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Table1l 51V \J‘—Aﬁmﬁﬁﬁcﬁgy

ot 3 % L4 % &t %

1 J-v1H (Gaucher|s) 37 10.36% 23 1055% 60 1043%
2 -V EyI% (Nemann-Pick) 1 028% 4 183% 5 087%
3 -V EyDORCH 3 084% 1 046% 4 0.70%

(Niemann-PickECEY)
4 GMIHYITUAYR-IR 10 280% 3 1.38% 13 226%
5 QV2AVTUAYR-IR

(Tay-Sachs, Sandhoff, ABZY) 4 1.12% 2 092% 6 104%
6 I39RE (Krabbe®) 2 056% 8 367% 10 1.74%
7 BAOELIE 5 1.40% 6 2.75% 11 191%
8 VIUFIWHNI pH—-CRIBE 0 000% 1 046% 1 017%

(Multiple sulfatase/RIBfE)
9 Jp-IN-% (Farberfs) 6 168% 1 046% 7 1.22%
10 AOBHEIR 8 224% 10 459% 18 313%
11 AJBBEIR (\V9-%) 45 1261% 0 000% 45 783%
12 ADBBEIR (HY7 1 URE) 5 140% 2 092% 7 1.22%
13 ADBHEENVE 4 1.12% 2 092% 6 104%
14 AOBREEVE (YOb- - 53-K) 0 000% 1 046% 1 017%
15 AJBBENE (A51%) 1 028% 0 000% 1 017%
16 ADBHEEXE (Hyaluronidase/RIBHE) 0 000% 0 000% 0 000%
17 YPYR-YR 2 056% 2 092% 4 0.70%
18 HSORYPUR-YR 4 1.12% 4 183% 8 1.39%
19 |cels/ADVER-YR R 0 000% 5 229% 5 087%
20 a-NVJIE-YR 1 028% 1 046% 2 035%
21 B-VVIYR-IZ 1 0.28% 0 000% 1 017%
22 J3YR-IR 0 0.00% 1 046% 1 017%
23 PRINIFNINIYIVIRE 0 000% 0 000% 0 000%
24 YU RS—/80% (Schindler/14135%) 1 028% 0 000% 1 017%
25 WYRE (Pompefs) 13 364% 19 872% 32 557%
26 94V VHE Wolmanis) 0 000% 0 000% 0 000%
27 5% (Danonf) 4 1.12% 1 046% 5 087%
28 RV ILMEEE 0 000% 1 046% 1 017%
29 01 RURIZAF -V 4 1.12% 4 183% 8 1.39%
30 Jr7U-5 196 5490% 116 5321% 312 54.26%

st 357 10000% 218 10000% 575 10000%

F4 38 26 64

&t 395 244 639




Table 2 REFDH

mER WA m ast % o
............. L = 5 %
20044 20 73 93 146%
20055 23 99 122 19.1%
20065 18 77 95 149%
2007% 33 81 114 17.8%
2008 49 . 127 AT 275%
B - S T— 127 170 21

S R R S L % o
"""""""" 0-Of% 15 9 24 38%
10-19#% 31 23 54 85%
20-20#% 126 31 157 24.6%
30-30# 80 37 117 183%
40-49% 61 45 106 16.6%
50-50#% 50 61 111 17.4%
60-60# 26 25 51 80%
romuE o] S ] 18 19 .80
P B 2 o 20

Table 4 HAEFHHDTH

. I 5 % &t %




Table 5 HEAEHNSOHIRE

................. g 0B & oEE %
P 5 2 1.1%
57 31 20 51 80%
B 124 76 200 31.3%
plAic: 49 20 69 10.8%
g 5 44 27 71 11.1%
ik 64 50 114 17.8%
hE : 19 13 32 50%
e 12 12 24 38%
................. N AT A e
&t 395 244 639 100.0%




Table 8 RFZINR (&EG67 AR

........... BERR BB BH %
FCAR 26 14 40 64%
ABR - BBRER 22 19 41 6.6%
TicER |0 326 194 520 83.7%
& 5 3 8 1.3%
L 3 1 4 0.6%

Table O B{FIEEBFIR

.......... FIREE BB DB o
H0 | 103 274 451%

118 . 116 67 183 66.8%

o1k 22 14 36 13.1%

3R .15 8 23 8.4%

AR 8 6 14 51%

5% : 4 2 6 22%

R 6 6 12 4.4%
By 208 126 B34 549% ..o
IWEt . 379 229 608 100.0%

=i
5 |
3L . 328 195 523
T e S T
R T S
D pp— S e




Table 11 BRK&E

2o B oy ait %




BAESBRPHAERMENES EHAMRRBRIZEHER)
SHERFFR G &

Budd-Chiari SEfR#EEHE O PHRBGER T
—WIRAEEARIC K 2HITRR -

K &2, W BT BH BX
(KRBTSR F R FBER LR, - R 2FE)

MAEE

Budd-Chiari fEMER: - BRIKRAEMAZOFEREZFIHL, FMKEBOTRER
%L 7=, Historical cohort study D FEIZ L V. 2001 FEEN S 2008 FE D HT
BHEH 103 A2, EEOFEFHFRMICEVBHLZ. PEIEFELLUTHL
FEBR. BEREHRO (BRo&i#] THo, (1. Bl 2. FE2/#&
W) @2 hFd)—IZaELE. PHREOBEEEZRFLZHBE
FR R ERER. BRRER. SRR ERORKIER, SEREMRRE
TH5, EHEOESWIL, Logistic regression model 12k D 4w Xtk (OR)
BLO5S%EHEXM (95%CD) ZEMU Tl L 7z,

2001 EEM S 2008 EEDOFHHPFEE 103 AD D6 EHROFHRE AF
TE/ 44 N (B 23, Ltk 21) 2FoERE L. Fl ek OFIg4E
13 472 5%, RFEOFEERIT 21 B TH oz, BEMPSHFHRHBFET
OFEMIENI P HRE 1.0 4 (range : 0—294F) TH O, 1ELNICHFZL
TVEbONERE LD,

BKEHEC (B 2RELEZHFX13A 29%) THo7, HROE
ftcEETHIHRTFELT. HEBFRKHO TEK (OR=862,
95%Cl=1.37-54.4) |. B # %A (OR=5.08, 95%C1=0.79-32.5) |. [H MERHEHA
( OR=4.00, 95%ClI=0.95-168) 1. [ 7 ) 7 2 > # 4 ( OR=3.55,
95%C1=0.80-15.7) |. 72 ENET SN/, FiE RO TR AEAH R D%
BICBEL TWA AR I N5,

A. HFFREB

RIKAEMAZORNED, FEFRNS
BAEFBECA T4 TR AT AR
2001 EEFEM S BRI . F D 2003 4F 10
AMhSEmERER>TND,

ZFIT, BFANINEBRKRAERAZE
OE®ZEZFIA L. 2001 FELABEICRERR
EHZERE G DA % 2V 72 Budd-Chiari
SERBEREOTFHREMML 2.

B. W3EH A

JHAEFEEN S 2001 4FE~2009 FED
Budd-Chiari SE{ZRE : FRIKREBAZOFEH
FAlES T, RN EITo k. BIKHAE
BAZENSINEL =B, OAOBEE
Rt (B Eie. %) . OHIAERER
HRFIR, QFIRRFELE TR, ORBHE®R G
WER., FIREH. BRRELEFR, NE
BE. EERN. ABAEHE 22



