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D4ST1-deficient EDS(DDEDS)

+  CHSTI4EEFOBERABFRCEAICELBKLHER - BEIBEIEHELIEE (Adducted
Thumb~-clubfoot Syndrome[Diindar et al, 2009]; EDS, Kosho Type [Kosho et al, 2010; Miyake et al,
2010]; EDS VIB, Musculocontractural EDS [Malfait et al, 20101}
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o fE4R [Kosho et al, 2010: Shimizu et al, 2011; Kosho et al, 2011]
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(Kosho et al,, in preparation)
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FRECS/DS#ARL 47

» DDEDSEFETIL. DSIFRFBIZE£IREEShEN>T=-

DDEDSEH
putol/ng creatinine (mol%s)
s g7 J#:28 ifEe B£10
AHexUA-GalNAe N.D. N.D. N.D. N.D. N.D,
AHexUA-GalNAc(68} ND. ND. N.D. ND. N.D.
AHexUA-GalNAe(43) N.D N.D. N M. D,
AHexUA{285-GalNA(6%) ND. N.D. N.D. N.D. N.D.
AHexUA(283.GalNAc(48) N.D .33 NI M. N.D.
AHexUA-GalNAc(4S,65) KD N.D MN.D. N.D. N.D.
AHexUA{28)-GalNAc{45.65) N.ID. N.D. N.D. N.D. N.D.
Total DS disaccharide o e o o o
BRI REDSEE
prolmeg creatinine {moi%)
43 B W3 ) s E]
AHesUTA-GalNAc NI ND. N.D. NI, N.D. o
AHesU ATl A(S) ND, ND. NB. N.D. N.D, o
At et ACalN Ac(48) L1A2 (864 828y 338 {79.9) 37748221 290 (80.8) 38O L 1TSR A28 2 1.2)
AHexUACZS -GN A{65) N.D. N, N.D. WD, NI, —
2L 255 14941151 S21317.2% 162 (1545 65 (1783 58(16.7} SR 24(15.02 1.0}
AHexUA-GalNA(15.55) 30(23) N.D. 52 5.41) 11257 11 (3.0) I1=9(2.6=08;
AHexUA{I81-Gal N Ac(15.65) ND. N.D. ND ND. N.D, —
Total DS disaccharide LAzl 3044100y 1,033 (1003 45% (100 3534100y 699 =205 (100

(Mizumoto et al., in preparation)
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From Dr. Takahashi, Dept. of Orthopedic Surgery.
Shinshu Univ, School of Med
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From Dr. Yano, Dept, of Plastic Surgery,
Shinshu Univ. School of Med
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