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B K 7% (Behcet'sdisease ) £ —fm E KA L FHERER » RERAELETR - K
B F & RJE 4% (myelodysplastic syndrome ) 8] & —2% F #5382y A6 699k » T 9 RAAE
BA L RABETRAN@BE B EFRE e @ Aok eR BB R 2L P9I
HHE B A% Lt & 2 9% (chronic myelomonocytic leukemia ) 32 A B VAR 1% fn i 69 B AZIK 3G Ao B
HH e BRERFHREFTFREBRHESCHBLYGRARY BT HBLEGRFKRSE T
ARG & K% &8 B MR f(refractory anemia) 52 69 B85 B F R REAREE o AN —
MARERL » ABRNFHEATE REHME T AR ERA AR LE M6 REF
R ta e g o 09 B KRR B % FEMOIMERBIIXX RE AR G = (-
somy 8 ) o WHABX UK - & SARBIXATEESH B RERTHE AL RERFY R
Bl ATEBERERETR—F - RBERAARB LA REL AR » SRBFELHRRER
B e~ ERKERE E S (65% vs 3-36% ) » 12 % % B BRI MK (15% vs 21-75% ) ©
Lo RERPITET SHLAERRGEZL—RTREFFRERA R LA RS
Bl A BN G =38 (77.8%vs65-163%) » Bz =+ &E ¥ » & HHEARERGH
A AR R OB BLHRE SO RRETHA R B (81.8% vs 714%) » do {4 /& R
ARE—RFN\HFERBAITE  GHBARE LA RESH X REF LA IILH
T3 (63.6% vs 28.6% ) » &t f 5 B 69 B A A BN R ER M BB & S5 b B R
R EAE D (100% vs T14% ) » H RARRGIFAR Y REE R F LAFNE L 227
R—3: 6HHARERAFROEREBRABREREOEL AL YOG TH S AR S
EUZMAR - AATRAATHLE S BRARERS ThAL - FHREAMENT
RERESE - L LU RN wE AR A TRET LS RERHFSMH AT REH
RN REEAMELIZELEZGCOMARE AERAR REARFRAT RGN L
H o

=

WA RE R OHAUR : BLTRRE BB K201 SRR AKRBHLRREF
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FA#253 : BICAE ( Behcget's disease )

REA HER

SHER B NEIEIZEE ( Myelodysplastic syndrome )
1B EEEEE AR BINA ( Chronic myelomonocytic leukemia )

B51 2L AFEHINIIR ( HLA-B51)
SBN\EILEER=FE (Trisomy 8)

515

H ECJE (Behcet's disease, BD ) j&—fijE KA
HAIY 4 B VRS R - SRBERBUB M %8 » vl
ke 5o HE2 Bl R AR IR B BT 180 - IR
International Study Group ( ISG ) for Behcet's disease
21990 F-paT .2 0 SR HE » J & LA AEZENE
S ( —FRNEDHEE=ROPEES ) - H
1 N ANYSERE IR A E L F o RS RS
AR ~ NRARIEEE ~ B2 R8I 5 Ko K2 R St I
( pathergy test ) 251 » A EZEIEHIKIE" < It
Gt > A5 AT RE R G R SR B R CLEERRAN & ~ K
IMAE R B ke2E ~ HiARCEREEE ~ I LEREE - |2
2~ LIRS B IR AR - BS1 AU A
FIERGUR ( HLA-BS1 ) B2 H FCRERY #8548 ~ 7
HEAHRA - (E g IEE o AR AR ~ BTR7 A K
HHREI SR - HEER B E LR A GBS LU
A HLA-B51 (55-81% vs 10-15% ) » {HAEPG /715
FKIEAK13% WEEHTA BN - HAERZE
B AERHRH o

