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5[E HHE 11.1 mg/m? bsa

R N C O f i & 18.5 mg/m? bsa (2745 £ T Lo HEHINZ1T5, A
MmERFEF &% 3,000 /Imm* [ITIE T LIZ85A . TOROM AR B2 5 HE
IThRNT & RABREORMITIE, 3.7 mgim? bsa T Tl _EFEO [ fEk
WO EFETHBRE WD, 72 11.1mg/m*bsa £ THE L TIZUH T LR
O AMERED 2R+ 5 BEE LB, & 5121% 185 mg/m? bsa £ THE L T
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5.5~7.4 mg/m?bsa 2SR STV 5,
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ETH D, 2NTIEE MERBMER 2B 2 RS HUEE R 2 3 2 1R
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% BE CIIHEFAT O MLEIT 20,

HERRRIE OB, IRET 2B L O 25UEEAIC L 0 B 5, §F
EORBTIER—D 71 harTho THHRFIEOHMIZBE L TRZR S
BERARD D, BIZIX, FUF IRIREDO MOPP #iL T~ %72 5 #if N
RESINTWND, BRI O T2 DO RN O 2LFHIE T, Ema g
FIRYYE, AEFEARHE, SERE O MBI K W OB A RIET D70 L, WD
MY AT PETF LD,

FERTLIFEE DAL, B OHMERRIE T b Vo A IR EIE OV
WEREB S H D, — ., MR L 72 7o DI 2 R AR b b &
FbHWD, REEEEZICBIT 2RI, 20 LR S WRY R

K5 ; 255




R BHEBEICRD DN D,

VT T AT U 1 mgimL 256 T AR AR T 5121, 10 mL
OFFEELT MY T AEFHE (RFHIE L TRUUAT Vv a— L EEH) X
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FNFRDREIC SR L. WIAREIRE 72D,

TRAFAIEETRIN O A AR 2 L T U7 SR O AR 1. B
WZBEHET D 2 &, IRMFAIZ AT 2 AR ORRKIL, WiEikFEL T 28 A
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KB K OEAIZHOW T HB CTHER L2 T U7 5720,

PUEA OB 2B K OBEFEICEAT 2 FIEEZZBET 22 &, ZhICBL
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WNEZYTHY  ZTORICAHMEREZHE L, BEOKRFNKT 5 RIS
ONTDOFREATFTT L &,

/N BRARERIZIE 1 A1 2.5 mo/m? FHER G L DIRENZ Y THY . T D
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AFNLT7 BRI L EIOEAM L0 GHBIER L2 ERHRI TV 5,
EFLBHEOE LTI AF o2 ARG T2 2 L BRI LR, ZDEE,
WA LGRS RSN LEMSOETH - TH, mIEEH O
FOVEREEPERT DA REMER & 5, BN OB Ah &R L 8K 0.05 mg/kg (X
12 1.8 mgim?) o, /MR TITHI 1.25 mg/m? T8 E LT\, FHEIL55
~75mgim* TH Y, ZoORME GE1ERE) TORAOERERIE 0.15~0.2
mg/kg X% 4~6 mg/m? & 725, femEICE L2%, A MmEREDSK) 3000/mm?
PUFICHEAD L CWEGAITIE, 2P EEE L Tidke 5780, 0.1 mg/kg (X
12 3.7 mg/m?) OFETH YO BEICAMERBAEE b 72594,
DEFIZIZ03 mo/kg (XIE11.1 mg/m?) %R HHEEALETHY . %
NTIEHSH28, 0.5mgkg (185 mgim?) AUELLHGEELH D, 1FEAL
D BEIL 1RSSO 0.15~0.2 mglkg T 5, Lk L ~UL (K 3000/mm?
IFIZEA32) o AMERBAEZS I ER T LI R T IRAF O &
ERELTZHZRIZ, COHELY QIROOELHFFEE L TEAKREGT 5, 2
DEHC LT BENAMEKBMELZ S SR SRV OREmEE &S
T%, ZORKEEITHRATIZ05 mgky (XX 185 mg/m?) (2T 5, =0
AECTONEOFRAEIZ 75 mg/m> TH Y, BMERE L CTRETIHAIC
1% 125 mg/m® 45,

BT IAF O N EoEIT, AfEk D7 < & 4000/mm® DL E
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X5, 722U, MY EOER TIX, AIMERB/ BRI 233 B9 5 A3 CICiE
BRREEENBIR SN D20, TN EOMEIIARE L o5, &5 1 2k
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FREEE TR LZ2WIRD X, 7~14 AR THR G52 L AETH
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WIEIOTERE B ICHFHEREREENRO b -GS IR, B LV EAEICE> T, K’
DEVTITAFUOREEZRIRT S : BV L EAEN<25umol/l DA ITAE
YD 100% & L, 20~50umol/l Ti% 50% & L. >50umol/l DA 13 H %
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HHREAES D LBRAETH L, FRRETERICHELZHRET LI
(3. BT 5 HF O Xk E S5,

JaERES
BT I AFUIFERG O L L, Mk, P ESOIHEA RS LA
Z &,
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B JE PR S e B XATFFIRR 2 S S 3 2 LRV IR Y IE, K 14BN
TEET DI ENARETH D, B 7 7 2AF o EEBREE T 572
DITIE, FEHE 2 5 & P < AN ER SO R OB RN 2 W54 2 Z & &2 fEEd
%o MAERFERHA A DN HEITIE, THAONIEAZT L, LERY
AT, 7R OHEZBIOFIRNICE 5T 5, RIEROEWNY 27036572
b, BT TAF U ERBEORA (100~250 ml) THIRL T bd,
ToEARER B IIE (30~60 43 XITEALLE) L TiEebpuy, MmARED &
WU A ZIZEE LT, FET DG, BRI SRR 2 A s 4 5 =
LT K AEE TR S\ X o TMATZ ET 5 5, L ThEE % 5]
oINS ND =D, BT I RAF U INKICEE LWL 9 IcEE
T2,

TV T NDITT AL T VTR ST FEHILS T, B 21 TR] O g
T ER I CICHRENT- B 75 AF BRI OSA 1T, [HiEE
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- FLy
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- R

-~ — O AL AR ERSE
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HE: e 77 2AF 0%, MigRExFER L, 7 BLLEOMEEZEWT, B
IR G L > THW S,

FERERAS, 1 mm® & 720 2,000 fH £ THINL 2 W2, EFkT 5% T
S A 3 %,

EEITIE, A BXULS HIZOE DRt il Lo THWDL Z b b D,
FNIRL

WIBHEIE, AEmEELm e 25 mg & 15, HEIE, 12.5 mg/m* Dk

KAEIZETAHFE T, BEIZ125mg/m* T OBETAZ LN TEX S,

KA :

VI EIL, AEEE LM H720 ., 4~Tmg & L. A EITR K CREREE
1m H7=Y 185 mg £ §5, IFEALEDEEICHONT, HARIL 55~7.4
mg/m? T 5,

Figt S o8AIiE, AR 1 BH20 15~2mg/m? & L, iRiL5 AR &
T2

EEEIUALEYR50umol/lL #8225 ERZRLELAICIE, BT T AF
> D EE 50%IH 5 S 22 T e B0,

B G- 51E  AANT. W& R BRI G- DI L > THW D,

BT AT R, BRREERAY v 7 Lo TREINRITZR B
Y,

R BN G Bm LR D,

TESHRIE, 1 RRE AT T, ERICHIRNTEAT 20 R TZEEICEA
THZENTED,

BT ITRAF U R, KEOREEE (100~250mL) THIRLAWZ &, £z,
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Bl 21X 30~60 43 LA EOFARN AT TG L7222 &, T, #RE LW
MAEINRH DO U 27 8N EE 57100 Th 5,

HEEOREL . 27T AF 2 1 mgimL OFEFE DTSR 2T 5841
(X BB S A 7 LI 10 mL ORI SR A AR 2 EAT 5,
DVEBEZER L2 & RANX, BRRFCEME L <L SRR RN SE 65,
A% DA FHEFHR ORAEHIIE 24 R PAN & 35,

L DIESED N o T FEHEHIAF ZEE RN &,

EE IEAZBIAT DR, EHEAIE L HIRNICA > TV D Z & 2 s
THZENBDTCEHEETH S, MEIMITH LIZHAITIE, B, |,
BRNAONDZENHD, 20X 755X, T <ICEAZHIEL, T
X DR ARFNZRNRDMERH S, 250UIImL DT e =X —F (%Y
LA PO TS T imL) ORFTEA S #EEORBAZMZ 5 Z LI2LD,
AR OYLEAMEE S I, Fo, BREREDOY 27 b T 589 Th D,
BNk

MR FE SR DO ESHR OFRE T, 9, T 2 EEL O E A L, k%
ZUFTZEM R 2y 78 BREERESC & D DT BV E B ORERTER TE S
FARZBWTIT b2 iER B2, Zo=dIicix, ZofAREHROH
HHOHENLE L 70D, ZOMBATIE, BE R OHREITEELE T 5,
I 1, BRI L2 2E i o2k, &b, Bro Rk, (R~ A7,
T&78 LIE 1. PR 234, A STV TS, BB ORI, BE
FEWE A ORISR OIS &3 2 721 id e & 720, BRI & O L s #1308
HICHIY T RT T 600, ERIIEELMR L, £70, dhnidfias
PEFR O BN ERET 221 72 B 720,

W L7-H 6 o RET, FEROEE S TR fbkidiude o3, £z,
HYBEFEN & L CTHRDRT TR B0,

TEYRBEZEW) 1T, B OFLZ AT 72 BRE 2 S 2R PNIC AL CRERIALEE -5,

AERAEH (X%
LEIICBIT 5
BR & D A5 48

R

RS

4. BEEREIZD

WTERA TR L =B ERREHERRAEIC DT

BT EREICBWTHEGE L2 b DILR0,
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5. ZERNRICHRLIERANDLARIE - BREBHFICDOWLT
(1) BRELHELERAR. EVHEABRFOLRAXE L TOHRSERER

1) SCHRR SR

[E NS D 1990 LA DAFRSTRIZ DWW T, AT DS TRRER A2 F2hi L1z, EORER, s+
ERTIE, ZEOEIKBRFEROBENH Y | ZOHF T, KEE (8 100 FILLE) ORFijm &
AR BRARE ©. EAIORE - HREOFTEHOH 2 CHRIL 3 2H V. 2 DORBRITIEIELLIL
RBR Ch o7, 7ol BNTIEGED 63 BlO®RERH o728, EFL 32D 9 HLDO—2DKH
FGRBR D@ BN R OMETH DDA Lz, R, 4 SUREZERA L, 20 4 ki
2TNRO LCH xS & LIe il T, AN Z X5t 8 & L7 KBS O R & BRI E 1d 70 7
Ste, — . BNTOLCHIZHT 275 AF 2 (VLB) DA Wk XX Z 2tk % 30 L 7=
BRSO 1 d 72 < 1T & A EDRHBI~E B OREFIHRE Th o T,

(77— % _—2R]
- WiESFSCHR © Embase }2 OY PubMed
- [EIPN3CHR : IMEDPIus & 0" iyakuSearch

(R 2R A O 2R

<Embase> (fRFEMiH : 201045 A 12 A)
#1 'vinblastin'/exp OR vinblastin OR 'vinblastine'/exp OR vinblastine OR exal
#2 'langerhans cell histiocytosis'/exp OR 'langerhans cell histiocytosis' OR 'letterer-siwe' OR
‘histiocytosis x'/exp OR 'histiocytosis X' OR Ich OR 'eosinophilic granuloma‘/exp OR ‘eosinophilic
granuloma’' OR 'hand-schuller-christian disease'/exp OR 'hand-schuller-christian disease'
#3 'major clinical study'/exp OR 'major clinical study'
#4#1 AND #2 AND #3 43 1

