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Hbe ERRT U L SBRB L= 22— 2T 2 ik A B L 7= LCH OV 288k L=,

EGFI] 4 A B, % 1EEDEER - AR NEBOSHEL Uiz, 2 AR T Y o3
HER 278072, 4 DHIRAZHRERY o Sl SR UmAZER & s b U o SEfERAS B L
Tele D NBE LTz, FEENTAe o703, Wl E T & 2T L Sa02 93% LK T, ZRil FIZi
% 4 cm, gz 3 enfildin L7z, WBC 7700 (N 75%, L. 20%, E 1%, B 1%, M 3%), U >/ Ek~—Hh— :
CD3+ 19.0%, CD4+ 11.1%, CD8+ 5.6%, CD19+ 53.7%, CD56+ 21.5% & T U > /<Ek, R CD8 [tk
HIROZEBAZ 2738 0 . CRP 5.0 mg/dl, ESR 17/h & RIERIGERBOT-, &% CT T, f#vINaikik
Zf D MR, IR 28R DREED & FR A RROT-, S E R X OB LI T2~ T, A
U LEiERR T CD1a B EORBRER D O E AR 258 LCH &2l L=, E7e T My »3 &
STt AR BGYE 2 BB UBGIEA 7 V—= 7% LT 2 A, BD v 789 pg/ml & 5
UMEIE D=2 —F3 AF X PCR BT, =a—F L AFARROEHEE 2 LT~ ST &/IL PSL
EHEATEG- L, LCH-12 |2 X 2 Hf \RIE A Bl L7, VCR/Ara-C % 1 2—Af&T L7z C,
Bzl V) o EERIITEA U, IR - iR becE Lic, RIERUNITIER{EL, U o Bkv—70
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T@,b)% 5 aI—AIZTHKT L7z, 2 5% 10 22H2 51 AraC+VCR+PSL % 4 71— ft T
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3 ANFFE. 1 AR & P38, 2 NIt 272720~ 72,
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1D OR 40.2 (p-value<0.001), 2 @A OR 6.2 (p=0.0283). ZFFHZED OR 16.9 (p=0.0022) TH
STz, ZIZRSRNT CHD & pASHIH & % © 762 T OR 13.8 (p=0.0405) ThH - 72,
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Hand-Schuller-Christian J#. Letterer-Siwe J55 (LSD) @ 3 DIZ/p¥EI415, 72 T LSD [3E3E
HIAPOHE Ch L MERERIERRE (HPS) & SEICRIET 5720, HPS OfEhatiEd 5 = L 13E
BCh D, WECH~ X, LCHIEFIOMIEY A hhA 7 a7 7 A Vgt L, LSD AEFI Tl
YA NIA ED LR R EHHNDFE, HPS AOFEECIRiinig IL-18 fEAVEEIZ B3 25, il
X TL-18 ZPEA L QWA L7z (2014 A/ NRMIRSASEE) . Alalfk4 1X LCH 6 JEf]
DIIFEFA NI A AEZAREHNZRE U, ACFRERTHE T A A 7 a7 7 A )VEREI LD T
WET 2,

[xt5e & 075l EG 3 & LSD 3 HEfdt 6 feffl & fat Uiz, ELISA k4 W CiligEvA N oA
i (STNFRI, sTNFRII, IL-18, neopterine, IL-6) #HIE L7z, 2iEHIEJLSG LCH-02 7' f =2—
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a1 EGIEFNZIBW T FERFOMIE A N A ABIXIERIE > 72, — 5, LSD 35EFI Tk,
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EYA NhA T a7 7 A VORTIAE T Lrg Sivc, EG OFEEMHRZAS LSD ORI HEU
LTI A8 32 L2 2 &5, LSD 28I 5 HPS AT 4 22342 ECRIBRZE D,
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64 7%, Lok, 2012 FEE A XY | RIS NEBRSEHE L, R EBECRImEICIER LT, 3T
ECORE T Langerhans flHHARERIE & 2 &i, 2018 4= 3 AICS R &, P12
IRE, BRES « BB« _ER% A HPUONT 1lem K CORAREEINHME L2, JRERERFAIFT R Tl B
FeARRE RIS & 7 A I AR Ol & . VR 2 BRSOV AR LU,
Hil@l% CD1a B Tod v | #E 7S C Birbeck $Ehi A a8 L7-, PET-CT (2 CHlBIRZS 23887270
STz, HAgesmA A LW L=, PUVA-bath 5%, 7L K=y o U HMNAREEZ T~ 72
D, BEINZ D Z LSRR o T2, 2018 4F 11 HEE X D FEER AR - 5 L, IS Bk
KUTz, EEBCRIERORERITEWCEE L, BakoMlE 95 K ) 1cheoTe, 20%, = L
F— FARERE0.8mg/kg)<° 6-MP WAREEQ.5mgke) 21 T-7-73, 07 ibd, IFRE
[EENSHEL L2720 IE Lz, 2014 4E5 H X0, JLSG-02 Special C #7% (VBL, PSL, MTX, 6-MP
OFRE) ZBRke L7, FEERIREEICAA L L, BRIE 2R L QIR L2, fEioFiES —HT
WD, B TERITINA D Z SR o Tz, BT, 6-MP 4 1lmglkg F CHIET 5 & iTFHRER
ERHILL, 6-MP OlEE SR &z, 20161 HETTINHDOT 1 ha—i3 & 17 LB
P, REER - ABEARAE L T D, ZDHk1T 6-MP Ok Tdn 5, B CRGLIS ORI R
BHFBO TN, FREFEREEE C QOL DK F 2K L TRY , A%OIBFIEHIOWTHRE L
WD,
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SRR 1), KA 1, AKAwkE2)., mHEEE 3, ATEEE4. JUKEIA D)
FREEPSREENEL 1), 6 FERESAMVEL 2). MRS R EmEpEE 3), Paalmh Mg E: 4),
THESIER R ) LERE: 5)