HHEE B 1 RIEMERE ( myelodysplastic syn-
drome, MDS ) & — 5 e MR 2 5 15 »
SRR AT H A ( preleukemia ) BBTEEH
[M4% ( smoldering leukemia ) * K#JH 30% HHEE
s B S A HE T M (acute myeloid
leukemia, AML ) » fR#5 French-America-British 77
FEA#E (FAB classification )* » R 73 i [E P4 & [fil
(refractory anemia, RA ) » T[] 42 I AR BRAR B A
EK ( refractory anemia with ringed sideroblasts,
RARS ) ~ JE[E 1 E MR & 2 A ( refractory
anemia with excess blasts, RAEB ) ~ #i#i#gt r1 1) i [if]
M MR EE M ( refractory anemia with ex-

cess blasts in transformation, RAEB-t ) ~ &4 &

B HREYE I ( chronic myelomonocytic
leukemia, CMMoL ) & A f@nn Al » S EE A AR EL
HIEH &0 » A dysplasia BASR » {HJH& 1K
B CMMoL ni Bl DUBLAZ BRGNS 5 (ad) - 1gn] i’
D —{ERSNAMERE H D -

A — 0 H RAERVEE » R30S E %
W2 E B B RSB A RAERRE » i8S
B 4TXX 5 /\ET Qe 8 —#8 (trisomy 8 ) o [AljgH
LR BE ARG G 0F 2 RER S
BEREE A RAERRERY B E > b7 HEGR R 3R B B g
RS E - S UGS H e sl 2 4 e
BN RAE R B E GRS AR - e R G
PRETH AT REZ BT -

RN THE

— (e AR R R > 41 B R
JEAERINER » @S EGRRIE T BATF o 1 43 Bl
BRI S B0 ~ Ve b A i el 22 Vi T Y
— R M BRIk - KR BRI ( pathergy
test) F Tk » WREZHER S HIVIE » = F R KR M
BB - RIS IR & S B MEREE I ( wBC
30.6 x 10°/L, neutrophils 72%, monocytes 11% )
IMHLR (14.1 gm/dL ) B/ (243 x 1070 ) B
IR - EaY) 2 B E S - B R R
SRS TR BEHE T A FUAE (A sl i B kS A
IR ( myeloproliferative disorder ) SERE o {H VLT
REZH o BN 48 Bk IR B E ISR ~ MEE X
R RAERE - KNGS A S B AL G R U A
BRI Rig Rk IR s ~ s
TSR A 2 i > )28 22880 3 7B FX9 ( Crohn's
disease ) » ANg#h » RIS 22 FLIM B2 50 70l
B ~ SRS UIER B AGW) &l - SRR S BRER T
GBS IESL > TERGME T A R AR RIPH ZE 1%
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FIRAIE 2 ( focal obliterative endarteritis ) » X[t
W2l 5 H ECIEAHBR 2 & & - fERERIER G
PiEUE -

K FHE A S5 S EIRAREAR - EL& OF i (IS
o 7 Bl 7 (IR BR A0 - BB 1S 49 BRIRF[RI 2] 5
> A Bz iad - B A ORI
A I SR TE R 1E 55 ~ IRERULRZ 28 8K 8 19
Mo AHRZRE SRS - MRk EREr H
MEKKE A ( WBC 13.9 x 10”/L, neutrophils 68.3%,
lymphocytes 21.5%, monocytes 9.2% ) » {HIMALZE
(14.6 gm/dL ) KIf/ M (159 x 10°7/L ) TEF > ‘B
YR S B B H M MR ( blasts ) b
3% » WARLIEKAERAS R (dyserythropoiesis ) &
PARIEKAEREAN B ( dysgranulopoiesis ) » Y Eagia
A5 A] b 21 {[E metaphase A5 £ 47XX K trisomy8
HRIEFAB 7038 » 2R 18 M8 s B A T
If19% (CMMoL ) » s aas B A BRI AT —TE
a0 s IR (S AR SR M KR - R AR
FOKALFE ~ MR G B HoAth S BRI » i
BRI B RERE B A RAEREE - B G EAHER
(X)) BREEE AN RIEEE - 759 K5
Stm Ay S Mg RUR BRS B R > BRGER
o i 208 0 A (R 1 3 e e (R P S ERAS dik  1EE 5E
( avascular necrosis ) * A5 {HIFERE A BAETFEIL
2 s B EEHBRR B ILBLRHA 2 - BRIAHE T
prednisolone E azathioprine FIETE

