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HE R EKAE

Histiocytic disorder

Non LCH
= FHEBRIFIELE

Juvenile xanthogranuloma,
IXG

LCH

T VN Y R IBREEREE
Langerhans cell
histiocytosis, LCH

Erdheim-Chester Disease,
ECD

Rosai-Dorfman Disease,
RDD
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BRICHITBLCHEER ~BARS >S5 I\ AEBIKRERFTI I —T ~

[JLSG-027'O0M1-JL (2002-2009)]

LCH t - S—\rIAs N =L~ N | ~
é’ﬁ\l’bﬁénﬁ » £ 38 7 52 JURZYOY+393E> +EDURFY
- Induction A for 6 weeks —
; rﬁﬁ;ﬁﬁlﬁ'};ﬁ EU»N
DH—mDE

ﬁtcj PIHE S (6 mm) APt %Tﬁ“%h
‘ % A < i o _I_'.

e e | e s P T 11— [+ 42 T ; . T T r r
o N BT S 1A LCH C 1358 i 52
~ | SHSEy, FLE-Yny Ot Weekt 2 3 4 S5 6
"t EXZYU Z2F X WV Ara-C 100 mg/m¥d, 6hr-drip Day 1-5, 15-19, 29-33
( FIRIL ehgdy | D115
i ! P 598 1 1BA 1 A ¥ VCR 0.05 mg/kg/d, iv Day 1, 15. 29
ERE, S0k 3HA : [] pSL 2 mg/ke/d, po Day 1-28
— 1 mg/kg/d, po Day 29-35
; v 0.5 mg/keg/d, po Day 36-42
=) !'f R X%w UL Maintenance C for 24
*@W '&k - .-..:|' %E-} }?zf / %;E Fr.' SIS 2 Maintenance A for 24 weeks | m—lp- weeks
e W @ ® @ O @ O @ ® @ ® @ M
el SS5RYEZE 4 4 ) Lo 0 a1 a
| ziEBoss zEEVoBS } } |
: : ot hﬁauﬂﬁ ! A ! 0 1l 1
L RTTRSC Al D000 01 o —
= g < ) C ZHollene i 7 9 11 13 27 29 31 33 35 37 51 53
ot 54 R at 30 i iR I .
: mi: H i L Lﬁgl{ﬂ:n?? AT (@) ¥ Ara-C 150 mg/m?/d, 2hr-drip Day 1 @ [ VBL 6mg/m%d,iv Dayl
a—— iz mletd 4 VCR 0.05mgkg/d. iv Day 1 0 pSL 2mgkeg/d,po Day 1-5
[ pSL 2 mg/kg/d, po Day 1-4
sﬁiﬁz A MIX L make it Day 1 ) A MTX 20 mg/m%d, po Day 1 q2w
® Dg/EE: Alternate every 2 weeks as follows: a)-b)-a)-b)---
. [0 PSL 2 mgkg/d, po Day 1-3
%Elﬂ'u ) 1 0 O 0/ O Alternate every 2 weeks as follows: a)-b)-a)-b)-—- B 6-MP 15 me/kgl.po  every day

€:
(SRR HERIEE)100%
(SR 2 HEsiE1E)91.7%
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= with craniofacial lesions n=73/512 5-yrs. Cl= 0.17+0.02
------- without craniofacial lesions  n=37/671 5-yrs. Cl= 0.07£0.01 p<0.001

*  Patients with chranic reactivating disease and craniofacial lesions at reactivafion

HoblzUYHoFbYoEmMOG %

PR Y Z AL s 05
(R, SRR, WHK, LREae)

Fig. 1. Risk of developing DI with and without involvement of craniofacial lesions at diagnosis.

