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International Study Group diagnostic guidelines
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with 2 out of the next 4 “hallmark” symptoms:
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genital region and swollen testicles or epididymitis in
men),
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nodosum, acne in post-adolescents not on cortico-
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cells in the vitreous),

* pathergy reaction (papule > 2 mm dia. 24-48 hrs or
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(8) RN CORIE R

BIRD19914E I 2y S M7 ERR BB HEIC X B &, [
JEPEBHI M HSIET, ZAUZEERIES, REWA,
RO IREAT A, pathergybthd 4 TEHHW 2 JHEH D EASZ

394

OIUST W FELE 2 729 DO EOREA T #E N —
F v MRZIIEEEIC XD & CIENER % fRO R\ R —
F v MED ST T 5, 2FD, ELTHEEIN
TV NRN—=F v MFLDLDPREDOR—F = v MEITEE
IC—FH LT, CIPEREE &R IEE S HIUL
N=Fzy MHELE) LV BERbH D, X—F v b
IR TEENCEIT T 2N VDL, ZofAiE
fl b Bbhs,

MmEN—F v MR

NMEX—F v MREERICH

N—F v MNEOBWREL /2L, HORXR—F v
MEICTIE L2 WILEREZ T4 THH7,
N—F v MEIZEIIR D HIR DR T BIIR CIIILIRMER
ECHLENNEDELLL, FHAEMRELRDLN
%o MBIIROBIARIE S SCBIICITE B TH S, —HT
FIROMERRBTHLMBIEDBOONL, T TH
FEFIROIMAEIE T3 % 57T O I PRI I35 A 57 18
BAN—F =y MRZHEE T EREICEENL S
CWEBDPVETH D, LT, FOZEFHHEL TV
HWERMIZL D, BRMEAGREZICBW TR EoMmeE
FHIREEATE A CTla 7z LM REL LTy —27 8T
WBIFEMEIITRE CE RV, FBIROIBRMERZE T
H 5 THEIRIEIEN—F = v MROBEICAHLThin
BN—F 2y MREE RIS HLENTH S ), &
CAHDS, REEIRIMASTE (2D kM T R IR & —
WHE T E IR 2 R L C, — M T B IR AS I A
N—Fzv MREL TR EN TR TETE
T\ N—F v MEOZWNIL AR FFZ A5 1UTHR
BHE, ZNRLIAMIAREIC TSN D Z ED SV ER
bitd, R—=F v MEOBUREZ IR T 2 EOFET
& AHEERAET A ZOFEICB LT, MEWREMROLE
Z, MERELZEMELZVEMIEE WL EIC)
FED D 5,

Q@)AFBICH T BMEN—F v MEOBK

AN SIMEN—F v MEOIEMH CHMARBIRE
AHTH Do AR L ST X—F = v +
FEBHEICE L, BREOEIHID R, Lo TRER
MLV EV D B Do FEBIZ, MR ERFEEE
RO BREETHAEON—F = v MROBEFRAEEA
RO LRICE DL, TRADN—F =y MREZED
FCMERII2R2ATH o720 4 FIERDTTNTESH 5%

HRE %% Vol. 49, 2009



Bl IR

ERNIN—F v MEEERTIZ104A/7420.(14%) TH 5
A, MERTIE 1 A22A(5%) EBS A% o7z,
BRIRZ DA PERIZR—F = v MRERTIZ290 A /742N
(39%) CTH D75, MERITIES5 N2 N (23%) & V7h oz,
@) MEN—F 1 v MRICET 3K EAAEZORMESR

R AE R S R R ERE & 2T B 720 I EE
TELDOT, TOREY — MOV TH S,
DR NREZENOMEREIF =y 7 <=7 W5
ENDLEMENR—F =y MEELTHZONLDTH S
A, FOMEREDBIROMEEHRED, BIROILE
HEIRZED, FREEEE RO BZEMIRZE NI T 72N
HThb, 22T, BUE, MERBOHFEDD %N ER

Z U CRIEFIR MASE X RIS S NS L) T
BEHZEINZT, HLVERAEEASZ L TH 5,
() MENX—F 1 v MRORERXEFIRE TOMER

72 EADIMER—F v MEDFEIERIPFERE
Bl % AT, HAHMEICEN DOV, FRIEREE
R ENTWVBIMEN—F v MEIEAR Y MmN —
F 1y MECHoT-ONEND T ETHD, MEIEE
DU THE, N—F v MEEBHT S DIZNE
EXRHEDHETHLDT, B SN HE OISR
BOFMHizTIUL, X—F v Mk L THRERHREE
LTwb, EBRIAAFDZDLIIIHELTE, &
AN, MER—F v MEOFMAER~BO L E, &
DOXR—F v MRPEEETH 7200, Refl), 5
W EDTE SRS RVHEDN SV, 4 TIERE
5 BHEROZNZENOF ML Lo LELH L T /272
B EMEN—F =y MEE DI HIERZEIC)
MHDTH b,