54 BEKRIZUBARE ~ NEm kM o
ET » HE A SIS 38.5°C » [ 80/40
mmHg > HPUkwkin - a2 #a
HIMEKEHT ( WBC 14.9x10°/L, segmented neu-
trophil 68%, band form 18%, lymphocyte 4%, mono-
cyte 10% ) ~ RIMIKHEAI ( Hgb 10.5 gm/dL, M-
CV 113.8 fL) ~ ALIMEKPLFEHES (ESR ) 115mm at
1 hour ~ C- X[ H ( CRP ) 33 mg/dL » EEH&ER
et A 1 e A I B AR R IR B A2 %€ ( dural sinus
thrombosis ) BRI PR IE IR ( ischemic bowel
disease ) * L4} 2 troponin-1 _EF ~ L& W] R
lead I ~ aVL ~ V4-6 A ST #E& FJH K fEl&E T
B0 FFEONUBEZERYZ T - HEHE L RIUE H K
REAHBA < 2= SR IAE 2 A8 2 - 3l a] RE & OF Bl
PEIRSE » Rt B EEEIER A - ks T RE
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FAERE ( methylprednisolone ) AR{E ~ FRARHLAE &
B3R ( heparin ) 1G5% » (HIRIEIRIGE » (B
B = RIS B T HE BB S A R R - HARTR AR
EALEEE RN - ERIRE S E R &
( intravenous immunoglobulin, IVIG ) KSR
El ( prostaglandin E1 ) 1&7% > {//IEEAESCR - 1M
& D-dimer B2 FDP |- Jf » fibrinogen K Ifl/] M
TR > PT/aPTT & - 12EEZ I 1 & A B I
( disseminated intravascular coagulation, DIC ) » A~

SEH - BEERS LRI OIS sE i o

B VAR IISERE:

et 25 Sk - B AR A — - & OF
HIE B BB 58 B A BAERBEAY G - Hrp
TEBIREHA > PYPES ~ #8E kG s —
BEEARER ~ BRI B G ag ) b il SR
HIAR— o BERIER KGR » H ERE A S8R 05
W5 B A RAEIREE <Al ~ Rek[ARE » B a2l
£ HIVIE & 0F 5 B85 B A RAE (R0 fin h 7 84
%47 5% (range 10-74 5% ) » WA EHEHEE R
RAEFEREE FE 60-75 BT » MHK
iE B F T AIMERY % > @ H A 20-40 BLLZ[H]” -
1KIEFAB 70887 » L ER G E - A8 R
RA » A % By — R B > BLORER T R & i
B ECHE Y [ 8 VB 58 5 AN BLE (¢ B il 7 AH DL
(£ )" > RARS Bl RAEB ri I & =] » —{4i|
RS RAEB-t i 8 » A B TG 5 28— & ff
CMMoL HJ H FCRER IR & -
FlER— ~ GHBRRENRIERENERIERE
ZERRIRIR DT

A A BIE G EREEE A RAE R H X
TERBE ZEEIRFEIN » {85 Behcet's Disease Research
Committee of Japan /> 2003 TR ER % H K
REZETFME™ > T (75% ) B A 7228 (in-
complete type ) * ZELI ( suspected type ) VU
(20% ) > 52 ( complete type YE—H (5% )
it R E W B ICERIRF e R 8 B A 5 2 AU
B K28 (HELUEI33% (2001 4F ) 2B 38%
(1997 F ) WA R A — HE & OF BB E
AN BAREERER IR B EAR » SR 1S W (& 72 Fr PR A
1588 77 15 5183 T1% Shimizu's classification ™
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x— T HUBKRESHBREB NRIEIREE (MDS ) BEMEAETLR - [RIKRKRIFINLEERON

