#5-1 HRBMBECETIIRBRICHLARRR (HBRIR)

MAEMT 7FO ®RE0H SmAR gaem JTH2 EELS

ERAMR ok ik Bl 128 oam| TEK
ey ] 591 979 2,592 103 1,802 773 240 4,162
14.2% 23.5% 62.3% 2. 5% 43. 3% 18. 6% 5.8%
— it 12 23 55 0 56 35 16 109
- 11.0% 21.1% 50. 5% 0.0% 51. 4% 32.1% 14.7%
) 45 34 133 18 103 24 24 249
WA 18.1% 13.7% 53. 4% 7.2% 41. 4% 9.6% 9.6%
£5-2 RAOMBECHIIBENUCHLARRR ENER)
BART 7> KD REWH BHMR .00 Y7 F0 EREO o
ERAER SRk Bt BERG 128 oxml =
) 5,673 9,269 14,429 1,433 4,464 2,267 2,043 28, 364
20. 0% 32.7% 50. 9% 5.1% 15.7% 8.0% 7.2%
— it 133 94 238 16 74 30 45 485
- 27. 4% 19. 4% 49, 1% 3.3% 15.3% 6.2% 9.3%
467 606 1,13 202 519 115 305 2,424
W 19. 3% 25.0% 46.7% 8. 3% 21.4% 4.7% 12.6%
Ho-1 FREMEEICHTEEERTCHARRR ENRR)
BAMT 7> K0 RQWH EOBR .00 VM) LRI o
EBRE SRt WE BiERE 408  onuml |
Stage 461 407 7217 14 268 80 73 1,590
1~2 29.0% 25.6% 45.7% 0. 9% 16. 9% 5.0% 4.6%
Stage 181 622 2,026 109 1,674 749 203 2,892
3~5 6.3% 21.5% 70.1% 3. 8% 57.9% 25. 9% 7.0%
F6-2 BEEWBECHSEEENCHARRE ISR
RAMT 7> KD %GBl BOAR o0 Y45 EREGT| o
ERER YUmE Wk BRRE 128 oam
Stage 5,888 7,785 12,156 1,24% 1,766 1,182 1,909 25,214
1~2 23. 4% 30. 9% 48. 2% 4. 9% 7.0% 4.7% 7.6%
Stage 319 2,086 3,472 295 3,284 1,214 468 5,697
3~5 5.6% 36.6% 60. 9% 5.2% 57.6% 21.3% 8.2%

— 152 —



[ AMIRAD DR E £ 35T/ 4L IFORAERD |

a4 aZL
FLZLEL ATG #itA FLT B wAKT
l ZAER
PNH % 1 7 IEROIM yrzxya7s
I} >+ cyclosporin®
B l KL, FRREREE
1, l * cyclosporinid, ZOREEOEHE
e FRERIC HRRER
cyclospoin * xR “ 25 A% CICBFMBREO LB N
i B EROARKICES
3]
E 3 | Kk#% metenolone™*
&3
! . 30

| stage3~5iCitd BAMAIHIM L THM

X1 Stagel~2 OEARRMEMIZHNT 5 E8G#
CRmBEE F3k £ P15 MI-A-11)

40N % 408 1
RIS K —
8Y | 5L srusmesgLrn
y
ANBH L_Y>2228 7Y >+ cyclosporin + |
36 ARA TR
RIS K~ 295, BHE oroneporin -+ B matenclone -
WAL ABES 2 LKA danazol (BN

1 61 AREA T

ERETE VT3 707 HEROURONE
RIST ¥ ¥V 3 &Y ZL

I ¥y b T Y P4cyclosporin ]

35 ARA TR ‘
HLA 7 7 X | DNATE2—HIEMmM K+ —
E Y] I &L
AOMLK N 40~70M° FIRMEEC & ) BANR
 EriR
l RUBR O ENEa°

DAEIQR b~ AOFRA
EL | »Y

cycloposphamide: {(CY)} 200mg/kg & fludarabine (RMGEAN) E P RO E
CEEMBERESIBN | | . SANMRELTSER,

]

B2 Stage3~5 OEARRUEMIIHT HHESHE
CEmm#BRE E3IMR KD PI16 KI-A-12)
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BAG B FMARMEEE @ISR BRI S
AT EREE

BAREEARBIVCERERFLHWE
TV — bR KGE DREFERE

i —8 GEHEBEUNAREE AR
Rk HR BEHBNURFRFREFHER AREAEFESE)
K ER BEERKFE AREES)

PIREE

FAY — LRI, VY — LR ORR & IR INK S REBER O R E- I HEEOE T IC IR
FEN, EDOIDIRET L EOERERBREIETHS, RAL TWIBEEOREEIZLIN
30 WAENMLI, RRMBLERLLTT —Vafi, 777V, RRFRENFEN TS, T
AV — LRI EERED. EAEEPZHEL T 1981 £, 1998 FIZEMEINTVHA, 16
PRIEDHESLENDIZ D, BIFOHEBERER 2o TETNS, Eiz, BUE, BRICIITHIEHR
ERRROTVBEDIZ, TV —MRELTET T4 DERBIZBITAHERESDMLE
LR TETNS,

AT, BRAEBAEZEBIVEREREOE 7 —#5F AL, BRERTOIAVY —
DIRZAEDEBEBELIAVY — 2RO EBEREAOLNICLE, SEOREICIIAR
BT/ —MROHEEBRERIL, 777V —Rid, K 400 4, T—=fFid, #1004, R
YR, 40-70 4, A EREENL, M350 AL E 2D, T4V — AR TH 1000-1500 4 &
EZzbhilz, ZThbDTF —213, B TOIAYY — MRZEHEOEBEZEL, BITBLUS
BOWBPFIEICBITAEERERNT —#N—R2RBEE2LND, $i-. HO KB O ¥R
FIZBOWT BRRERAZRBIVCERBEREOEFT —FORITIIZLD THED THLLE
zbil,