B MEN—F v MROZKEEORES - IERED

SMETRNCRET S &%

FEAETGOR LT T), BOE (b 2 FEIR) Bk
JER R, TIENGE LIRS A o Ch, A4
N—F v MFEDOBWRBEILRM S v, 28R
CUPEPE S &AM S EE B I I FAEIR TH 575, MAEHTEIR
BMERICT, FERPEVERD S ) O LD ERnwER
EROIEZ SR VDTHD, LA, TDL)
T — AR RANIAN—F = v MROBITEIE R [
ZEWBHb, DENMERETHEL, HBHX—F =}
TROBWIFEHE R 72 L N—F = MREREIN LT —

HRES% Vol. 49, 2009

ATHb, L LHBIIEGHIIR—F =y MEOEHIZ
MATFFEEAMT 44T 9 LW & BRI 2 L2 A HAL, By
WEBRDLIEVLBPOTHL, LoT, DL %r—
AT, RSN —F = v ME LB S D A REMEAS
HHIEE, BWIEIIEET LLEDND S,
(6) MLEN—F 1 v MROFMRINGITORIER
SEBIERE & RS &P CHI L 723G SR &
NDo WANEER LR ZBDN, ZOREFNIR LI NRN—
F v METHoDONE VI EERITH D, FDEERMIC
B BIIE 4 FIEIRE 5 BHEROEHEL Lob )ity
LTLTHb, DEOMELIE, MEN—F v MREO
AR DO TR HEETH L& ThH D, TS
BRI O BE 7 LI LA RRAZ A SR S 5 W RE
MBS, BIIREAZE R IR A 2 (R E IR AR ) <
HBEPELNLZ LI RV £oT, XR—=F v MFD
BB E A0 LB IREEI L2 IS & 2 BRI &
7oEEIARBIZE D, N—F v MFE VORISR L 72
ME DAL OEHNHBHS L TERNWI ETH Do
IHBMMEAR DA TR—F 2 MEOBWIT TE LW
A%, BIIRTEALEE O TR II G E CE B AL\, T
I N—F v b THoTHTRTOBIRPEHIR T2
O TIERNDOT, 7272 T IMATHEMSOYEERAH
BIEBAL T 7 dp o 72T REVEIZAFAE T Do MIRIME IR
13WE L CHRIED & BN DI A8 % 8 5
DTH AN, FIUINDW DAHE OW & REERIZFEDNT
Who OF), WEEIZNR—F =y POIRENH - T,
FZIIYAE L THIEDR o700, e b YEER
(ZN—=F 29 NOFFEN 2 W SRER o 7200, %
ABRFERNLZEBERDRE S/ ARHLZDOTH B, N—
F v MEOFMA LF L Vo 2B E Lawvne
VIHFERDPCOEDEF L) EVIE L WIERE % Do
T/, BKIBIORBICEEN272 K SADRIMPIZHE ST
FIHEbo T L E bbb,
7 MEN—F 1 v MRIC & BEIRIRZEAEDORE S
B CIMER—F = v MROMEIT RIS I Ik
D DHANIFR SR HHTE L 2\ MATHEMZOY
BEREIRE PRI B ATV VT T MEE
BIIRRHZEI 3 5 A7~ MREROBIIRE % & O E
£V, ZLTRERD D 5 IMENEHEIZR—F = v MR
DBEOMATHEM IV A& TEIRE S RBICIEES
LRI EIIFR R R ENSHFHTHM-T
Who EE, BIRBOFMED 8 FAELAII30%T,

395



MmERX—F v M

FFRMEIL 6 £ T100% L OWMEDH LY, LoT, N—
F v MROFEND B IUI LR B R Y IMAT BN 2 SE i
WXL T2 EDNFETH Do BIRPAZEDIG A IZHI K 1B
TR L TRMNZ L 2o YLBEEFERM L W HH R
DEEIR L MATHENEZITH 2L ThHD, BRI
TIEEOREOREENLL TR ETNED, DF )M
N—F v MEIZ L 2BIIREIZEE OB & TR
HLRTVOPHER LI VOPLBURTIRHRE L
Vo BIIRIEOTFAMEERILMNE LVERY TH 5,
B MEN—F v MRDEIRFRLE (3T 5 EMEED

