5 ik Wi

DERMATOLOGY
(£ R—
2Ry - F4E L

EE
Jean L Bolognia
Joseph L Jorizzo
Ronald P Rapini

¥ F
RFR EEE
NEAR WEL

@ gemxzEHARd



F4E

DERMATOLOGY

PR W

(% 2h)

%% Jean L Bolognia Joseph L Jorizzo Ronald P Rapini
FORFR EFEE INEN WEA
¥ F W Rt E W ZF M

e

IS

EEAFEEZ AT
Peking University Medical Press



BEHERRE (CIP) ¥R

BRRFRF . 2K/ () #&RE (Bolognia, J. L) , (3£) Friftk
(Jorizzo, J. L) , (&) #ikJ2 (Rapini, R, P) F¥, R¥HR%FE —tat. 4t
HRFEF R, 2014.8

454 I3 Dermatology

ISBN 978-7-5659-0902-3

1.0 N.O#- Off- @fi- @%K- MOKKKFE V.ORTS5
o [ i A P B I CIPEUIE A 7 (2014) 55 1612145

AR ARBURE R G REILS: HF: 01-2010-6081

Dermatology, 2™ Edition

Jean L Bolognia MD, Joseph L Jorizzo MD, Ronald P Rapini MD, Julie V Schaffer MD
ISBN-13: 978-1-4160-2999-1

ISBN-10: 1-4160-2999-0

© 2008, Elsevier Limited. All rights reserved.

© William Coleman 11 retains copyright of his original figures in chapter 156.

© Gabriele Richard retains copyright for her original figures in chapter 56.

© Chapters 4 and 84 are US Government works in the public domain and not subject to copyright.
All rights reserved.

Authorized Simplified Chinese translation from English language edition published by Elsevier Limited.
Copyright ©2014 by Elsevier (Singapore) Pte Ltd and Peking University Medical Press. All rights reserved.

Elsevier (Singapore) Pte Ltd.

3 Killiney Road, #08-01 Winsland House I, Singapore 239519
Tel: (65) 6349-0200, Fax: (65) 6733-1817

First Published 2014

20144E ] R

Published in China by Peking University Medical Press under special agreement with Elsevier (Singapore) Pte Ltd. This edition is authorized for sale in China
only. excluding Hong Kong SAR, Macao SAR and Taiwan. Unauthorized export of this edition is a violation of the Copyright Act. Violation of this Law is
subject to Civil and Criminal Penalties.

A5 TR A SRR R AL HURSE B2 i S Elsevier (Singapore) Pte Lid fEFEBEA (A EIEE#E LB IFFHITEIR M GE) SFEHR. RRURTED
RN RGBT AT R E ) R AR e . ASIFATZ N, POERE L, 2z i,

B IRwasE 3 2 W) ( FIkERs )

R RFR OEEE MRS mURa

HARZIT: dbai KPEEE AR

# sk (100191) JbstilidiE X Fheds 38 5 Ls KR E ke
B iE. KITER: 010-82802230; PE43MEH: 010-82802495

) k. hup://www.pumpress.com.cn

E — mail. booksale@bjmu.edu.cn

BN Rl AesnO R R RED B R AR AT PR 2 7

2 #H. WER

RERE: URT SN RERX. BB SENS: PE6

7 Z&: 710mm X1000 mm 1/16 EP3t. 187.25 =& 6250 T
R W 201448 AF IR 2014 4 8 HE 1 KERI

H S: ISBN 978-7-5659-0902-3

E fr: 998.00 5C (24552 1M)

IR, EELR
(PLJE 5t ) i 5 AR+ R 1T IR IK Sl )



B B L s srieRansenaarie v
EHELE 4
IR xxi
FHEAE xxiii
JRERIE XXV
HREE XX Vil
P e S e N I XXiX
aiEEET ] Xxxi
H XXXiii
F1%

W BR B Rk 2

e PR AR 2 4 5112 Wi 1

85 EMBEHE

1 ERbRlE N 1537
2 [ A 41
3 JiEHfs 55
4 ST 69
5 Hu 87
EHy: BRE ' "
6 Hfkiz AR : 109
7 SRR . 123
8 FEHiME L 141

F=H9: EPBEMERES KR

9 WIER 153
10 HM FEBBE BT oo 179
1 25 195
12 S B R B R oo 209
13 FPRER % 237
14 HAIRIZE R ks 257

15
16
17
18

75 I P il B 271

Sl S B b B 289
BRIl R Jies 301
FEI5 | B R 317

FWES: SHP. AHEER

19
20
21

22
23
24
25
26
27
28

RS AL i 339
[ARZLBE 359
ZIFLIBE, Stevens-Johnson £ {5 AEAN 55
F B INBEAA FRAE 371
237 A 387
Segit . R AN S HT e 411
IKEHEE S 7 gnAI0) e — 423
B Bk M5 4 441
ISR B 9 469
R H P B 481
YR B s 499

FHES: KEXBEERRE

29 BRI A Y2 509
30 Rfa 525
31 ERAEHE 541
32 JBFER R IR TgA KIGH R ..oovv.. 559
33 SRR EARRIE 571
34 HAMKIAIIPEIEIF oovvoeveemrenereecrrrnnsns 583
35 A JLAKIE I R B PEBEN ... 593
E2%

$RES: MESRER

36

37
38

SNITFRR . TOBTFAR, TN AR AR B IR

IR EE AN RE 611
SR 619
T 5 B b S 63T

Xxxiii



Sum

39 EFERMEREMABVIIRAE ..o 647 68 FH oviverveiciin: 1229

40 AN HRFN T BRIEIR <oveveereererecrsnenanne 665 (S IRECS: B A iy 1 A =t 1253
70 SRRy b e 1267
S, RIBKER ;; ;Pﬁ;ig 2 SR 1289
41 [ L A S 0 S .. 687 | FAE (AR vovvereererenraenns 1315

42 LIBEIRIE ooorreeecerierssiensesiesissessessassnssases 703
I L 1 e 721 F+TERSy . B, FERMMRR R
44 ZEGMEREALEE (FEER) R 55 ..... 733 VRIS SO 1335
45 HARIBETERT oo 749 T4 ISR oo sresssssssesessainns 1375
75 SERTRIEIR covoervoeeeeeesseresseossssenssaessisnes 1399
SIS, (RIS R RS 76 E%{ﬁ ............. 1407
VT S 769 77 HIV BRERRRIM HIV IR . 1441
T 78 AT LIEIREE o ooooooeeoemesonearesssmeessnmessessens 1463

2ol e S R WOV DU 783
! "~ (CRPC o) ——————— 1483

48 TTRUEBIR «ooooovveersecnereeressnesesossssesssrsssans 793
‘ 80 HABFTEEHEIERR coovoreeeoreereeeceseereessiessissenn 1507
T R 805 S iy o

50 &%%1{‘&5%1&'&%% ......................... 8]9 i N ...........................................