PBC 2006:46:228-233
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SRAEMEL (JLSG-96 & JLSG-02)

MFB MS Other Total

B HER
ZReH % e 2 28 B N
U > /REE
JLSG-96 29 59 3 91
JLSG-02 32 147 35 264
total 114 206 38 358
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(2RSSR, JLSG-96/02)

Total JLSG-96 JLSG-02
BEM 111 29 82
B/ 68 /43 14/15 54 /28
2 WTIRF SE D (%) 43 = 35 3.6 £ 3.1 48 = 3.6
() (0.3 -13.6) (0.4-11.0)  (0.5-14.3)
srie 11.7 14.0 10.8
EAZRHARG (FE) (EEH) (2.8 - 23.0) (5.7-23.0) (2.8-17.4)
CNSYU R 7 BBAL=E (%) 48 (43.2%) 13 (44.8%) 35 (42.7%)
B3 32 (28.8%) 9 (31.0%) 23(28.0%)
0 0 0
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(ZhiEE8E, ILSG-96/02)

Total JLSG-96 JILSG-02
BEH 206 59 147
B/X 106 / 100 30/29 76/ 71
2 WTF S ip (7%) 2.1 +26 19 29 2.5 £ 29
(E2FH) (0.0-15.9) (0.1-159) (0.1-17.1)
BREAAE(F) ($E) (0.3.22'1.5) (o.fz'i.s) (o.g-lig.s)

U X 7 fgzs =2 B (AT e e, B 56)
CNS Y X 7 BBIL (%)

B

Am

105(51.0%)

112 (54.4%)

69( 33.5%)
10(4.9%)

33(55.9%)  72(49.0%)
86 (58.5%)

47(32.0%)

26 (44.1%)
22(37.2%)

3(5.1%) 7(4.8%)
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SR BBLCHICH T3 A HERZE (Permanent sequelae, PC)

% 3B 8ILCH
=X1i JLSG-96 (n = 29) JLSG-02 (n = 82)
AR AR 5 42 B E R BA S HIE
I7:3:1:kh3 4 2 (6.9%) 2 (2.4%)
RERILE VOB TEDE 2 1(3.5%) 1(1.2%)
R EE 4 2 (6.9%) 2 (2.4%)
ETHRF R [ BRRAY - 0/2 0/2
FEEE - INES 4 1(3.5%) 3(3.7%)
N T EABEEE T E 1 - 1(1.2%)
PE R BRE TR 1 1(3.5%) -
BEIRHERE 0 -
ACTH X 1B FE 0
R R ILE v N2 E 0 -
TADA 1 1(1.2%)
FE PR o R B E R HA S HHEE
MR 0
BHES 0 - .
SHER 6 2 (6.9%) 4 (4.9%)
PE[EIR R /R e 1 1(3.5%) -
BEARNESHE (HE. REHLRLY) 13 1 (3.5%) 12(14.6%)
EIEE] 1 - 1(1.2%)
fhfEE 0 -
FFRRAERE 0 -
FERE\L. R 1 1(3.5%)
BE i 1 1(3.5%) -
ZRDA 2 1(3.5%) 1(1.2%)
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Zliazsa B LCHICH T B A n#HHwZE (Permanent sequelae, PC)

% lgizs 2 LCH
=1 JLSG-96 (n = 59) JLSG-02 (n = 147)
R 4 2 B R HA S HHE
FREBTE 46 11 (18.6%) 35 (23.8%)
REFRIVE VM ASE 16 3 (5.1%) 13 (8.8%)
HREMEE 17 6(10.2%) 11 (7.5%)
BETHRERY / BRPRAY - 2/4 a/7
FEHEE - AHEE 13 3 (5.0%) 10 (6.8%)
N T EAEEETAE 2 - 2 (1.4%)
T BRI BRI T 7 1(1.7%) 6(4.1%)
BEPERE 1 1(1.7%) ;
ACTH/RI8E 5 1(1.7%) 4(2.7%)
FRER R ILE v O INEE 8 - 8(5.4%)
TADA 2 2(1.4%)
FE P AE 1 2 B E B HA S HHEE
MEPRIA 5 1(1.7%) 4(2.7%)
BAREE 6 4 (6.8%) 2(1.4%)
< 3 2 (3.4%) 1(0.7%)
A H IR R 0 - -
BEARNEOHE (HIE, REHERLS) 12 2 (3.4%) 10 (6.8%)
EIENE ] 3 - 3 (2.0%)
A fEE 4 2 (3.4%) 2 (1.4%)
FHRRAEE 1 - 1(0.7%)
KREREL. RIE 3 1(1.7%) 2(1.4%)
e 0 - -
ZRHA 3 1(1.7%) 2 (1.4%)
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ZREBBLCHICH T B A0 ERZE (Permanent sequelae, PC)