A. THFRHN

RERBLITTRERY, DR FIESRRE
MTHY, hOBRBIELETBENS RS
RV ELTETHESI 130 EBOZLE
fBL. TP Th, BRE, BEENEL E
REORFVABEPSHEROARENKED
56 B L TITo CWBAERBOAR AR

il B D[ B R IR R R I TH D, BIE,
FGAVY — DRI Y RF LI EN, HE
BB ERT IR DA B F RN Eh
HIEERAEEARNISHERRIZBNT
B bsh, BEGZHECEDLRTHS, £
=, [/NRIB R E R RIS R EENiT,

INEBHERBOSS  NRBARERED
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RBIZOWTIX, #0REAEIRICh-
D ERBEOAELERLRDIENLED
RO RZEY, i CTRERE
DERBROAHBRICLE T80, EF
ROHCAESEMHBTOHET, 74
— AR, DR R EREBIERFFAE
EXNBRBRBOIERERBMEEICEEN
TVW5, YBFEEE. RRIEL T 18 ki
DRESXBRLRY, EREDHFOTMHHE
RSN ATERE RE D & MERTR
EBWTEBFLSh, BERERAET —5
LRBRIZE A S E IZHEDOLNTVD,
AHREOHENL, BKRAEEARBLIV
ERBEREOETT —FEFAL, BRFAT
DAV —LIRZAEEHE OREBEEL, Hd
HEBTHETAY —DIROHEBREEE
HLMIZTHILETHD,

B. HFFik
1. X8

2003 EEEHD 2009 FEOHEZ(ERKR
EEAEBLIUERBERBIOANENFA
I~ MRRRRE R REL,

2. J7ik

B LSN-BRHEBAAET 28I OE
RERET—FERMAL, 74— LK,
ICREHRERTHE 777V —K, I—=
7. R AR E RO, RBBIRE R, R,
ERSAIRE DR 21T T,

(R ERE ~DE )

AR, ([~ R EE I BIOEAY
W8 O NERERABRICET oM 358
BEE BEERWMEOEFEREBEHCER
16 £F 12 A 28 BED) Jic&S% AR
Y RERBICA B EVMARROREBS

LOARBERUToT. BEFMHE~DE

FIrANERPFICBELTH, BEAER
AEOBFHEBICERSNTWAEALBL
VBREFRIIEF 7 7ANMIED TR, £
7o B BWTHBE AR E TEDLO2ME
BIMERL TR,

SEIORNREL. FAEFBE AR
MR BRI FREEORRTHY, FEER
E AR D B RIS R E~OBRMB
OB NFABEN TOAEZBE THHTEN
b AFRICBITHXFEORBEICEL T
TORGIADLEZ NS,

C. BrRsE

1. MEEDASENT 2003 FEEH S 2009
EFEDTAY — DR ZREIZOWTHEN %
1To7, BKREBAET —FDORATE~
SEFIT, 1,742 4T, T—FOEFEOEN
T-ERIEITL, 713 £ Tholz, e, EFRER
BT —ZDEATEFEFIEIL., 923 4T,
F—FOEBREDOBVIIEFIEIL, 473 4T
Hol,

2. ARREBEAET —2L0, FHEABRIC
T EIT 0T, AV —LR/ICEENDFER
RBRLLOL, 777V 3314, T—T =R
554, Ry~ 344, LaLEHERI L, £D
DT AY —bFRN 204 £ ThHol,

e BERBREBT —F L0, RRICAENT 2
TolfER. 77 7V—K 324, T— =R 57
£ WK 32 46, DBBEIE 234 4, TD
DT A — LI/ 102 £ Th-T=,

3. HEEBEK

BE. BRRKRAEBAAZOEFANRITR
TEIZ R, 2403 46 BITHD, AN #E
DRI 9 BILL ETHANR, ASIEDE
WRIT 4 BUCHIE 2V RBHD, 2078,
BEERBINCRIEDL LB RWVA T RO
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EoO7F—f%Kc HeBEKrEHL. 2
EEHE1T7,

EREREOEFANFRIIRITHY, 9
B LB T = EENTHDEZEDD, &
BEICEENBEROEHENOHEERE
FERBHLE, ZhHOHEBOEEF LY. T
A — NFBEORBEOHEM(DER L
L=,

Flo, TAYY LRI BEHEEBRTHY,
T BN RIBE T E DL, BREH
ERAEZEBIVCEREREOCEETT —¥
HHEREDOEVERZAEE KRS, b
DEIVEBEOREMO)ZE L,

U EORERIVBE B TIEHHM, 4RO
EIZLVARTIC BT DT — HIFOHEE
BEPEEM U, 777V, 9 400 4
(310-3704), @ — c¥Rid, %100 £4(90-110
), RIFIE, 40-70 46, D BPEAEIT, K9
350 44(230-330 £)EEB X iU, TAY Y — IR
SETH 1000-1500 4 &E 2 v,

D. BE

FGAY Y = BIFE, VI — ANORE 2 72
Ko HEEER DR BEITIEHEOK T IR
HOPEEIN, ZODICRETH—EHDOK
RUERBREIETHD, RKBLTONHEFED
FEEIZ IR 30 BB F DL, [ARME R
LLTHE =V, 777 V9, B[y
BEENTNDE, T/ —LIRICET 542
AL, FABWSEHEE LT 1981 4E, 1998 4=
WEBINTHDH IBFIERRESLINSIC
oh, EEOBEFRL YO TEBERKEK
ELRpoTETWD, F, BIfE, FEBIZE
THERIENRLR>TWBEHIZ, T4V —
LREL T Tl 2« DIRBIZBITOHEE
BEELMBELR2STETND,

AW T, BT LS - BRRE A A
BLOEEREREDT — & _—A%F|HL,
FAV ) — DR OHEE BB E R LML
Too ZRHLDFENL, B R TOTAYY — 4
WA EDEREZERL, BITEIVS %D
RFRRIC BT D EER BN T — 25 BT
DIZTEHETHLEEZDOND, o, BIKH
BEEAEZEBLIUCEREREDT —F~X—2X
DIEMTIE, FAV Y — IR0 8 D8R « 700
HROEFBRERITTLHLT, O THEMT
HHEEZLIE,