DIERI] 40 mREo B, 20 4ELL EOBRERE, 2013 4REHE o 0 A8 2 CekEEd 2 Frpel i) s HHE,
2014 - 5 A X 0 ) e, SERGEREESBAM TR D B oL e PR ARVERRT & 7e o 72, AP,
FEZEN & R D PhRIMAEPIR IR 73 0 O AU T D0 SN RS b, IAEARIZC U o SRIEHRER A & 7
D55 5 955 HVEHRRE & 72 S T2 DSREIRIRREDBR S L 0 AT 1A KX =/ YL A&, JEiRidmik Uiz
MAT A RJREIZ LV 8 Wi HIZITHESERHEL, WEh & v 7L K=y 557D CHOP ik
e WA T, RRRFA S RPURIRAE - BN IRRE DA 7272, 55 19 %3 H . LCH (S-100(+), CD1a(+), Langerin(+))
DIFEW & 2 7253 BRAF BR300~ 7-, 85 27T H X W IIEREROT-O AT a4 K Imgkg %5
b IERUGED T O AT v A R 0.6 melke/ B2 L7=2555 65 97 H IS L IR - wiBaE R o S HEB,
DIC Z&6F LI BEIZRO T AT 0 A REEIC -T2~ 7 1 7 7 — IR VIEGERERR DR RE &)
W, DIC{ARE & I LA M A VA M—LZUGESE LS HIYT CyA A7 04 R/YLAZRE
Bt AT 1A RBEIFENE L RO 7 7 R © L& 52806 U7 ASEm kR c 7 R
DEREEIC K DMUMIEZ A0, SEZ/EBRIBIEISEREES N ifnfE & /o 2iE, SR ek B, 2
ORI YRR 3R 2 DMIERI TGE, HUBEAHR G- 2 5 e e L 2k L 2R 162 % H £ C
VTS RRBIZEE L TN ER 16397 HHTHTiZE - BGLtE20 HRUSE 2 G 0F L 16796 ASE T S/,

[F&®] I LCH O FAZIFHI RIF ChH D LW Wbiva M, ABIIDL HIZAT A RE
E SR\ IR A B 5 LCH SEBI I Ee: LW O EGYE R LI Ch o 72,
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FEHZARER 1), BRI 1D, I 1), kG 1D, MERESS 1), 06 1, 1ILE i\,
ZEREER 1), IHEET D, K BET D, BATET 2. A3f5LFn3), P2 1)
BIURFE—NE D, [\ NEE2), SR ERER AT N 3)

AJEHINIE 2009 420D LCH W FANER KB TAR T L D i Lz 1 JEFICTH D, £DHRD
PR Tt L 2 LT2 T OE 32, JEBlE 56 kM, 18 iRt Omns TR H a2 it
SHVc, ZEOHKWIERD R L 22 R DOFAIT TS BV AfibIEEA C Langerhans cell histiocytosis
LRSIz, 50 %k CORE THRAYET « IRAVE « HHAMEREIRE A7~ & 6, 51 ik 4w VR
FC VBL, PSL., MTX, 6-MP (&L D FEMM Tl FEN - B - BEIEROZFR /2 dcE%
Fr& b, DISBRSREIER STV, 20138 4F 11 A OS2 AERE MIE & 7+ & o HOT A7)
RSNV, 2014 - 4 AeFTHELR LD X OV BEEAE L, L a—TEHRAED
YR EEEDFE AL, FHOAREZW LT, 2 RIS « K F 474 & NPPV 485 - N
TH I ARG EE LT, 3T NPPV B L U e U 2R CARE 3 22H T HOT A LifiE & 72
o7z, i LCH Tl F=EZ S Z & 0356 0 Ml iHEE=— 258 ClE 5 BRI D, i)
JIRME « BlERURME « BRZSE TOIREESR 1R O b D72 Eik & 2RI T ELZ 2 L 9 5, AGERIT
TE DT =T IUIT TRV, FFEIREDZEYI L HOT B & ARFRLHE « FIPRFENAR TLE
U CHNKNED FTRE & 725 TR0 | Il E AR & AREASRIRTERFGE - 2 2 Mfiin e s A Cldzau
MEHEZ T2, T TITHHRZD T L T % LCH B CIIifith LA B3 5 AlaEtED o 0 IEE A 2 5,
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A D LCH (22N TP AN Z B 2 AR 2 H O S AP EE NIRRT oL TE 7203,
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