‘ 82 JEAFNYISHEH oo 1557
=5 N 829 83 S HERRS a5y
58 Fh by L e o M R

RPHEBAI BRI #a ES YOl <1 o O 1605
Y Y C oY p
s i BHINS. PEMEHT
53 FRESEEAEIE e 867 85 45
St i o P e A o R 1627
, - 86  H HME BRI vooervesesrreeensreesensisssenssseeseaenns 1641
55 MFTERMAIMBAIIEE ..oiiivrrnnieirenns 919 87 FRAE SR A 0 B s 1665
56 E@Hﬁ, Zlmﬁ]{tﬁfﬂﬁ%ﬁﬁ ............ 935 —1_ e T
; 88 P oo 1695
LT 052 gty S e 979 A Lo
58 TR LRI B At . 1995 DA 1 707
59 JE B REFBEIT oo 1007
60 hZL ARG T REARE oo 1037 FTMERSy . BAEIUTA AEFD B LR AR TR
61 ISR oo, 1055 90 ZHAUAMMIBEARE oovvoeeeeeeeee e 1717
62 HA BN BT vooveerererreseneesressenens 1073 Ol ST s B i e s b e 1737
(R =1 51 1107 92 AR I oo 1747
QYR IT r m m Ce . ) e 1765
E+Ey. aENER
64 SIS oo 1127 £4%
65 A5 RV Ath 5 U MR e 1139
66 ETEIEBHEIE -oooocrreivomsonneresiismsssssnessons 1171 S+ RIS EHRNEREGRLAER
94 HUHBAMEFTAEYE oo 1777
® 3% 95 ZETAPEIERR ..o eernieenesnsoermesessmsesssesscsiin 1795
96 TEPLRABEEBEE ..o 1803
S+, T8 BSEE 2; g{%ﬁ%ﬁ%ﬁﬁzﬂﬁéﬁ ............................... 1821
e P Fant W5zt IO N (NN (R 1835

99 ZEAELHLIZELR ...coovvvteeercreerseniecemriannnnns 1845



E+AES: KTIEHER

OO I s riais 1857
101 G AR I BRI oo 1885

Ft+t#s: NESEEER

102 [ ABIZE ...oecrrerreeesreenssiessesisessesaen 1905
1030 B LRI oo ereeecenecenmsentssessarsssapesseotiind 1919
104 RIIETE <ov.ocisvoosisisiusoisissnssospanspsssissssbonsis 1939
L0153 3 0 e O s e s R 1957
106 EABIMLAERGAS covoverrerereresnenssrisssenssssessssesens 1979

FTIN\ES: REIE
107 SERIRANHREAEE IR ALY AT

BETEN] oo .1993
108 ik, FRAEAISRIRITRE. 2009
109 BT IMBEAIIEA .o 2033
ARTONE 3 2057
1 BRI oo 2071
112 A M B oo 2095
13 BEZEE 2133
114 (A Mg AR A e 2165
115 2 A iR (R EdEh 24 4

S Tt M R el et I 2197
16 JZ kAR AT 4ER LT AELH R ARG 4. 2219
M7 L. BENT SR IR oo 2241
118 JEALHIIBELZIE ovvoooeveeereere e 2259
119 Frfk B ZHREARENE cooveoverecrenrceeeenenscinnas 2271
120 Rk T U oo 2285
121 Ak AT AR T B B A ... 2309
122 JERREERRIE ocooveeveervrervsnnsasensessussnssssasenses 2321
E5%

FTAEH: HWET

123 JRAE R AL DARIZE 2327
124 B kR BREAN 28 B AR5 v 2339
125 BERZIRIE ocvnrimesiimsssismsssivassosssmmssisssosenss 2349
126 2 A TR oo 2363
N TiT, 1o e iy T PR 2381
128 BPETTTA oo 2413
129 HMAMHZEY oo 2437
LT = 3= 2455

131 ZEWAHEAEF ovverreriererienseeeiesesisssnnians 2475
182 BT cvooeeeeereeneenseeseessssssseseesessassessessns 2493
183 AT RIS s tspesscsssinsvensniasaasad 2503

E_tTEs. MEBRTAE

LT el Bl - = =Tt U NI 2515
AR o= DAL i/ 2537
136 WOt — FRAHEAER TR o 2559
ARYAR: S 7t 1= i T 2571
eI = < 2601
189 FLIFITIE covoummsinminisnnsssrsssiossnessssoveasin 2609
140 HLAREIAR ooovooeeeee s 2623

T8 s

TR w1 = 2631
142 LB IMBHEHIZE ocvvveenireerienriieenns 2645
143 BRI cooooeeeeeeceeeseeeeseeeeseseesemseeess s 2659
L AR oy iU i1 — 2671
LT G O 2685
146 JEIGHEARFEATIRER oo 2703
VAT e M B e s 2723
VA8 JEBREI ..vveeroossrenmmassosssrensmessssssssnsessamson 2741
Tl W 2 SO 2757
150 B FRAMEFEAR oo 2769
151 FARHEIERMALGER .o 2781

St EZFIME

152 TEBEEZEIBRGATMY cooooreeerrrreererrnenssries 2797
153 LA B FIZEILR wovseomereeesienneriienesssasnes 2803
154 Ab2f BALAIE R E AR s 2819
155 FEALIAITAIFEIK M IR BT AR o 2837
156 figfiimAR 2857
157 BLAEHRE 2869
158 #HHLUHTA 2885
159 WEFITFHER .2899
=] [T Il

Xumm



55 94 5L digsE U

Leeno Bruckner-Tuderman

BN
© g j sk % i (Extracellular matrices, ECMs) 2 4%
A anThkE, BREG, BEOFEG
SR GA AR N R s, LA R EH
Ve RAdd A4,
AR LEN, SR EIER, ALEK &/
4 A B R MR RAEAL P KA T AR,
SECMA R R EI R —AFIHALER. A
Ehlers—Danlos %2 4 4E £ K i £ g A 02, BB
ECM s o LR 547 8 & LR AN A EdE, i
KAMERAAE, KAMLEGIREfRICEE 3,
DRBREORALEBATRNGEY, A KRE
ARG =& FIRER o B4R, THEHRZR
Wik, hAREE, AEAREABRTA—ALHR
&% (Gly), TRAZX% aBTAFTH (Gly-X-Y),.
KR EGH—AMrERZR AR (Hyp) 4z FxA
FHAFINY S L, RREARFA B8 F Ak,
BB EGRRYRA SABBGLENH, Hietfs
Fotm il FTRLIMRHAF Rtk R LR 6  X,
PEREEOEARBEARE, BEEORKEAE
LA B RBENRAKREEA T, AL TH
0 SR AR PR A S AR R Ao R M, 2 REAR
BR—ERESHAMTHRIRRGHS, BT R
P& G, P 0 TR A ST A AR
CARIE LT AL TR 2] B B 69 4a 42,

ol

Sl

ARIZER ML AMET (ECMs) 8B 4r 11
FrRtEAASNAS, BERRER. MYEES, W
FEAMEAZH (R94-1), AAFMEERYR, XL
Ko F RFETE A MR B RAE S RUZ W b
HIFRIBRLE Y KRR R R A R
e, FEAERFE AU E A R T R, M —&, 1
DIREZ FEAY ECMs Z [H], & {789 32 A7l # 2 AH oL
. (HREESC b, BN E A AR R B T
R U A B R A5 . X SR OB R A5 ]

HES G e, SMEGERAEAERIFEERILZ

[E] AR S a2 A 250 (1 94-1).