WA P MDS B HZERHH B2 O A58 IR KRS K fE 2% B MHE HLA- 2%
Z #AMDS K SN a1 7 11| R
{51 i A AU (Karyotype) Ml WG B R B B BB BR R W8 BS1 UM
1 10 F RAEB 46XXring 6 0 S+ - - EN NA IUEU - - - - 4
2 23 F RA 47 XX +8 +5yrs I+ + - EN NA U - - - - 7
3 25 M RA 47 XY,+8 +5yrs I + o+ - EN NA U - - - - 6
4 34 F RA 47 XX 48 +3 yrs I+ + 4 - - U -+ - - 7
5 3 M RA 46, XY +3 yrs C + 4+ + ENAN NA - - + - NA 7
6 36 F RAEB 47XX+8 9yrs I+ + - EN NA - - - - + 8
7 39 M RA 47.XY,+8 -lyr I + 4+ - - NA U - + - NA 9
8§ 41 F RA 49 XX +8,49,+22 0 I+ + - EN NA U + - - - 6
9 41 F RARS 47XX+8 0 I + 4+ - AN NA WU - - - + 7
10 45 F RARS 48 XX+8,+15 0 I+ + - ENAN - - - - - - 7
1150 F RA 46,XX,-8,-20,+der(8) 1l yrs I+ + - - + U -+ - - 10
1(8:20)(p23;p10),
+der(8)t(8;20)
(p23:910) (30)
1252 M RA 47 XY, +22,1(9;22) +4 yrs S + - - EN NA - - + - NA 7
(q34q11)
1354 F RA 47 XX 48 +lyr I+ + - EN + - - - - NA §
14 56 M RAEB NA 0 S + o+ - - NA IUEU - - - NA 7
1557 M RARS NA +11 mos I+ + - EN + U - - - + 7
16 57 M RA 47.XY,+8 +6 mos I + 4+ - + NA U - - - NA 7
17 599 M RAEB-t 43,XY,-5-7,+8,-16, +4 mos 1 + - + - NA - + + + NA 7
-18,-20, 3q-,7q+,12p-,
+2mar
1872 M RA 47 XY+8,del(20)(qll)  +1.6yrs I+ + - AN NA - - - - + 7
1974 F RA 45 X,-XAH(5)(pl0)i(7) 0 S + - - - - U + - - - 11
(q10),+del(7)(q21.2 q32),
+del(7)(q21.2 q32),+8,
9,+13, -17,-20,-22,+mar
2049 F CMMoL 47XX+8 -6 yrs I + + - - + U+ o+ 4+ -

"Case 20 F3 A SR & 1

*MDS Z il : {K FAB classification, *RA: refractory anemia, RARS: refractory anemia with ringed sideroblasts, RAEB: refractory
anemia with excess blasts, RAEB-t: refractory anemia with excess blasts in transformation, CMMoL.: chronic myelomonocytic leukemia
" HZE LRI S MDS BIIRFT] © <+" $FEEZERM IR MDS 2 1% » “-" $EHZE RIS MDS ZHi > “0” 45 HZE e
MDS i [l I

CHZERSH Y ¢ {85 Behcet's Disease Research Committee of Japan i 2003 FEAEERMNEE 1% HZE FRZEIEHE™ | C: complete
type, I: incomplete type, S: suspected type

fii% © MDS, myelodysplasic syndrome; EN, erythema nodosum; AN, acneiform nodules; IU, intestinal ulcers; EU, esophageal ulcers;
NA, not available
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*_: GHERECBRIBIARERFERBIEESREIBNRERE DRI MERBEREEHLER