<PubMed> (#5JfiH : 2010 4£5 7 12 H)
#1 langerhans cell histiocytosis OR letterer-siwe disease OR letterer siwe disease OR
histiocytosis x OR LCH
#2 vinblastine OR vinblastin OR exal
#3#1AND#2 214 {1, 1990 4FLARE D SCHK 135

<JMEDPlus> (#is&50 H : 2010 425 J] 12 H)
L2 JCHEM (ZCHifR L v 7 T AT ARk LI fE R A BAT
L3 B> 77 AF > OR vinblastine OR Velban OR — 7 #—/ L OR Exal OR #fifg &> 7 7 &
> OR vinblastine sulfate OR — 7 #—/L+=FH — L+ FH—/L
L4L2ORL3
L5 7 > 7oy A HIALRRERE +Langerhans AIGALARERIE OR & AF A4 A h— & X
OR LRI A~ B A R HEFESE OR JHL RSB MEAE AR ER HE S OR R IR A B A A ER HESISE OR
HEARERHEAE X OR FHARERIE X OR FHAMIAZIE X OR Langerhans Al iR f5kER G 5HIE OR 4F
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FAPE ZEIEE OR (/N KAND =2 —7—AND 7 Y AF % »)OR (L7 7—0R L h 7—
ORL vy F7—0R L7 7—)AND ¥—~+LCH
L6 L4 AND L5 70 1F:

<iyakuSearch> (MsRFEMiH : 201045 H 11 H)
(B> 7 Z AF »+ vinblastine + Velban += 7 ¥ — /L + Exal+Hife & 7 7 A F >+
vinblastine sulfate +T 7 #—/ L+ H— )L+ — )L)* (T 2 7L 2 RAE AR ERYE
+Langerhans FAEALRRERIE+ & A F Ao b —3 A X+JF K AR B O HLGEER 4 FEE + 5 K A< B
PR REL G B B+ 5 DR A B PR ER PG FIERE +AH AR R B TIE. X + AHARERIE X+HHEARMIGAE X+
Langerhans A Ac Ak BRI AEAE +HAFRRPE N FEIESES (N R*Y 2 —TF —* 7 U AF v ) + (L
77—+ LRI —+Ly T —+L v T T —)*Y—~4LCH) ..52fF

<JMEDPIlus > (B2 %t H : 2010 4= 7 H 13 HIZ 201045 A 12 HERSUIZH#D T hLv)
DHF—T— REBEIMN L CHERRZ EEL7,)
L2 JCHEM [ZCHiEEE > 7 7 AT U Bk LT fb R &= AT
L3 £ 7 AF > OR vinblastine OR Velban OR =~ #—/L OR Exal OR Fiftt 7 7
AT OR vinblastine sulfate OR = 7 #— L+ F ¥ — L+ FHF— /L
L4L2OR L3
L5 7 > 7L A AR AR AR ERE+Langerhans FACARARERIE OR B AF AV A h—T A X
OR JRIAANBDAHAERHFEAE OR JR A AN BIPEAH AR EK S OR JiL [KIAS B M HEL RSk BR 4 B i
OR HHfkERIESFIE X OR AHAKEKSE X OR FHAkAMALSE X OR Langerhans i i RE ik ek 1 FiE i
OR Itk WZEIESE OR (/~> K AND v=2—7— AND 7 U AF v ) OR (LT 7—
OR Lh7— OR Ly 75— OR Lv77—)AND ¥—~+LCH

L6 L4 AND L5 AND ED<=20100512 LHTENEE U - FAAER 70 14
L7 Ly kL AND ¥—~ R

L8 L4 AND L78AND ED<=20100512 ...0 %

L9 L8 NOT L6 .0

<iyakuSearch> (R 3HE H : 2010 4£ 7 H 13 HIZ 201045 H (HIZHIREIFZAA]) KEUZ
Wy, Ty bbb OF—TU— RZEML CHERREE N L7T,)
(B> 7 7 AF >+ vinblastine + Velban += 7 #— L+ Exal+fiiflg & 7 7 A F -+
vinblastine sulfate += 27—+ XV — )L+ FHF—/L)* L v hLA*XD—)g(E 7
< AF >+ vinblastine + Velban + 7 ' — L+ Exal+Hilig £ > 7 7 A F >+ vinblastine sulfate
+T 7 P+ T XY — L+ P —L)* (T TN A AR ERSE +Langerhans i
FHARERIE+ & 2 F A A b — 3 2 X+ KA B OO Ak R 14 HiE i + 5 DR AS B P AR R i+ i
DRI AS B AR Ak R SOE HREL AR BRI ARE. X+ AEARERIE X+ idHENEIE X+ Langerhans #l el
TRERBESIIE + I B M N ZRIESE+ (N R* Y a—TF—*7 U XA F ¥ ) + (LT T —+ L 7
—+L v T —+L v T T —)*T—~4LCH)) ..0fF
by bbb BOF—T— RTORE .0 1F
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(*IX AND. +/X OR. #/X NOT O E )

2) BRIRFERIZRE 3 2 nFim L OB

4 SORFKRFABROME L LT IZRT,

i) Gadner H, Heitger A, Grois N, et al. Treatment strategy for disseminated langerhans cell
histiocytosis. Med Pediat Oncol. 1994; 23: 72-80.%

62 Jitisk (Z 3\ THHLIC 2 I S 77z 18 IRl OREFEM: LCH 106 1] 2 %t 5 & L 7= il = [E B
KB (DAL HX-83 3BR) . U A7 BN A~C BEIZ/ S L, A BEIXZRIEEERE, B
FEITHGTAERRZS . MO C BB RER S 2 T D HECTh o 72, VLB &, il & OFHF T,
EAPETIET FARY R (ETP) . 7L F=>> (PDN) & O T, 6 mg/m*day iv (day 15,
22,29,36) T, #MEFPEIETIL, PDN+6-AL A7 h7 U > (6MP)  (ARf) . ABE+ETP (B
) .BH#E+A N MLFH— K (MTX) (CHE) & OFFA T 6 mg/mi/dayiv (9, 12, 15, 18, 24, 30,
36,42 D day 1) TfEH IS4 72, A~C BEA 106 5l CO4Ffln (FIfE) X2 CTh o7z,

AIMEIZZNHR, BRBROEFRTHRFI SN, R 1 OFERTHo7-, 2JEF] (106 1)
12BN T 86%DFERINENF B, 23%DFHRHER L 0% DAEFRER LT,

®1 AIMEORR

B FRJEBIEL SERF Bl e
A 28 25(89%) 3(12%) 28(100%)
B 57 52(91%) 12(23%) 55(96%)
C 21 14(67%) 6(42%) 13(62%)
Total 106 91(86%) 21(23%) 96(90%)

a FRBR G O IR PR ]
b SERTARE

VLB % & T b5k & O BEMEN G E TE 7oA EFSRIE 106 417 30 41 (28%) 123 B L |
TREOIES (11 6)), FAERE GF) 20 Lz, BEEICRE LA ERERIT. R
HIMERBAME CTH Y . CRECB W TR E o7 (WHO ZEHET LIV, 10/21 i), AFRE (4/28
Bil) . B#E (15/57 B) OFMEIIPHEETH Y BN, KK, /e, B iEREE ;
WHO ¥ I-II), —@tETh o7z, AT, EHEEL, FF2 Bl ORBIL ETP 2 51K
RO FFIEOBBFRAS (PRE, 6490 A) ITRDLNRN-oT,

ii) Minkov M,Grois N,Heitger A et al.Treatment of Multisystem Langerhans Cell Histiocytosis.
Results of the DAL HX-83 and DAL HX-90 Studies. Klin Padiatr. 2000;212:139-44.2

LCH OH1 T, ZIaRNZE (MS) A3 2IEFI KT 2 ilEia R OffFt 2. DAL HX-83
J2 OV DAL HX-90 5Bk 12 %465k S 417 18 kA D MS 38 63 B & x4 2 5 t, DAL HX-90 &
BT VLB 1%, BAIETIZETP L 7L F=Y 1 (PSL) & DAEH T, 6 mg/m?day iv [ (day
15,22, 29,36 : A+B Bf) XiZ (day 1,8,15,22,29,36 : C ##)] Tl [, #EREpIETIX, ETP+PSL
+6MP (FFHEE (ARE) TiX VLB XM HE3, ETP+PSL+6MP & VLB & OfffHEE (B+C £f)
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TI% 6 mg/ m¥/day iv (9, 12, 15, 18, 21, 24, 30, 36, 42 # D dayl) T, 723, DAL HX-83 ik
BRICOWTIT i) 25,

BRAMEIZOWT, BAbERIER 6 % OHE T, 63 6IH 50 5l (79.4%) ([ZFhH37 8
biv7e, W13 61 (20.7%) IT5ERFMTh -7, 255 L7 50 il 35 BlIEFEIR bR it
Motz (3D 275 32%),

BAMIZONWT, HALBET 2 K %BEE (RAVE, REAS, BEARNEE, F
FXARR IR ARRRRS AR RE . EEE, OB, IRERZEHVE) 23 24 BNCRED B, N4
XL 0 580 B, 20 Bl LA IERICHRBL LT,

ARV T, AR R & LCH-1 3RS R 4 bhigt L T 5, DAL HX-83/90 &k TH
W ABEEEIE LY A 0, LCHAl BBR THW AL ERIE L U A Zig L, mWEah#E, K
WHRRZ R LT, 7220, AFEHIRICHRERE CHEZIT R o7,

iii) Gadner H, Grois N, Arico M, et al. A randomized trial of treatment for multisystem Langerhans’
cell histiocytosis. J Pediatr. 2001; 138: 728-34."

18 A (FFAE 18 22 H i) DLl il{Zs (MS) @ LCH IZxf L C ETP & VLB % HA
b U 7= [E BRI R MV E 2 (L b iaBR (LCH-1 3R5R) . VLB BEIE 74 i, ETP BEIX 69 153 A %}
G Cholz, VLB BT 6 mg/m* GE 1[Al, iv) % 24 M. ETP FEiL 150 mg/m¥ B (1 hr 45
FE, 1-3 B3 M) 28 2 —AFE LIz, WML bHEIZ—ADHATF LT L R=y r

(HDMP) 23l STz,

HhEE LT, 22013 VLB & ETP X2 TOAMEICET 25 HHIC W CRIZETH o 72,
JHEEDTERTER (NAD) OHEEEIZ 2 BECTRI%E TH Y (VLB #f 73%. ETP #f 75%) . 5E2IH
SF COMBLFEECTH o7, EFEHRICOWT, 24 3 EATFROHEMEIL 2 BETIEIE
[Al—To& o7 (VLB #f 76%. ETP # 83%) .