F R Tl 72— A A T
TR, VA 2 1D o R RS A BN IE, T
AN SR = B B ph =AU 2 2 IR o RRTE

IR (28%h) EREEE (15F)

PR EEER (£94-3)
JREFMERER (28)) MREE (3R94-4)
TEWTGF-pEAEH (4F)  BAEXK

Fibulins~ (57) [Phii e

“Fibulins BHA N EA 4TI FHEIEE, BERE ECM RAREEH (HAnsgt:
P, PETHERELIRIAE ).

LR ECM G1RUN 7 B T8O 3 B R, X8 4h T DA SR S 0 X
HOMRAGHENME, £/ M55 ECM A8 P& RmEN, ®6

% (Integrins) J ECM EEMAIMZ K, LTBT, LiftE TGF-b 456 EH.

& 94-1 i&éﬁﬂﬂ&l‘gﬁﬂkﬁ
ARE T REMEA R TR, FEX LR 2 IR P,
IR AT T E TR LT A S BE S P, X SL 4T 4k (9 45 Bt 2 7]
SIS AN A AR . AT R AW E AR, B4l
SR T RE RIS .
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BeAh, A2 B EE R 4 T T AL A S AR R
5, R ESFEARA SH—FRFR ™Y, X
A% T R B AR A ML A2 (A B R, (B2 (R R T X
SHALFRIEDE, A R 41404 & 0] g A
.

LA, A REFRS FRIFRIE S T 22
ERA¥HWERPW THE TRANY R, XE0T
TEE H AR R K ERRHEA R ERZRE, #35,
AL HERIRECBERA ", HTS ECM 4 F i
(] [ R TIT R 1t S0 g 88 A2 A e O A Y R SR P, X 2
RRRLEEERENNTFZ AL, 2S5, SEEH
40 245 NFVNRGE R ECM By R R 2.

HEFE—RE ECM 58 A A FME. AA4
LU R rEROANIL, AU, bR A0 M E A AR e

xm # F  mesE

FERBRER

1 FRE I a(1), a(1) COLIAL, COLIA2 Bk, KEHECM

1 FU e i a,(1) COL2A1 BE, PRk

E:lid oy (1) COL3AI Bk (B ILECRR) . i, B RS

V B a(V), ao(V), ax(V)  COL5AI, COL5A2, COL5A3 Belk, A 1 RUREA R RIA4E

XU i a(XD), ax(XD), ax(XI) COLIIAL COLIIA2, COLIIA3 #i#5 l ZURE IR A R 2 4 4

xxavIaig o, (XXIV) COL24A1 B P A

vtV g oy (XXVI) COL27A1 opr. WG, H. M

A 18] W = AR 4R i

HIRAEARXEIR

IX 2R J5 a(IX), a(IX), a(IX) COL9AIL, COLIAZ, COLIA3 EAT 1 B R 2 R A 4

b1 a,(X1) COLI2A1 ik, & 1 RRIFERIHA

XV i [ o,(XIV) COLI4A1 Bk, & 1 BRFEHHH

XVIZUJ I a,(XVI) COLI6A1 Rk, YrEds

XIX Bz 5 oy (XIX) COL19A1 HIHE, LA

XX B[, a,(XX) COL20A1 Bk, faRE. R, WU

XXT R fBE o (XXT) COL21A1 WEZHA, Ok

o " g o, (XXI) COL22A1 SR

xxviU i oy (XXVI) COL26A1 B, GRS

E AR R

VAR :ﬁv‘;') @:(V)s  COL4AL COL4AZ, COL4A3,  FrERLIRIE, TR
a(IV), as(IV), aIV) COL4A4, COL4AS, COL4A6 Bk oy(IV), ao(IV), as(IV)Fl a(IV)

WEAFHEREIR

VIR ay(VD), ax(VI), as(V1) COL6AI, COL6A2, COL6A3 Bk, HAbERMAgERAL

BETE B4R RO TR

VINZ g2 5L 0y(VI), - ap(VII) COL8A1, COLSA2 Bk, PIBEFEER

FiMfiE ECM L. @EdBARN S5 i HE
fEM, B FEEMRNEE. MMORTE, 5
HRTEAN ML A KM A SRR, WA S ECM Hefil,
VP AN R A T, BeAh, ECM Al fE {5 B 67
# —HECM ZEORENEAS4AEKET (Hkm
TGF-B), £ E A IHEREHOR S © 11 AR i 40 L
e,

BRSMNESRBVESHIFITHAE
FR

B¢ i (collagens) ZE H R IR 7E4E £ K £ 4l
AT MAEEEENER. BaifiEn
KREEERIER28F (F£94-2), EMNSHED

(F¥4%)



X TR

COLI0AT
EE AR 4

VI i 5 a,(VI) COL7A1
BEER

X 74 fi% Ji oy (X)) COLI13A1
XVIHY 5 i oy ( XVID) COLI7A1
xxm g e o, (XX COL23A1
xxv i g a(XXV) COL25A1
20

XV RUJ 5 a(XV) COLI5A1
XV 2 Ji cuy( XVI) COLISAI
FERIR

XXV AU JiE 0, ( XXV COL28A1
* ST cDNA 55

T I 2 )

A B R
Bk, B, A

KRR, FEHR

Belk, B, A

B, FamE. M. Boibk. AURE.
i, WLETC

VRS, FUR A R R GER AT i)
VE B, KK, MK F R,
endostatinfty ik 4 7"

Schwannfiffil; Jifi JL R AT

JRA XXI-XXVINE [R5 H 3 cDNA FPSHEmI i3], (HRENHEASMIF AR TN, ECM, AR,

43 R MR Z K, BRARZRERZH AR
M F T gmis, oA BRAKREHSHXA 15 F
PA b Ath 25 B ( be o B 40 5 G Ok A2 k1 A2,
ectodysplasin, fiEmE®EEL "),

R = AR 4R e

JI A7 TSR 4 #R R B BERR O o BRI = A £ K EE
An, ENTEERRE = BRE. £—LRES,
a SRR (FZ=RE), mHEMRESH 2%
HIFAFE o (FHE=REK), TEMKZDIKEE
L BEANEERPA - HER (Gly), Hitl
% a #ERF IR FR M (Gly-X-Y), . Ho XY £
HHMEER, n ARXFaEWKE, EXMY
LS EAAATEZIERR (Pro) AUZRIEER (Hyp)
Pk, ol ERR i R AR 2 )0 SR B T 4 R
fEdE, MAMKE (18) F1EBRRKEERS
1000 AR I M ELEVEE R 75 Gly-X-Y, J&
BT ASEAR 1.Snm . CJE 300nm i1 R A g HAR £ A
FE—SERR I, XA (Gly-X-Y), EEFSI8 1 K
AR W, THEEMTERZE B (Gly-
X-Y), EEFIEK, BERFSTFUATEE, X
XA E R RS T R AR R R D RE R B (L
T

