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JRA JRA
5
JRA
( 39 41
)
/u L ) CRP

(FDP-E, D dimer)

NSAIDs

JRA
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10 20%

Still

(
50%
von Willebrand
(NSAIDs)
methotrexate(MTX)
JRA
Still MTX

cyclophosphamide(CYP)



azathiopurine(AZP) mizoribine(MZB) JRA

+methylprednisolone(mPSL)-pulse )
(ARA:1985 ) JRA 16
6
1 (EULAR)
3
ARA
1 (ACR) (EULAR)
EULAR ACR
JCA JRA
< 16 < 16
3 6
(<6M)
1 4 1 4
>4 >4
(RF+ 'JRA)
ARA EULAR
2
6
(
JRA



MTX

JRA MTX
(carry-over)
1993 Southwood & Woo _ 2
2 Southwood & Woo (1993 )
Definite Probable
2
2.1
<6
HLA DR( 0801 2.1/2.2/2.3
HLA DR 0201 ()
2.2
2.3.
<6 (+)
HLA DR[( 0801
HLA DR 1301
X
>6 >6
HLA B27(+)



5.
6. 6.1.
HLA DR4/DR1
6.1.
7.
Fink 1993 "The Task Force for Classification
Criteria” 1995 "Idiopathic Arthritides of Childhood”
ARA EULAR
RF(+) RF(-)
(extending)
1997 Southwood ILAR
3 1) HLA
( ) 2)
3)
4)
5)
6)
3 ILAR
1.
2. (RF )
3. (RF )
4.
a) b)
5.
6.
7.
al 6
b)1 6 1




70

42
16
()]
4
16 2
HLA
.SPRASH (SPRASH syndrome)
=2 )
( ) CRP
B 2- (MG)
(MAS)

- / /

-AST>ALT/LDH

-FDP-E/D dimer

- DIC PT/APTT
- MAS
- B 2-MG MAS
(Idiopathic Chronic Arthritides of Childhood)
type 1: (RF)
10
HLA DR4/DR1
type 2: (ANA)
HLA DRS8 1
2

ICAI

type 3: RF/ANA



(Secondary Chronic Arthritides of Childhood)

)

- ( )
_ ( HLA B27 )
- ( )
1)
(12 28.6 %)
2) (25 58.5%)
3) ( )
5 11.9 %)
CRP B 2-
( ) AST/LDH (apoptosis
) PT/APTT (
)
(TNF-a ) B 2- (IFN-y HLA class |
) / (lipoprotein lipase
)
(DIC)
(16 38.1 %) 9 21.4 %)
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50 mm/h
100 mm/h X
2 HLA-DR4
genotype DRB*0405
MTX

30 mm/h

NSAID
MTX DMARD

(HLAB27 )

Idiopathic Chronic

10



Arthritides of Childhood(ICAC)

ICAC
ICAC 1)
3)
1) HLA DR4 2) HLA DR8
SPRASH
systemic type( )
Still
JRA
JRA
Still
1897 Still
Still JRA
Still
JRA  Still
Still Still
Still
Still
(
)
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JRA

(spiking
fever) (pericarditis) (rash) (arthritis)
(splenomegaly) (hepatomegaly)

SPRASH
1993 Stephan JRA FDP
AST/LDH CK
etoposide(VP16-213)
mPSL-pulse cyclosporin A(Cs A) 4
TNFa TNFa
4 3 JRA
JRA 1
JRA JRA
4
(1) (2)
FDP (3) ALT AST
CK ( Ravelli LDH ) 4
o)
NSAIDs
NSAIDs
Stephan JRA
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2
3 cm 2cm 17,700/p
L 430,000/p L 103 mm/h CRP 9.6 mg/dL
773 mg/dL FDP-E 268 ng/mL(
<60 ng/mL) . AST 56

IU/L ALT 311I1U/L LDH 864 IU/L
307 ng/mL ( 48 240 ng/mL)

EB

JRA mPSL-pulse 2

(110,000/pu L) (
9.2 g/dL) LDH (20,880 IU/L) AST

(4,520 1U/L)( mGOT ALT 1,286 IU/L 4 ) vy -
GTP(456 1U/L) Alp(928 IU/L) Bil 1.7 mg/dL