ZefEl LT, BIERIE 143 il 75 5] (52%) (238 Hiv, VLB & ETP OFEIEARER
IXZNEIL47%, 58% THAERIFETh o7, HIMEKEIHD (34%) M bEHEICRD b
TEWEHTH Y AT L A D~ AR (WHO JEHED I~11) T - 7=, M/ M (10%)
AN 8 and/or g LCH JRZE 73 & % /BB B D IAZ & EE (WHO B HED 1I~IV) TH D |
fFmtE 2R LIZ B D% < IXWEHCITIC LCHIR AR H - 72, Z D X 5 IZHEHEH Sk & 5%
HOER A OFEEZXRT 5 2 LIXR#ETH S, BIEAIC X 0 EBRZ ik Lo B I
Dolz, LCH OfEFR E U THEH RO IKFirI%ERE" A3 143 B 58 f5] (41%) (258 Hi
7oo MEEHCAHEZEIT R (p=0.68) . ZWHHC 22 I CE® AL, 36 Bl CREIEICEE L, 2
Wit o KFENZIEIE FBEOHEEEIL 45E7% TH -7,

iv) Gadner H, Grois N, Pétschger U, et al, Improved outcome in multisystem langerhans cell
histiocytosis is associated with therapy intensification. Blood. 2008; 111(5):2556-62.°

18 FE A O MS-LCH f8 275 il & %5 & L7z VLB & VLB+ETP Of FEIE O JAE A bt
ekl (LCH-1 5RBR) . Bgk SAUTIER] 275 Bl 5 Bk 5] 193 51175 A BE (93 i) K U'B
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BE (100 f511) (2EI0 AT Bz, EAREIL, ARE VLB 6 mg/m® (day 1, 8, 15, 22, 29, 36, iv)
+7 L R=vumy (PSL) . B#f : AB+ETP Th o1z,

HMEFRIRIEIZ, ARE : VLB 6 mg/m? (9,12,15,18,21,24 # D day 1, iv) +6MP+PSL, B #¥f :
AFEHETP Tholo, WTNLbHEGHIRIT 24 BRI TH -T2,

AL LT, Z22h3R1X ARE63% (53/84 1) . BHET71% (65/91 ) TV MilEICAEA
F72no7c (p=0.24) . E£72. 5 FAEFOMER (pSU) 1T AFE0.74, B # 0.79 TRERICHE
X707 (p=0.26) .

RZaMEE LT, BOONTEWERIZ 2 FECTRAET, LCH-I B E b RETH > 72, 17 fFlo
BEIZBWT 7 B0 EE 72 i/ MIOBE, 5 F0 [ fERME, 2 BRI E & e EE 72 Al
TEH (WHO 4358 1l XX IV) 3B L=, AREE BEEORITR D 1X72 o7,

LCH-1 38k & LCH-II FABR D LLHRIZ I\ T, ARMEIR, 1R DHRICE Y ERT2 2 &0
flERd <,

3) [EIPERBHR A IZ B D AFawm L OB

SCHR K
Imashuku S, Kinugawa N, 2002 4£-2007 4FIZ A A LCH #F%E 7 )L — 7" (JLSG-02 5R) (2%
Matsuzaki A, et al. Langerhans kST /N LCH B 164 451 2 Hiligas A 5 i 25 (SMFB)

cell histiocytosis with multifocal | 67 {5l & Zfigas i B2 (MSB) 97 2oy i), BIRE/NF—
bone lesions: comparative clinical | DR K ONEN O DO AZENT#% L BEHE L T\ D %2R,

features between single and VLB (6mg/m/day/2 i) I3#ERHRYE C 12T PSL, MTX, 6-MP
multi-systems. Int J Hematol. EOFH, AERITRIESEES MSB B (154 %) (2t LT SMFB
2009; 90(4): 506-512.% Bt (333 %) THEICEMN TN, BEDLTZY OBREKIT®

B CTEEZRD R o1, MBICBWTHETHREN K DS
. RICKEHECTH o 70, MIEEE . F-#ERE. RE. HEmHA
1%, MSB HECHEICZ o7z, 1RERISTEITXMBER CAZR
DT IHAEFR LA EELZRD -T2, MSB # TIXIRAE
DRIERNABIZFE -T2, (VLB OF R O 2PEIZ B9
DREIE )
EEFHLE T, RS, AN | A LR, £ TREE D R L U B 2R, FA ISk
h, 1F3D KIEREZ AR LT | LA Bl LT, AR TR B I BRI D8 2 R
Langerhans Al AR ERE D 1 HLRRER AR A ER 23 1 TIRM L C Uiz, SE et C© S-100 25 H &

Bil. Rz O FFF. 2009; 8(3): CD1la. langerin 2AGPETH D . X, Mg b HfRAEIR & e 22
355-360." BRI, SlEen A LCH L 2Wr L7z, PSL 2 #51%.

2 & i 2213 0HIR L7e 23, M E R I 2 b 238D 72 o T 7z
. B 470 05 ILSG-02 BB T 1 b 3 — L HEW S I
b PRIEZ B, VLB Z 3 efERpRIE C ZfTie. XL
Ja L3 /MBI Z & o 7o A3 AR 9 20 A BB 0 FR O KB
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WHBIL. % 13 A B b BREMRENRIEZ Bih, FER
DBUE S FARIRRE Z#EFF, (VLB O 2MEICB$ 2 Ft#lid 72
l/\O)

AT B CRE, xHH, =fiE
#, 130 WHECRAE LT v
TN Z AR RRERE O 1
Bil. /INJE23 AL 2009; 46(2):
207-211."2

2 e i, B 4 MaHEIC A L 7o B AR BUR AR LCH 12k L T
JLSG-02 &l 7' v b = — b (HAIE A) Z AT LIRS OHE/]
ZBDIz, VLB 5 oMaERFIE C MiATH 1L 72 2 i O ffi
INERRD TN, BT LT 4 DRI Do Te, £
Z T, EEELZWHEOEE H 8912 pamidronate B8 5- 21TV, EH
FEREIER e IBFERPIE LT, (VLB OZA&MICET 5
FRARIX AR ,)

Misaki H, Yamauchi T, Arai H ,
et al. Secondary Malignant
Fibrous Histiocytoma Following
Refractory Langerhans cell
histiocytosis. J Clin Exp
Hematopathol. 2009; 49(1):
33-7.8°

23 A ME, AFERERMEZEREIC AT L C PSL IC X iR A BAA L
7= DRI TR LT L7272, VLB (5mg/body/if)
R, % < OALFHRIE, S IHIRTE & OBOH B 15 & Jed T
L7c, LU, ZIRDBEONRNE F . e MR ME AR
ERIE (MFH) 23881, (b5E2 179 2 bR <, 4FPEk
P D ik 2 50E LIET, (VLB OZ2MEICB T 2 5idi
7200N)

L HEHRL T, KB, AREE, 1F
7. Langerhans s KRk BRAE .
R &R 295, 2008; 30(12):
1401-4.

1k 5 7223 B, Bl & BOEITIRE 2 A+ 5 Zldn 224 LCH
(2% L, JLSG-02 B 7 v h o — L Zht - T 2 B4k, VLB
T ETHERRRTE C MifTHRICIIIR 2 ICR M DI AENFED b /s
K720 | MECIRAE S 22 0E LIRBE, BFHRZA K ORZA & HI2
BL, T0#%, Bl FBL TS, (VLB OREMEICEd

aXsar A E AN AN
JIE ST, /INIE, BR)IMESE, | S RbEE iIT U 7=/ N R EMEIES RS 43 41 (ALL: 35 fil,
VED>, /N R BB Lk LCH: 1 i, fhiRtZENE: 2 5], HEMEY o3 2 1], RERCHIE: 3

T DHRATFFIEIC BT 2 F
FHEGRBURDL. BRI
2008; 34(2) : 194-203."

B 1B DYEEEGEN DR T — AL TR LG EER
1% A& ICHHA, VLB 2B L TiE LCH O 1 4]0 #1Z 6mg/m?
T PSL.6MP & ff T8 H STV B A3 RICBE T 5 Rtk
1X720, VLB % 561 T O A FFH 5L Grade 1 DIFFETE O A58 H,,

BRI~ v IATERE — mARE
E0. BERE & o7
Langerhans Al il #HARERE D 1
B, R fEEEIR. 2007; 49(5):
625-8.'°

9MMA B, Ek 4ADH X0 R, BREIC M LES HBL L
N, 1A < FEEN L fo BERE O REIRPEIC 2N THERE, B
& HLF S PRI AE IR ME R B R AR 2 & 568, TTHERERREE H Y
R AR, MERE, CT RETEREEZLED LCH &2,
JLSG-02 FER 7' 1 b = — MWV E ARG AL A Bl L, 524
FTIEPF DN, TDO%, MEFRE AITHIV T VLB & & et
FrflE CIlTBAT L= pT CHEmNIC IR 28 B L% L7z, (VLB
DRV BT DRI e n.)
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YR PNFD— B, WA, LS
gL, 1E7>. Langerhans cell
histiocytosis. £ & 2% . 2006;
28(7): 833-6."

40 FEActE, WEIHHOOD A L ALAREE, K &K O 0 RN
DEFHEZ L, THE. fi. H. TEREOSZIERHEZ -
7= LCH JEf, s AL LT VLB (6mg/m? /i) % PSL
EOFH TSR, 6 B TREA T OO S A K DNl O]
BIX ERb L, FERIBIER L7, B L, THEEBOLR
TIARR & 722 0 | BRI OEEST OFF LI H A, H ATEER O 4 i
CHARRERERHIAL DI 134 H e < 72 0 | MR, T HATR
EOET LA OLNMRL 2oz, £D%, VLB, 6-MP, PSL (T
L DMEFPRIEZ AT L, BIIECTHE(LEZRD T2, (VLB
DAY 2Rtk ,)

KRR, EREEUA, Ri#ESk,
ED. BN ZetE o latE, D 5
FEHERE I LA (2 %6 L 7=
T NN v AR RRERAE
D 1 4. FZREERIR. 2004; 46(8):
1221-4.'%

39 ik i, FAERTL W ASHENICERH V. CT M CAEBGEHE
TEUTMIME, BE OMEE LS S v | E 7o ik a9
S-100 P, CDla B5i:C LCH &2, VLB (HiAl) % 2 i
1\, Kk 8mg/m® THGBItE, = D% A MmERDEA L=z
5.8mg/m’ Z #EFE R L U CRF 12 I35 L7z, MRS o), #i/ls
B % 7% L7 32 OB KRB Z 7R L7272, VLB IZ& % T
PSL 55 L1z & 2 A BUGRBHTRDRA U MRS |3 B e/ Ve
Mz LTz,

EARFKE, HER, FAREE,
(I TRHEHERBLME Langerhans

cell histiocytosis D FLIEHI. /NE

75 Au. 2003; 40(1): 60-4.2

4 /Ao LCH 12k LT JLSG-96 it~ 1 k = — L ZHEv
WONFRIE & Bbh, — RO EOBIER U, AR & o9 0
INUTER, OB O 278 Uz, SRS AL O KOS
NARETH-727280. NHL-type DIEFRIEICER L7=7, M
JEC B2 OIRBEICE T A BT RIZIT>72 VP-16 & PSL
EENEIBRLEN TH - 272%, VLB (6mg/m?) | PSL, 6-MP
EETIREICER LTz, — BIIFROME /N BIZ ORI %58
T3, P ERIE D & IR BB L . BULSE 58\ TR A B
BE L7275, B R OWTIE RS B U, PRIk B & B L LAECRR
FIMJETIL LTz,

E A, HARGET, W=
¥, 1Z7>. Langerhans cell
histiocytosis @ 1 4.