BRHEYE R

WIRAEY G ARSI 2R E B (K 94-2),
— S T 5 W5 B 2 I DR A . EFE N KRB C
A% i B A o A SE G O B 40 L P G LA ) A
i B IRASE T

o YIR {55k

o —HIHERMAMB AR (Lys) BREZLEILEM

4-Hyp. 3-Hyp fI¥E#i&# (Hyl)

& — SR G R B i 0 W AL T Al P — Rl

FFRFFE LR - B

o — MR Rk R AR L

° 5 o HERFRIEGSOATR

o G P A [B) AR S

o = JRIRET &

A X e AR I DA B 85 2 4k P T 1K ST 100 A28
HRERE G, ZRIZENZOER T GEHELE C K
X), BLARIEERERIE S S i R Y, RE, X
Tl JRE JERL 9 DA PR G 90 e s 2 v R B A T S B v
IREEEE . FEXFEA RS, 4TI 0 i R T Y
AR YE A e AN R AR N
Aol (85) C Rumal KA UIEE. 5 oAb K A0
R AT BEREE . TR 3CHE
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24
B on| (EYe #C)

%, 44

OH

i FRCRN & 1
VIICH! ﬂ B EC- & 8
I 2R L S S S

; v @3 ;

&€ ;.—l
sy r—‘—?%
(ZEHE) © ) L 1L

o« «

TGRSR I TEDS, VIIA, VBRI 7 HAS0AR o B B %78
SECRMLSH R

Soden AR RRMEMER

I o SEFERLIRG P IO R B, 7E LR A DR AE 22 K
ey S G S SR e A YR B AL RO BB 1
3 5% a AR ZRE, RARTREEZRBE,
IR = SR AR I A I B M S B B ep , RIS HE N R
M C Kl B IR, BUAR B 21 R A B R 41
JERIE S FHE R BOR AL 4E. XFBRESET I3
BE4EFF§a52 . EDS, Ehlers-Danlos Z551E. (Adapted from
Myllyharju J, Kivirikko KI. Collagens, modifying enzymes
and their mutations in humans, flies and worms. Trends Genet.
2004;20:33-43.)

Z 5 1R AR A S 6 R B A Ak
B AL T B T 2 Y M R 2 -4 b A i
B -3- AU A R AU HUE R R A R B AL TR R A
AR R AL, XEETHE O, Fe, a- MR

BR. PIAIMBRIENHBI A 725 RV, fER P % R
N, O R AR i IR R S B B 10 A4S ZEH N
B o G L, 0K A0 Y PR A A4 T A 1 R B L i b
N A B R R A . BRI N i 2 1
Y] T BRI BT R N S ai ik, XA EEREMEER
MEBENR (ADAM) ZHE/KBEREFR 1 R
fi, firg k) ADAMTS-2", #iji 5 C- % A K ifa )
BRI, o, m, VAIVIRE]RIFER C ATk, XA
2 Toll FEEE /KRB P 1 LG, BT ERY
I A BRI v T A T R 1 R A A B b
A HEEMAER -1 (bone morphogenetic protein-—1,
BMP-1) "™, [ J§ 43 22 18] ) 22 Tk 7 1 U 1%
AR - AHES 5, HTEEWHNBEREILEH#
1 T, 2H 2R B 2 R e i R A 3 /D — S i SRR I I
FEREICVE R 09 55 b —Fh . BBk b & B 2 SR 49 VI
BRI KA T a3 N, VI R AE (R A2 4
LU R EREGEG -2 A P

RSB
A 7] JB S 2 B = g M 55 ) DX A K B A 3 2
AR, AT HEEER, X R S AR S 117 a5
TREVWRE7H (K- 94-3), EfilR:
o YT RICIE: 1, O, I, V, XIZRETHH
SRR XXTV Fil XXVITEY i[5
o U7 2 = ISR Y IR 4 4EAH X I . (FACITS) ; IX,
XI, XIV, XVI, XIX, XX, XXI, XXIFIXXVIZ
JK 5
o FETCRERE I . TV 2R BE s 6 A [ I 73
o RUR L HERC IR : VIZRE R
o [ 25T R I . VIR X 24 e I
o B ELFHERC IR . VIR
o BABERARE. XII, XVI, XXII #XXV
R
o ELAG 22 55 = I B e DX A0 6 BT 75 90 A S D, D (1) B
P = IE AR B AR XV A XV R
o R ARBE S E R :  XXVINHY i Ji7
FZHPHXRENELZEBER M2 MES S
SCER 10 ~ 13 H, 2mifieir A 8RR E )
REMEE TAREMTEE, & S% RiEA XX 71

oz [1-5,14, 15
LRk | s

BE Rk BB IR

FEP IR & T HT R 75% TR 20% ~
30%. Bk ZE A 12 FhORE R R AT B
RGN, EEHEMREARNERKETBGHR



L/DEHEIGRIRT, 1, I, V, XI | 2.FACITRHHZAZIRIX, XII, XIV_ XIX, XX, XXI, F o453 KESSFAS
| R AT R A XXIVAL = 7 vl ) >
R S S B R I e T 10 R M A R
N =meeE B ot M| 7 L ARRA AL, FRE
N-filfik @ C-fik % SR | R XA XVIBA K 6] 74t 4 =
—_— XIl and XIV JBE I8 XV I XVI0 ) 8 4 F 45 iR AT R (7
L | A8 ). BCSEIRE I 5 BT IR O T i
; : = e Rt e /1 S5 (30) 55 A TR A L 1 ) 2% +H H
X, r 100 am SRS ST | i, FACITS, Ik = R () 5 £F 4
0 am 0 g 4 45 R GAG, itk % B, (Adapted
3V R A VIR [ A R B R 24 from Myllyharju J, Kivirikko KI. Collagens,
modifying enzymes and their mutations in
] @E@\cg» vi . .li:_":!\=>:""& humans, flies and worms. Trends Genet.
100 nm 100 nm 100 nm 2004; 20:33-43.)
T 74
Tooam BB HRERARET A
SR
SRR —VIILEX | 6.HiF 4~ VIDRIRE I
=Rk
Vi VI 657'* 200 nm f;
raiad > N P
100 nm 100 nm SV e 1/
B i E HEHR
TR LR XL | it 2 = AR EABEXV 2 X VI
+—2ﬂ,—. .ﬁm. R P G
Xvi Xvui
100 nm 100 nm
GAG
| = B ER, 7S= IR e NECHE o 1l = iERY
b R X bk e I K3 M IR R