HFEE

Hil L7z R —F = v MEITREEE #ETEHRt » ¥ — o
R—LR=T T, MEREOEHIEITZEAT 0
4 F#:(0.5~1.0mg/kg) & 7 ¥ F 7+ 71 > (50~100mg),
2707 x A7 73 F(50~100mg), 7 HAKRY »A(Smg/
kg) % EORIEIHIEOI ALY £ E T 2. JEDLEDS
AON D, MBN—F v MEHED 5 2B A
%<, TOFYPREIIIE TV AZEOWFERTIE LR
{, XHEPSDFIHTHSo CTIEFEBIMAT R
BICMENFHE L REHHF ZEHT 20 THS ) 0%
NI DREGD) X7 % b 5 Tdh A 9 e iiilH o
5%, FNHHLL YTV AN ATH G mAeE
PFHE L L TIHE D BRI LD TIE R\ ED ) B
Lo L EBFE 1 A5 2 BARIL T 5 St HiilH % %
B2 e EHlBbs, $72, b LHHEIE
PHIFZ ) OTHIUL, N—F v MEIZX BIRER
R AER I B 11 TE R % 7R LT 2 PITNFHLAR
(LIr—FO%FHTLIEOHDPLELVOTIE AW
72BHIHY LaL, BHEHETIRL I 7 — FoRmE~—
F v MR L CTRBEIG & STz,
QX=F v MRICL MR L ABEDORESR

FPIMEREIIIE TN VD, X—F v MEOHR
B IR TR IRIG I 2 o 72 B0, BH T
PRI IGM 2 ATHS, BRI by %2 7Lk
Wi CREBE RS EDPIFEEE LD, X—F v MF
DBEDGEEHHIRIMARIEL 725 Z WD B2 TH 5,
N—F v MEOIMEREEE LR RX—F v MFD
BB DR F IR MARAE & 72 2 SHEE AR A & T
SMPUIFENE OFEIT AT, EEREIR IARE % & Ee il
BR—F 2y MREWIATIT)=0HLLLE, T4k
FE L7299 2 CTINCE AT 5 RETH 5,

RN DR AR RE O 15 1 LB DI L B B2 %

396

Z & RIBORTENIR MAR ZEARAE - FRHBERIR M AR
ETA BT AV TEFMBIETNT 7)) OHIREEIDO
TWBY, MBIREICL AW EE2LEELTIVT 7))
YEBOTVRVELD L, RIBTIER—F v MEIC
L BIGENIRIE IS TH TS L HIFHIEOE A 5T
VI77)rOFERBFOLIENL VDTV LR
biLs,

il EMAER IO BRTO T KBIRT A V5 —% &9
ER DM TH Do — MR TILMMERRAE L 2 fdra
DOMA_EIZTREIRT 1V 7 —DHHL AN TH B &I
EbhTwiv, N—F v MEOEZ T REIR 7 1
W —%dE AT 5 E RO A S IEERIZT 4 )V
5 —LUFOTFKEROIMAREAES AL 2, Lo,
IO OMZERAER 4 U AWM B L Ebh b L &
12, TR B E X CTEREIR7 4V F =13 A S
NHEREEEZ D, R=F vy MRETIZTOT A -SO
IRIEDSHRAIZ S STV BH 7, RIRC L I
FRFEAZA S IEAHTH S,

MEN—F v MEHAKZ1M4RE

(NAEX—F v MNREESFRR
- SRR S 9T b RERIRAE T
- 558 % B RAEHIR O AR PEERIR 25
TR W IR AR AE
CEE T O T BRI
DTN (FER) BRI
- 50 UL T OEIRE THUE R O\
- BYIREED A i S
- MR % 8V X D BIIRPIZE - BRI
Q) MEN—F 1 v MRICIT B EAREREIEE
- N—F v MEOMERZ B FME Lz,
CIMEN—F =y MEOEITHIRICBE L THL A
R HRNIATEL 2\
@NX—F v MNREZKT ZERMIC
- oD SR A5 7 505% BL T O B IR I <2 Bh IR B 28 C,
CIREIE S R B iR i & FR0 2 5 601, Ry
IZR—F v MREBRI SN LMD H 52 LD
EEL TV &,
(A)NX=F v MRIC & 3 FREEFMRMASIEICIT L T
CINT 7)Y OWIREEID HRE
B ERIEE R TSR W E EDA
TREHRT A V7 —FiBATE

HRE %% Vol. 49, 2009



B

1EHI

(BIN—F v MNRDEEN FTREREICE > 581
CRFREAN—TF =y MRIC & B IEEEIRIMARE & 72 5 2
LB B 7o ORIEFEIRIKZNIATH T, EEFET
fEdx A RETH 5,