P2 GG 2002; 44(4): 477-9.%°

5 H B, % 40 H X0 ARERITH G S AR e B ORE i 2 5
B L, WEICR, HmPEOREET. BB, MR, 1
PRI E R EICHE B OB A2 A9 5 KO M2 5 L
TV, SPERARkADIC S-100 & . OKT-6 i, A Tt
KD Birbeck FEk; 278, LCH & #2Wf, LCH Study Group @~
23— UIZHEVEANRE A Ba L, 3 7 — ViifTH: ., EIT
FEHE, FETROTA Y b—7"DHEM b, L LED
%, B DU IRERZEH | A MEAETIERR, B s HE, £z,
SAHE X 12T punched-out lesion 23 %4 Hi17272%, DAL-HX83
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B 1 b 32—/ LIZHEV VLB, PSL, ETP | X 2 RS ARRIE
ZBAA, %2 VT VLB, PSL, ETP, MTX. 6-MP | J % Hflig
Ex 47— T L. BUEIZRMFICE > T, (VLB O%4
PRI 2 RdiE e u,)

KLz, B, gnARHIER,
(EN. BRI &I LE RIS
LELWREEEZAHL
7255 KM Langerhans cell
histiocytosis ¢ 1 5. H /4>
25. 1999; 13(3): 184-7.%

1 A&, HAERL D 2HIKEEMED KB ERD, 4Pk
RMEANNVARZEGYE L L TR STz, Ll BBITHIRE
T F 0%, I N, R PEREIC LD RE A E,
FEASHHEL L S EOREREL & L, BERORBERIZED
LCH L2, BE. BEUADIESREITR ol
HLERSEEE T2 VLB (0.2mg/kgliE) & PSL IC & B Ab5eis
AT L, #1202 H TR Z2S7, VLB X2 »HREOKE%,
PR 51200 B2 ke LTk v, Atk 18 7 H OBIE, HK
BEITEFARREICY Yy v FT7 v 7 LTS, (VLB OR2MEIC
BA 2RI 2 v,)

AROLE, AR —, ITHERSE D,
AT aA RIFFTEARIEDA
M Té& > 7l E Langerhans cell
histiocytosis @™ 3 f. H /L%
25, 1999; 13(2): 117-21.%

@ HlOwEDOWN, VLB 2 L7z 1 FllZ 2>V TO )
3k, BITHEEE(LO - CT Bz £, AN i
Y 2 38 . UIBA AR CThFme ek kA 2F il & 2 K, VLB

(6mg/m?/lEl %3 1 [8]) & PSL (&A1) 12K HiARZ LA, 2
MAZD X EETHELRD T, m-PSL O REAE FEh, LA
#%. VLB (6mg/m¥mlZ @ < 3 22 A . A 11T 144/ &
PSL (1) (& DIBWR &Mk, Jmiktk 2 2 A THRITATRE L 72
V. ZORETEEMEMZRD, 14 A BITITERER R,
6 FHZOBIETH R L, (VLB OREVEICE T 5 fldlx
7200,)

TEE T, e =, ARILE,
17>, Langerhans cell
histiocytosis 27 il DK & K
PRI oOWT. BH/AMARE.
1999; 13(1): 14-20.%

LCH 27 # (}B V2 11 %, V2 16 {51, FEJE4EHT 4-96 7> A | single
system-singlesite (SS) 9 #, single system-multisites (SM) 7 {1,
multi system-multisites (MM) 11 f51) ®PN, SS2 5], SM 5 fil,

MM 11 D 18 fili2 VLB (3~6mg/im?) % PSL % & (fF ¢ ff
Mo 27 BIRBIBAFTTHY | HEEZFEODIL13FITH -
7= VLB OO 7280 ETP 20 L7=fil3 & - 7=, (VLB
DAE BN DT 7220,)

LGS, VA meEE, R,
IE. SR Letterer-Siwe #5

(Langerhans cell Histiocytosis)
D16l FfE. 1998; 40(3):
269-73.%

IMAIR, ATKRL Y BRI/ BA A b, Wi L
BETYER, ABERHC IR Y o SERERR, FTIRAE, i oo S
. Bk OE BRI 258 BB O SR BT L, TR,
&P THERYE Letterer-Siwe i & 2, ETP & PSL IZ X %R
D%, VLB (0.3mglkg/E) % 7 77— HidT, 17— 7%
WIZRRBITIER L, B Y > )8, FFIRRE O/ IMER 235388 5
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Mz, BB VLB (Al L) O#ERFRIEIC TRICEL 20

JERP =B, REpERIE, FARRE(T,
IE7>. Vinblastine i £ 512
£V ADH 7k B R A 2
L 7= Histiocytosis X ¢ 1 . [
B/ANBE 2. 1996; 44(5):
245-50.%

TRV, (VLB OZ M IcBET 5 t#kidev,)
1B, BB, BATEE. X BREIC CHE QT AL Z R

. AT Histiocytosis X, SZEBDAE KR Tl Letterer-Siwe
LW, ETRRRYE & VLB (3mg/mP/dayl,8) PSL, CPAIC L %
8% 4 7 — VAT, a2 bOERPIEE D | B HIERL
TR, DIRE, [A LY A CifbikE & a7, 5 B H Ok
FFlZ VLB % 15mg & 53 _X& LA, 75mg CimfEls L
SIADH % F&JiE, K HilfR & & b I A K I KO furosemide
i, &54% 11 A B3 iyE Na, CHEIZIER b, JR& 61
MU Tz AMOKEOHIRAZ H 1k, 13 A BT8R 7T —
TN RE LTZ DB IRBTERITZ BV o 1o, £ D% b EHRY
Z VLB Z & iest LI T L, BERE L X729 2 8
Iinodo, BUTEIL, 1BEEK T L, BIE L VI 12 % 7
NQAY AN

K2 TREZ, SFNEIE, ik
Z, AED FHELSMCIEAE LT
BB ERME PN 2 IERE OO TRIR AR .
KILANEL. 1996; 47(4): 443-7.%

@ HlDO®wE DN, VLB 2 L7z 2 FllZ OV TO )
1B X 25BN, A RBRE TR DL BRER M SRIE I3 L,
VLB (0.2mg/kg). PSL. ETP. CsA % A\ 7= {b2@ ik % Jiif 7
TR 1L A TEHAEDSRD B, 12 7 — /& TREO g Tk
RO AERIZY T V7 RRD HNT,
2 BB 2 i i A R (SR A U 7o AR BRI P ZERE L2 %6 L
VLB (0.2mg/kg) . PSL, ETP %\ 7o bk a fafT, 169 1

DA CTIHRENICEHENRD v, 50 H BIZIEFHETO Y €
FV T RH L, JFERETITIFIEES, (VLB 0Z2eticid
L REHEI LT R ,)
AREE ., PRIGERREEf-, MEIRFE— | 51 sk ME. JRAMIEIC THIE. TR, F. BUEITHEZ -
B, &2 PRAWIE & M PAEED | 72 sASEBNT )T U, BOR#iEHE & O VLB (0.1~o.2mg/kg/2ﬁ
JELHEE % P o To oA Wk 56mg) &G, TBIRELA 4 2 H ISR T IEIE R
Hand-Schaller-Christian 4% > 1 | 1855 & LAk, BT OEIRE &R 2 (SRR L7z, FRIZRITERNX
. FZJE R, 1994; 36(1): HONIRo T, BBBIFTH - T2NE D%, AASERRIC K Tl
137-40.%7 AN HHBL, A BAETE O &R . Wi IREg - A SRR -
BAkoOEEE)D B, FEE. VLB (0.2mg/kg/3 #., ¥ & 36mg)
G L, IR - EREBE LVWBGEL R LT,
AT, SR ERE, R, | 455 A B, BEL MitERE hER, U U HIER,
(&7, Letterer-Siwe 557> 5 JFMLES 2 &30, SRR DA L Y Letterer-Siwe i & 2247,

Hand-Schiiller-Christian %75 (2 %
17 L7z & o % Histiocytosis

DEX. CPM. ADM. BLM IT & 2 k2L
SEREME, UL, JRICTROEBE]

VLB (6mg/m?/i)
2 WiAT, 2 32— AR THRIC
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X O VIER]. DFEEE. 1992; 41(2):
381-8.28

2 e RBEE S R R . A AR ER D ZE | AR
BRVERZE, S SN OBEIRENSHBL LT 2 &b 3
(Hand-Schuller-Christian J5 ~F17) & ¥ll#r, B, VLB ([F L),
DEX, CPM. ETP (T X 2t LA HifT, 4 = — A GARITI
JEIT 28 0D H A A S D RS ol P L R P RS D3RR BTz
7o, HHEZE, VLB ([A L), DEX, CDDP, ACR, CPM
2 XD E 4 2 — A RAT UIER DS RE, BUE, Sk TR
BZEPTHLN, EROFBRITA LN TV, (VLB 04
PEIZBE 3 2 RdfiE 7z u,)

BHE—RS, KaH T, 50,
E0. BT T AF UGS
ER R R L
Histiocytosis X o 1 fi]. /N
BRIK. 1992; 45(1): 138-41.%

5 ke, AR CRIE, 5 12 MRt EaEdT. SEEE DR
HXHEB, AR LB E R G 2D BAERIC XY i
FAERME P HEME & 2267, VLB (6mg/m?) O 1 [F# 5% 6 [A] &
PSL I k2 ipE & BitG, D%, [WED VLB & PSL % 2 i fi
\Z 2 [\IfE1 T, 4K 9 EHD VLB #6544, FEE & Mgnt s B
ZO%, DR, AT, BERFEE . SRR, SR, WA
FBLLABEL 72 5, ABitk b ISR, W23 Reee, mifE, A
R UTo, SHER CT TIXEFE 72 < | MM CHREEMENL O M A M
BIRERBOT, IBEE LT, U7 B R E, BREAL biAew
B milnkAL SR A CRMERIE ATV, RSO ML, S
OB B OIS RE I S 3 138 L 72, JER D RIEZ I ETP OFfE
2 2 B ERIEE B, Z0%ORIBILRIFTH D,
(VLB OFZWEICBT 2 RtdiE 72 v,)

5

FRER, e, KIFRE
B, 1FD. TEUEICIHAE LA
FRER A ZERE D 1 EW] & 2 DFE
BAK), R FREIER. BARD
Pes Bl 222 MERE. 1990; 36(12):
2795-802.%

TEEEICHAE LT BRI SRR L L, SRR
¥k, VLB (¥)E& 4mg/m?, 2\ H L v 6mg/m?% 1[1E/7 BT
Ft4m) & PSLIC L BIBEZBIMG, Z D%, VLB (6mg/m?)
OG- 2 @I 1A L 1FEMkR L7z, VLB ORIFEH TH
% BIERGE D 70 & O BEFT RILA G727z, itk 2 4F 6 >
AR U7 R T, REIE X RIS SR E AR B e X
. HERMEBOBIZHEBET 52 bR KRR THD,

=N
6 %5 I,

INAREERE, AOFEESC, fKHE,

(T BRI SEN 2 & 0F L7 2%
KM Langerhans il i fHLA% ERE

D LHL AAHT A M.