O4 BEORFHRE

1) BRRGRAAME AZEOEF AN EIK 6 FIfE
ETHY, BRITIHE 3 Bl WRBHHZ
& Flo, BT ANESNDEATY, 2-3 LA
EDEA DB TNDBIE,

2) EHEMPEINTORVES BROER
RIZKOZHREF LS00, BTS2
DI E D ISR O O H AR
TERWIE, £ BEBIOGA ., FKEBRD
B 5-OF EA2ZDRENPFFE CTERNTLE,
F B R ZDRITIZ BT, F—F A%
OREEZ GO R BB OB IT, BB
BTHDLEEZLND, SHLTAVY —LIRER
FEOEREMBENICRETDLELIC, FFE
ORI R) COXVEMZFEICEAL T
BETFTHD,

3) YUBRHEPEHDTAY Y — LFEBE DT
K (S AL 728 e RF 5,

E. #&8E

TR BOEEREICB W, BIRHA
ERAEBLVEREREOE ST —HD
FRNTIZE DD TH S Th T, ARFFRICLY,
TAY S — DIRZRGE OVER, R AT L
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DEABHEOMEITICINZ, BB TCIIHANT
AV — DR DHEE BE ARSI LI,

F. iR E

1. WXHER
7L

M

FRREK

1. BF&MR#M, FH—®. 77TV WK
ANTORMOBRRNRFBORE. F 64
[\ H A3SEEFE KR, 2010.

2. LHHEX, Hn#, WH R, HHHE
F. 77 7 —IRICBI BIRBFT R
EMERE. % 52 BIHALEKNAHRA
WHEARKBSA; 2010.

3. EEHHM, WH R, LWEEE 77
T —ROBETR - RERHBOR
REBRES. 25 64 [EIHAEEZEEE
£ 2010.

4. WH—&, WAHERK, AHER. WK
AEBAZZH WY 7 7 —RBE
DEERE. 5B 64 AHEEEYS
%25 2010.

5. WH—®R, BANKM. 777K
AT O824 B OERREBRET. 55 52 [A]
HEHEXAMREFZIHRS 2010.

6. i, HEH R, HHHET. 777
D —RICB T S IRNE & MEWRE DR
REERE. 55 64 EHAREEEK
£ 2010.

7. WEEE, BH 8K, PES, AHA
B, KT, BB T, etal 777
=R BT 2R REE & —HAR—
BERBEHOLE. % 52 EMAALEXR
Rt RE 222 2010.

8. IUAEE, WHH R, BFEX 747

) —REBFEICB TSR EEH DM

10.

1L,

12.

13.

14.

15.

. % 64 MHARBEE22RE;
2010.

INEEAR, XEME, WH—HR. L
%7 r— FMRABICE BRI NFERE
DRI OMIT. % 52 BEIHARL
RKAMAFEERKL S 2010.
HERE, IHHAR, SEH—R. &L
BT —MRAEICEKB 77y TR
BEOBRKRMR M OMIT. % 52 [EAH
FERXAMBEEZ2HR; 2010.

B &Ky, SEH—BR. 77 TV —%
AT OROBEKRERDORS. 28 78 [
H A3 EFE2 B ALREH 525 2009.
LR, BEH 8, ILAEE BHE
A7 77V —ROBETR - ZBERH
Bkt % 78 BHHARBEREK
M bREM S 25 2009.

HEmie, EH W, HEMETF. 77T
) =i BT HIRRE & MERE O
. %8 78 EIHAZEESS KL
i 525 2009.

A&, FH—8R, FEX. 717
)—yR LEENREE. 55 78 BHARE
EE R ILRE S 25 2009,
PH—R, BARHREK, EREE, xH
Ef. BRRAEBAZEEZRAWEZT—
TIROE LR DM, % 50 EHARL
RKRBREFER2L 2 2008.

G. SnERA BEHED HRE - BRERAIRBL
2L
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BRERBEBART I DEADDNGES)

Total

i ___Frequency

174
307
280
272
238
262
209

1742

100
176
16.1
156
137
150
120
100.0

ERERBT—YDEANDNEH

year | Freguency %

2005
2006
2007
Total

292
314
317
923

31.6
34.0
34.3
100.0

ERARBEBART HRRBIOMFEDTH

BRAABBEBART —5 DEEZRR TS

year
2003
2004
2005
2006
2007
2008
2009
Total

__Frequency.

174
187

77
66
72
91
46

713

244

262
108
93
10.1
128
65

1000

ERERBS—S0BEERVVCEES

year
2005
2006
2007
Total

l

Frequency

285

96
92

473

603
203
1956

100.0

(@) Fabry
e | 3 24 44 47 42 24 11 2 197
% ; 1.5 122 223 239 21.3 122 56 1.0 1000
female | 2 8 6 17 30 40 21 10 134
% t 1.6 60 45 127 224 299 167 7.5 - 1000
Total | 5 32 50 64 72 64 32 12 331
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(d) Muco

% a1 230 514 at 68 1.4 1.4 Qo 100.0
female 0] 1 6 3 3 2 0] o] 15
% (o17] 87 400 200 200 133 oo (ode] 100.0
Total 6 18 A4 9 8 3 1 ) 89
(e) Other

male 7 8 29 26 15 13 10 4 112
% 63 7.1 269 232 134 11.6 89 3.6 1000

female 7 11 23 9 19 13 8 2 02
% 76 120 250 o8 207 14.1 87 22 100.0
Total 14 19 62 35 34 26 18 6 204

ERERE RIUBIOHFHIH

(@) Fabry
| O 2 4 5] 8 10 2 4 16 18 Totat-
" male 0 2 2 3 o) 2 6 2 4 5 26
Dt e T e VR e T
forele O 0 o 2 0 0 0 2 1 1 6
N a0 0p. g0 -84 80 a0 00 388 167 147 1 }000
Tﬁﬂ“ ) 6 N 2 - 2 ’5’ (0] 2 ‘ 6 4 5 ‘ 6 | 32

