#1 HEMOFEREO2EEFAEOEMIRR

[E EREDOK 5 M RHEBER  MHHAEBEE  HIHE () EGEER B (%)
1 R B 14 14 100.0 12 85. 7
Z DO KZA BRI 6 76 100. 0 42 55.3
2 BRI ERE 4 4 100.0 4 100.0
Z DO KZEAHBIFRE 89 89 100.0 51 57.3
3 100 FRAEFHE DR 3207 160 5.0 78 48. 8
100~199 FROFFRE 1327 137 10.3 60 43.8
200~299 RO 515 111 21.6 50 45.0
300~399 FRODIHERE 382 160 41.9 62 38.8
400~499 FRDFERE 210 169 80.5 47 27.8
500 FREA_E D iR 233 233 100. 0 73 31.3
4 KENBFBE 126 126 100.0 108 85.7
100 PR DFBE 1111 59 5.3 33 55.9
100~199 FROFERE 690 72 10.4 46 63.9
200~299 FR DR 395 81 20.5 63 71.8
300~399 PRDFRE 341 138 40.5 105 76. 1
400~499 FROFREE 195 157 80.5 123 78.3
500 FREA LD JEER 220 220 100.0 164 74.5
&Ef 9135 2006 22.0 1121 55.9
# o HEAME DN - IBEEBICET AR IINEE L RFEABRRE. £2i3. TOMOR

i

B 1 L EMNE THLESREREDET 2RI ERR. oMo XRENERE
B2 —BAR 0T THLEEREDRT ABMNERERIR. £ OMORERERE
B3 BRIEERR. ToMoKERBREE RV ZRED R

B 4 /NBEF




# 2 PBC O2ERFHAERICKDEERDHS!

YN B g
B mEORS EH EHFEER ER 2EHETEER ER 2EHEHEEK
(BERZE) (EERE) (EERE)
1 BRIEBEREY 350  408.3 27 31.5 323 376.8
(35.1) (2.2) (33.9)
FOMOREMANBRERE 824 1491.0 98 177.3 712 1288. 4
(219.6) (33.2) (190. 4)
2 BRIEBERRY 137 137 11 11 102 102
(0) 0) 0)
FOMOKRZR B 366  638.7 50 87.3 316 551.5
(98.5) (16. 1) (85.5)
3 100 REMWOFERE 38 1562. 4 5 205. 6 33 1356. 8
(941.7) (132.1 (819.5)
100~199 KD 37 818.3 6 132.7 31 685. 6
(181. 1) , (58.8) ' (171.6)
200~299 FKRDHERE 101 1040.3 12 123.6 86 885.8
(219.3) (40.5) (198.4)
300~399 EKDRERE 276 1700.5 30 184.8 246 1515. 17
(272. 4) (42.8) (239.7)
400~499 FRDIRBE 398 1778.3 48 214.5 350 1563. 8
(330.5) (52.8) (293.2)
500 BREA_E DFRRE 980  3127.9 140 446.8 840 2681. 1
(559. 5) (93.9) (471.0)
4 REMBERR 0 0 0 0 0 0
0) (0) 0)
100 FREHDIRERLE 1 33.7 0 0 1 33.7
(32.7) (0) (32.7)
100~199 FEDIREE 0 0 0 0 0 0
0 (0) 0)
200~299 KD 2 12.5 1 6.3 1 6.3
(8.0) (5.7 (.7
300~399 RDIERE 0 0 0 0 0 0
0) 0 (0)
400~499 RDfER - 0 0 0 0 0 0
0) (0) 0)
500 FREL_E DR 4 5.4 3 4.0 1 1.3
(1. 6) (1.2) 0.7
&5t 3514 12754.4 431 1625. 4 3042  11048.38
(95% {5 K ) (10334.4, 15174 (1245.5, 2005.3 (8945. 6,
4 ) 13151.9)

