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[IZUDIZ]LCH BFE DO THITH U TRAF & 130 2 | lasZ O A IR 692 SOSHEIC J 0 ffix

ThHbH, ™AV AZIEFRCHEFIEFNIRT LT, T4 Cladribine (2-CdA) (2L DIRENHGE SID X 9127
0. TOEMERIFFSI TN D, AlElbivbiud, 2-CdA 5 L7 iaE IR LCH fERI % 4 ks L
TeOTHET 2, DEGI] SEFIL : 1B R MM type, J8IERF, ZREOMMEAK, ITIEIC K 2 FERIES 2 &
7oL, BEREBIIRE Th o7, JILSG-02 DRMEEAFFRET PR TH Y | 2-CdA 3mg/m2/day x Sdays (CdA-3)
Z 1 a—AJif71%, 5 mg/m2/day x Sdays (CdA-5) % 7 2—AWEfT L7z, 2 2 —ARRICIFHIESEE L, #)
D 2.4x10° UL 377 sIL2R |37 8 T — AR TH£IC 986 UmL £ IR T L, AZh &Ml L7, BWERE L
ThFHERED & AR 278D T, TRRRE 114 3 AR5l LR 2 AR L T D, JER 2« 14 55, 3
FRFEIC SM type (BRZA) Z38JE, %ICCONSIRA S 72 L, MBI AZ#EVIKL T\, CdA-3 % 1 22—
ZhiAT#%. CdA-5 Z AT LTz, H&5HT# 10 B BT, FHBREML~VLOETT, TV, EREEIER &
O CNS JEROIEHE AR 7=, HDIVIG THRpRITeE L7z, 2-CdA $5-2F2612 CNS JZ A B U 7= Alherk:
EETE R0, JEFI3 - 1B, MM type, JLSG-02 ¢ maintenance A f& THHZIFBR L, CdA-5 &5 =
— AT LT, 3 2—A% D SIL2R IEFL LARE 572, BWER & LTS, IHERIZ 25807, &
BEIHIZY 5 2 — A BICRO B, M/ ASEAE LTz, TERERE T 1 AR 08 U EMAHERF L T D,
FEB] 4 173% 5, MM type, JLSG-02 DHEMFEEAFIETNR THY, CdA-5 Zit 4 =—AHEfT L7z, Wifg
IRZR TN L7228 SIL2R 1 BB CTH Y . 2-CAA+CA Zfiif T L7=, Z D& sIL2R 1K T L, CA OfFH
WHENEZZ BTz, EHIZHDCA AT L, 1REAKT Uiz, 18K T# 1 o3 URMAHERF L C
W5, [F &) RFEEGIE LCH EFIC9 2 2-CdA OFMEIVRR S, LsLan Db, CNSHZEIC
% U THEMERAZERT 2 LOWRELH Y | EEICKRGT 5081355, 2-CdA DAZIE - BIWER 2 5
T BT, FEHANME LCH 2 %15 & 3 D Rim Z RN E E NS,
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2-chlorodeoxyaenosine (2-CdA) BEZh & B 2 bNT-EHBENSRKEE % £ L2 IRFEGE OB F R
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ENT B PR ZeE 2 — BRI O, IR Y. IR P e

(1T o] FEMES AR (XG) 14, Histiocytic disorder D TH 1 | FufEuta T CD68 BPE. CDla
Btk F7-2 <13 8100 EHBEMEORHEE o, 1EE A EWERFHRE DA THIKENET 208, K 5%
R RN AT ET 22500805, Bixld, BHENICKINSHONEEZ 95 HHEME IXG JEFI21%
BT THET 5, DERI] 4550, 28 ZIREFFFRAET, % RGO O PRIERAE & 2
67, DDAVP BHAACRAMBIZE S Qs AR TRESE, BIR, et B, BEENE LU Hilc %
T HAGHMERE 2ROz, HIEOERTIXG L2l AT vA R/ UL ZPEE THESER O—R) e EIHE )3
HOND Y, EERAITIAETH Y HEEE TH 5 LCH RIDIEH ILSG-02 protocol (VCR, AraC, PSL)
(CHEL 4 BRAEAT, L2vL, #R&ICADLIK N, AT A NMEFHEICEROLEE N H Y . % 74 HEIZ
WUBEIZHARE, (O LCH ANRRICSISARE TH Y, 2CdA & K AraC FEABIlA L7223, G L 5504
PRUEZENIETTHER 2 T U B BREERITE N 2 B Ui, /KEEIEITRRO o Tz, BHENEEZ =X U 7
L7223 BIRFRFREA L. NS MO ERR L~V IRIRICEGE, DRI, 2CdA OHAREE (S mg/m2/d, 5
HI#) 5 23—V LTz, Hf)2 23— AFE T, IR N 2 WIE—H A L7y, DRI nh
(LG B 2R VIR I, BRIRIRND 5 7 AREA L, BUED & Z A3, [B%] IXG,