(PT 2.04 INR, APTT 51.2 sec.) (108
mg/dL) (FDP-E 3,740 ng/mL)

(T-chol 149 mg/dL, TG 338 mg/dL)

(32,836 nG/mL)

JRA
DIC MOF
1) 2)
3) T
TNFa Cs A
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G-CSF

1
8
3
3 1
1 3,300/p L
1 60,000/p L
soluble IL 2-receptor 4,000 U/mL( 220
530 U/mL) neopterin 45 pmol/mL( 2 8pmol/mL) 2,5-AS
1,200 pmol/dL( 100 pmol/dL) IL2 IFN-y
T M-CSF T
TNFa T
JRA
DIC
8
T
1) JRA
2)
PT/APTT FDP-E/D dimer
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PT/APTT

FDP-E/D dimer
(TM  von Willebrand )

DIC
3) TNFa
ALT AST LDH
CK
mGOT
apoptosis
TNFa
apoptosis
efflux Ca influx

mitochondrial permeability transition(MPT)
Cs A tacrolimus
4) TNFa
TNFa

lipoprotein lipase  mMRNA
pioglitazone troglitazone

TNFa
5) TNFa

L TNFa
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IL-1 IFNy  TNF

PT/APTT

AST

TNFa

necrosis

cytochrome c

TNFa  MPT

lipoprotein lipase

TNFa

TNFa



6) B 2-microglobulin(MG) B 2-MG

5 mg/L
B 2-MG HLA class | L
HLA class | IFNy TNFa
IFNy TNF
a HLA class | B 2-MG
B 2-MG NAG
NAG B
2-MG
T
IFNy TNFa
SIRS TNFa
SIRS
Stephan
2

(hemophagocytic syndrome, hemophagocytic histiocytic syndrome,

hemophagocytic lymphohistiocytosis, erythrophagocytic
lyphohistiocytosis )
1)
EBV, CMV, HSV virus-associated hemophagocytic
syndrome =VAHS =BAHS 2)
SLE, RA, JRA, Sarcoidosis, 3) T-,
B- 4) X
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(XLPD) Chediak-Higashi syndrome 5)

(FEL)
DIC MOF
(IL-2,sIL 2-R, IFNy , M-
CSF IL-1, TNFa )
(1) IFNy  TNFa
(2) JRA
JRA
JRA
JRA
JRA
AST/LDH
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1. (RF)
6 RF
(MTX) (MAP )
strategy 1)RF 2) 2
3) MTX
MTX
(PSL) (NSAID) 4)
(2 3mg/ ) 5)
1 7/ X 1 /3 6 MAP
3 6
2. (ANA)
ANA RF
RF

“white uveitis”

ANA

dexamethasone
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flare/cell grade 2 4

3.SPRASH
1 2 mg/kg (mPSL)
+ mPSL
SPRASH NSAID
T
IL-2 IFN-y  sIL-2R(T ) IL-1Bp IL-6 TNFa ( )
(apoptosis)
B 2- AST/LDH
TNF a
mitochondrial permeability transition cyclosporin
A(1 mg/kg DIV)
NFk B
T
differential activation
differential activation
cross-talk
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4)

3)

1)

2)
3)
(
JRA
JRA
1)
2)
3)
4)
JRA
1)
2)
) 4)
2))
JRA
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6)

JRA

JRA

5)

JRA

JRA

(

)



S
-

=
\

JRA

JRA

2)
3)
) 4
S5)
JRA

JRA

JRA

JRA

JRA

JRA

CINCINNATI
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JRA
ppl192-7, 1999.

1999 39 651-656.

MTX
1999 31 1559-1563.

1999 31 1605-1610.

a ) 1

1999 40 877-884.

.MCTD. 1999 40 1399-1408.

1999 39 664-669.

2000 32 315-320.

2000 12

3-14.

1999 32 242-247.

1999 11 273.

1999 40 1085-1092.
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1999 11 415-418.

1999 62 2023-2027.
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1999 73 658-663.
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