MIGE. “407 B RAFIER) s XL
PR R AN A Ay TR A, FIn R (B 3ReE . B
2y, AT IR B BCIR AR A 4E & 1, T,
V., XIFIXIV B R, XA 64nm JE HARFAERSCHR
AZhk (1 94-4) Rl erge (WHE 94-3) WA
(Al RE B B O A BT . 1 Y JRE B X Ah A 4
B, HALRIFARARE, ean, AR E AR IR
LEMEIGIEE SRy, ERERETES, VIR
B IRAFAET LT i A A 2 b, 38 ik, B —Fh
1 BN R R AR R, FERAL, BERATERIR
22 (WIE94-3), {HRTERNER, VIALL4EfiX
R ST AESE L, AP R XX XX B4 i 5 AE
B kA ik B,

AN A B Y B IV B R o F & A S TS B A (R
(LA o 8. BIHANIE, CE8EH 6 FiARH
0 o fif. CHSCH 3 FhEZMBAAE. & /o, i, &
asadas B, T B anlonlaslos 5 R 25 P, 3 s g Y
AT 2 AR NC1 2514 K E i, o 85 7E X 4

LR XN S A AR L R (ULIE 94-3), fERBRIA,
EH oo HETV 2 JIE 5 R 45 7F L3R B A AL o T Sl
17, [HREH aloas/os HEE R4 0] GEFAE

O KB B T TR R R A PIAD (36 33
), VIAYR R BMEAR TR R B B ECM |
B 8 A 4 E R ME— sy, R EE Ay, XV Y
JBE N5 S 10 B TR 2% 4 5 T S 400 D 14 43 1) B R L il 22
PR AT B T BRI 6 P A — s R
A 2 TE - AW =R K AN X, AN EE X
AT AE S IR A K VR R ", XA SRR A A
LS AR AT PR E Y. BRI B A R A
[RIREER S b o i S B X R 5T, SR b
BT —F,

Bk M BB 578 5 A IR, BIVIIFT XVIn#y
JRE I VINZRLJRE J A PN B BRI RS A TR M % (I
P 94-3), SXEEFEGEH EANE T AR, XVl AR R AE
FEFRMEE M, A8 KRS ) S C e B
BN K2 At T (edostatin) (L& 94-3), 7ESZIRAH T
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28 ¥ &'
U A B RRIRER A AT 4R TN KR4
R BCRAC I AR R LR G LA ENEH 1. I,
VHI A /NME R, ZOEAZHE (—MEAZH). sUk
ZHRHAT 64nm [WRFAE, 767 5L b i 224K 19 26 5 4 T Er
AEAEL B Ay . TE R BB AR, XS AR S HTIV
H R DAL A I AR G IORE, R R LI I I 4% 5 L 41
Y[ 44 %% 3%, (Courtesy of Dr Uwe Hansen. )

edostatin GEJ il 10055 5 A= A1 Bl A Km 2 ok T 1
L HRES,

J7 I PR B A 22 R I S L B LA A A AR A P4
151 &1 2 VIR XVIIEY i J52 ph 28 B A TR T A & i, VI
XV JB2 5 P B A A k. 22 it A ARAG R
93 2 A R B S s R E TR R E A X (R
94-5. 94-6, TiIEWIF),

PLAESc- S By Pk a3

HL3E B BRAE T 2 LA AR BE R R T3 ) 4F
HeL5H AN FE LS, FR 147 4E (elastic fibers) 123
PR DA R — 5 2, W5 4R w] AR S 5
RS TR . BT s ) R AE e ier 4 (IR 30) A
Jo g TR SR A . PATE AR 2 22 e e i, 22k
it {8 £F 4 (oxytalan fibers) 1§ 2 J7 £F 4k (elaunin
fibers), BUAEA: AT VLR AL 4> T AL EE 0 . THTR
LT U SR AT S o AE B = T YRR RS, AR
F1 45 A S T 4 A AT AR /D B T e TR I O R
FOTEAS, T B B Y 3 7 45 4 ) J2 SR 4 4 i A FE K Y
TCERE RN FHES. EEKILE, I
FEEHP T RIEARREE, HEMIEEE, iS5
h e ey, TERLS H R BOERER AR AT Y M 45 45
i, XUELTYE 5 AL B R Z I 3 ) 7 4 AH T 2E
M TS I3 B 2 IR 2 T e T B R B Wi 2, X T g
R A B E RAR AR,

AL R 0 SE T B e S A, B R
il BE ST 2R 9 B AR R 1 A R 2R 1 R
(tropoelastin) &4 HEAE R (AR - HE]R - 402
iR - IR - H 2R n MK M BRI ik Bt A A
BEMHAE, ERAILDARMBE L RE, &&
TR R A 2 R 1Y 3 52 JF 00 8 T T B 1Y A MK T B 45
Pl XL R SR T TR A AT A5,
1 2 B AU B T i B DR AT A A B, o T i b S AR
AL R T R (B) MERR, OSSR
() AR () KA Han i R A SNV U
H# (desmosine) AWK, FHAFME O T
AT A T SR 2T A B A SRR R
TR

T EE & L, HE 10 ~ 120m 1) f 4 4
(microfibrils) MEEEIEHEHFEHEILZ, 5H
B AR JZ H K- 7 o) B 807 2T 4 R GEAH R . TRET 4
1 SEEL RS R IR AT 46 19 —1 (fibrillin 1), 7E 450" fiE
% 3R A T R BRI 2 i R A R P, AT R
-1 AT A5 3 B BEIIE I iy BE 1526 1 2 4 (perlecan) 1
FHT A A A M T B R R K ", R EA R
I 2800 MEEABRKEMEED, ENQSELFY]
HIFREAKEFSEE CERER), EEFIIME
EAKHEFEGHE FUEREANEE. RIEHH
HANIE], At F) B £ A B B A 5 i A 48 .
FEA -2, WMAGMXEER (MAGPs), TibMEm
TGF-B 454 & 5 (LTBPs), fibulins™ 1 XVI Y jiz Ji2 2,
AREREIFAED -2 AT EFENE LA, K
HER -1 U2 L SR Y,

Toift: TGF-B 45 H R 4 8 1 /LTBP i Kk
BB, REaFREED, WREAERKE FRHES
FrA I 8- R EFRE R T H AL, C%0E A
[ f) LTBP, 185 /A JE G HE TGF-B & &4 A K
(P 94.5), i F 3L 3R £R OGBS %8 LTBP-1
50 M TGF-R1 £ 15 Bk i AL 40 1 1 [l %, A
B A i B 57 f W R AN ) AR RS AR AE B MR, mT DASES
LTBP-1 5TGiEE TGF-B1 & &4 5 (AR & T 4E R 27
4 E i (F 94-6), LTBP-1 5L TGF-p1 7EEL
B FL K B AT dE 45 1 B R 3 E 447 AE Y, LTBPs
W8 2 A E AR HUSRIL,  DASE {5 A A L S 5 R 45 4
T RS RO KR TC R R AR Rl e, LTBPs &
MAFEA AR 0 oA S 40 A0 R 5 T8
K, XFFRY— N EELGRE LTBP M FU0H,
AR G JC IR M. AT I TGF-B U AL B AS 5] Y
ECMs, [, &Mer4Em marde® afe LR A2