5
% - 26.5 14.7 14.7 88 59 59 11.8 29 29 59 1000
female 3 1 5 3 1 1 1 1 4 3 23
% 13.0 44 21.7 130 4.4 44 4.4 44 17.4 130 1000
Total 12 6 10 6 3 3 5 2 5] 6 57
(c) Pompe

% 89 a3 138 5 158 B3 83 108 158 186 1000

‘female 2 3 1 1 (o] 6] 3 1 2 (0} 13
% yseMdye PP PF R0 ag cesi 77 184 00 1000
,T@ 3 4 e 2 3 1 £ 3 5 3 32
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8 179

(d) Muco
male 11 12 23 ‘ 32 16 18 16 28 15
% 62 67 129 17.9 89 101 89 156 84 4.5 1000
female 2 12 9 6 3 7 5 2 7 2 55
% 36 21.8 16.4 109 855 127 a1 36 127 36 1000
Total 13 24 32 38 19 25 21 30 22 10 234
(e) Other
a4 10 7 11 4 6 4 4 1 2 53
% 76 189 132 208 7.6 11.3 7.6 7.6 1.9 38 1000
female 4 12 1 4 5 5 4 1 2 1 49
% 82 24.5 225 82 102 102 82 20 4.1 20 1000
Total - 8 22 18 15 9 11 8 5 3 3 102
BFTF—HIESNCRHBEY - ADRHNSDMEHE (1)
Fabry Gaucher Pompe Muco Other Total
. Bt ] 284 53 25 69 191 622
IVRiRE 22 40 19 . 161 66 308
. Total 306 93 44 230 257 930
138 - FO2HEBVOSDHEHE (2
Fabry Gaucher Pompe -Muco Other i Total
L Eap ] 331 55 34 89 204 713
INRIRE 35 58 33 241 106 473
Total 366 113 67 330 310 1186

930- 1200

HEBEM

230- 330 260- 310

mEM 310- 370 90- 110 40-70

— 160 —



FAESBAERRRMRS (ERIERETIRPI 7 HE)
SHERARGE

Budd-Chiari JERBBHF O T HREHEK T — KA ERE A ZORIRE —

K 2&Z, w3 BT BH BRX
(RRTTIL KRR EREFR AR - DREGLEF)

MRER

"ETF AN SN/ 2001 FEEN S 2009 EEEOBKPMEBART—F 2N
“C. Budd-Chiari S8R0 T BIMBE 7 M8 L J=. Historical cobort study
DOFFEICELD ., YFERCHFRB#EL2ToLAER. BEOEHRRRICK
BB L. EFROEREBEFCHEEI RS20, AARY D EEZ
AT Data Linkage 2f7o /2. £z, BEOHR. £F. BWEARED
f5#I2 & D . Data Linkage NIEREICERBETE N EShOERZIT o7z
FHREEE L TAVWEEE R 13 BEHE#EEO 3 - e
iE - EERRS (FHEERE) THs., PREOMELZRMLAEEHER.
TR RO, Fik. WIKER, SEREMRRETHS. BRI
i FEEERNSKEREEEORZERET BRIEEEZRELLE) Ik
REKEFRRET BREEZRELIh-EE) LUTEHHRELE. B
T3 incidence rate DEH %171, Cox’s proportional hazard model IZ & D &/ E
HONYT— R (HR) LK 9S%EEXM (95%CD 2R L THML .

2001 SEEEM 5 2009 SEFEOFRBHAE 19 A0S b, Fif B aghsic [3E -
JFHERGE - SRR (TFREERE)) OMANREM-2EIL 4 ATH->
f=o TOSB, BHRIC [FE - FERE - 2S88% (FRERE)) %
RBL-HIX6 ATHY, incidence rate 13 1000 A47= D 146 THH =,

LTI, BRI I T3E - FERGE - £ B EER (FEEERFE))
ERETHHONEMN -/ (HR=4.24, 95%CI=0.60-30.2) . E£/=. FrRAFH
iz (PR - B 22U TWEETHRE) A7 @M-o

(HR=9.22, 95%C1=0.62-138) . —. EWiRICFIMRDMAZE - RAEICH T 58

P Z-E T (3E - FHERAE - 2 5B (FHSEERE)) £2RET
550N iz o (HR=0.18, 95%CI=0.01-3.03).

HBREBNB SN TN DM RELRITTDITIZE> TV
WA, FIIROBESE - BAEOH &N, MROBBICBIE L T 5 FIREHEIUR
mxhlz.

A. BIEERN BEOD 21 % NLHRE & Lk URROE(LE

Budd-Chiari SEBBEL. ISR T S BHTVS, £IT. BKREBAEZH
L%, PHRARAIIHLENDRNVER T Budd-Chiar SEEH O FREER T 2
TH5, LML, BEOLELEFRMETII. Bl =,
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B. WA

JBAF @A S 2001 FEMN S 2009 £
? Budd-Chiari SEB#¥ : B IK F AR A Z O
R 2/ T, RN E1To . BIRH
BEREAEMSIRELZHBIZ. OAOEE
FHRE (R FiR%). ORBE®R B
WEA. AIZEA. H2EHRN. AEE
THEE. T2RW. BRER. SERER
R%E) ThHa,

Historical cohort study D FiEIC L D, %%
EEBICHRBFELITOLBEE, BEOHE
FRWMICEDEBIFL =, EFFOB®E R
HEICHEE I TS0, BAZN D S
% MWW T Data Linkage 2172/, /=, B
FEOMR FE, BWEALREOBERICEK
Y, Data Linkage S EREICERBTE =M E
IMOERETH T,

THRIFEELUTHWEIEE GEREE)
W, EFHEROEMZHICE S 3E -
JEAERIE « 2 SRRk (FBRERE) ) Td
5. TREOBEZERSLUAZEBIL R
HEER O, Flh. BKAER, SERE
FRRIGETH D, BRI, FRE#ER
NOMRIEBEOHRADET MEEEER
HELE) KR RENRET BEE
BERELM->2E) EUTEELE,
it T2 incidence rate DB H Z1T1), Cox’s
proportional hazard model IZ & U & ER D\
Y— Rk (HR) BLUR95% XM

(95%CD) Z=RH U TFHM L 7=,
(R ERE A DEL)

BTG @A S ER A 2 G BRKRE
AR, HEREANORENGLNED
DIZRLENTNS, £z, BIKAERAE
TFT—FIZi3. KA. B4 DT EBIR
TN TBS T, MEOEAZRY D £5
DHEBEINTND, FERFEOMEIGS
kB & SO [BEERSOS

ERAVWSBISIAN] IS T B0, W
BENSAT7A—LFR a2t NG
THIEELTULHELRN,

2B, EMROEBONVTIE. Kh
MARERERESHAR - ERERER
DERBER=.