Total JLSG-96 (n =29)  JLSG-02 (n = 82)
1DPUEDEHEZITFOBEEIA 31/ 111 9 /29 (31.0%) 22 / 82 (26.8%)
PIEERESHEZF>B&ESA 10 /111 4 /29 (13.8%) 6/82(7.3%)
FERIRHEREESHELZF>OEEIA 21 /111 5/29 (17.2%) 16 / 82 (19.5%)

Zligas B LCHICH T DA n ¥ EwZE (Permanent sequelae, PC)

Total JLSG-96 (n =59) JLSG-02 (n = 147)
1IDULDEHEZIFE>EESA  78/206 21 /59 (35.6%) 58 / 147 (39.5%)
PIEMERESHEZIFOBESIA  58/206 16 / 59 (27.1%) 42 [ 147 (28.6%)
FERIFMRRSESHEZIFOBEEIA 20/206 5/ 29 (8.5%) 16 / 147 (10.9%)

FEFRIRMREESHIE: Z2RBE >> ZiEzsE
FIRHESHIE: Z2HRBE << ZlHzsE
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PR EZEHEA AR DRIEFRER
CDI : 414k RETE

ND : #iEZHE
APHD : TE{FRREHEEETIE

L] L]
[CDI] [Clinical ND] [APHD]
1.0 - Competing events 1.0 - Competing events 10 4 Competing events
—_ — 1
— 1

08 08 05
: 16.1 % : 4.1 % 2
[ =) [ =) o o
B 06 . 0 B 06 o § 7.0 A)
& Iy 2 2 3 06
e 2 . 4
£ [ B I £ [
g 047 1 g 047 1 S04 I
= = E
S I 3 I 3 I

02 - : 02 - : 02 1

) . i : :
Twmf’ | | _
00 I 0.0 | gt HA | 00 o .

T T T T T T T T T
T T T T T
] 5 @ 15 20 ] 5 @ 15 20 25 0 5 @ 15 20 25
: RX_CDI?:H?E!EE$ 1 Observation Time_days. F‘Jp calND ## =7E =M Observation Time. day

Number at ris Number at }é FF%??'\,L»B' ‘R iR B REEM Observation Time. days.
Number‘atH
7 257 174 55 4 7 294 208 70 6 0 316 291 200 66 6 0

Cumulative C lati .
CDI . 95% C.| umulative 0 Cumulative .
|nc|dence ND incidence 95% C.I APHD incidence 95% C.I

3-year 11.8 8.7-15.9 3-year 1.3 0.5-3.4 3-year 1.3 0.5-3.4
5-year 13.8 11.4-18.1 5-year 2.0 0.9-4.3 5- year 2.6 1.3-15.1
10-year 16.1 12.4-20.8 10-year 4.1 23-7.1 10-year 7.0 4.5-10.8
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CDI, ND, APHDDBEE ~ PREFEDFREVU XA TEF ~

[FHRRZIEE - ND] [FEAFRIFEHEEEETIE © APHD]