2002; 38(1): 99-103.%

R 0 2, EXIMFER A &0 L 72 R LCH, 428 DB
ZOKIE & A R Hav, JFIER A2 A 0F it o MR
H oo, Blp 12 Wb AT aA ROV ARE, VLB 45 (3
mo/kg/i) BRAA L7z, Bl FECIR BB L (KM K B R
) ITX Y Al 15 TR, ERRIE DKM LCH O T4
RE#EEEZ OGN, (VLB OFZMER L2 T 5 5H
X720,)

INAKTEF-. T o F N 25

3k R, AIRSMANC BUT IR AN B L. KIS & B b A
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FEARERAE - M ER B RREMERE. /)
IREIEEPE. 2001; 54(4): 733-6.%

We, BEFD X M C 2 EpTd ey, B v F & CT CEHFFIZ 3 ME
AT AIRESMAEE | f2 FHE SRR T DY AL A TR
iz, BHE. i, TEK~DORER L, PSL & VLB (0.2 mg/kg/
W) TIREBAG, VLB X 12 [l G, 1aRHIEE 1 2°H THRR
SMARB SR 7 & BERRHBL L . FRR & 2217, CsA D5 THEtk—
HREP U723, 2 7 H RBRTEEBIC A IR M D I Bl D 72 8 CsA
ZWik L, PSL & VLB Zf, VLB10 ¥ 54, CsA % ftH
L. 14 EIETERE L, 20k, FRIKMERAEOHBL, 5
EEHIFEDHRNH Y . JLSG protocol T 2 [AIJRHR, 1BWEHE T #
7 A CEMMERE, (VLB ORAEMICET 25T 72 0,)

AKEFFOTE, B Sl -, AT,
E. LA EEE TR
Langerhans cell histiocytosis @ 1
Bl AR HPEEEE. 1999; 21:
123-6.%

1% 37 H B, A F5E OB A - - AR 4« &
FRE L, AEMTLCH L2, PSL HANZ X 21BN SBMA L,
Z D% VLB (6 mg/m?/i#ll X6 [a]) ZOF 4 2IAMICEE L CH
i 73 % B A7, PSL MR Ik b IEE O3 2807, BIfESL
KA T 2 FNC X DIEFAkG . (VLB OZ2MEIZ BT 5 Rtk
E720)

JELITRS, B Ak, PEE A
17>, Langerhans cell
histiocytosis & FH I PfF L 7=
a—A 7 HE. PR A
1998; 35(4): 528-31.%

8 MEMHFFEAED LCH IZxF L. VLB (6mg/m?i#) & PSLIC X %A
WA bR, T O%, AETETICHHRAENHBL L, KR & VLB
(0.1mg/kg/i#) . PSL, CPM DIRIFIZE LT 5 b A KIRIZE R
ZERHBL, MTX &8I LR ES T, IRRE TH, ZIREO
HRIEB L, VLB, PSL, CPM KN MTX |2 K %169 % FiBH
L7eds, AEBHIEE I E REBHEL, VLB, PSL, CPM |Z ETP
EIMZTABRA~EL LT, BN O 2/b5F9E (VLB O F
FEEE 1L 820 mg/m?) OB MRIE & Sl < Shu. 26 IREFICE
S>Ta—A T AEERIE LIIEF TH 7=, (VLB D4
BT S RiET AR ,)

AR, O, ILARTET,
(E7. IMEENS IR EEZZ L
7= Langerhans cell histiocytosis
D 1R N AL 1996;
33(1): 60-3.%

Ik, R, ZIR%E EiR & T DMIFENSRIERZE DA%
S L7 LCHJEfRI, PSL & VLB (6 mg/m’3#) |k ik % B
Bo TR/ N FRD  BHENETUEER bR L2720, Sk
T VLB O &k, €Dk, WEDELZZO-T2H, DEX K
BREEMA, BABSNIETUEER I —RICER LZb 00, £
DBEMICH D, (VLB ORI 5 #E20,)

A, BAET, B, X
M. 6 AEDORE TRAICE -T2
Langerhans cell histiocytosis @ 1
fil. H/hfasEs. 1994; 8(2):
147-52.%

10 BN, 2 BEIRFICEAEE & BE DO ARMIC T LCH &2, &
H e OMERER 2B 220> > 723, VLB (0.2 mg/kg/1~2 i) |
ADM, CPA, VCR, MTX, 6-MP, BMS DAL 22k I JRBIME: T,
BT T2 B RN MIEE D B A Zr 72, £ D%, ETP FHIZ X
0RO IR A ST, B L B OIRZE IR S U R FR S o
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RGN TH o7, 6khF, FERANANIELEZH I, 0
6 7> A BITIRRFEFSIE, 7 mkRFIC BATF 72350 5y SEMRIRBE & 157273
ETP O 558 15,400 mg/m* (IZE L7272, ETP ik, D
% VLB & MTX T L D#ERHMEFIREIC TRZEDHE L2 < | 8%
KF, BEARICE 0 ALFIEF IR, 10 ROBUE, EFRLVEV L
DDAVP (T X 2 i BhifiE O A CHfR 7 MeFE, (VLB ORAeMIC
B9~ % Rl v,)

(2) Peer-reviewed journal Df&EE. * % - 77+ 1) S XAFEQOHERR

DU DWW TITEEE NI B TWDHLUTNO 2 GasCa el L7-#5 %, VLB 2% LCH (2%
DIRMERPRIETH D EDREN B o7, B, AF - 7TV AOMWMEII RN o T,

1) Allen CE and McClain KL. Langerhans cell histiocytosis: a review of past, current and future
therapies. Drugs of Today 2007; 43(9): 627-43.%

LCH (ZXt7" 2 VLB OB & Z a4 it Uiz 2 sk LRI ERARFER (DAL-HX 83 7k,
DAL-HX 90 7B, LCH-1&ER, LCH-11 38R & O LCH-II §ABR) OWMERH 5, VLB X, AT
1A RFISFEORA & ORI TEARE R OMEFFFRIEICHE I S, mWARIMERHRE ST
Do Flo. MNEOHZRHF . BN LCH % LT [ RRE THHA ST b,

2) McClain KL. Drug therapy for the treatment of Langerhans cell histiocytosis. Expert Opin.
Pharmacother. 2005; 6: 2435-41.%

ZOfIHES DR, LCH BT L T b mBEICEN S TV L EEANL VLB & AT 1
A FFITH %D, ETP z81d 2 0FHRIE bR S 7228, VLB ICHE D185 Lo AT A
STV, BIMEFHEFEMEDO -0, ETP OIS 2RI H 5, PIRHRRIHE ZH
T % LCH OIEMRIEIZ VLB & X7 1A RAIL D 6 MAMOPFHEIE TS 5,

(3) HEEZFE~DREMBRE L TORLEIRER

1) FRRERIEICRET 2 bFELWEERIETH 5 [Histiocytic Disorders of Children and Adults /
Basic Science, Clinical Features and Therapy] Edited by Weitzman S, 2005 {235\ T VLB 7% LCH
2T D HEAIEKITHD Z LR STV DY, £, NEOMEFEO R b — 2 Bk &
T %5 IMANUAL OF PEDIATRIC HEMATOLOGY AND ONCOLOGY | Edited by Lanzkowsky P,
2005 (2B T VLB 2% LCH (T3 5 BAIKAITH 2 = L il s T 5%, ERICEY,
T, YERBICKT 2 HEMAEE 2V, URNERSE 8 3y " T4 A okiEtt #6
JiR) I T LCH X T 2 1A% C VLB 3 EASA & L Citfia T\ b, SHFREORR
NAEITLL TR,

BEE FLEINA
Histiocytic Disorders | [BJRZ OIRFEICxHT DL IEDHE]
of Children and VLB +PSL * i 3 OIEH|Z oA G o 2 0FHEE N kb — 1T
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Adults Basic Science,
Clinical Features and

Therapy®

H D,

(i A DJifi LCH 12 %4 2 1R D IE)

- BOffatEEEAl (VLB KUY MTX) A HESEZR L E LCH (23 L ChE

HavFad FIRFREOIHATHEIEZA L T0D, ZhbOEANT

AN DOBRFMEDf LCH I L THEHATH D E D= BT VA TR0,
(LCH (Zxtd % VA D 1)

- BEER R IE LRSI, —RICA T e A R - T Re

A4 R (VLB, B> 7 U RF) LOPFHEE 3 DA (MTX 72 L)

Th D,

( %auﬁ#:\DALHx%ﬁﬁaau}+lLCH4|LCH4H%%@@%E¥%
TR &AL VLB 6 mg/m® & 138 % 381 1 B 545 Z L ASidk

éhfbé&

CEREIEEIRTE LCH (233 2 b2 iE D 1A)

- BEER R AIEME R, —RICAT A R - T die

A4 K (VLB, v 27 U RAFr) LOPFHLEE 3 DAl (Ara-C, MTX

&) Tho,

MANUAL OF
PEDIATRIC
HEMATOLOGY
AND ONCOLOGY
Fourth Edition*

(LCH V&% D IH)
-%A%@fiWBGmwﬁw$E%123456@@159&%

BRI REPMRNG AT Z 0 68 W&%%& ﬁo
n’*’é%ﬁf{i&“( X VLB 6 mg/m?iv Hi[EZ 3 Ich7- 0 il 1 [E#E L, 1
o — A% @%%ﬁ%%ﬁéﬁwfm_owfi7 Ho 1 BHIC
Be 52 B L, 2 a— ARRITIREMER A 2 A S 700 SUTTEEIERZ O
BEOELNIEFNILI3EB D 1 A BICEEZBAB L. 12 0 H#%E
Tk T 5,

(17 % ik - EIMESEE MBS LCH O IHE)
LSRR E AT % LCH (21X, AT uA & VLB OREAIEAC
6-MP, MTX. Ara-C 73 & Z A8 bR 7= K0 b3k % 12 72 H
SET N

4 H O
%6}‘1&42

(23 /NEF A Langerhans FIEAHARERIE 1RIEIED AR A v F DIAE)
Hilge 22 (SM ) | ZIgaR2mZE (MM B (I3 2 A0 I &
DIEMP I LS IEIE 21T 9, ERRIR & LTIEL, PSL, VCR, VLB,
ETP. AraC. MTX, DOX. 6-MP. CPA 72 & Z A& HH T 6~12 >
ARNGHRMTOR TN D
(EFEbisz, EWNERER
MENTND,)

HKBRD JLSG-02 RERD 7 1~ = LIS A3
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(4) ZEXIEBFOZRAA 54 o~DEEEHIRR

1) EBEHAEERFESIC X AEE 7 2 k=)L LCH-I, LCH-II, LCH-NI FABRIC BT, LCH (2%
% WA & LT VLB (6 mg/m? JFARIE) AEA S TWD ¥, £/, ERICBWTIAAR
Z NN AR ERIEAF 72 7 L — 72 K B ILSG-02 #BR 7 1 b 2 W CHERHRIED —
#FC VLB 6 mgim? % O THW 2 IRIEN SR ST 5 1% KE NCI @ PDQ (2B W T, /MR
B OB D LCH D155 T VLB 2MEHERIEEA & L TESIT SN TWD Z ERNHRTE 5%,

PDQ (ZHEST S 4L TN D IRZE D EE M O FE TS U 7o BR AL S 5 S R R D —3
ZHFE L T TIORT,

/N LCH D%

FRYETR IR ST TRt R IR

FLERZSE, ISETD
FITIRE O

6 7°H® VLB XCPSL : # 1 [ VLB (6 mg/m?) % 7 H[H. T
BIF72 OG5 iuE 3 M T, 48 PSL (40 mg/m?) % 4 JE[H,

HEERE FEUNT 2 R 2T TG, = D% PSL Z 3 #8[# Z & 12 5 HI# 40 mg/m?
T, VLBHEA L LB ET 5,
LRV X | VLB LOVPSL : 1[0 VLB (6 mg/m?) % 7 #R. e CRAFA K

B REZ D
AT HED 72 V0
JE. U osELL T
e K i 22 O i A
HhoHE

JEAME S AT 3B Z & DBEHAT K B 6 22 H DR, PSL (40 mg/m?)
Z 4 EMERRE L, VT 2 @G TET 5, £D%, PSL &
WM L2 5 B 40 mg/m?* T, VLBIEA L & bic#ET %, HAIO
A (B, PSL) (2 X 2511 (6 72 H AR O =— R id+4rCidzze <,
FREN E D2\, 6 DPHRBIOZHIL O A TORIEME(LFIL 18% T
BoT=DIZK L, FHTHMSUTHEAOIEE LT A K D HIEHLF
12 50%~80% CTdb - 7= = & NG STV D,

R, AR, B
ST (BERE. B
U S T
‘R ZTLHA
HEHT)