C. HFRKER

2001 FEEEM 5 2009 4FFE O F B EEHE 119
ADDE, FERFERIC MHHE - FFERME -
RHRERE (FEEERE) | OFTRMNZM-
EWR 4 ANTHolk, ZDSH, BHEFD
BERPESNZHIL19AT,. FE 2140
BEFRIREIIC B WT I3E - FERE - £5
R (AR | Z2RBIL &3 6 A,
incidence rate {X 1000 A4 /= 10 146 THH /=,

FEP O TFE - FEHERAE - 2 SR

(FFHRER®) | RE L AHEERR T OM
EHERLICRT, KBRS L, &
EHICHBERE ZREL 2802 <. A
B HR (95%CD I 4.24 (0.60-30.2) TH-o
o —H. FRBBOETIIFBERTD
FEMNDI2<. FHEHR X029 (0.04-2.07)
Elol,

FR A ERR O 2T [fEEHE A
Bt/ APl THoRHX M B2/ &K
Hy@) THolHEELURZE, BEFOD
R ERENRZSWEMNH - 2

(HR=8.19,0.7096.2) . £/=. HEAIENR
HE/ NMETHLECZLRN TARE
BETHHICBNTD, HHMEREREICH
T3 HR D LREZRD,

BRHIER T, TREAK), TFBRYRHE - Tk
#liE) 2ALET, SRPOHEEER
FORBENEN> 7= (K : HR=3.23,
0.51-20.4 ; THEVEME - TRERIRHE : HR=3.77,
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0.43-33.4),
WHISEN T EOFETIR. &R
&, HBEREERRTIENSN oL
(HR=3.67,0.41-33.1),
BERA T, MIROMRE,HE] 22
OB T HERTERENEL<. HRIX
9.22 (0.62-138) ZxRL7z. —Kh. % H
BT BB EZTETIE. BBPO
JFRBEERBRICHT S HR METL T/
(HR=0.18, 0.01-3.03) .

D. %K

BTFANINBRIKREMAZOERE
FIAL. 2001 F£EM S 2009 FHED
Budd-Chiari #E/% 5 : FRHBFHFICHBT S,
#eidrh o T3H - FHERIE - 2 SRRk (I
BWRER®) | T DOWTHRHAN L. AHHFROK
R, o THEE - FHERE - £5ER
B FFHRER ) ) R 2 2 < BDH R FII.
ik, R (47 R . BK.
TR - TRRARE. PR OIRAE,BRZE
BETH-.

Budd-Chiari fEEREBH O FHBEK FIC
DNWTHE LR, EFEICDEND,
2009 FEDI—10y NOWETIX, FHRIEE
& U T invasive treatment ZfH L T 578,
ZOFHUMERTELTHE (HR=1.69). LM
KFOMEK (HR=8.22) 2#ITTW5, FHiF
BEELTHWERHRRZS2HOD, K
DHEERIFROTFAIRTFELT-HLTY
7z

PR O (FIRORRE,AZE BRE
BFOHEERERROTARTFLEAS
Ni=Ht R BERIC TMROMRAS /BAZE )
ERELEEIZ 2 AERLNTWEED,
BRIESNIEKRETHIREELEET

W, —F. TEE BARicxd 51E%)
EZTIETIE. Bl OR-#rERE R
X9 5 HR AME R L T, 2009 603
— 0y /NO#ETH invasive treatment 12 K
HEGROM ENBEIN TS Y. Zh
SOREEZDE, MROKRE - BHED
AELFROBEEICBEEL T 5 nJREMEMN
rEhs, LML, HEDEZA. Hill
BERELSNTVSESH, RS OEEOEHE
HEHLT 2101, SEROMFEREREOER
NLETHS,
FHRIIERFEMEAZ LS WS B EE
ERHWTERLAEZBDTHD., LIFORRF
BN H 5.
1) Budd-Chiari fEREEE IZAFHT I RE N D7
Wiz, BHIBRRRL, WThoRTF
KOWTHHEHENABREEZRD B ITITE
VAN NP
2) FRRTPHREES L THWEEBII,
POFEWLBETH - 220, &I
invasive treatment 7% & QR B2 IER I
LTHRBKRDOBRFZITOHLEND S,
3) AR TOMPTHERIT. FHBFEED
S EFOEROBHFROBRVAFTELD
DIZRENTNSD, ZOFEIZLDBHER
1343% EEBTH D, M REFOREM
IR E 5. HIZE, L. BHLA
Mo BITBRENZFENTNDRL,
FHROBIMRITFERBROHFIFE> T
WaEEZILNS, B, BEFLar-ok
HIRROBRETHE L 2ENELS
ENTNDR5. AHAORITHRITFIR
NENEFIH->TWwWBHEEZI NS, LM
L. BfTOBRKRAEBMAZDORERS AT A
TIREH LA EREOH L EHIET S
ZERTERVWED, EB55D4MICHES
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TWBNEHNIT D EIIRETHS, £
7o, BFT—FDANENE 40~60%TH
5k, COANRIZE> THREE 2T
TWAHREENH 5. LhL. AHRIZA
BORKEEIBEER S ELZDDTH B/
B, BROZLEHICIEBLINHD LS
25,