1.0 7 CDI: Competing events 10 — CDI: Competing events
— 01 — 0:1
et —-- 101
08 08
8 ar
9 5
5 0.6 7 T 06
£ £
: 5 p <0.001
8 04 <0.001 O -
g P 2 04 e+ BREBYE(+)
a 3 A
AR -
o+
02 - B L o L g FKEHE("‘) 02 - £
-—+-+
s e (R L
! L o - - -
0.0 —| - 14— FRERHE(-) O — FRBBEE(-)
| 1 1 T T T T T I | I T
0 5 10 15 20 25 0 5 10 15 20 25
CliniacalND2##Z % Observation Time. days X AIRAINE R R RHE R ER.Observation Time..days.
Mumber at risk Number at risk
0 267 248 168 53 3 0 0 266 249 166 50 3 0
1 80 46 40 17 3 0 150 42 34 16 3 0

WEZIE o REREE  owmcl s n REREE  osxc

10- CDI(-) 267 2.1 0.9-4.9 10- CDI(-) 266 3.0 1.3-6.5
year cpi(+) 50 14.1 7.0-27.3 year cpi(+) 50 26.3 16.2 -41.0
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FRERAE (CDI) , FEMARIFEMEEETIE (APHD) , #HiEZXIEEE (ND) ORIEIRRF

~ FRERFEDNE I RE ~

Year

AR R E S HHAE N
First - Second - Third
CDlI 29 - -
APHD 4 - -
ND 5 - -
CDI+ ND 5 CDI - ND 5
CDI + APHD 11 CDI = APHD 11* :;)nrll:giient developed CDI and APHD at
APHD + ND 1 APHD - ND 1
CDI + APHD + ND 5 CDI - APHD - ND 1**  **Developed CDI, APHD at same time
Hkokosk 1
CDI = ND => APHD gH** Sam(e){[liinpeatlent developed CDI and ND at
R ZEEAE )
f— S CDIICAPHD& % LM ENDE# 215
LCHRTE BETE l
COIL BRI FRIE : 1815 (86%)
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CNSEEARAFEEREFRIED YA TEF (SEERET)

FREBTE TEARERERTIE HERZT A
&l Hazards ratio p.value Hazards ratio p.value Hazards ratio p.value
mEY 11.60 2.20 0.61
— . 0.36 0.52
(SRR vs 2 R (3.45-39.01) 2000075 (54111 95) (0.13-2.75)
Protocol 0.98 1.39 0.64
(JLSG-02 vs -96) (0.52-1.88) 0.96 (0.51-3.78) 0.52 (0.21-1.88) 0.41
D X7 figzsi=HE 0.72 1.54 0.82
(Yes vs No) (0.36-1.44) 0.35 (0.46-5.13) 0.48 (0.19-3.54) 0.79
F i 1.17 1.17 1.00
. 0.046 1
(= 2vs 0-2) (1.081.26) 20992 (100136) (0.79-1.26)
o L v s 1.91 0.73 2.48
1 kv N=R
CNS YU R ¥ &R (1.03-3.51) 0.039 (0.31-1.76) 0.49 (0.41.15.11) 0.32
BB 1.64 1.63 1.71
(NR/PD vs GR/PR) (0.74-3.63) 0.22 (0.57-4.72) 0.36 (0.43-6.83) 0.45
PR AR TiE 6.88 9.27
(Yes vs No) - (2.24-21.13) 0.00076 (2.45-35.09) 0.001
T ERRIEMEE(E T IE ] ) ] 3.19 0.06
(Yes vs No) (0.95-10.6) )
B 2.07 1.37 1.06
(Yes vs No) (0.93-4.59) 0.075 (0.38-4.90) 0.63 (0.21-5.31) 0.95
CNS Y X 7 BRI~ DB F 2.53 2.54 2.48
(Yes vs No) (1.07-5.99) 0.035 (0.67-9.58) 0.17 (0.41-15.11) 0.32
st FRHAAE FRHAAE
1
LCHREAERFDCNSY A JEMIIEM
CNSURVEBHRINDEBEFE
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HEHARE

Japan Children’s Cancer Group
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