HAE B RS E A RAE R
GitEEE HA HA ] HE[ER Rl FEH %
BHEAR  Chen, Matsushima, Toyama,  Lee, Lee, De Souza, Jacobs, Greenburg,
FEMERE 2005 2003 1993 2003 2002 1997 1986 1997
S AX 13 14 15 16 17 18 19 20
TIE 20 508 288 401 27 205 50 49 816
PR 4 49 69 NA 57 49 50 62 69
MDS 43 fi
RA 60.0% 43.9% 31.9% 46.6% 36.1%  36.5% 56% 28.6% 36.0%
RARS 15.0% 2.8% 5.2% 4.0% 8.4% 4.4% 8% 16.3% 15.3%
RAEB 15.0% 27.0% 32.6% 26.7% 396%  312% 20% 18.4% 25.5%
RAEB-t 5.0% 21.1% 21.5% 16.5% 119%  18.5% 8% 10.2% 7.5%
CMMoL 5.0% 52% 8.7% 6.2% 40% 6.8% 8% 20.4% 15.4%
Unclassified - - - - - 2.4% 6.1% 0.2%
[EHCEC-LrN (G 367 264 401 119 205 50 49 816
FHEAOEAE (%) 1(5.6%) 231 (62.9%) 124 (47%) 201 (50.1%) 67 (56.3%) 113(55.2%) 34(68%)  30(612%) 489 (60%)
FEOEE B (%) 17(944%) 136 (37.1%) 140 (53%) 200 (49.9%) 52(43.7%) 92 (44.8%) 16(32%)  19(38.8%) 327 (40%)
QR EE S E RO ARG T
-5/5¢- only 0.0% 0.5% 1.5% 2.0% 1.7% 0.9% 10% 2.0% 6%
+8 only 50.0% 43% 6.8% 3.7% 5.9% 5.1% 4% 10.2% 5%
-/7g- only 0.0% 03% 7.2% 22% 1.7% 1.4% 6% 2.0% 1%
-20/20q- only 0.0% 3.0% 1.5% 4.0% NA NA 2% 2.0% 2%
-Y only 0.0% NA 23% 22% 2.5% 1.8% 2% 0% 2%
misc single 5.6% 85% 4% 2% NA M9% 0% 8.2% 9%
aberration
double aberrations  16.7% 6.0% 6.4% 9.2% NA 6.8% 4% 10.2% 5%
complex aberrations  22.2% 14.4% 22.7% 18.0% 15.1% 13.2% 4% 4.1% 10%
Bk -5/5q-, -7/7q-, +8, -20/20q-, -Y Z /M B — et il B
IEHERR -5/5q-, -717q-, +8, -20120q-, -Y 2 YL E

fii% © MDS, myelodysplasic syndrome; RA, refractory anemia; RARS, refractory anemia with ringed sideroblasts; RAEB, refracto-
ry anemia with excess blasts; RAEB-t, refractory anemia with excess blasts in transformation; CMMoL, chronic myelomonocytic

leukemia

FIt B 73 BEUE AN [R] 77 o] B 25 JE AL 2 LB A
6] o FRAMHG IS e R 3E A 5 A B Y R R0 25 81
HIE BB I Fe L (32 =)= » SEIBILR
AU EEEEE T RIEREE B EMLL - &0 5
BE AN BE (R H IE B3 g s s B 1B
FRATASHEL S (65% vs 3-36% ) » {HIRJFEI A T2
AR (15% vs 21-75% ) » HESR ST R & #5368 HLA-
B51 HH [CEM R B AR %GR » (TR AR
AR — (1 B S — I HLA-B51 1Y
fdE H 2R > SUIEE AR IR RIS A R 1