4) BTOBENBEEFHL TS LITR
Sz, 1 EJICERL ThWARNnEH
TIIIEMES incident time % FE 9 % DA
HTHDH, T, EHRFOBRKMEMEAZ
T3 TRA 1 B ORE) 28WETHZ &
ERRHOTND0, 14EJITEHL TR
WEETILBF T — ¥ BRZER Lo TW
ZalaEtEN D B,

E. #&#
Budd-Chiari iE{R R : BRIKAAEMAZ % H
W T, MREZMBRSO TSR
DT ENE R ERIT 5 CRE S T
TRNAY, 22, A A AE RN AT 47 R,
MK, THZHE - TRARIRE . MROME -
BZOFEN, WROMBICEEL T3
AIREMEAUR /. BRIKAEREAZE 24
RALEFEROBRMTIE. W<DHD
limitation {3 & % % D D LL#EHY) reasonable 75
RBERBSNTHD, 4%, HORATET
BEREL THOWERESOMT LT, &
LILRMNEEDDTPETH S,

B30
1) Darwish Murad S, Plessier A,
Hernandez-Guerra M, et al; EN-Vie
. (European Network for Vascular Disorders
of the Liver). Etiology, management, and

outcome of the Budd-Chiari syndrome.

Ann Intern Med. 2009; 151: 167-75.
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1. mXAE® 7=l
2. ¥2RK &L

G. MASHENED HR - B&RY (PEZS
)

1. RedrEf A4V
2. ERHRRR A4
3. Zoft &l
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1. Budd-ChisrifEMRBF -BRAIRM RIS, RBH DRTHAEIEM S 4 - & R REF & OMN

FMA M N Person—  Incident [ncidence MR R SRERMRT
years cases rata® HR  { 95%Cl ) p value HR  ( 95%Cl ) p value
1251 Bit 22 23 2 0087 100 100
kit 22 18 4 0222 231 (042 - 128) 0333 424 (080 - 302) 0.149
R @1 2 14 3 0214 100 100
47+ 23 27 3 o111 0682 (012 - 325 0572 029 (004 - 207 0218
HEIW B/ e/ R 27 36 4 o1 1.00 1.00
TEEMBE/ ABR/AFR 123 5 2 0400 236 (042 - 132) 0328 819 (0.70 - 96.2) 0094
BREE E¥ 26 27 3 o111 100 1.00
POFEH/BITB/LEAR 13 14 3 0214 181 (036 - 895) 0470 271 (043 - 17.0) 0.288
RBRR XICHRE 18 10 2 0200 100 1.00
FICAR/AREERY¥L2 19 15 3 0200 107 (018 - 843) 0938 776 (051 - 118) 0.140
ERERTER
Mok L 27 30 2 0067 1.00 100
Y 1 1 4 0.364 387 (088 - 220) 0127 323 (051 - 204) 0213
THIEME. THIRS HL 24 13 1 0077 100 100
Y 20 28 5 0179 283 (032 - 248) 0347 377 (043 - 334 0233
MR 1T R T RS ZL 3 27 5 0185 1.00 100
HY 13 14 1 0071 050 (008 - 427) 0523 055 (006 - 537 0811
ot Filn L 40 39 [ 0.154 1.00 100
»hY 4 2 0 0000 NA NA
S, t ikl (e 704 #L 238 29 3 0.103 1.00 100
HY 20 1 2 0.182 166 (027 - 10.1) 0585 156 (0.25 - 9.83) 0633
mMsS 1 18 15 1 0087 100 100
0/m/N/V 28 26 5 0.192 326 (0.38 - 280) 0281 367 (041 - 33.1) 0.247
M, EEPRE
BMER (/mm®) E% 22 28 4 0.143 100 100
N (4300R M) 21 12 2 0.167 119 (022 - 658) 0842 125 (022 - 727) 0802
~EJOL (g/d) E®R 27 16 2 0125 1.00 1.00
AH(B124, Z113%M) 18 24 4 0.167 138 (025 - 753) 0713 160 (029 - 836) 0589
/MK (% 10°/mm®) EX 13 18 3 0.167 100 100
RB®BEGRM 30 22 3 0.136 093  (0.19 - 461) 0928 174 (020 - 15.2) 0815
ARMAE
AR SL 14 18 3 0.158 100 1.00
Y 21 10 2 0200 097 (015 - 6.14) 0875 NA
iG] HL 27 24 5 0208 100 1.00
HY 6 5 0 0.000 NA NA
B HRE
L | HZL 8 15 1 0067 100 1.00
Y 35 26 5 0.192 245 (0.28 - 215) 0418 153 (015 - 155) 0.721
PIN% ME 38 40 5 0.125 1.00 1.00
nuE/AE 2 1 1 1000 800 (082 - 51.7) 0121 922 (062 - 138) 0.108
TN ME 7 5 1 0200 100 100
Ru/ME B 38 5 0139 108  (0.12 - 9.38) 0945 053 (005 - 8.15) 0809
Lid ] ME 19 15 2 0133 1.00 100
U/ 2 26 4 0.154 086 (017 - 537 0958 053 (007 - 400} 0538
R
AX-HRI=NT Hiam ZL 9 10 2 0.200 100 100
»Y 13 17 1 0059 032 (003 - 351) 0348 018 (001 - 303) 0237
MRAIx T SAM #ZL 13 16 2 0.125 100 100
Y 7 2 0 0000 NA NA

" Cases/1000 person—vears

"R, RN MR TR
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RAEY BRI HARMEE EHaEREBFRIFESES)
SHERREREE

TR R 2 F W T B O S R A
— TR 2 W Rt —

T3 dRlT (ESLARBEERER - FHERET)
Bl W (ESLREEREER - AMERIE)

MAEEE

M1 REEBOMSN 121 KBHMS 130 KRICHA . BIMOIEERDS L, ICD-10 I—F%
AT BIC5ERICDNT, 1995~2004 FEI2 BV 2R EMA O 2170 2. TORE. BEDEHR
UL, BB RS 0~32. TEABAE TAEN 18~40. 7 v ¥ Fh 5~11. FRMEABERR
KALREDS 0~2. ARMERIED 0~6 LMD THBNT EAERI N,