# o EHATEON - IERBICHET DMRENEE L REMBRE. X2, TOMoRkk
B 1: HLEEMAR THILBREZZET DRHIRERE ST OMORERBREDHLE

HMAR

B2 —RABOF THILBERZZET DRHEERE ST OMOXKERBREO—KAR
f& 3 : FRIRE R E DO RZENBREEZ RN REDOAR,

=R N 2




£ 3. AHI O2EEFHAEIIBY D EEROHS

B B eQis
Rk DK 4y EH  2EHEHBEEHR  EEK cEEMEER £ cE#SEEK
(fEXefm =) (EERE) (EREE)
BB R 242 282.3 30 35.0 212 247.3
(25.6) (3.4) (23.3)
Z DO KZER BIRE 450 814.3 43 77.8 396  716.6
(109. 9) (13.3) (97. 8)
KRR s ™ 84 84 14 14 62 62
() )} 0)
Z DO KRZ(BRGE 266  464. 2 26 45.4 240 418.8
(62.8) (8.2 G7.1)
100 FRR 3 Db 30 1233.5 6  246.7 24 986.8
(605. 8) (170. 1) (449. 8)
100~199 EEDIERE 28 619.3 5 110. 6 23 508.7
' (138.3) (55.5) (122.6)
200~299 R DI 79 813.7 8  82.4 69  710.7
(176. 4) (34.9) (151.7)
300~399 FROFEE 268  1651.2 31 191.0 237 1460.2
(241.8) (38.1) (224.4)
400~499 DR 237 1058.9 20  89.4 217 969.6
(206.0) (19.9) (197.7)
500 FRLA_EDERE 770 2457.7 114 363.9 656  2093.8
(444.2) (88.1) (361.0)
KEMN B 17 19.8 7 8.2 10 19.8
(2.4 (1.3 (1.8)
100 FRKE DR 0 0 0 0 0 0
(0 0 (1))
100~199 FRDJERE 0 0 0 0 0 0
0) 0) 0
200~299 FEDJER 1 6.3 0 0 1 6.3
5.7 Q) (5.7
300~399 FRDIREE 1 3.2 0 0 1 3.2
2.7 Q) 2.7
400~499 FROFE 3 4.8 1 1.6 2 4.8
.7 (1.0 (1.4)
500 FRELE DFEEE 15 20.1 6 8.0 9 20. 1
‘ (6.4 (2.5 (4.2)
&5t 2491  9533.3 311 1273.9 2159 8228.7
(95%fE %8 X [E) (7856. 0, 11210. 6) (867.0, 1680. 8) (6880. 0, 9577.5)