LCH i, & bz BRGNS HEEF £ CTHAET 5, LCH OFGEHIZ IXG @ X 912 CD1a &k~
ZAb LIRSS D003 S Cnd, AFID X 2 7Z2IMSRENIC 2 RAER ORI %E 295 IXG O#H
B TH DL, PRSI TR RV & S5 2CdA ARBHIECAZ ThoT- L& 2 b,
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[IZ T i) 2-chlorodeoxyadenosine (2-CdA) 1%, FiF&d K OMHAENE LCH OP/L_— kL L THECTh
0. R, FEREME ARSI R L7 D ST 5, AlalFk 2 ik, ARSI 5 2-CdA
PV 3 A4 MDS A2 FE L=, FIHRERBOGA R U A 7 iganiZiEiett LCH 2/ L= i+ 5, DiE
Bl 5 A, 1 ARRC, B, MEKERIEGREAFIE L, RIEAMT LCH (gl 2 7 ligemiziE
SR < T - - YRR LT L7-, JLSG-02 71 b — /LAY | EAEEARE A 21T ) b USARE T,
BABLICBAT LR L 220 | HERFRIE B - C 2170 1R A T L, ZORIZ cyclophosphamide (CPM)
25 180 mg/kg #e5- ST, 1BRIET 2 700 % (1% 10 22A8) | F=22 805, AT > MEg. A
FEESHEBL U7z, BB OERIC L 0 LCH B L2l L, 2-CdA #k (Smg/m’x 5 AR, 338 ZBAtAL
7oo 6 —ARETIRE, A MEF O/ INERITIXIEIE L7203, /N7 o MIERIFRAF L7272, 3 a— R LT,
2-CdA JRIRHIL, BEEE OB BN & AFBRERIN 2 25807208, EH 5 HlEe/IZEE Lz, 9 a—AKTH (2
7% 6 7 A) AT MERIIIEI LRI AL T L, 2%, LCH B3I -7, 5% 3 22 A . 2-CdA
ETH2H10 0 H) L0 i/ IMRAK F23HEL L. 3 A £ TR T L7z, HifEkEL 5000-6000 /ul, 4 H1ER 50-60 %,
~EZ Y 12 gdl Ak, RRARIER 7 Tl & M IMRESM IR =Tz, B BERE CIHFEERO BN
<\ YHORITIEF A CTH o 7203, 2 RO RER S (micromegakaryocytes & pseudo-pelger B 5 ) %588,
MDS (RCMD) &l L7z, [%%2] 2-CdA BiE MDS i, 7L/ UEFIBHABICZ VS, 7 LA
£ ZUMEMDS &0 b FHNCHIET D58 & %, ABX.CPM & 2-CdA OMFEDMEM S TR Y [ 2-CdA
% FHAIC MDS %2 38JiE L7z, LCH OIRFEIZIBT 2-CdA 1E, —KIBHICHRT LBUGA R T CPM &5
NIBNTHNBIND Z ERLZV, 2D L5 72BITlE, MDS BIEICFHCEREZET 5 LB 65,
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KT HEED, Hhb A2, WH E—2, A B0, 4 8. e #=0, i |1,
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SESCFEFE NERED, NEAVEL D, IEEREERI Y, BN EIER L Z — SRR Y,
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(XU DIC] ZlEa T o 7 Ny AHIMAAREERE (MS-LCH) (ZIZIRRIEPIEZMER A H 5 Z i3 b
TWb, Al Bex T LIRS 2RI CTIRIE L= MS-LCH (ZxF L, AR Z2RA5 b, ZORERL
L 2o =BRENCONT, FRFT R L & D®ET 5,