HLA-BS51 » [ D5 am G R B0
EREENEUERERE A REREEAR -
M SHEKRIEHEREEFRIEREESE
2 BRI

WERFCR BT RE R B A RAE R AT
B IRZ IR BT YL g8 B MHEE © Greenberg 8 AHY
WHgets R RIFrg g e 202 EH ~ -Y on-
ly ~ del (5q)only ~ 8¢del (20q)only > TH{Z A {E
I B HS ELEE complex aberrations ( [A]RFH =8 LL
R ) SR CE RO R - HEE
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REA HER

x= : BRIESHBRRENRIEESFEE NERE 2RARRITLR

HIE HIE

GiftEHE HEE[ER THH (i il HA s

BEIR Bang, Bang, Gurler, Zouboulis, Kaklamani, Nakae, Dong,

TE{RRE 2001 1997 1997 1997 1998 1993 1991
S5 Uik AL 2 23 25 26 27 28 29
T 20 1527 1155 2147 196 64 331 98
5 100.0° 98.8 97.5 100.0 99.0 100 98.2 100.0
ERbEN i 80.0 832 56.7 88.2 745 78 732 81.6
IR AT 15.0 509 28.5 289 589 75 69.1 214
F s 65.0 843 60.6 NA 755 94 97.1 NA
Sl Ga bk 57.1 154 NA 56.8 518 30 438 622
B % 35.0 384 242 159 59.0 48 569 30.6
il E e 65.0 73 40 2.8 15.8 3 15.5 357
Uit 10.0 46 57 22 12.8 20 11.0 9.2
% 20.0 18 NA 16.8 25.1 8 89 16.3
HLA-BS1 Bk 30.8 NA NA NA 563 (HLA-B5)  NA 55 NA

‘HHREES LLE o He PR
5% © NA, not available

HIFERS A S M AR Z ™ IR ER M 33 T 44
18 T PR 8 L B A R R RS & 2 B B
B 2B - R—H G0 A ZE NS
BE T A RAEREE B 2R i A i - IRIB
IPSS ( International Prognosis Scoring System ) for
MDS* > gt S /7 B5-5/5q- only ~ +38
only ~-7/7g- only ~-20/20g- only ~-Y only
misc. single aberration ( & _Fufe 7 /1) B — Yy th
45 HE ) ~ double aberrations ( [FRFG FY ff 4 (e
L) K complex aberrations ( [FIIRfH =L 44
RS H ) &/ VAR » Mt — i &HH
FCRERY B RE 5 E A BAE (R R LA R BRI
TEEHER B A RAE RIS < R ORa e G E
AyLLiE (R ) o BEHIATE A S HE B B LU
BEEHTES (94% vs 32-53% )" > HEIIHRE
FHBATE ( REEME VBBESEE A RAE IR B & R
LEBI80% B ™ o ok » AL+ /A 3%
e A S EE A UG (77.8% ) BA
trisomy 8 * HAJLHI (50% ) 1#H trisomy 8 142
B MR E R E A RAE RS E I F 6.5-
16.3% 5 trisomy 8 » {£3.7-10.2% I EE H tri-
somy 8 ;EME—HYFHE " » fi& LA »
HIFKF3 ? Takeuchi % A5 B FE & 1k

EBR » HERLLL) colchicine P UIEEEY )RR
FEE I dicentric IRVMRELER f— S YLt g 52 5
(IR BB EHER )" > fEE _ TEEHFHEK
TEBLEHERE B A RIS (525 HEs
B BAEREERT A Case 6 @HRA colchicine 5
GEHE » HALEER 88 E A RAEEREH
AT RE 2 R B P EEY) 51 chochicine FTA1#E © H
PEETEmATAD > S b 2R G (R 52 0 A R B i
R H E S B a8 B A RIAEMERE » FoMHEH
trisomy 8 AJREELIE LL R Z RN 2 H R E N R
TEARRE ;e H IER R ©

50—~ Trisomy 8 A EHEKIEREREEHE N
RIFREINEBEBANR S ETEEE ?