# o EERMEDQN - EEREICHT OMARENEE L REMERE. 23, ToMomEk
J& 1 EEBEEFAR THEBREZZET 2F5IRERE ST OMORZR BRI DOHLE

HEMAHR

8 2: —AROFT THLEREZZET DRIFREEREST OMORERBRED— KRR
& 3 : BAREERE ST OMORFERBREZ RN ZREOAE,

J& 4 /NER



£ 4. FH OZEEFRAEICBT DEEFERDOHEET

EX N BE H
B mEORS £ LEHEEER EH 2EHEEER ER 2EHHEER
(EEERE) (R (EERZE)
13 15.2 7 8.2 6 7.0
e Bl B R Be (2.3) (1.5) (1.0
39 70.6 22 39.8 17 30.8
F DD KZE BB (11.8) (6.9 6.0)
2 2 11 1 1
e B B R B (0) (0) (0)
30 52.4 13 22.17 17 29.7
Z OO KA BIFRET (10.4) (5. 6) (6.4
0 0 0 0 0 0
100 PR D fFBR 0) (0) (0)
9 44.9 1 22.1 1 221
100~199 FERDFRE (30. 1) (21.4) (21.4)
4 41.2 2 20.6 2 20.6
200~299 ERDFHEREE (23.3) (13.6) (13.6)
11 67.8 4 24.6 7 43.1
300~399 FKDFRRE (18.8) (10.9) (14. 1)
T 31.3 4 17.9 3 13.4
400~499 FRDIERE (9.6) (1.5) (6.6)
22 70.2 12 38.3 10 31.9
500 FRELE DiERE (19.0) (12.4) (9. 4)
11 12.8 5 5.8 6 7.0
KEMBRR (1.5) (1.0 1.0
0 0 0 0 0 0
100 FRAE DFFEL 0 0) (V)
1 15.0 0 0 1 15.0
100~199 BEDIREE (14.3) 0 (14.3)
0 0 0 0 0 0
200~299 EROFEK (0) (0) (0)
1 3.2 1 3.2 0 0
300~399 FRDFEHE 2.7 2.7 (0)
2 3.2 1 1.6 1 1.6
400~499 FRDIRRKE (1.4) (1.0) (1.0
0 0 0 0 0 0
500 FREA L DB 0) 0) (0)
&t 145 429.0 73 205.9 72 223.2
(95%{Z X fH) (326.8,531.3) (141.9, 269.8) (153.6,292.8)
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HFAR

B 2 —EANE O TIHLERER E PR SRR EREL O T DM RZEN B O —RNF

B 3 : BRI B S T OMOKERBRE RN IORE O,

J& 4 NRF



14000 (%)
12000 //,/
10000 —
8000 // DY
6000 / wwom-FH |
4000
2000 // A :
0 e Tetmet ey rece st mecm 000 (A)
1989 1990 1991 1992 1993 1994 1995 1996 1997 1998 1999 2000 2001 2002 2003 2004
| PBC & FH O¥ERBEERZGE L THROERHERS

#£5 HBEMHOFESR (PBC AIH, FH) OEEEFAETICIZBERHETEORENHEL

R RE 1989 & 1996 £ 2004 &
PBC 2,500 12,000 12,754
ATH {, 400 6,300 9,533
FH 750 1,050 429

(E D 1989 %7, 1996 Fid@K 2 H., RESNEEEFREOHFETH 5.
(T 2) 1989 FICBTDAEIL, 1996 F 2004 FE EHEFENERD,

= 6. 2EEFATICLIEEEOFERE (PBCAIHFH) OFEiL
EXN % Z Bz 2k | B Z 8.1
PBC 3514 431 3042 1 7.1 12754 | 1625 | 11049 |1 : 6.8
AIH 2491 311 2159 I ;6.9 9533 | 1274 | 8229 1 : 6.5
FH 145 73 72 1 1.0 429 | 206 |223 1 1.1
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B. WL

1990 4 (1 EIB) 2, 19974 QEB) ¥, BXON
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F 1. HRMEOEE (PBC. AlH FH) ORERFHEO—GRE S RKAEOEINE

FER iGREEK PBC AIH FH
1989 £ — R DRI 60. 8%
— IR DR EBEE 1,491 794 431

RIAENSE T UI-BRER (ENER) 555 (37.2%) 201 (25.3%) 90 (20.9%)

1996 4 —JERE DEINER 55. 2%
—KEREDIREEEL 3,163 1,975 260
RERESE T LIm BB (AN 1,725 (56.2%) 983 (49.7%) 118 (45.4%)
2004 4£ — R DEILER 55. 9%

2,491 145
673 (27.0%) 32 (22.1%)

—RIREDREBEL
RSN T LT BER (B

3,014
1,115 (31.7%)