JeiEe, APDRR, B BE ST (R Y A7 iges) © LCH IZxd 2 IEHEIRIED
HARIZ. LCH-I, LCH-11, } O} DAL-HX 83 fffZei2 k3%, 6 /2J (LCH-I
JZONLCH-ID 735 14 (DAL-HX-83) & &R TW5, LCH-IIAfFZEi,
B ORI % VLB/PSL/6-MP 31X VLB/ETP/PSL/6-MP T4 5 7=
DT oA MMERBRTHY . GEILL~UL @ 1HA] 6 3 RFGEE O KOs D
il 5 AR, BIRR, MOUKHIHIHR RIZOW T, 2 DOTEHREERH]
THERHIZERITRO b o T, 2O 75 ETP L% D1 @ Histiocyte
Society OFRER TIIMH ST vy, ETP GRS IT 2 U A 7 g
N E /T HERETIIHCROIEL FRED LN, EmDH D &
ZATIEH D, LCH-1 2> 5 LCH-II FRABRICE T 2 BE DN S| 1R
FEIREEDOHINC LV & 622 REISOEMBES L, SETEMETT D
ZEMRBE I,

% % LCH

2% LCH 1ZxF9 % LCH-II IRBROFE 25 . VLB/PSL/6-MP Tl
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WSNTZBED 5 FEEFRN WHThH->DITH LT,
VLB/PSL/6-MP+ETP CiL 79% T -7z Z L AURE I, 5 FAEFEICE
WTHREFIC R PR EEE R O oz, LA > TETP 8B
IMENT=RF LY A TR SN2 o T2,

BRERMEKY 27
g Is 22

PRI L7 BB IOk 2 | IR RIEI IR E STy, »e
ONDOLT A NH D, VLB LTPSL O THENARBL T OHH
BT AR HRA AT 5B, VLBI#E 1 E&OMEH O PSL % 6
WG 2 BEMEANC I DWEPAR TH D, HEMIRZE DR

IRV, IEEMERA Z R T ITANIE E A ERD D WIEE . &
H MTX O 1 [Bl#5- K T 6-MP D& R G-Z28N L7z 3 M Z & dif
JRICAETTE 5,

3
Q
[
W
)ﬁ
3t
W2

LCH

LRI EEZHTHEFICB T, 6 B OEYERERE LETEE
ATHEKO12 8 B £ TITHAD B2 &R SR WG E TR, Bric 22iaist
B OENS & 72D, KA YA —AN)T-FF7 2 ZDT N—TOWIET —
G, &9 LI/NEBREGFT HAREMEIT DT 10%TH 5 2 L AR
ENTW5D, LCH-Il iRBRTI%, VLB/PSL (2 X B2 7 6 MH £ T
IZHFE D KIEBEDLIRD 2 T2 BEITB T DAEFOFREMEIL 27% ThHh
72, [FELL~UL 1 1iiA] VLB/PSL/ETP I L BB &%\t 6 B TR
W72 SIS BT BB T D AEFOATEEMIE 52% CTdh - 72, LCH
X D RFEIE L LTO2-CAA KD 2-T A F v aki~ A v Off
RICBET 2R/ AFEIR TV D,

B\ LCH D&

IR ETR % 0D 3 IR
53

e DIZ & A E1E, N T 7o ZHMFHRRERE (LCH) @
A RTA NS TR E AN LCH 27 DAEYER L & L CHESE
THTHAD, WA ETATHE & IRET 20BN 722 FA E 72 1 TWrEivEF
#7 (mutilating surgery) (33t & SRV, EELFERIEIC L D FHRE
IFER L, BB LICEF R OHEIIHERTE S, VU Rv g KW
O MTX X, REREZAT 2B ICBN TR G TN D,

/NRIZEIT D LCH AFZEDFER B . BANEE A VLB K TVPSLIZ L %
6 HDIEEEZZ T 2581213, BANGRSOZ MBI A ITR T D5
FHRETE S IIRIRBVIC, R ER DR VIR T T2 ENREN TS,

6. AMTORFRERR (BE) RUOEAREICOVT
(1) BEEZARICRDIAFHBTORARBKRE (8BE) FITOWT

HLDTEISHRETH D LCH (ZEE T B AT IE 8 i Bh R YR ik 7E 3¢ (B ARHH
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http://mext-cancerinfo.tri-kobe.org/database/pdq/summary/japanese.jsp?Pdq_ID=CDR0000600550#_91
http://mext-cancerinfo.tri-kobe.org/database/pdq/summary/japanese.jsp?Pdq_ID=CDR0000600550#_91
http://cancerinfo.tri-kobe.org/database/medicine/antiCancerMed.jsp?Medi_ID=40

BHFTEE) ORGIRB L 72> TV DIEFICHDIKERTH Y, RIFEED PR ARICET S

FHAERFZEHE) 12 LAUE, AT IT D LCH OBRFEEITHI 500 A& SN TWAY Bk %

Ehid 51 ’%f: D EFIEORMEREO R D EBEIC RSN & 5720 BR T EREDAFR
IZBW TR EIZBRIE AT o T BRI,

(2) BERBITHRLSEAMTORKABRBRER VERRERARREICONT

B AR RBREAE & L Ci, AR O SCHRR SRS 0 B . ATl VLB OF M EZ 53 25 729
DO RBUL 22 FiA E AR E R SN TRE LT, Fh#Eoe 7 )V 2AF 2 L THEMS
T2 ILSG-96 B DFER N AR EINTWD L, Fio, R A= L D Hi7-72i—7 v hau
JLSG-02 5ABR7AY 2002 4F L 0 Ffi 4L, £ OH THEFPHRIED —EBIZ VLB M AAIAEN TV D

. ZHRIEPFMENTND Z & EBRENIEFIC KT TRELh LR TH L7720, =
DFRERFE R DX VLB OFIER L2 E RS 2 FETErnEEx b Y,

(23) JILSG-02 iRk 5 VLBIEHr h=2—1
Maintenance C: daily 6MP and alternative (a) and (b) regimens g2 wks;
(a): VLB(day 1) and PSL(day 1-5)
(b): MTX(PO, day 1)

o T, FHliTX 2 AR TORKRBERITR2NEEZ D,

BRI FHSERBIC B LTI, ATRC O SCHRIR SRS R K 0 15 LI SCR DB 9~ b 3% B4 &
VLB O FHFLHE A & 2 kY 47 0 | Z DT HARAN DB % RGUIARILHIZ VLB Off
R 55 e OV - B S BB L2 R Ak S U QOB 27 8 ONIE 23 1, BN 4 1) 112>
WTHET L2, ZOfE%E. VLB OIS 6 mg/m? Tdb - 7= Tk 14 14, 0.2 mglkg T - 7=
SCHRAS 4 1F, DN 9 TH 7=, ZON, RATZT D 4 Tl 6mg/m2 23 1 {4, 5mg/body
28 14, 8—5.8mg/m? 78 14, 0.1~0.2 mg/kg 7% 1 #Fﬂ%;oto FRVETITE 1 [F1 573 10 74,
2 WIZ 1 [RIBEH23 6 ﬁi (BN LA ETe) . 1~2 81 1 [E$ 523 5, 1~3 2 1 =528 1
i (B . 2~3 31T 1 [E#5-28 1 1F () . aﬂ%zrie LAY 4 (B L 1¢¢2 &ie) Thol,
boz & 75>%9%En%f“@f]§'7f . fRESIC, 6 mg/m® & 1 S 2~3 1T 1 [EEG T &
nNTWnWs &2 bz, Ak - HEOFEMIZLLFIZAT,

Mk | & H | VLB EMAHI%% & ik
Int J Hematol* 2009 | 90 |506-12 | 164 )
H AN I %4558 | 1999 | 13 | 14-20 | 18 @) @
23
L2y 1996 | 47 | 443-7 |2 @ )
FHBRE (24 1F) 24 @ 13 4 @ 9 4
11~22,24,25,27~36 @ 3 WIJ 5 W[J

@~ % 141 | ®+® 54
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@+O 14
®+0 14
© 3l
A& W6 mg/m? ©20.2mglkg @8—5.8mg/m*> @5mg/body (0.3 mg/kg ®3 mg/m?
(0.1~0.2mg/kg ®4~6 mg/m* @3 mg/kg @06 mg/m* } T* 0.1 mg/kg
@3~6 mg/m?
ML . ® 1[El/1HE

® 1[ER2#E © 1[E/3E O Fidel

Flo. THO 27 fEOTEROW, VLB Z ELiniRIZ L D OO FIMERHER TE 53
Bkix 22 8 (23 431 - /NI 19 B, BN 4 H) T, ZOFRENHLIRE TH Lo, T L1
FHEANAEN R . —EORMETHMTE RWR, MELODENRROOENTZED (5 HE
R SUTTEREMEIR A O — RO L 2 G te) 22161 UNE 18 1, kA 36l TH-o7=,

LD Z &t AEIZBWT, /MNEEROA D LCH 12k LA OEFIRRER & 1 ZIX R D
HAETVLB NMEAINTWDEENED bz,

7. DHBFEOZREAMICDONNT
(1) BEERRICEAINEAIZBHTAR3IETUOARVBARANIZE T 2EMMEORETMIZD
T

5. BELENAEITHR D ERIDORFKITER - fBEFIZOWVWT) TREH L7z 18 kil DS EA
Rl Li- 4 SOAFKLHERICE VT, VLB 1E 6 mg/m? O & DO ERIRM %5 T AL,/
FRyk L LTl & OfF T 6 22H ~12 22 A &4v, LCH X 2 A0 (2% 14,
FLITRT L DIT, 57%~86% & HVMEZ /R LTz, 7T R 2%t & Uz bhisaRBR A S5 <
TWRWe E, FROMPRICB T HHEIIS A0, EROEEE G EX S L. ZhbooR
BRASFIZ LD VLB S LCH IZK L THIITH D LRl Z L I3 Y THDH LB X D, 10k,
WAND 4 SDORELEIZISIT 2 E - H&E, PFIEAOEDIMNSE L £ Lo —RR 2RI
AT,

# 1 LCH \ZxI3 5 A%hk

23 iR Mk - & iE 145 IR
No.
2 6 mg/m? iv 106 86 %
3 6 mg/m? iv 63 79.4%
4 6 mg/m? iv 74 57%
5 6 mg/m? iv A FE* 1 84 4 AFE : 63%
B x> : 91 4l B At : 71%
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*A#E : VLB+PSL+6MP
**B #f : VLB+PSL+ETP+6MP

F o, RS HLPE OFLHEICFIREI LS D25, K - 5E - M - (LD 4 N EICEWT LCH (2%
DNHE  SIEDBO LN TND Z & RANCEET 5 LCH ORI BT 2 st o T E 7 okt &
BT VLB NEEAEAI L L CRE S TWA Z e, 2o, KE NCHICE > TERSA TS
PDQ (23 T VLB 2EHERY 2384 & U CREH STV D Z &b IS IV TAHKID LCH
X D/ IPEIZ OV T OFHIIIMSL L TV D EB X B,

—J7. BARAD/PNE LCH IZx3 % VLB OAMEIT, ENIZE T 5RO R L LT
IFTRENTWZRY, L, 16 A TORAFRN. () K OMERERICOWT) T~
=X oz, EWIZEBWT/IE LCH 12k LT VLB &5 L7=ERIHE DO STk 9 B, ZhED
RLHD B D 18 RIC IRV T, AEF 19 Bl 18 BT 5 DR NFRD BT B DFHE N H D |
230, VLB OFUEMEREEHIC DWW T, BREE, AMEELZ R THREITIALE LW L 2EE
THE, VLB IZHARATO/NE LCH IR L TH —EDOHIMENHRCE A THH LB
2B,

F7o. BRADRA LCH IZ%fT % VLB OfFEHIZOWT S, hRICEHET L& H 5 4
TEDOSCERIC B W TERE 4 il 3 FlCEMEORENRD DN FOREAH 0 | /INERIEEC
—EDOHNERIFFTE 5,