R LULE - &0F H KEREHERE 1~
RAEEREE T E T =S a5 s Em g
KB A —HIoE S g ia Ay B TR E Ul
(81.8% ) B trisomy 8 » TELHI ( 63.6% ) H tri-
somy 8 ElEHNREHEEY » SE—HEGIE
trisomy 8 25 /\ET i e i > —BIHIEM D0y
ring 6 * R EMELG S EERSEN LA B ES -
B (71.4% ) TEH trisomy 8 HYEHE - TERI
(28.6% ) Htrisomy 8 EME—HIYEHERE o 5
At o DU 5% %8 (B2 large vessel vasculi-
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tis B thrombosis ) FIEEIIH trisomy 8 » MY
IR G2 1B HAA R it dny B A
T FIHE trisomy 8 ( 71.4% ) o FAMFEHE —(lH
B EA G ECRSEE S S M E R B E -
8 R R S E LA trisomy 8 2 4t
OSSR - ILELE KRR o 8RR
EE S (HATRERIR IR E K DIIBRTR o
RPN ~ BHER BN RIEIRAHEE R NAERY R IR
EMNRERE - HRATRSE \EREBRIREMR

A BB H IR B E A R
RENRE ) R R R B BB RE A T 5 [ #E - AL
AR S A R i 2 AR A T (apoptosis ) A i
R LR E 15 i P AR B E 2 R S
(3% Mg A A B a2 D ey o Raza 5 AN
FUEBESE B A RAE (R R SE A A A A E
HHE) )52 > BBIAE =07 2 — B E 2 A Rk
DNA HJAREE » LLISEL ( in situ end labeling ) £
(B » /G 1L A B AR A A 2 45 e 8 A o
IS s Hellstrom-Lindberg 3¢ A {# ] TUNEL
(nick-end labeling ) /7% » B EHERE N BIE(R
B 2 B IR AL C R L 2R A e 1
ATE (56.3% £ 3.8% vs 162 £ 1.4%, p=0.0001)* :
IOt > Gersuk 55 A 58 3 B 0E T AHBHY Fas B
Fas-L .2 mRNA {E 5888 A A RAEEEEEE 15
BN CD34+ MlERBIEIER A » HE{etEr
ffiZ< 3 Fas 1Y TNF- o H mRNA {8 & 15 #E
HEIER A ™ o 2K » Soland 55 ARIIFFREEE
TEHEA BRI Fas 1) CD34+ A H 50
IR R trisomy 8 Z Yt fS B R E >
{£ monosomy 7 HEE HhHE R KR - BIEIAE
[FIREE > H trisomy 8 PTG HL AT IS B IE 5
MU ¥ 5 HY Fas Jif b caspase-3 ™ © #5& LA
(IR ZE s B » AT HEMIWE LY Fas-mediated apopto-
sis TEEBEHEE A BAE IR B H i = im ny b
ErREE AR EE AT - LHEHA trisomy 8
Y OREFN AR e T A E
L& AR A B R A BR - Bl 5 B A B REERE T
ARG » EHEERE T 2 e ( LT MRS
+ ) E @B A - T Mg th & SRS M
AR EHA T T MBS HE R A RAE (R
B EHER e A EERR
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A—J7H > ERESEE A RAEEEEE A
H S Ry R = HRRHAT - A B RS S%
KEW BRSNS REEFQE AR 10-
19% 7 » —IAEHE 70 (B HER B 1 RIEREEE
HHIRFZEEEIL - GBI E 2% - F 131 (18.6%)
S H B RERIIR R - B Ll vasculitic over-
lap syndrome with leucocytoclastic vasculitis 2%
S B AR systemic vasculitis » SR
RA B BUR IR S S 5 5 B BE 5 B AN RIE R
Tz nn AU B R R EAHRA 7 - ATRERBRHI
B ERERE A RAE RSB E R YU
£ (antigen presenting ) ~ T #IIEE PRI 2091
IEH I IE ~ 5B fEE T Ml S AAFR £ -
EH R ERER ZR AL S e HAS 0IERE - i E
B R T RE R T a5 B A RAE (A RIREE
{ER¥ (paraneoplastic syndrome ) 3 55H —IKatiZ e
A — It [E]iEE R F (trigger ) B myeloid 2 lym-
phoid » #SREHERERE A RIERE & H R %
PERBE A o