#£2. BFE3IEOLEFRFRE (KD 1Tk PRl DRREFHROEIHER DR

1989 4£ 1996 £ 2004 £
R DEEEEL 555 A 1,725 A 1,115 A
HEvs. I 1:8.4 1:7.6 1:8.5

FEEROSFEE BRERD)
DWFSOEGER (RS

50.6 7% (10.7) *
52.77% (10.9) *

bL.E% (11.1) #
54.97% (11.0) *

53.2:% (11.3) *
56. 1% (10.8) *

HEREEENE PBC (B2 60. 0% 72.6% 65. 3%
ST PBC DEE 3. 6% 2.1% 3. 4%
BEROEH G 24.0% 23.1% 26. 5%
i3 har RUT7HIE o
(M) TS () 87, Tk 86. b¥*% 81. 2%%%
FEkOBEFE Fa@H) 10. T%%xx 7. 2%%x% 4. 5%k
ISR ORE (BET) 7. 8%%%x 4. 6%xxx 3. 2% xxx
FHERYEDHZRE (Fal) 7. 2%%%% 5. 1%%$% 2. Wk xx
A 6. 0%x%% 3. 1%%%% 1. 3%xk%
SErRr DS ER (RERE) 52.5 %% (15.8) 53.25% (16.0) 54.2 5% (12.9)
VT OV
(UDCA) D T8. 9%k 92. 2%xx% 97. 2%%%%
Wilcoxon-Mann-Whiiney A5 (ERIEOHTE) #: P<0.05  #%: PL0.01  #xx: PL0. 001

#3. BEIEOEERFE (KR KR AlH ORREHERDESEB OB

I\ H 1989 4¢ 1996 £ 2004 4E
RAEDEEE 201 A 983 A 673 N
Bvs. & 1:8.8 1:7.7 1:8.5

FHERF OISR (RERE)
U OIFR (FERZ)

49.47% (12.8) *
SLLTAR (13.1) *

50.8 %% (13.4) *
53.6 7% (12.9) *

2.6 7% (14.7) *
54.85% (14.1) *

BRI 9.4% 11.6% 7.9%
FHET AlH O 3.3% 2.0% 1.9%
JBIER D0 23. 6%x%% 25. 6%%+% 34. 4%+
FHEREBOBHIRE 17. To#xx 15. T%%*+ 10. 5%% %%
HEEOMHRE @aH) 14. 9% 20. 9%% 17. 9%+
Wilcoxon-Mann-Whitney %€ (EFHEDERTE) % P0.05  #%: PL0. 001

— 62 —



Fz4. BRI EOLEEARE CRGRED 1ITX5 F ORREAEOEHERE OGS

" H 1989 £ 1996 £ 2004 ¢
R DR 90 A 118 A 32 A
Bvs. g 1:1.3 1:1.0 1:1.1
FEERF DR (EERE) 48.3 5% (16.1) 47.1 %% (16.8) 44.0%% (18.2)
Ll 14. 8% T.4% 6. 3%
FHhRE 32. 9% 29. 0% 17.2%
M 2 HA JUARRE 12. 2%xx 2. 5%%% 3. H%**
IeM & HBc iR 20. 0%%x 39. 8%%x 21. 9%*%
HBs HUREME 25. 3% 37. 2% 38. 7%
HCV iRt 4. 4% 5.1% 3.4%
= - EHIORRA 23. 6%% 25. 6%% 34. 4%
BIYEDBRE () 22.2% 31. 3% 19. 4%
M FIEDBERE (FaE) 20. 0% 17. 8% 6. 3%
HEELOHFE #i+) 40. 0%%* 22. 9%*x 15. 6%%*
BREECHRE FE4) 43.3% 49. 2% 21.9%
IDAZOMFE BEH) 18. 9% 16. 1% 3.5%
FEC 64. 4%+ 53. 4%% 43. 8%

SECRF DR (RERA) 52.57% (15.8) 53. 2 7% (16.0) 54.2 1% (12.8)

Wilcoxon-Mann-Whitney ¥ (EFHEORTE) #: P<0.05  **: P<0.01



B4 BRIE R RS (BRI RETRITEEE)
MARKREE

ﬁﬁﬁﬁﬁ@b%t%ﬁﬁﬁﬁﬁﬂm@
B ANE T D EE R E B R

BREE. MEB. BAERE (RREERERAY RERRBREFERE .
HFHEE—. PR EREA - ZERD.
£k FH PREIIFEEN) .
BREET WMESR UEREKRE - -BE£%).
M EBF GRREKTER. K¥ELR) .
FREAN (RREEIERAE - KEMNE).
KE BH (RBERFESL - RER¥).
EJH L (HARTTFEHEBER
BImE R, AHER WEERRKAREES).