TSz o
™ o IFIH’
etk TGF-b

FHaEA

TGF-b
A | A |
B | BEAK | g

A-TGF-b

| BUEKBAF (TGF-p) FH
TGF-B £ i I 72 Jo i T 6 [7) — 28 (& i
ik, #0981 TGF-B, &t Ui#l, mizAm
TGF-B EEGHE—NEEEMIREE, RS
T8 i 5 5 R KK (LAP, T
NG TEE R G ) AR i 4
&, B LAP 5 CitE TGF-B 455 E W
LfasE S (LTBP, TBRU/MATEHIERE &
WA | o), sesh, KWEEHSE AT ECM

- o4
E4

ECM#i[1

i Bt L A A 2
-1
B R EN- 1R

i.

a4 # 5 LTBP N- imfy 3L e &, KSR
FEA -1 (R4 E G LTBP # F ik
F) C- A9k 36 4 B 4E & T M2 T A
QEMARAL | SR, W ECM KRG A,

T 26 1 K AR L - LTBP Ze 66K i

TR IIRE

@ ;“{ZH KBTI 3 1 B ARG AL, FE A T A AR -1

HPETGF-b 11

\/

57 7 9 B RV B B 2R LR SR ﬁﬁm&
o T i ¥ TGF-B 1 B k9 EEREAE O (LT S0k

TGF-p i) ™,

TGF-p &Y (%),

BRSBTS
SRS BB B T4 R B, DAEE AT
ARk, RAEPUARRENIFLAES -1 (4.6) MICEEN

16 0 (o R W BT e X 3 1 3k

Vo VR B TR AN & A7 i YR TGE-B .
(Courtesy of Dr Michael Raghunath. See also Raghunath et al.

1998%,)

W FTWRRZS S5 LTBP A1 .4 JH 1 9
B 25 A A0 A B TR 2B 1 A e o AR
# (thrombospondin) 1 & LAP 5 ¥ if 1
TGF- ﬁI’l’J'ﬂ‘fi( Hnl g5 & 1 Z ik m e T
f Yefk, “HIMEA (B B) Fgn s
ff)‘fli)ﬁ RilE, M RAAEYS LTBP 456
HiJg. "~ Fon AT w] BE S i B T
5L K TGF-B,
(Adapted from August P, Suthanthiran M.

Transforming growth factor beta signaling,
vascular remodeling, and hypertension. N
Engl J Med. 2006:354:2721-3.)

IEH; BRI LR ROt R B ﬂT’m’iLf‘EXVI’LWS(V'
SR, ES5EAER -1 HEA TR T
FIELH I FLRZ, W AFEEL R TR !, X R i
S SMELERAHEAR N, S5 T BRI 52,
TEARSN, A TR A N R 2T 4 4 i 7= AR XVT B REJ,
PRI, XA AR T B (A X Fh R AR IR

204 SN Yy

T i 41 4 ) 2% 0 A B A AHE — F G 5 T 1) 41 4 b
Yis e, XFYE SRS A, H‘E{itBZHk/k’*F"-FFn’J
Pﬁ’/‘k‘fﬁ‘ VAR, X FP 0 T WA R 2 A ’H’J
HRGEM, WA, Rz “HERT, R
meﬂ’J A4k SN LT AE 4y T2 %ﬂfﬂéﬂéaﬂ FRZH
R, SERINHAEEYEEEN. EEFF2E
BREAEED. EVRIRAUK. EMTIRERZ R,
BEEBIHSAEAEY S EMFEK. i, ERREE
IEREH, SIKEEG Y SR AR I SR A A i
W FIFIE L — DK G AL, fEAFMAHEY
AR, LR YEANEE I b S R R S B Y R A
R LTRRY

©w
-~

FESFHF S S
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#i %] BE i 28 ¥ (Glycosaminoglycans, GAGs) 2
—FhEL AL 2 BEANA T BT ) SBEIREE, EREESE K
BB TMK, #%, GAGs i ZERERSEH
ghify, TeR—RhEE R (8 94-7) ™, SRifi,
¥F. BEENASTEAEMN GAG ZEWHFRR, B2 —
PRI ZCTFh N- ZBEMI R G / S5 PR MROOURE 20 ALY
ERZH, EAREEEQRSEMEE LA GAG fil
FREBMKEHRE AR (F94-3), 2HANRAR
RIS EEE RN GAGs: MMKEE. MBREK
., MRARENRBROBTE. HEPTREENE
HEERZYREE AR (Versican, WA 9%4-7), &
H5EANGHERGE X, SENEREXNERT &,
BT R E ™, SRS MR BENNRE 4
HEANHE. F-HTULANHL AN R AR,

® £ 3l 3 L B 1 RGAGIN
®
AL
HEHEE
o GAGH i
A TNE S AN E2 3 {SE A 1S
A KA
RRRKKNNNE AR
NNNHNRINE:
A SRR
KRARRN,
A SR
ARNNKN oy SR
[ b
13
,‘l*
S
o4 ZUBEEARBNSAINEE

A EXFELEASHZ M GAG MRk EZEEENSHE
o Nimff RO R mEFS (g) FREWESENE
BEAEFG T (LP), ENSSNIELEAREV RIS
1o GAG 4545 X IR DAZ 2V 53 P b 200 09 V)R (R i TE AP e,
GAG-a fil (5() GAGP, i1 GAG fllfE. FEHe R4
¥, 3§24 EGF K EAFS (EG). | fh C BLBEE R KR
(BESER) A1 FMARTEAFBUR (CR). B, XK, 2
AEZR PR R TE A A SRR EREREY) (46). BlLHE
[ () #WAHTE GAG g (RE), MdemEEEaK
(. ARSHTEMNAY LP BOR) . X FRE LS & Rt
FR7K AT 7> B2 Ik S L

(Adapted from lozzo RV. Matrix proteoglycans: from molecular
design to cellular function. Ann Rev Biochem. 1998:67:609-52.)

