A R 75 S5O R A5 1 8B 8 Y ot fe
AN AESREINR, BEER, BERRERKE
A VERIRE MO AR R . B IR A b e R
FERRZH, RIGHIAEEL, JCURiRSC, VOB n 4 K2
INGER

EDS & i BA R ETE UL, RIS v, &
T, IR B, HERWHE | mias s Tk
N, JCHOR A G IR A kA0 2 905 . Hm AR E
it 25 AT P B 2 0l

T I TR ) R R T NS AR ], vEDS 11 B i
TRRAIE R . MREE . FEVN, BEIMIEG . ST RIS
i Y . mcEDS S8 (Y I AR AR 7E A il
BULF AR A 5, R R A e
Po, WEZW KRG, FESAFEAR, Sk
AN N S TR . I A3 R 3 T B 24 1)
SR, EETUE, FEE, ELFEIRI XY
K. BEE/N BIRIEEE, DR BE A RN T Bl
JR4E | JEERAEY AEDS HAE RS A LI ) F
KITIR, /NS | SRl A, BEEFR K, &
W A Sk R, ORI N, TR, P
B RIGTEM . IR, SRR, F
J&]# EDS ( periodontal EDS, pEDS) . spEDS if A] 3
PR S FURE T2, WA | HE RIS | IR3EKR
[(EIRERS N

EDS & H N2YT 80E R R A 12 TROESb
B, BIEAMEIEE AR N 78 43 4R T RE RN A 1 S
W FRE T3 T 3D BRAR Y 10 25 PP A, B AT 4T
SERIN, DA 25 o R DA AN b
R A A IE TR
3.2.2 50 B kB

EDS HE 1B 11 I K fE 0 AU S 45 HoAth £ 3%
o WREES 0 0 RTF I B Hm, FAR M 1
WOZ4EG, FURH O se s A LRt & .

%‘UOJ



F1[E Ehlers-Danlos 285 F2 745/

H A 5 R T R L FOR 05 D 58, TR R 12 1025
AEtERRIR S

Xt EDS SBEATFARMS, A i R R R E,
FEOITE | R REEA R, JUH R R %, 455
R R BN Z | Wk SOk A &, RN IR DLk
TRl , & Zim KA Tk @G Hb A SClkee
, WML RSNk nE, FEGHAaE
PRI, AT AN R AR %t 2 2 Bk Y
Sk PRI N M AR EDS B 2 45, LA
FIFEET ) B AR G 3 B T EDS gt & ¢
L,k A A4 10T LR A0 O %
H, HBGRTA (g, B &) arim A
]I G ah T AR B 3 3 A FA T
TEHFRE

EDS 8% (JUHJEILE) ]l FOR 3 4 Al 5k
PR AT L NRE R RGAR, DL e R A
5y KRR SR A Nk G R AT R B2 Bl A AT
B S FRAR M /MR T BE A 255, 0 B ) DG P 0 A 4
NSAIDs 24,

VEDS SBRE R NTFAEIS PR 2 C Bl | T Bk
ZHAR C SFBULRIES A A B, % vEDS
B, AR PR KR E A E P S —
BEA 2 SISIENE SCilik 5, KEDS #1 vEDS H2# 1] 11 ik 4k
HF C LI IRBEI 5 D @A . hEDS B B
JoR P R ST A AR TR AN, AN AN R R | KL,
WS R M E L, SRS, Gin@A %
8l @Y hEDS A H O RZEE R C o e 1)
Jtk IR IR ., HFREAS R T 500 mg/d"

Xt FIFCHE TR AT, — L 28 ) i 1 20 50 1 fi
FHERFSHL . #h R s A RS, Rk At
i VTP R AR, X ST P ROIEE A e gy, A
T HERH BT

(RISMEAN, £ F A £ HEH)
3.3 BH

PRI . EDS MR A H-E B A R R
T b 37

EEEN: BEEEDS EFFLEFALETHANL
REA, OEXFTIEED, £% (F) B, #
B (E) B, DHRAMEF, ERFEFRER
RABKETERFR, BFREFTHFRELLE RN
BEETHRBAR, £E3 EDS A RF A s KK
I, ABEEFAMBEAERL, RTFAETLMITAS

(BBHE. 93.90%, B#F:. 6.10%, FEH: 0),
3.3.1  HERNLA RS H IR

ZH EDS W 8 35 A B R 0 R a2 BRI,
Hoh e ok BV B O (2) ALARE L, R
JETE hEDS JE 32l G 1 8 R i 6 s
B, BAEHIURAR AR AT, B R B ST E
s X AT RE S BUR A BRS R T HLT EE LA B A5
SR GRS R EDS B T Rk
SN, RIS T, R 82
B LA S AR ARARIERGE SR OGRS i
Tl B R G AR IR AR R (R)
M CHEFRRE | TS BSOS e R R R R
S SR 2 A ) A, EDS i H]
HOULTK SRR WLARA S FTULIA D REVSGR 835 7T g
REINLA T 855, iz shil M H & A3,
3.3.2 RYT S E