MFEEE . HREMELES 2 2 ;. Neurofibromatosis  type2:NF2 & {3 il {8 O B # % 17 &
B (FREE) NTEX38RTHD, NR2 BERGHEERERST. Bk 22 FOHERR
TFTRERCEDS<DOT, BLEERLS, KBTNEEENHERL., BCELZEDBZ N,
AEBITI N2 LT, TORBHASNEIINTHNEN, RO TE2EESHRE
MEHENEZDT,. NF2OBRKELHNEEERASMITS

SEEZHAEIZEOREOS B, NKEHRARRE, —COEETHHLE 7002
BRI EZRAENSKELE, BE1EBO NP2 OMRIZZEREEHEZEICLORAEL &,
EINHRIL5 8% T, BMIKEXHAET7T TLOEENBEINE. £, BREAZHRHE
TIEHERLO0, 1 1EDONREZFOHERKRBEAEL 032 ESHLIZ

ZOBEIIDWT, 2. REE., BEE. FHOFE, ZERRE (LECAR 2

CHEBEARE). £44E QAEEEaaE 2WH) . B8 (BT 1EM) LBk 2
RE, 2E), EEBENBRGHOFES, BRERELT, 1. EBEHRE Q-1 V3

2AMRRENE MPRRARAENE ). 2. EHEN. FHEANER QBEWHEESE . 28
fEHE (B - %) (BN - HHRA) &), 3. IBRZE GGEHARNE) L. %3l
DEERES . BEMMBETOREIIDOWTHRAL k.

CEEFHETII N BEE4 44, L3 3%, %%@Ampﬂﬂﬂi NF2 B#&EH 4
9%, 5 44BN RELo. 2EEZRFAE TR ESEER (KE. VZ2EH
L), KIRE, 20, HBIBE, FHEFE. ‘éﬂ?;%“%ﬁ?ﬁ ZERE. AR, @
ZDOWTE, WINOBEBIBEEER NN, BW : X, T : 008G,
ZiZEWHEHRANR SNz, BENS B EAEENETHETHL I EPHMTEL, HEE
FRIERIZDWTIX, EE o 2dt, WRHEE: HORBICEWER. EHREE
E:hONZITEWERMNRS N, HEBmKEG GRER. BE. BER. BEER W
RIEDE) KDOWiE, WIFhoEEBHZEZR SN o/, BRE  BEMEROE
ROZETE, BEMET,. BEREL-HOAEMLEBZEOAN, B> LAELL
FHEIVBRTHD. ERVEBLLBEDDEBELTHZOEITN WD SNV
EERLTVDS, KRG  BEZROEROEELMATE OB TIX, EEaEME. i
BEHERTRZOSMCENR SN, ZXEMERE., PMYUERTIE. ZORONSE
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BRRBEAZRETORKOBERPRSNZN, ZO2D0METIR. FERE. ZER
RREBEREICENA SN, CNEERFHELEEORZEDZT TNEEEZLSN5S,

RKREREZREZT LN, LR TEEEAEL. 2EEZRETT 74, BEREA
ERETI03ATHo.—KRIZIE., 4TAT1HNDEDBEDbNTVS, BERTE
DR EN S, EITHET. BEOHREREDOENWI ENRE N,
DERBR, IWEEOHAEDLDZTOHEEICERHL, BRELTWILENHS S,

SR KBRS

AMFEEB

WO OB M E E F 2 B
Neurofibromatosis  type2:NF2 & {3 i ] o B
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