265370,
i :: B CspGusezz  wHEOE  IRMEKE
23 (10~30)

R B E ; - Vil
s HSPG2/ 1p36  400~467 o
BLEA B R/
ST g PR LR HIEE (1)
*: :;’ B emob) 1432 42 ‘(: :{ f;ﬁ X

lwmiln g oM UAUSER &
Lumican™ 1 2¢213-22 3 (3~4)
faEa)  KERA/ 12422 38 ‘( i ?) Lt
e R
— e BGN/ Xq28 40 Chede
ZWKE  SDCI/ 2p24.1 Z B #
A28 SDC2/8q22-24  35~120  /BiMAKE %

SDC4/ 20q12-13 (3~5)

AR N R R

BB E DB (Perlecan) AT A A K I 45
FR R B0 —fEENRRITE X EORE ™.
M EEREABRNEARBEESSA ITEERE
MEE PN LEARERERSEGH, (GFH—
AE P4 GAG Ml%E ™!, BOLEEBHA X MbE,
ten, E45ERIEA 4%/ TGF-, K2
MFREEEARE, ERELSS TGF-p, FHEAR
RS ARENDEER. EEKABREELZHR
AHMNHEEREARNEAQRME, LW lumican #
MBEN., ZREAEQRER T R R T E X
FEEEW, BERSHELETAMM Ea4E ™, i
WF 2 R AP R, AR A AR Y B N B
FELE O AN TEPE . A I PR 2] ECM R B JS F 40 A B 22
5K, PPN R R P, A RO R B
1R R BE A At ECM 43 F AR 2 5 15 1A Ol fry 46
Mfs S5 G P, ZECAE QB 1. 2 M4 15Kk
Fik, HRENETE A T O ML . AR 2 LR 40 A 4T
A 4R F



BAEFOfH RS

R R R 15 NI (7 AR 2R R
SFRIE, TERTHEMRSHIIAAASRERE. §
—FEREEAS TR —TH 1 Ko, LEPMIE
v HELLA Y = AR 35X 3 AREEM A I A PR R 1 26
AR, RSP, REERESHZHEEA
5, 6 fi1 10, WM HECESZAEED 8 M 10, &
JRZAGTER IS5 . AR 2E ) BRI R R BB AR 56 29
A1 33 AP EEMATHE . SFERIE, ETo TN
RSy, MEREEENS LA THGAE ™, L,
M on. By Ay, BELHCAY A TER B 5 W Z N2 R IE
#H 332,

ECMs [ FE& A 2 M pEE E, s iEE
B, BEESALE G E A, BEMAGEUREE . matrilins FIZ5
i (tenascins), EAIFEVFZ ML AIEE EEIIRE
(F94-4), By X L ()40 ie AN FE AT T A,
PR i W] 2 Bl A 543X 48 BCM. R i grik 7Y,

WAL EER Al B RIERS

A AN AH 0 AR AR
WM AHHUSRZR (4FhER) B
Matrilins (4FhZ&7 ) FFIRA, MABRLH
sifmiEs GMAR) SRR R
¢mRE s BT ThAE
YHRSME R ERER

i % ECM BOA 2 —Fh a5 0 e, (s &2
AR R E M, BOTRIDFFEY TRADR B T |ATHESS
T AR, SUESES T IZ i ECM B M i B AT 45
B SR PR AR O SH RRAREE . e, A R
JRER RN, B, SPATR LR ZER T A J2
AREEH, RS ZT, 4SRRI LR,
FELH A — A s ) L REARDUR K AT, (RIS 5 ]
e o, U & A SRR R AT R I 2T 48, A
BT WU A5 2 o oy . SRR R JZOIRAY, AR
S AT PR AELEL AT [R] R PE R AL SURF S, SR VR AE (4
MO, AT R T B Ik A AR 7 e T g 7, 7E

FRZ, ECM Mzt (iR, SEPEE R, MErdisn.,
fibulins FIZE [ 2R4%) AHALESKROGAMETH, &
E T Rk BAE . AERE S R AR e T, A
T B AT AL, 4 TR TR O SR Sy B i E AL
EYRIE T REM AL EE LG, I B IR TTANER
L% P R

YHRETH BERY AT

ECMs [ T FiRfES45 iy BRIER, BB A4Y
SENE . FER SMF T AN B R B R PR ) BRBE Y o
(W55 4 &) BIESE ECMs &2 514 J7 i 41 1 T R 8 -1
#, 25%%. BE. AGRE, RIEFMMNE LA
2. ECM K4-FRERMFZ 30, Lo hn i Mo b e ife
. YIME R RIS, AR, k. W
B AR T,

4 A R [ 9 32 AR5k B ECM ({55, tein
B SN M R T A R Y, B B A RN R
LA SZ AR KR, AR o WAL E TR E
= RN O]z N O S O (= B o N 729 < WA ik i o
— MR A FGR — ik, mHEMEERES G
FERE .

FVET IR ECM {55040 AR s2m . b
w, EfEASFAMRIESRNRE, SHEGE
P M PN R A A A - 2R 2 R L B ARG, A
M mARES. ik, % ECM FEEIEMRAaHRIE
SE SRR, WIRHERME (ppFAK), HEE
B AER, SMEHXER (MAP) BN S1Y
FesR AT, AIIA b, — N EIREHNE G E
3 ECM {5 ST 2 8 7. Bl ai i
A F s A Z s

TGF-B RIEP WA KE FB T BN MR
R0 R s 0 A A A0, iR 2 ECM AR LI A 77
BV #8 . BT AT I M A TR =k 4 i 2 0
ok, WE TGF-pg ME W ILiE A XAk (latency-
associated peptide, LAP) & ik, 7 K £ %t 41 i,
LAP 5 JG i ¥ TGF-p 45 & & 1 (LTBP) 3t {fy i
B, WRIEHEEHABREZEY (WK 94-5), 4-ih
ok i KRB TE WG M &%) 5 ECM 2B (138 i LTBPs
BN St 0 25 Ao AT 4E A0 I B 9% AT A0 I RE T
Z Pl L T R AR S AT ORF TGF-p & & 1 b R
B Sk, BR T LTBPs, 3l i JL 4 ECM 4 1
456 TGF— FUA & A3 M, Fb 0 1 il Uk %
(thrombospondin) 8§ 4% (> H BB P IAZ 0 EH .
TIRBER A SRR AT R B,

=
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A KA L AL T AR R 0 4. BRI AR R
HIRIF ST LR 1 400 M A6 R 1) T % A= 9 2 T AR 3%
TEFEGEE P, B X 5 0 B R 2828 L
SRR AN, VR R T I Th BE B IR & B ek —
HAFFIIN Hoan, il i R AT 4k AR Y /NI R
AYEV . IX FIXTE ) BE £ 28 B A0 3h P sl A 268t 4%
PEBROFFIAIESS, TR, 1ER M T A3 T VIS Xvizy
B2 DB 158 4% P K9 2 i s AR S8 3 1 BRI dn A A A A
N3 R R AR, EATIHE LR R R R i B A R
AASABARGESE W, A P A0 M A R A B k2
AT 94-5, BT FALHIFE ELA B2 0 e T
TR, AN[EEAL Y Ehlers-Danlos 5 1E (EDS), J
PR SHbE A S5 R SR AR I R AEAE 5 97 BEHie, i
NI IV L ) KA B AABE (e JRTE S 33 B4,

Ehlers—Danlos Z£&1E (Ehlers—-Danlos syndromes)