3) — R IR T N —F = v MRIZE Tz,

(6) MEN—F 1 v MNROEIRREDZZ R I3
- ZRRERENIRIE & %0 B 2 DD B 72, HRIIENIREEH
(2 & B MEERIIEE T B E,

(7MEX—F v MROEIRREDFMICBIL T
- CTELRYFMEIER 5,

PR T D56, BIRESRE LS E TR E
ThED xR\,

- U)HBETE R T O R £ 72 13U EE R TR T
WEITDLEDLEHL

cN—F vy MEOBIIRFEDOFMICB LT, FFHIC
Tl JTHAIHEN. L T e,

C AT YN TN vs, MATHEMR O &6 S A6 & 0
LR CIEAA,

s N—F oy MEAEEIIC B HEEE, TR 72
Ttk vk BbhTwa,

MENR—F oy MEOFAMNIE AN & % ST REMEAS
D TE L, PIINFHUR(L 37— FO) ORI A FE
D5 ERIIZED L TH %,

RIZZERPARHT, WP RIEESH 2 T4 50

WHRNAR=F v MFIZEL T, X—=F v MiFFaD

MERENH 5 EIZFH AR THAI, LiL, IME

N—F v MEOHBEIIP %, TET Y RIED W

WEIHETH Y, IERED R REB TR 2D

=N B & AP - SOIRY AL/ B N MY (1

BATRETH S, LA L, MER—F =y MEOHEHIC

HRES% Vol. 49, 2009

BALDA AT A NTA L OVERITEREIZE -
TOBRFIL > THRELRIETH D, T, MEBEN—
F v MRORIBTOHIKE Lon ) BIRT 272012
N—F v MEORKRREE N EDBIES 2 I >0
o ETEBIFUID VDS, S ORIRORERE B
HLHOLEIN IV VAL RTA e e
THhbo MENR—F v MEOZWHRFIZED B ERO
A SFIEHBT V7 — MRER VT TOBIEHED
Tere EOREFRINEI T 1% BV L7z,

X ®

1) L R © 145 BehcetBOBRR MEFSMHED TN, EF-0
HWH, 2005, 215: 83-87.

2) LHBEN—F =M KD i 1 N—F 2o MioThrdh~
12, dbiliE S R R T S, AL, 2000.

3) Hosaka A, Miyata T, Shigematsu H et al: Long-term outcome
after surgical treatment of arterial lesions in Behget disease.
J Vasc Surg, 2005, 42: 116-121.

4) Iscan ZH, Vural KM, Bayazit M: Compelling nature of arterial
manifestations in Behcet disease. J Vasc Surg, 2005, 41: 53-58.

5) Langford CA: Drug insight: anti-tumor necrosis factor therapies
for the vasculitic diseases. Nat Clin Pract Rheumatol, 2008,
4: 364-370.

6) Ozge C, Calikoglu M, Yildiz A et al: Bilateral pulmonary
artery aneurysms with protein C and protein S deficiency in
a patient with Behget’s disease. Scand J Rheumatol, 2004,
33: 52-54.

7) Guermazi S, Hamza M, Dellagi K: Protein S deficiency and
antibodies to protein S in patients with Behcet’s disease.
Thromb Res, 1997, 86: 197-204.

8) Saenz A, Ausejo M, Shea B et al: Pharmacotherapy for
Behcet’s syndrome. Cochrane Database Syst Rev, 2000, (2):
CD001084.

397



A AN A1 26 B

Vasculo-Behcet Disease
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Behget disease is a chronic condition caused by disturbances in the body’s immune system. The symptoms of Behcet
diseases are thought to be caused by an over-active immune system without any apparent infections, and to produce recurrent
outbreaks of inflammation in small blood vessels. This disease usually first strikes patients in their 20s and 30s. There is
no specific pathological test for Behcet disease at present. It is diagnosed clinically by specific patterns of symptoms and
repeated outbreaks. Common symptoms include mouth ulcers, sore genital ulcers, eye inflammation, skin lesions and arthritis.
They are mostly painful but not life-threatening conditions. However, arterial lesions, especially aneurysms, in Behcet
diseases are life-threatening. Therefore, guideline for vasculo-Behget disease are useful for clinicians and patients. As the
number of vasculo-Behget disease is quite small, evidence-based guidelines cannot be established for vasculo-Behget disease.
However, recommendations based on consensus by clinicians and surgeons can be produced. Vascular surgeons tend to
hesitate to operate vasculo-Behget as psuedoaneurysms often appear after reconstruction operations. However, increasing
aneurysm and impending gangrene have to be operated on to salvage of life and limb. Therefore, pre-vasculo-Behget status
should be most carefully detected. We need new strategies to operate vasculo-Behcet cases safe and satisfactorily.

(J Jpn Coll Angiol, 2009, 49: 391-398)

Online publication December 10, 2009
398 WREZ% Vol. 49, 2009