(2) ZEENBITRAINEANCE TSI ETVARVBRANICE T HREMOBREETMEICD
T

5. BELENEITLR D ERNINDOREIHR « lEFIZOWVT] TREdi L7z 4 DDOREILER O
T. VLB Z & T bEIC L 0 @A IR BV DA EFHRIT A MEREE D K OV MR 2
DEE DB T o7 24, AMEREIR AT W T, DRICRE~PEETHY | AR
PERFEO BTN D, M/IMEBIENZ DWW TIE, BHECMIEIC LCH W ZE 2 A 7 5% CldE
BRI/ MBI RO 5TV L2, JRBHSRO AR bR I T\ 5, FEMiEEN: &
LC., FFREREE LR LN TV DA, Il LCH WA 2 /T 2 BEHIZE RO LI, FikE
H SR D FTREME bR STz 4,

F7o. LCH BE T, JRAVE. MERS, TS, HIE, ook %S o Kpir#%iE
FEDRREDMEAT & & HITHBLT 223, VLB 2 BT b FRIERIC 2 6 ORBORINZD 5
niro®sEsH 53,

Lk, #MEAD LCH %14 & L7z VLB OERKRRBROMARICIH N T, oA HFFLITA
i BREk A B O/ MBS 2 OB BEHI T D03, K« B -l - {AD 4 1 EIZE VT LCH
(ZXET D808 - SRR O BTN D Z & AFNTET 2D LCH ORI 2 st o 27
BRI EEIC VLB RNEAEH L LCRESNTWD Z &, 220, KENCHI X > TER SR T
W% PDQ (28T VLB MHEHER 238K & L CREHi STV A Z L 2 E 2 v, BER O
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HEBUCHB L0 6, AJ 2072k - FETHWASEIZE, MBI 5 VLB @ LCH
X DO T T AT LTS EEZ BN,

—Ji. BARAND LCH IZ%f9 5 VLB OZEMIE, 16. ARMTORFRI (B K OM#EH
KRRIZOWTY) TR~ & 9, HBI~BEPIOIEFHE DA TH Y . BFHETIEARND, 27 fF
OICHERF, VLB Z & Tia IR L ZaIcBlT 2o b 72 8 4 UM 6 1. plA 2
) OB THE SN TV D HEFGT, H¥REREE (F1—F1D P 71— RO AN
BRI 18, A ERIED O, AR 2, BRI 52 K D ADH Sy BV EEGERE 2, B BEH 2,
FRERIELR 2, EEER 2, f&ig P L OEIE ® TH Y | A SR TG Sh TW s HESR
BLAOLDOTHoT, o, TNHEOFEERON, A TORETHMEREL P 0 1
HOHRTH - T,

T, AR DAKIOFIHM R (1982 4F) ISHET S - BERRR SC 39 b, BITEA O
T & B DS O D7 ERNE 2,135 B CTH VP, ZoHICEENHENRE (8 . 31EH)
AN O NS | RITER O A KN 7 7 7 A VDS OME & RE IXRR D
RNZENHLMNISTEY, 2o, VLB O HICEL T, BiEE, ANEEZ RET Dl
BITRN SN L 2B BT DL, HMEATOLEMEDORAEIC LY BARN TOZEEM 2 HEH
THZEIEFAREE B 2 DL, 7ok, WA OEKREROBHEIZ BV TR bV A REIH o
BEFRRIZOWTL, AIZBIT D2ARFORM LEICBONTHEBEMOBEKRZFEIEH & LT
HEnTnas,

UL BRI E 2. RFBICB WA Z LCH (2 22 % « AR, O Lo ESIC
HEOSEHWDHEAEITIE, WS & FRRICE SRR TR E B2 b D,

(3) EERRICRAILMBFOZAMEICONT

FRED (1) KO (2) 2B 2BHNEEEE 2T, AFD LCH 2R 2 ZhEED BN
DONTIE, EFIEE LN THh 5D LW L7,

8. i - MERUAE - AEEORBORLEONT
(1) #te - BRIZONT

AKFND LCH 124 D 40HE « R OFEHUEL, K - 98 - - (A THERZR-> TRV | flIX, KE -
FEETE by bbb s O—F (EXAFAHA b— R X)), METIE [Fo 500
ARERRERE (e AT A A h— 2 X) |, ALETIE T—HOMASEMERE ] & 72> T o,
LCH IZEEND 3 OOKEED Ly hLb e =i [NV R e va—TF— 7 RXAF ¥
VI TAFREERVE R ZEIENE ) (3, 16Kk, FIERFRECR S L7 lfan | £ DRI L » THH s

T AR ORNRE - ZhHIE, BB R OB Th o 7,
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NTWELDTHY ., WTFNOEE S T 7 b 2D & 7B T2 « B0 L 7=
RCTELDFA—OHEFEZHEL TS Z NG, BIEIZZO LS Tl B/
ROBRREDOEIZ LV T HZ R &> TnWD, D ET, LCHIZHBWTEEEIC
VLB WEA SN2 E 9 00%, 5. (4) ICFE#E L7 NCIHIZL % PDQ T/RENTWVWAH LEDY
BIREINY AT OENENL - JREH D0 E D I OIRE OHERFEHIZ L 0 ¥ S h T b,
ZDTD KEIOZRE « HRIZHONWTUE, BEEFEOHEDO LB | 1770 ARk
MRERIE)] & L, EBICARIZH AT L0908 5 00%, Hx OBRFICEBIT D LCH OIREEN,
JRAEDEREIC U THIB T 2 &% &BF 2 61T,

<ZhEE - SR oFHEHE GaM) >
T TN AR ERSE

(2) A& - AEICDWT

VLB @ LCH Zxt9 2% 1 BIOMHEOTHRIL, M CTO/NRE RS L Uiz KSR R =5
DAL-HX83, DAL-HX90, LCH-1, LCH-11, LCH-1Il } EWNRBR D ILSG-02 DWW T IUTBNTH
AR 6 mgim? ((REHR) LHxEINTEY ., TEENOMALE DT EHEK TOARKOME
AREDZL N 6 mgm* THHZ b, BEEOEEO LY | AFOARIT/NE - KA
Z o9 EE kbfmmm(W%@ﬁ)& RETHIENEYTHDEBEZ DN, 725,
AFNT B ER G L0 EREIEORERNAE T D Z ERH LN TWNAHTZD, BED
RABIZ)E CCo ﬂﬁ%ﬁéa@ﬂﬁ%mnﬂﬁ EVRRYBTHDLEEZ LN,

FGHEICOWTEEEDOELETIIHE 1 BoOFE &SN TWAER, EROWES TORFRR
B N ONEL N D Bl R 3R Je OMEE F 2 e T, T8 %A%&&mﬁbfﬁﬁ%&fi& B
ZRTFSETREY, %ﬂ%&’ﬁbfi lm-w%&% 15 THDN, HE
FRikics ik, ERE 2581 1 el ST 3 3 1@&Lt%5%%fﬁ%ﬂ%%éh
fwho_h%%ﬁixf Kﬁ TéKﬂ@LU4 ZxF D AL, BAFEICB W T

I 1 a5, HERFREICB O TCIE 2~3 BIC 1 mE G T2 L RARYTHDL EEZIBN
776

<k - HEOEHE >

?VﬁwAVX%%ﬁ%%f’ﬁbf ﬁ% BT T AF R L LT 6 mg/m? ({K
RKEM) &, BAFHECB O TI LEIZ 1B #ERFRIEICB W TE 2~3 312 1 5], FIRNIC
E%?éo&k\%ﬁ®h%_ibﬁﬂﬁgﬁéo

9. ZEERNRICRIFLLHHEAR

ﬁ
II

REFOLEMEIZONT
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(1) BEERRIIODVWTCHBATERNDIET U R FLIZERFERAEENTELTLS A

DEEIZDINT

WM RBWTIE, =B T7 AR OEREHERBIII AR nWEEBEZoND, 2. BN

WIZBWTH, AFNZOWTERIC T EDHEHRRIIBEE I N TVWD LD EEZLND =0, B
FEA CIIREIT R WEEZ BN D,

(2) ki (1) TERREREENTELTVSIGERIE. BELESNLHEARBREFONRN

BIZDOWT

Hrlz/e L

(3) Zofh. HERFTRICETIBEERIZONT

HlzZa L

10. f#Z&

FrlzZa L

11. 3FEXR—E8

2

3

4

Morimoto A, Ikushima S, Kinugawa N, et al. Improved Outcome in the Treatment of Pediatric
Multifocal Langerhans Cell Histiocytosis. Results from the Japan Langerhans Cell Histiocytosis
Study Group-96 Protocol Study. Cancer. 2006; 107(3): 613-9.

Gadner H, Heitger A, Grois N, et al. Treatment Strategy for Disseminated Langerhans Cell
Histiocytosis. Med Pediatr Oncol. 1994; 23(2): 72-80.

Minkov M, Grois N, Heitger A, et al. Treatment of Multisystem Langerhans Cell Histiocytosis.
Results of the DAL-HX 83 and DAL-HX 90 Studies. Klin Padiatr. 2000;212(4):139-44

Gadner H, Grois N, Arico M, et al. A randomized trial of treatment for multisystem Langerhans’ cell
histiocytosis. J Pediatr. 2001; 138(5): 728-34.

Gadner H, Grois N, Potschger U, et al. Improved outcome in multisystem Langerhans cell
histiocytosis is associated with therapy intensification. Blood. 2008; 111(5):2556-62.

Bedford Laboratories. VinBLAStine Sulfate for Injection USP ¥4 32, 2001
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7 Hospira UK Ltd. Vinblastine Sulphate 1 mg/ml Injection ¥sfJ 3¢, 2008

8 GRY-Pharma GmbH. Vinblastinsulfat Teva 1 mg/ml Injektionslosung ¥4 3¢, 2009

9 Vidal. Le Dictionnaire, 2010: 2268-9 (EG LABO. VELBE iff3(3E)

10 Imashuku S, Kinugawa N, Matsuzaki A, et al. Langerhans cell histiocytosis with multifocal bone
lesions: comparative clinical features between single and multi-systems. Int J Hematol. 2009;
90(4): 506-512

11 EEPE -, MRS, AR, 1E0. AKIEARRE 2 & 2 L 7= Langerhans flAHHAR ERIE O 1
B, FZJ&DOFF:. 2009; 8(3): 355-360

12 MAPECORES, @MW, —JHIEZR, 132 MWHEICRAE LT > 7 AR AR ERIE O 1
f5il. /INVE2DS Au. 2009; 46(2): 207-211

13 Misaki H, Yamauchi T, Arai H , et al. Secondary Malignant Fibrous Histiocytoma Following
Refractory Langerhans cell histiocytosis. J Clin Exp Hematopathol. 2009; 49(1): 33-7

14 AT, KHEE, KB, 1E2>. Langerhans AMREREERGE. F2 i8R 2 9%, 2008; 30(12):
1401-4

15 JIESEF-, /NI, BAIMESE, 135, /NG B 1Tk 2 AR b A
BEFRSIBURDNL. EHEIEF. 2008; 34(2) : 194-203.

16 SEF~ v WABERE— mAREE ., 130 BRI & 1 o 72 Langerhans HiFGAEARERSE O 1
B, Rz &g, 2007; 49(5): 625-8

17 SEPNFn—BA, #iEAML, L EHA, 12> Langerhans cell histiocytosis. FE7 2. 2006;
28(7): 833-6

18 Rk, MERFEE/A, RIEEMRL, 130 AR MED BaHE I, B3 HE SRR (2 )58 L7
T N ABAARERIE O 1 . FZRE G IR, 2004; 46(8): 1221-4

19 FHARFEFE, H B, HBAKEL, 1T, IRFEHBIME Langerhans cell histiocytosis O FLEHI. /MR
73 /v, 2003; 40(1): 60-4

20 & AR, HARRAET, M=ET, 1F2>. Langerhans cell histiocytosis ¢ 1 f5i]. 5 &K
2002; 44(4): 477-9

21 JEARZZ, BN, gRHIER, 1T, BIGRE LB EERBEIC L 2F LWERERE
Of U7 ek Langerhans cell histiocytosis @ 1 . H/hfiaxEE. 1999 ; 13(3) : 184-7

22 FILE, WIARN—, TEPIEAT aA RREPFEAEESH H Ch - 7= 15E Langerhans
cell histiocytosis @ 3 f3]. H/hinsx§E. 1999; 13(2): 117-21.