VR AR I, UL, R s i A A M o
JEJE R AT 4 it B AR T, ORI R 47 4 ™,
KA AR, ERBUMY V. IX, XL, XUFD X TVALJR J
PAIG U Stk 7 ik Y, HAHR EE R 2828 25 5
FOR R 28 B PR R A 1, G T 2 e iR 47 4
) COL3AT £t H 2878 T A5 AR5 2 IV AL EDS 2565
ik o E R (MA5AL) 19 EDS fy R ™Y, %
SR AEM R I B k. Bhik e . R, R
MEMEIR, ZARES R RS Ik iR SRR AT,
F % Ehlers—Danlos £i {5 fiE 1 % BEH %2748, WA
R, k. RNA B R ANE X dmhd B 2wk
i, FEREA Bk Ry B R R COL3AT B
B, (HAZ T RER A R 8

JUAA™ G0 5 28 /)8 JBe D Jir 21 44 1 5k TR 1y ol 2 e L 28
AE L 55 14 S5 40 L2V TPl iH, X B R IX BE K
BRI AERE T AR E R, VBRI LR 4ER
oy, o FES T R A R S AT 4 R A A 4 il i A 4
AT A RN o BTSN TR R
TREfRTE, JFRSE TR R AR LATEAR S S TR
R F KNS TR R AR, TR
I EDS (Z4i) h EL K IIY 1 BB FAYE o, 5%
By COLIAL F£H | nf% v BUR LT HE oy~ F o 8%
) COL5A1 Fl COLSA2 FERAFAEZRAE, TG & MR
BB b 50% By A, 1 B EDS R™E, &
PR B RSO B MEPERG N, PEA F|HERUR. K
FRas, 1% EDS AR, EARIAME, K

RIS UK 94-8A, FRHVAEEEZEHE o (V) fla,
(V) FEBORTE ap (V) SEFTA RN FUR =Rk, &
BHEEGVA LR A, #2757 COLSA3 B[R 2%
AR R, A RAAE EDS FIRPit—B4a M, il
— A1) EDS AH 5 J5k PRl ——2h A [ £ 4 2P S ookl 25 11
HI R A -X EEE——AE R4 EDS AR LS
FEFEZRAE, i Rt 4 EDS =Sk B2 k2 B e e
A XA TGS
JR I A= B O A v e LSS S e S S B i
o VA Z KB AU, IERA AR (Lys) %
43 590 0 R O b Tl R T 5 Ak B R AL T A
AR ER (W E 94-2),
o JBE S AZ Y 22 il it AT 2 S A AT o e R T ik A
k.
* I BE A N R C— A 2 e il g Jsfim L
JRURE T AR S R R N AR A C— A ) i AR V)
AT A S P AR 1) ik R 87 S 0k S Y2 AL BB I
PER B, 4R350 % VIZL EDSCHAEM N ) 5%
P D A A 1Y S R A R AL SR AR AL, VIZL EDS
MRS E T, FERM R R, I
PRSI, SEFTRAT. R 0N R A S5 4 g 1,
VILA Fl VIB B (SeH5#A5H%Y) EDS F BRI N ™ E
B RATIE B, AT, O BAE T ASBERE N i
BN T LRI BT8R e, RS 43 L i K 45 48
e R R A AL R, SR A AR 4P 4 B A AR
R AL B SEvIL A 1 VLB A EDS ) COLAI
5 COLAZ2 £ =78 AR RAES YA a2 b, X5 &40
S BEERANET ou( 1) BCHT on( 1) #% LY ADAMTS-2
B S 2k Y ADAMTS-2 $: P 28745 J& ViL C 7Y
EDS[ FZ ik ifi 245 (dermatosparaxis) 2 ] 5 25 (19 4 4%
i (B 94-8B), VICHI EDS 5VI A% VIBZ#H
EDS 28, i FAFTE AT IE N i i K4 425 8 225 [R] 32 FHL
B A A ) A 2 R I AT A ) R R . B
FE WAV 22 AS ] B R 1) 58 A T 2 5 3X0Ri I i 2 1 T 174
TR R,

FERRFAAE

B RAABIAE (cutis laxa) 2—FiAH%E = UL A bk
RPN, SR R RN R R IR 2 R
CEE RPN R AR, o B R A B RGR, Rt
IR E2E R KR RSN (& 94-8C), K
JRSCAS I B R B R DRI, B, B R
ffihikpezs, LHZ2E AT WA A A AR S i

T — S Yo {6 {4 S a8t A4 A B2 SR A S R &R



&
ARt~ & o)

MY

VAR (o~ & an—HE)
VIZUJE 5

VI fie Ji
XVIZ i Ji
Fibrillin 1

PR
Fibulin—4

Fibulin—5
==

SE IR E R ED-X

A shRE TR H -1

TGF-B&1A 1 &2

ABCC6iz # {4

BRI ERAE, Cu™ ik
iE, a-Zjk

AT IE 410

COLIAI

COLIA2

COL3Al

COL5AI
COL5A2

COL6AI,
COL6A2

COL7A1
COLI7A1

FBNI

ELN

FBLN4

FBLNS

LAMBI

TNXB

ECMI

TGFRBI,
TGFRB2

ABCC6

ATP7A

GLUTIO

#130000

#130060

#225320

#130050

#130000.

#254090

#131750.
#226650

#154700

#123700

#219100

#123700

#150240

#606408

#130020

#247100

#609192

#177850

#304150

#208050

, 130010

, 226600

,219100

, 264800

EDS, (VIAZ)X45fAat

EDS, £t7 (173)
EDS, XFifasi(VIBIY)

EDS, Lo

EDS, (V)

EDS, £R( 13- "E
B, DA

Ullrichd

BIRA RUE R B AMRIE
K2 P KA AR R
MarfanZ3 4

BEIRFAMIAE, 5 5
BERARSIAE, R

BEIRFASIAE, # AR
BERRAA AT, B LT

Jl(marfanoid)Z5 & AE

EDS, 45 BisE Ak &
F1) - XAl B 5 | R Ay s

EDS, zzjdk (m)

JE 2 TR YIE

Loeys—DietzZ: S AE( 1)

PRPELTAEVE(RTR

kT £ Ak

A, SRR
WF

B R RS, ATz
ik, ek A T

LR, AR 2 HAEDS
(WF)

BB, W58, PRSI MO SR GA
Skl

Be WA et BERIME S5, ATz Sl
R, SERMEMEE A B

BERRIb s TR B
LINAE =

Bk
BEIRAKI

EHL, FRAEME AR (body
habitus) 8 ke /e 2

B RAA AN HE 2

BEIRAA AT Ay i A0S K
5

BERRAR AN B Ax o i AN Sk
S (R

BERRARSATBE s WK IR RS /
Bk, SETTAEGE, AU

B BEANNE S . KATIZS)
FUPS

NIFIFREE R BBk R B, KA
BB R R AL
TN BT AL SUE W) R U
A, BREFUINE, AL

A e, R, Bk
H1, AR, S
K"

WELE, RS, BURREEIN
WHLL, DM

B Sh, shlkiE, XATiEs)
WK, s

Bt BEEATY, (BRI
EYK, Sk, SnEsik

(f58)

eSHAReEE R -
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