B2 NS—F2VMid BEEBROSBLRLEODKERTHDEEHIZ, @Mt E EbITHmMOEL
WEBRTHS, AEBIIBHOREZINS D, EOXDRBEREERCHERRND SO0, FIEH
OBIIZEDI AOBEHEF T TIIHSMICTE I ENTERN, TIT, REZHEO IMBLY
IfMicEZBOBBERLEDEIT, N—F 2V RNFEERICEBETIZDONT, TR &2
Hic., FOER., HEEETI. BEOWIEERE ERKIC. BEEERO EALS DIT, & - 28, i
%, WAL, ERE, MEBRZED. HEERO LA 5 BRBIZIE. MmERER. BAHE. FRW.
Nh, MEBRZERD-, ZRKERTHS. . DER, RMEEBOIENT, FERKCRBAREN L
PricBDHNEZ &R, ARECI> THESNEHFLVWAIRES A5, HEZHEIL. BKFAEEA
FL BT, N—F 2V UROBKGZIEEBT S L TARAREHKABETH 5. NHROBHEEL T,
BEFORERICEDS BT AT LEEDIC, AOBEBREKIZXDEDTIEAT H20IZ,
HEXEROERZSOH IR CHET > AT LANEEN S,

i
ABFFEEEK)

BB ORI 121 BN S 130 KRBICH
Az, BN D 9 FERITDOWTICD-10 I
Y9 B (1995~2004 4F) IZHBIT BT
HatomiEiT> 2L BN E Lz,

BIFZ 5%

RUTRTEBD, BMIhZIEESS
ICD FEREAMFEI— RITHIEL TS HD
. RO 5SERTHo 2z FIMEKREE. FHEKE
BEEE TIE. 7 v 2R, FeRMEFARRERAL
BhiE, FFRMERLRE.

JRREMRIREEIC DWW T, =2 —D
R (G122) OB, HEREMENIRELE
(G122A) LIS DERE LT, T HEERBRE S
FREMEEREL & & & BT, TOMl(G12.2B)

IZeaEhs.

A RMEREERR. HTLV-1 BEEHEAE.
it B RIERIEIC DWW TS, #2455
ICD-10 I— R 7z,

C. WHoiHsER

1995~2004 £EIZ BV} B BAEDERIRIET KK
13, FERELRREDY 0~32, T IEAHEREIK TEMN
18~40, 279 3 2RI S~11. SeRMERRE
FRALEZIEAS 0~2. FRMEEIED 0~6 L)
TAhRBRNZ EEREI NI,

HRBEBEOREDEMIEER (K. Btk &
) ITonTER2 11h56&K2 6I1TRLT.

D. &%
FURELRIE, FERABAEK TRE. 7y 2
Wi SRR R E, ARMREIEICD
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WT, ZNENFEERE SRk, EdThdH
RN ENHERTE =,

BgE 2
ABFZEEK

IN—=F ) IRISFFERBD S b RE DK
BTHDLELEBIT, FlbE EBITHMDEL

WERBTH %, AERIBHEORRES /20,

ED &S IREBFERPHGFIER DD 5D, K
FER DA HED < NOBEEME T2V TS
MITT BT ENTERN,

WREFHL THS LD ETOENE
WRAEHIC, N—F 2V ARIZE DI, [
PR EE RITTERRIMTMNH B DN, HD
ETNIEDK D IsFIwR2 DM, £z, LI
HEEEEE RTTHREIIAZRON 5.
IN—3F 2N IR EBEOSRRT ERER G A R
THENWSIEKRTEETH S,

FEERR DT A > & LTI, HilRmRBs
ZRIMZIC T 3 0—7 v LU TIT< OHEAE
THEN, IN—F 2V AROBE. BEEI?D
12< (2008 FEEREARBIG BT B R RE
77 NAE 10 7). SRR R W =kt
HEETICK10FE2ET S, iz, BRKHAE
EASED S OIERIT. #RRARPTRICRRE S h
DT, MOBIHIBT HEWMEH/D ZENT
/R, £I T, AHETIL, FECEHENS
DEFRHED EIT, IN—F 2 IRICE BT
IZDWT, ZDREFESMrEEAZ (®1).

BFZE 1%

MREL. 2008 FEI2/S—F > RHFE
CTHRECLZHEFFOHAEA 4,589 Ahd,
EERHRAIC 10% OER THEIESHIH L 72
471 ANTH%. HESBFEORBOHK, Hatts
WK DR EZ T4 - B E DA
HRESERVEEE CDR 20, EESHMHL
IR BRE T ONWTAOBERERCEZN S A
WRICKHESRHE EAERETZ2EHES
X2W) OAERE - et RTO&ERIE L
s

FHUEICREEI N TW 2 TOERIZDON
THHREE - O— MEZfTW), BEEERBID
DHEFERBINIEEL (%) Z{HT 7z,

AFFEIEN MR EER A B AR

20&R CERR 243 A9 Af) 2HTE
BELZbDTH S,

C. MR

XEEL. BHE208 A, 2t 269 AT, T
TN CRHERRIT. 80.1 L 827 R TH oz
LD 5 DDOFERIZTDONTHS &, EIEER
Tid, 2 - 25, R, WRAE, BE. O
wE (K2, IHFERTIE. RanERE, 52
HUE, BRI, DA, DB TH-2 (K3).

D. E%

PIREAM E VS BITTI B N—F 2V %
DEKNIIRRERZET 5 H T, B
IS N Bt Ed &I, HEERB X
VE RO 2377,

EHFERIC DN T, EOZEHE & —&
TEHRTH oIz, PFHEFERIZONTIE, =K
FRTH S, DA, DFEAE. ML ERBOIEN
12 BRRCRARENRD 5. 2D &I,
AR E > TROSNEFHF LWAIRES X 5.