23 TREHEv, A=, ZR5LE, 1E2>. Langerhans cell histiocytosis 27 %l DG AH G & £ 1%
IZOWT. H/hEES. 1999; 13(1): 14-20.

24 AL, VO A, TR, 120> e RPE Letterer-Siwe i (Langerhans cell Histiocytosis)
D 1. FZJE. 1998; 40(3): 269-73.

25 MEEFEE, RERELIE, AR, 132>, Vinblastine OB 5 X W ADH 4365 E
B % 5 L7- Histiocytosis X @ 1 6. E&R/NEES. 1996; 44(5): 245-50.

26 22 FRE, FWNEE, Mk, 130 FHELIIMTRA U7 B ER M N ZENEE O 5K
. BIESNEL. 1996; 47(4): 443-7.

27 FREE ., PRIGRRER, IRIECE—RE, 1E2>. JRARE & i BE EE IR 2 1 - 7o B
Hand-Schiiller-Christian 55 1 1. FZREEGR. 1994; 36(1): 137-40.

28 FTHIATT, EEFEME, /NREIRR, 1$2>. Letterer-Siwe J55 70> & Hand-Schiller-Christian %5 12
1T L7z & b5 Histiocytosis X @ 1 5ER]. HRMEE. 1992; 41(2): 381-8.

29 BHE—ER, KAaHS, SHE 130 B 77 AF U REHICEHMREEEZ 2 L
Histiocytosis X @ 1 . /NEFFERR. 1992; 45(1): 138-41.

30 %m*ﬁ'ﬁt HIOE—ES, ARER, 1T, FEEICRAE LT HRRERAEED LEf & 20

AR, AR RVBIEE. B AR OB ERE. 1990; 36(12): 2795-802.
31 /RFERE, AHEESC, KHE, 1Fh. BERMEERZ A 0F L7228 XM Langerhans Al iR i
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BIED 1. B ASH AR HEES. 2002; 38(1): 99-103.

INARFEA-. T 2NN AR ERSE - i ER &R EmErt. /NERMESIR. 2001; 54(4): 733-6.
KEFFNTE, [ EiE -, FTEZ&ASE, 120 A0 T3 E RFS Langerhans cell histiocytosis @ 1 4.
A)INEAESS. 1999; 21: 123-6.

VLSRR, BF 4%, BFE 1, 132>, Langerhans cell histiocytosis %3 B ff%E Uiz — o
V7 RME. N2 A, 1998; 35(4): 528-31.

FRAEE, PR, (LATEAT, 13, MIEENZIIH A % 5 L7 Langerhans cell histiocytosis
D 14825 NS AL 1996; 33(1): 60-3.

A, BAMLES, FRER, 139 6 Rl CTHRMEIZZE - 7 Langerhans cell histiocytosis
O 1], H/MEEE 1994; 8(2): 147-52.

Allen CE, McClain KL. Langerhans cell histiocytosis: a review of past, current and future
therapies. Drugs of Today. 2007; 43(9): 627-43.

McClain KL. Drug therapy for the treatment of Langerhans cell histiocytosis. Expert Opin
Pharmacother. 2005(14); 6: 2435-41.

Weitzman S. Histocytic Disorders of Children and Adults/ Basic Science, Clinical Features and
Therapy. 2005;

Lanzkowsky P. MANUAL of Pediatric Hematology and Oncology. 2005;

FAT. 17 3 M - EmEEA. G HiEkoEEB. NERFAE 3. BT EFRER
2008. 1330p.

FH4¢—. Langerhans MR ERSE. 4 B ORZMrEEHE 6 iRk, HUR : =5 ; 2010. 1874p.
FARIE N e R R B [ CUES AL 2A Bt F ) PDQPH AGERR 7 v 7 v~ 2l
FHARERIE D15 (PDQ®) : H¥# ) [updated 2010 Apr 2; cited 2010 Jun 25]

JE A TR AT F0 2 Al B < VS MR B S IRATF 40 5 36 B R AR A 98 40 B PRI R A2 BT 5
FHANFZEEE (WFFEAERE « ZIRBLSR s R P 20) . FE A RIZ B3 2 A sE (R
%)

A AL AL, =7 Y — VO 4 H 10mg IRAF3CE (2009 4F 8 A tkqT 5)
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RIHE

DAL-HX 83 i (=& ik 2 )

Ui FEA &= FHE P51 A0
VLB | 6 mg/m’ iv | day 15, 22, 29, 36 6 A (G EINOIES)
@A | PSL | 40 mg/m® | po | day 1~28 (Dt 1 EERE) 6 A 75%)  91/106 (86 %)
A,B,C |ETP |60mg/m® |iv |day 1~5 6 i1 ¥ 21/91 (23 %)
ETP | 150 mg/m”* |iv | day 18, 25, 32, 39 R 447 96/106 (90%)
s VLB | 6 mg/m’ iv | day1 of week 9, 12, 15, 18, 24, 30, 36, 42 1 4E[H** | 8% 25/28 (89 %)
*&ﬁf{f PSL |40mg/m* | po | dayl~5 | ofweek9,12, 15,18, 24, 30, 36, 42 1 R[> | % 3/25 (12 %)
6-MP | 50 mg/m” | po | daily week 6~52 1 AR | ZEAF 28/28 (100%)
VLB | 6 mg/m’ iv | day 1 of week 9, 12, 15, 18, 24, 30, 36, 42 1 > | Z2%h  52/57 (91%)
feFppes | PSL | 40 mg/m® | po | dayl~5 | of week 9, 12, 15, 18, 24, 30, 36, 42 1 M | m%E 12/52 (23%)
B 6-MP | 50 mg/m* | po | daily week 6~52 1 4Ef* | 247 55/57 (96%)
ETP | 150 mg/m? |iv |day5 of week 9, 12, 15, 18, 24, 30, 36, 42 1 4FEf**
VLB | 6 mg/m’ iv | day 1 of week 9, 12, 15, 18, 24, 30, 36, 42 1 AR | %% 14121 (67%)
s PSL | 40mg/m’ | po | dayl~5 | ofweek 9,12, 15, 18, 24, 30, 36, 42 1 4RI | % 6/14 (42%)
""Eﬁcﬁ{f 6-MP | 50 mg/m* | po | daily week 6~52 L AER | AT 18121 (62%)
ETP | 150 mg/m* |iv | day5 of week 9, 12, 15, 18, 24, 30, 36, 42 1 A
MTX | 500 mg/m® | iv | day1 of week 9, 12, 15, 18, 24, 30, 36, 42 1 4>

*A: LR E R B A AT D IER], B:

WA 28 & 9 2 0EB, C: Nfanbknehs &2 a3 D el .

xS NRE B AT T

DAL-HX 90 3% (=& ik 3 )

TRIE™ HEFA FH & ik $ 54911 AR
VLB | 6 mg/m’ iv | day 15, 22, 29, 36 6 JHfH (DAL-HX 83 & 90 Okl |2 Bk S ALT2iE
@AW | PSL | 40 mg/m® | po | day 1~28 (Z0t% 1 A ) 6 1 [H] BloH L, 2 @l IR EZ AT 2 2l
A B ETP | 100 mg/m* | iv | day 1~5 6 i PAEFNZ DN T 6 1R DR A BRI L
ETP | 150 mg/m® | iv | day 15, 22, 29, 36 I 7= 5
- VLB | 6 mg/m’ iv | day 1, 8, 15, 22, 29, 36 6 M
e PSL | 40 mg/m* po | day 1~28 (D% 1 AR R) 6 i fH CR 13/63 (20.7%)
¢ ETP | 150 mg/m® | iv | day 1,8, 15, 22, 29, 36 6 jHp] | X7 50/63(79.4%)
“erege: | PSL | 40mgim? | po | day 1~5 | of week 9, 12, 15, 18, 24 1 tpppee | 3% 15/50 (30%)
A ETP | 150 mg/m2 iv | day 1 of week 9, 12, 15, 18, 24 1 HFfE**
VLB |6 mg/m2 iv | day 1 of week 9, 12, 15, 18, 21, 24, 30, 36, 42 | 1 4Ef**
WERpE: | PSL | 40 mg/m? po | day 1~5 | of week 9, 12, 15, 18, 24, 30, 36, 42 1 HEfE**
B, C ETP | 150 mg/m? |iv |day1 of week 9, 12, 15, 18, 24, 30, 36, 42 1 HEfE**
6-MP | 50 mg/m® | po | daily week 6~52 1 AR

*A: IR VR IR B A AT D AER], B:

BRI 28 22 0 2 EB, C: NfanbERebE s 26 3 D Ef] .

e HONRE 2 S T2
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LCH-1 3Bk (3K 4)

Pk FEA & I P 511 A (6 1% TORE)
2 : =0 42074 (57%) | (FREREIROFEAM)
L i VLB | 6 mg/m iv | day1 weekly 6 » HIH N (61%) | 259 76/143 (53%)
PSL | 30mgkg |iv | day 1,2,3 ME R | B (76%) | B (58%)
_ HAF** (79%)
ETP | 150 mg/m* |iv | day1~3 | every 3 weeks 8 2—x %) 34169 (49%)
ETP R (55%)
PSL |30mgkg |iv | day 1,2,3 oEor | EET O (83%)
* B 3HEE TORIEMER > 3EROAEFR
LCH-11 3Bk (5% ik 5)
Pk JEA & I P54 AR
8 U A VLB |6 mg/m22 iv | day 1,8, 15, 22, 29, 36 6 A %) 53/84 (63%)
o PSL | 40 mg/m po | day 1~28 (D% 1 AR E) 6 i ]
VLB | 6 mg/m’ iv | day 1,8, 15, 22, 29, 36 6 %% 65/91 (71%)
MW AEB | PSL | 40mg/m® | po | day 1~28 (0% 1 EHEE) 6 il ]
ETP | 150 mg/m* | iv | day 1,8, 15, 22, 29, 36 6 A
VLB | 6 mg/m’ iv | day 1 of week 9, 12, 15, 18, 21, 24 6 » HIE* | 3HFZOFFR  (46%)
MEFREE A | PSL | 40 mg/m® | po | day 1~5 | of week 9, 12, 15, 18, 21, 24 6 » AM* | 5EHDOESF  (74%)
6-MP | 50 mg/m* | po | daily week 6~24 6 » H >
VLB | 6 mg/m? iv | day1 of week 9, 12, 15, 18, 21, 24 6 » HIE* | 3B DI (46%)
T PSL |40mg/m* | po | day1~5 | of week 9,12, 15, 18, 21, 24 6 » AR* | 5 FHEDAELF  (79%)
TR 6-MP | 50 mg/m* | po | daily week 6~24 6 H >
ETP | 150 mg/m® |iv |day1 of week 9, 12, 15, 18, 21, 24 6 » HIH*

* O NRIE A S AT
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