BIERIZ B EDS BF, AT R ALIE RS
RITFFARIBIT . RSERIT - WAYRYY . CHIRYY
MYHAYT . 29903697 EBEXHEIRYT, %St EDS
R OT RE B R R OR 3E, T AR A O Y
NSAIDs FIER 2522 . (H3ET EDS BRH WA
Jo i ), 24 e AN T AR T AL N R R A 1
ST HTY ) X RIRIT AR X TR R
FAEEMAIY S B, S HA T AT G i S Bl
AR S IR SRR, EJ A 22 i T A4 24 08
SPBUA S R N REERIER . YT R R
MPRSEIRIT B, W BLIA 7 o] 35 Bh 36 56 i e e
P SRR g A D AOR D B AR B A A
YBETT 3 B RRE A2 ST R RL A 3R Ak 25T
DA O R M AN S 3 DR R T 4 i S ik
S0 T EDS B A IR E RN, fERSEIRIT AL
EARESOARTE FIIE O, FARIGITRODER, HiksE
TR 1 A R A AR AR B0 R 1 P R R
FARIBIF AR REBE | BSWRIEEIE ., &
P E 2 FARIGITIE EDS E A I8 R G0
WIAYT TR E BEMEM ., FAWKREC IR, 4
IR | U A O A T T SR,
BT EDS [ 17 16 45 45 4 21 55 1k 0 A B 254
A, BRI RE I G — e Pk ik, Hi ot RER 2 S
PR ZE, HEAIERE R, inas
WIME, ARJEHE (F) B, RfaE . AW R
PR/ GE, SR, ML A SR TR KM
AEUTSU DR, R RN AT A AL, O
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2B 1 MDT #E4T F AR B R4 AE, X%
I AR TEA, , DU R B Mk D I B &2 2, Ik
BFRBERAERITRCER . 1A, FARIBIFHIE I
FINGAEwEE
(RESPEA: AR 2 & FEE)

3.4 MEIRFL

G RIF . EDS [ 55 I I 3R 4t In) A I 4
N 3% dnfe] b #o

BEEM: BEEEDS B PLEFALHRA
GEREN, QEEDERE, ATAE, %%, B
ReFBFIF, AM, oM, ShF, 4 LR ERE
ZRASNERT, MERLET, VEREATRER
FREF, #BIEDS AARR B KB, 2
BEEZABLERL, EEMDT A L (%EH5.
93.90%, 85ik#F: 6.10%, R#EH: 0),
3.4.1 MRS H IR

EDS & 1 BT 0 R 4t 57 B9 BT HF hEDS
cEDS 5 vEDS, W 5 45 19 # UL 3% B0 AL 35 1% 8 )5 <
i OREEIRE RN BEARMEIR RS PRI INAE R
S5, A b ST B B SR, DL R LR 2
W2 17. 6% vEDS g Al H B R gz B
VEDS SBFE A 0] LA ofi e AT 1 Y 57, 3%
BAE T MR R SR, AR (32.3%) |
IR A5 A /NGE T (6.6%) BUASALEE Y (2.9%) .
AR NI TF , im0 A =, [
i HH B RV 4 96 i R 5k #4212
3.4.2 R IrE EN

BIIEG R G557 B0 EDS B, By T N s
XPREVRYT . WP EIRYT, AR RS BT ARIGIT .
XFF vEDS S, N PR X A K R I &
iE A R

EDS [ B2 Wi 1) & R I =, 2900 23%, EE
UL cEDS &Y, M FARAE NG I EDS B, R
P IRIENG AT R AT AL B, ST A AR IN R, I8
SraIFEm (IBRE, B &8 Ruim ., AEK 4 i 1k
ZEAAEAE) , I AR dt IR A M R T 3R R
EY IR, FRE EDS B K JE kM s,
S R R BRI LA TR = 1 W AP AR
S S R AR i

A RN 2 vEDS R E B R WP R ST R
E, AR IR I R RGBT T, S A
AUET Q) o = B TANEATE 7 e ] B G 9 ) 8

566 October, 2023

FRARAE ) AR R R R KUKt BT 5K
% SRS E B ST A e KUBS: R T
ARIAIT . shlkii R S 300 K, £ s 2
HEATA A MASHE 28167 . vEDS I % 1M,
A R A I 25, TR,
B ER,

R I 182 87 52 £ 5 MiE 7 EDS JR 3 il AR R
FRE Y SR B RO SR A O, AR Y
BH T BT SRR NI, 777 B FE A B B P
LA E 1Y R 3 AR Al ™ B R Uk B R 2 1 R W KR
I7, (HR G I AR P B A

WBEE VAT S0 EDS B B E L Sy A
IR I Sh i AR T R R U, RIS
W B 5 IIER5 . WAL ZRAT B T3 s v i AL
Jrie, RTINS 95 B VE U R o T S i
o, B, BB TEGER AL S s
S P I T SO & T DR R A R
T 3. 13 B G Mg RN/ Je 4.3 FRE 4.