7 H RIEREUR B H ith A+ 8% -
{ELRFF 7% 5% T e IR A8 20 8 P9 R (0 Ry T Al 2
Fas 8 Fas-L mRNA 8Tt &1 > (BHIE{LA) T
#HiffU T spontaneous B Fas-mediated apoptosis Al
PiE > HK&EZF I anti-apoptotic factor 4l
cFLIP ~ Bcl-x. ~ NF-xB " o W HIEHRIE
PEHAR A 2 W8 P BR B #E IV 5 2 18 /NRF 1%
4 K& G-CSF ( granulocyte-colony-stimulat-
ing factor ) ilfif5 apoptosis /DAY R » EHH
U BIE R BRI RE B S AV R - A B
chemotaxis ~ superoxide &AEZ% ~ IL-6 ~ IL-
8 ~ TNF a FH#ERYHEABL Y o

L B FCE B e i 5 B S RAE R E0R
i > BEII NI E T HEES Bl apoptosis DIRERE & ~ N
1R Y F BRI RE BAHARIGR WA B > —2E{7
TS5\ g R BR KT T REBR LA B > 4 1L -7
HIFEERIAIR chromosome 8q12-13* » 53 5 K7 Al
BORTELE IL-7 » SRR EEER R 1 IL-7 receptor
(IL-7R ) HYFHERR - » T i 9T 5 3 1L-7 B8 &R
2 Jee B\ SETR T KNG AR A Y = ~ 18
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Behcet's disease (BD) is a systemic inflammatory disease of unknown etiology. The main pathology is vas-
culitis. Myelodysplastic disease (MDS), a heterogeneous group of clonal hematologic disorders, is classified in-
to five subtypes. Normo- or hypercellularity with dysplasia of bone marrow and peripheral cytopenia of at least
one lineage are noted in all subtypes, except chronic myelomonocytic leukemia (CMMoL) subtype, which is char-
acterized by peripheral monocytosis. There were rare cases with coexistent BD and MDS. The majority belonged
to incomplete types of Behget's disease and the refractory anemia subtype of MDS. Here we present a case of
49-year-old woman with Behget's disease initially who were diagnosed with MDS six years later. This is the first
report of a case of BD associated with the CMMoL subtype of MDS. The chromosome karyotype was 47XX and
trisomy 8. After reviewing the past literatures, totally twenty cases with this patient included have concomitant BD
and MDS. The temporal sequence of onset is not constant. Comparing their clinical manifestations with the pre-
vious case studies, we found they have higher percentages of intestinal/esophageal ulcers than those of BD with-
out MDS (65% vs 3-36%), whereas less percentages of eye lesions (15% vs 21-75%). Besides, the chromoso-
mal analysis revealed that trisomy 8 is more prevalent in those of MDS with BD than MDS without BD (77.8% vs
6.5-16.3%). In these twenty cases with BD and MDS, trisomy 8 is more common in patients with intestinal/e-
sophageal ulcers and vascular lesions (large vessel vasculitis or thrombosis) than those without (81.8% vs 71.4%,
100% vs 71.4% individually). Besides, trisomy 8 is the single chromosome aberration in more patients with in-
testinal/esophageal ulcers than those without (63.6% vs 28.6%). Although it is not significant, we note a tenden-
cy that patients with concurrent MDS and BD have more intestinal/esophageal ulcers and vascular lesions if they
carry trisomy 8. From this case review, we make a conclusion: although diagnosis of BD is mainly based on dis-
ease history, physical examination and laboratory tests, it is equivocal for some patients. In this condition, a
myelodysplastic patient with trisomy 8 warns the possibility of coexistent BD, especially the intestinal or vascu-
lar manifestations. (J Intern Med Taiwan 2008; 19: 175- 184 )