UiEBT] 27% 8 7 A DB, ABE 10 HEI2 O HEHE, 3 HAi) bIREREEAROIIIE %2, B CTICT
NB3E, FFARRE S L ONBIEAE DA 28 S, YR NSBB8 o7, ARBEiE, BEEHIIE
TRPEIRIZAR D B RIS 278D T, RS ITFLIEIN N HER 0 Tl 0 IRIRMEEE & L CTIROIURR SN TE 2N
BRI L7220 e Z e D R EAM A T L. LCH &2l F7-. CTIZC ESAMICIEGEMRA 2380, JEH
DEREGE LR T, & 2 TREAREMC S b TFRNIEIC T =2 — 7B 5T, RIFHHE T L7
36 L O FSRIEEAEMIZ T LCH Ozl 780 7, LLED HREEPEIRE R 411 5 2l LCH (K8, & (-
5 ) O2ZWr6 JLSG-02 7'e bk a—/ /U TIRERA, InductionA ZBHAAEL T 1 27—/ &2 N
NHAE JE FHOFRZE S HEAT L, Progressive Disease Ofi|lf77>5 InductionB2 (3 7 —/1) % Jiif T Stable Disease 7>
% Induction Failure & I, ¥kiZ. Cladribine (5 mg/m2/day i H 5 H#% 3 @M, 2 7 —L) BHAKREGTS
bR EIEROSETZ LS, I MRI L1 Stable Disease &I, Z 5 OFGE S, FRIBOT= D2 X
SRR 2 0 B & T L7208, BRI E ORI PRI 2 LN 2 BB LA 28 DEEE N G | YERR G
IR 2 i1 T L7z, L LRI A DED = 28— b A o MERERED B BYSIE & (NARDS (2Tl L7z,
i Cdo DR EMERRE 2 500> MS-LCH DSETER & #%5% L 7= O CHIBIRERIT . & A bt 75,
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R BEIT, BE WS, BRES 627, A WA, O B B OIESL, il TS, B TR fEm B
B ERNNRER Y v 2 — iR - R

FEGIE 3 3% 6 22A D&M, 2 7% 10 22 AT, M0 K358, S Y v HilEiR & . IRERZEHA388, CRP
% 23 mgdL L EETH o772, IR AN ARE L7z, BEEIC 1 5RFC EB VA1 /L A B i Bk & AE
BRECABIRZ B LT 2 &3 D, ABIOAREE, S o/ EAEMRICT LCH &2l L. RaEORR,
LA EAE GREE. BFE. e, R BE) . SERY o HilfiR, RO iRn, a8 &
Wil7-, F7z. BEHS MRI Tl T1 FHE C FEREEIEORE BFOMKERD., IRIVELEIFL Tz, 2
Wi B M A2 7R 7272, BBIRE CIHREE MG CE o720, U A7 fidgnd 0 LI L=, JLSG-02
LA B OWTIREZBIG LT, EMREARE A O%, H0NIIEVL . BRZ. RAE. &b icE
U7zms, S Y o ~EEIRI D NS N AR D DA T, JRERUSTEIIARR &l L, SRS AL B &
BiAh U7z, SHERY o SEEIRIIEHRC OGS L N L7223, T0% G, TRPHBARTIC R EIS L OV CRP 15-
MBI, ALFRIEZ AT 5 EMAT HZ L &2V L, WD ay ha— L nREEE S %, PSL %
2mg/kg CHAE L7z, PSL BRAATRITECHNAFEMD S DAL CRP AKX T L7223, PSL i L 1mgkg & VI8
B9 % L 3B - CRP LA L PSLIKAIFEME L 70> Tvo 7, 18IEFT#HE LT, 2-CdA+Ara-C #5051
PRI LR L7203, BiAISGE L CE Q0D 2, SEEY o EEIRIIFIEHR L= 2 & JRAME
IFELZZ L EBE L, AT A FAHAIA TN TV DHERREE B IZ CyA, 6-MP Z0Ff L, PSL & KJE
BUTEEINAEAT % Lipo-DEX %A AT LIR# 1T 72, Lipo-DEX BAIL, FITERAFSE L,
FESL CRP O EFIIEERD T, BIEHERPRIE B O 3 00 2 T L, RTFPEIZ 72 > Tz PSL % 0.5mg/kg
FTHIT 5 Z LM TECND, AEFIOLSEDIRFTEHI DX | REROIEF] 2 ZHER SIL TV D 5451
TERETEXZ,
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RO #h—, Ll B, B WEAES, B4 A7, Bl B, FRE RS
FEREERERRY: /N