XFF vEDS B, T I A R 5 s 0 B 46 A di
W, 755 KAEMAE SIS, MmN
PEXT T IAE . PN A 2 O R B TR 9 A it A
. TRk 005 oA R PERG A (A4S Bk <
SRR A HAURRSE), URIEREN T ARG
JYISE ROE, AR P LR, HEST AN R 2 TS
IFEAEAT A TEAS W, Wi B 5585 . CTA
Je MRAM*

(R oPEAN. WL Tk #8)

3.5 AR

& R, EDS BF ONERZ B F 2R, N0
faf b ¥ o

EEENL. ZEEDS EXTHABAK S H OB
EIR, 25 AERKFE, TREKEECHTRES
4E (postural orthostatic tachycardia syndrome, POTS) #8
%, EXEMHRHALA EDS X hEDS &5 F, B Eu
HEEAELHRYT K REFEHRETRL, M BLEF
ARE, RERE, £ THZIERE, ERBERARAR
fRE R &L WGHALTREAERE-#ER EDS
(cardiac-valvular EDS, cvEDS) &:& 474 # s 3) B¢
g i@, s TFRABEARNH COLIA2 REHESH (ov-
EDS), B&MisTR A CHARR, WREHHA=
R TIHRBEAR, HATERANFERTHEE
B (BBHF. 81.80%, HBRHFE: 12.20%, REH. 0),
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EDS B #H DT R EFZ MAERE 1, Ak
=, K& o®E, &AM, vTiES POTS M
KPR SRR EE R RN E
(mitral valve prolapse, MVP) F1 3 3 Jik R % 3™ 3k
(aortic root dilation, ARD), T W F cEDS f hEDS
B, vEDS BE BRI L KA SR, e 2 Rk
2 {H ARD BARWAL T, MVP [ B HE N 6% ~
8%, B-hE, AIFRMRGET NRE, AHE
FAFH, ARD BIHHEH 10% ~15%, EHF ILEA
IR, ONESZ BEZ LT evEDS (EDS H 3%
UL | BRI B A, 53
W SO, T LB AR, A MR R,
PRI 1M e s S g 8

WA SCHRIESS Y, 76 48 3% T AR 1Y EDS M
&, FEAER (52.6+14.6) % 48% Nt 17 4l
B VvEDS, 31 f dE If % & EDS, FE Bk (vEDS
76.5% vs. AEIML45 B EDS 16.1%) 1 R F R
(VEDS 11. 8% vs. AEIM4E R EDS 48.4% ) 2 Wb i i
TS TFAR (4831 P<0.01 F1 P=0.007) ",

(RIS PEAN: KiFH B E)

3.6 HLAR

I PRI . EDS £ 35 A I 0 1k A B} ) A5 i 2
IO 3% Gy b 3 7

BEEN. BEEEDS BEPLEHHLELR
A, LERH, BE, BHEREIBAF, 5
VEDS & ZTUABAMBEAFILAETLAR, F T4
ERERAAGESL, TR MBLIRNE, ENALH
MNEFFHmHNakbE, EXNELFTAY TRE
BHABRERER, STHEARBEFLES, WTFR
SN FRETAHAEZHELRT, BFRFRAELLER
#, RTARELMDT A5 (B#HH. 87.80%, B
BHE: 12.20%, R$HF. 0),
3.6.1 AL ARG H WA S EAL

TE 14 Ff EDS W AIH | hEDS A1 vEDS % Hi Bl 1k
ARG % 2, hEDS BF v R B EMER, Y5,
WAE SRS, 2 BE I GERERRT & W 2 4
BIERIZWbR i, X T A7 12 M AL 1Y) hEDS 3,
4> '8 Wi 2ot i () ] R A A B MBS AR, mar B
NI i 0 A5 B T % BR80T W SO R
BeLooot R4y VEDS YR LUTHALTE [ & ZEFL MR
T, HA g o fLEcR I, R /N g RS 5
1L, ZHEME, WaREFILMiE; Wi, 4

e R iR L T g I E el 1 N
416 HA R EDS T4 A6 18 52 B LA AR 5 1R 3E
B, TR SORAE SAOE AR 32 RVPAG o, R A A
EAHCAERIEAT IS, IR AEAE T AL TR IR 14 3 0k
FTAER . A 4 PEAl
3.6.2 RIS E

HAEMAL RS2 20 EDS 3%, HIar R
VEBEZ AT b R 15 VA S 06 3 R A 25 5 4%
Br. XFF hEDS HBHLERER, T2 E Hh
T1 1% PRI (0 S, T R i D e MR IR T
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RESEDR RIS D AR R HE S, A 1 HE Sy 2 STK19-
C4A-CYP21AIP-TNXA-STK19B-C4B-CYP21A2-TNXB
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R | AR . AERE R P A AR A REIE R,
ECL MBS T Rt it EL AR R FH 6T i e MR 1 24
Yy, W SCHEPEERAGEER, Hfs T 8ik®H
Hehn. BRI O, FEFEH TR TR
WHERAYT, SRR R f R, HE AR
B, RN R B A A H AR IO R
BEHAE— DT EZWEEN, AT 2EAK
5 FE hEDS B P, WTRE S KA TR R g ik
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