SENE, —DDEAE L T/NRBRRE S L
TEMBLIZM, SHIT. DHEEFER & DB T,
IN—F ) AHROBIREMT. T IRRBIR EIT
DNT, SHIRF LTI BENH S EED
b

FRUZWEIL. BKRAERAZE EBIT, /S
—F 2V ROBEKRGE BT 5 ETRAIR
BHEIEEITH S, LML, FERICHETL
BTOANOBBER LGOS AT LT /85—
F 2 EDWHEER, DE D, FHEEEKED
ITHIZ/S—F 2V R LD H D HDITD
WTH, £D ANOEBFLREZEZ. 2008 4
DRFET™ 1,142,047 DIET LS S T 5
ZEIFTERN. T/, BIELCDOHDET
DIN—F2) e T 2 Z EMTERN
oz, Eiz, EBHBOKEII OV THRHER
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THIENTERDOI
fROBEE LT, FERERE & bITHHEFER
OIEBERDHIBFETHA S AT LATEE
ns.

E. #
BgE 1
FEIRELAE. TRSEEKTE. 7y
Wi, SR FRRERRALRRE, FRMEHLEAEIC D
WT, ZNSAFEREEARBFECI. d T
RNWZ ENERTE s
BgE 2

I8—3F 2 ARHTRFERDFETIT DN TR
Wi ZEfTo 7z, TORER. EEER T, #
EOWFEE LRI, EHFERO EAL5 DIT,
g - 22, K. A, R, LEEZE
DT, PHEFERD AL 5 BB, RN ERRR.
BHYE, BN, . DEBRTHo 2. =K
FEHRTH B, Hh. DEE, NIESREDE,
12, BRRORANENRD 5N, ZDT L.
AR LS TRSNEH LVWHIREE A 5.
FETZWEL. BREERAREEEBIT N
—F 2 ROBRKRGEIEY 5 ETARAIR
IEET R TH D, AOBRESECHatE L DA
PMCIER T 51201, {BkOBEEL T, BifT
DFEFRICHE DI FEEHME S AT L EEDBIT,
PHEERDERZ ST/ > AT
LNEENS,

E

FRFREER
1. #CRER

1) DoiY, Yokoyama Y, Nakamura Y, Nagai M,
Fujimoto K, Nakano I. How can we estimate
the national burden of comorbidity and
mortality for Parkinson’s disease in Japanese
population? J Epidemiol (accepted).

2) DoiY, Yokoyama T, Tango T, Takahashi K,
Fujimoto K, Nakano I. Temporal trends and
geographic clusters of mortality from
amyolateral sclerosis in Japan, 1995-2004.
Neurol Sci 2010; 298: 78-84.
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2. F2REK

1) HHEFTF. BUEE. SR KHE
B, AR PESE. —F VR
Ic X BFET-DERIHT. 5 20 B H AL
Lty - 2011.1.21 ; ALIR. FIFDERER.
2011.p.113.

2) tHbFlIT. BLE®E. 7I0f1 -2 R
I & BFET-DOHUSEEREICBE S D83, 26
69 [B] H AR A f ke 5 2010.10.29;
WL [PPSR, p.193. T EFIT, BELITR
. TR LRI & BB DU
IR B8R 5B 68 EIBANREE
PSR 2009.10.23; ZRE. [FIFDEREE. P
519.
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£1 BNBEEERLICDI—FDOX I

RERBHERS ICD Name ICD10 Code

Seim B KAE Acromegaly E22.0
TEEBEETIE Hypopi tui tarism E23.0
Oy U Cushing's syndrome E24
SRR NBR R Congenital bullous ichthyosiform erythroderma  [Q80.3
RN RAE Xeroderma pigmentosum Q82.1
RFEMEMRE(LE Primary lateral sclerosis G12. 28
BHERR MRS RR Chorea Acanthocytosis Syndrome AT A
HTLV-1B8& #REAE HTLV-1-associated myelopathy L
TR RACAAE |Fibrodysplasia Ossificans Progressiva AL

) BB 2 —0OVKEGCI2.2055, TOMGI2.28 (FHEMMEMBRE(LIEGCI2. 2ALIA) DPICTEN D,

21 2.2
SEMEEXEE 1CD-10 : E22.0 TEAWMBEETA 1C0-10: E23.0
TR TR
FR R
[ % © B A 28
1995 32 15 17 1995 40 11 29
1996 22 10 12 1996 27 13 14
1997 2 2 0 1997 27 5 22
1998 3 2 1 1998 32 12 20
1999 0 0 0 1999 38 10 28
2000 3 3 0 2000 25 8 17
2001 0 0 0 2001 26 11 15
2002 2 2 0 2002 18 6 12
2003 0 0 0 2003 27 7 20
2004 0 0 0 2004 Y 14 20

— 172 —




#23 +24

Oy R 10D-10: E24 SeXRMERMMIRKLBZEE 1C0-10 : 80.3
FETAE R
R ER
¥ P2 28 R¥ 5 28
1995 11 6 5 1995 2 2 0
1996 8 0 8 1996 0 0 0
1997 7 . 6 1997 0 0 0
1998 6 3 3 1998 0 0 0
1999 11 3 8 1999 0 0 0
2000 7 1 6 2000 0 0 0
2001 9 3 6 2001 0 0 0
2002 7 3 4 2002 0 0 0
2003 5 2 3 2003 0 0 0
2004 11 4 7 2004 0 0 0
:&25 *2.6
R BZEE  1CD-10 : Q82.1 RFEEMRBE(LE 1CD0-10: G12. 2B
FELKE LI
FR R
R 3 5§ R 5 5§
1995 6 2 4 1995 218 128 90
1996 5 3 2 1996 192 124 68
1997 3 1 2 1997 176 118 58
1998 2 1 1 1998 133 84 49
1999 6 1 5 1999 176 103 73
2000 0 0 0 2000 133 84 49
2001 4 2 2 2001 149 94 55
2002 4 2 2 2002 123 75 48
2003 2 1 1 2003 133 4 59

2004 0 0 0 2004 128 64 64
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