[IZCDIZ] TAHMEAENEY > SMEAIMSE (T-ALL) \Z LCH 236e%8 U7 iER 2488k L 7= DTS5, DiE
Bl 9 FHUE, 7rEERC T-ALL &2l & i, TCCSG ALL07-16-02 HEX/BFMOS (LA E A 2217 C, #ERE#R
EEAT- Tz, ABE 8 ERIRTA B AR 2 NS NS 2 B, ARz 2 BRRTD S 2 BA7 ks 50 7=
T-OANBEE 2%, MEHAClE. CRP 3.52 mg/dl, sIL-2R 1310 IU/ml, C. pneuminiae IgM 1.96 &[5 CTdH -
7oo BRI CIIEFERCAERB AR o7z, M Xp Tl FAEHIR R 25807203, CT TIdifik
Bud7n < MiMAE IR A RO 5 DA Th o7, BREERT, RIZIZLCHIZE 2 b0 L2l LL,
B Xp & CT CTHUH 72 LCH A 78D 78~ 7-2 &, C. pneuminiae IgM Bt Coh 722 Lo, BlRA T
LCH IZ XD b O ERE Uiz, FUAEAIE AT v A Rl - WAZBRLG, 0%, C. pneumoniae IgG 5
HEALERDIRD T2 ENB T T I VT RO AREMIIRN E B X T2, CMV ififk & 1 U =fifige & HRAHT A
MOEERTH -7z, FRZ S LCH Ol T+, AR 18 A H2>5 JLSG-02 induction A ZBfks, L7xL.
A% 30 B BICESIMPRREANES L, Il CT Ol /& Fass s &/ NEMEEEIEEI N T, AU AT A
FRIEREAN B, VM2 OBl & Ik L. mPSL & IVIG 52 B34h, APt 31 H BIC A THSK 2 BIgA, 1
e A55HTE, A-aDO2 425 Torr, P/F Eb 156, o —CADRILR, IHEIENRE 60~70 mmHg & &
filiZ7x L, ARDS &2, NO #52Bth 7=, APt 34 H BICMIRARE T Lz, [BE5] AERIOSEIX
L 72572 ARDS IZLCH N ED X HIZRE L TWADOMNL, M CE R T2 OfEE TE o7, Lo
U P AL & FPIREREIR 2> &\ LCH \ZPE S i M EAE SN — R 28 5 L& 2 BTz, S HIZ, H1%EKF T-ALL
AR & LCH KRS AR 230V N ClRl— TCRy SR s - FHiR N Z — v 2P 7 a » Mk & PCRIETHEYD
TV, T-ALL & LCH O 7 v — 3 issiifia i s o fIREM N B 2 BTz,
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o A0 S0 RO, AT D, B IERR Y, AR A0, mE =AY, ATH SEREY
HAERRS: ALY, BARERRFEZE KR /NER

SEGIX 7 B, Feed 2SEEM. R & £ B ARE RZEEK (LRI 2528 UTe, SARER
X #REET C6 | B lfiE, Mo shl x S5 E CHlifIiiEric OV E AAEORBIRFIRE TR i, ARk R
[CABE UTe, (RERENC RS 2380, MUEs « SEME CT CRIIAFT U > SEER, OVk AN/ NERIEEEIRE.,
CO BRlfiEg A 7ROz, 7 TN AHIRSARRERE (LCH) . #5i%, BMEE, v adf F—o R O ek
ST VLT U URUREENE, BIRERERRAREME, Bk PCR [ TRIZIIGEN Th o 7o, FENT <
MFEFRATTIL ACE 73 38 IU/L, NSE 73 22 ng/ml LR 572780 - U I3t T R E AT blid e o7, B
VT CIISAMEZ, Ga v o T CIESAME N OB OV E AMEDERE A58 7=, SFkE MRI Cl C4-C7 12/ T
N 25RO T, Malesss FAGAERR A fid T L, #EfkO %Y C CDla, S-100, CD207 (Langerin) 5T
7elzs, LCH (MM ) L3 L7, Z 0Dtk HARERMERBEICERRE L, JLSG-02 7'k =1 — /L Cia A
U7z, SRR YONIEER N < . REOMNILNEE AR, IR G, BERAOEMN &5 21T o7,
Induction A BHAATL 1T, FIRITHRIL L, MERIREE L 2E Lz, L UIRIER AT 0 A FOREEZIA L& 2
A TRREMNER & b A REEZRD D K 912 o7, M CILREE., MRENET oW ELZRBOI- b
DOIRIEFEFIIRAT L. BRSO & — 57 4780 PR LHWT L, OIpf s LT B1 Z3R L7=, Bl
DIRIEN S 2T 1A MR IIRAEVTIRD -7 7 0 b a—/L E2T A REREG OB S 1mg/kg O
PSL O A4 RE72 < MATL TV D, 7T DBITHIE L7z MM B LCH (XL TH 0 | 4 [BIZ DOIEFERE
BHET DL L VIR EORBESEZTIRT D,
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IR LCH I3V VTR & 72 2 it (CNS) TS & W 2R I - FERASRFAIC X 5 PR
FRPRARIE (CDI) 2Bz 6. Lo Tl 22 10448 ORI MRIBEOE L HHY . £
WROEEMD H > T LCH Hr#ifEE & L Co PR 2 % A (neurodegenerative CNS disease;
ND-CNS-LCH) IZ{EHNEE > T D,

ND-CNS-LCH & (% LCH {EEIRZ 3 5\ LCH OREEN 3 D IERI T, i MRI AT & L CAEARFRI72
TN N D T RIS A B b D& FET, /N TIVINKIK DY T2 5830 CRfE =, T 1 58
CIREZITEESZ R L, RHIELO/NM RIS F CIEns 5, IR T1 TR 5. T29RiHT
WA (RERIEEES) 27,

DT T DAUTHRIER A 1T MRI AT LOABGEZ R3S & 223, i, WL & HITfEx O
PREIEIRSIEBLT 2, IEEWEREIX FICI3JGRAMT, M, SRR T, BIEERENEEND, M
Here GoiE. REk, BHHEL 7pl) ofEE, BREENSHBIT S, FEIICITF DR TRERNICR 5, B
AIRRE NI TR T 95,

Z DX D AT LCHIEBI DO %(1%- 3 %, k4% T2HELH D) ITHBLL, Tha (TR -
IBATIED FE 2k LARAIAICE D, BERFICHEF]Cld LCH OFiER., T L T34 HUWTHYMRI L,
FEPIRNRDND Z N THRERENOMRYERE 2 Lign 5, —H., MJERD gD 5 Likx
AT 5D, ZO LD IIEFID722NMZIE LCH OBHEICIEBE LD TR - /MM ER & L THY b
NCEfL B 5,

ND-CNS'| LCH OFJER ED X H TR 3 20 FEHIXAIREZ2 D7)y, — HIFAE L72 ND-CNS-LCH DT
EEDIIITENIEDDZ LN TE D0, FENFIZL TWAFERIISH E 0 I H D7, AEEBIZHT 5
B AT HNT, R TOERZIR, ZOEBIZOWT—HEICE 2 HDEITHERIUT E B S,



