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Progress of Treatment of Langerhans Cell Histiocytosis in Children
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FRE U4 O 2H 2 40 it 38 A= 9 ( Langerhans cell his-
tiocytosis , LCH ) 2 —7f LA 2t AR A 5 4R 41 i 7 2H 21
TR SO REIE R I . LCH AT DL AR T4 i
VLU Z W, A SCHRIE LB REAE 580 4/1 000 000~
8/1 000 000, K IEAFE Iy 1~4 21 LCH I R
I —— D\ F BRI B R e 0 3 B e B A A 1 4 B
ZRGRE, T H R, (IR R IG T Z2HEAL, [F]
AP B AT TR RYREE S, (EXF T LCH A I i A
WHRZR XHES & Im RIRYT 1 & e . BT LCH & At
AN, 32 AT e U R MR A U, oh T B
BIAR IS0 240 B 1 R T 25 RN R i 4 B PR 79 R34, LCH
NN e —Fh e R PR . (HBEE 7E LCH RAE N

BRAF-V600E %558 7% 55 R ) B, 188K 1 22 1) B 92
LCH 2t f it THIEdE . 78 2016 EME1THYZH
LU 2 2d  LCH B8 X R ITEEBER

R ERA AR I2 8 LCH 1Y 3 2K, Horh LS 2
k. CD1a Fl/BX CD207 BEM: AL S brife ™)

19T EARYE 32 AR A5 AN [ R A A 3 T 4y
RN, AR E 2 RO E , 7 LCH 40 8 5L8%
ERARSEZ ZE( single system LCH,SS-LCH) MEZREZ
Z (multi system LCH,MS-LCH) '*' . AP Hyr sk, H
B4 20 21 Pp 25 st o RS HE AT A R 8 X, T i B vk
PIA (nonactive disease, NAD) AR 4522 HIE . 153
PR (active disease, AD) 70 N if5; Fa g JRA Mk

YEZ BT S0 (1993, 08-) , 2o Wi, EEM R LT MK RGOS, E-mail . 826861528@ qq. com,,
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J& . SR kb I IR ; e S IR kR A TE H TR
RRE: TR SR A3 ke | 3 43 e L R A
kb DR s UE R, ¥ NAD  AD W5 I3 A IRIT IR
B, 2 R TEIRIT RO

H AT EAIEIT IR . SS-LCH 7697 BUH T A8 5
fiL ,MS-LCH ZRH R G Aby7, LCH & B 75 2K W BE
Vio BLRGURITIF , — R I—ZIR97 , 72307
RS 6 J& (12 J4 ZEdsia P Wil (4 3 S H — ) 5
25J5 3 H 6 A 1 AR LU K 3 AT B v 7 i I
FrREVIPFAl 2 B i | DU AT A 2R i A —
LA0TT VRIS SEIRYT . (H LCH MR 2E 5K, BT
W ICSE R R TR

LCH R iRy 2E A K, Z 0 T SS-LCH iRYT,
PRUHAT — 2 1 A R, T AR 488 9 22 DR /N R oz 1 4% T
ARYUIBRIGST o MO, X T B afi VB A28 | 38 m] #4795 4t
PSR B T 3, SR IR 6 2 B 2R YT R
Jk3Z B, FTOFIWE R R  EARA BIESE Y A
22 2248 (central nervous system , CNS) 57 2 F B3 1
PRI 3h0>209 19 58 35 2B PR DR A RE 55 S5 38
FARIGITFBIT RO 2% . H A BFFE A0 s
‘Lﬁ::(2—chlor0deoxyadenosine,2—CdA) JRIT 12 5] CNS-LCH
B8 BITE LR, 4 By SEfR " . Allen C E 451
(e JBSE P S A 7 45703 B BB 5 7 e i B
LZGARITIY CNS-LCH /&, A 5 Ullrse, HARSER
FEBR R 1367 CNS-LCH (n=8) ,6 il B 3% A #5 4
AR A A7 o i, 2 W] 5 5 e IOk U S S S BR A
FE—ERRRE DB 2 R Gu AR AR L I
AW S CNS-LCH W07 I i 15 15 58 2w bE
MBI B AR T

KT LCH WRYT AR 2 E SR XA~ 5 b AT T
IRIESE, LU 456 [ PR B OR AR AR ft A 7 IS P o AR AT
FELEA LCH MIRTT #EE

1 BEMiRFETHRE

1.1 DAL-HX 83/90 7 % (1983-1991 %)
TR L B-E S EA) 62 NP IEST T DAL-
HX 83 Fll DAL-HX 90 J5 /5%, DAL-HX J5 L i K
FEIRAT KB B R e IR R IG T, FEAE R G 7 o
FLNERS JYREIL 1 AR LY A 63 ] MS-LCH B3, 45
R 56 B E A IGYT SN, Hor 50 461 8 2 3R T SOV AR
FFURIRIT 6 JA P H B, A Bt 1] Ry 6.5 8], B AR
6 JAMIIR IR YT N2 VAL TR YT B g ) G B[R] g, (7]
I, A WIIRYT RV B E AR TS R 92% , TTHIIRIA T
N AT UM 1%, B 6 WG 1A YT IO 2
—ANFHBER TSR

1.2 LCH-I #%(1991-1995 )

LCH- T 2 E PRI P23 51X MS-LCH 111 i
PEBEHLIG R, B 7 LR K B/ AL AR I 1T )7
B, LGN 143 BIEE  FENLS A A (74 B]) (B(69 )
PRAL, 43 )4 52 K B ALK FCIA TR T T RN
6 ™A . MR ILBIRIERIRYT SN (57% vs 49% ) J& K&
Z(61% vs 55%) AR (47% vs 58%) 3 FHAFHR
(76% vs 83%) JRHAAE K A5 (22% vs 23% ) AHY

LCH- | J5 SIR97 B A72 h 718% , 447 29 1] i
HHET o 15 BB 6 FICIAIT RN, A5 A RER
IR 6 AR IAYT RN & MS-LCH 1Y B 5 45 4 ; 7]
B WFFE R BT A P T SR E A I R 4 I A
AL 2> — 22 B MA LIRS EZ RAE
AR >2 B R EAEN , RN H LIRS E R
KOFIAF-Ay 5995 B0 28 d 35 R0 OC | B il R 3R 46 JHFIE L et
JE i I 2 SR 1G5 2% B (risk organs, RO) TR
MHZHER <2 S1ENEREE, 25, Ronceray L
SO 1 2 AR FE A K BRI 32 RS — Nl ST A T
JE N ZE | R E2ER LCH-IV J5 %&b B A 1 N
FE R B

LCH- I %5 DAL-HX &M, i 5 484
TR HM Y (78% vs 81%) , {8 DAL-HX I &M E K R
R (50% vs 30%) ,3X AT RE5 5 4 Y- IR AL IR YT HE K
P FELL S0 I S i Ag )

1.3 LCH-II (1996-2001 %)

LCH- 1 J7 % & 76 38 28 i 58 0] 4R I6 7 8 B R 32 v
MS-LCH B H M EA7 %, 5T LCH- T M 455, 1%
T3 SRR A TG e I IR 22 43 2hy v A5 2 RVIR A 4, 45 2R
RIEA RO 2502 2 VLT BJLIGIT RNV R 5 (>80%)
HAE N 100% , £ FR <2 & AJE LCH FET- A9l
SEIGRE N

LCH- I 77 &M & & il i oy . 26 193 il L
A fELL, IFRENLA A A B AL, A 4R K JEFA Tk
H KB IERNEYT | B HAE LR Fhn PRI
sAk, P B LAERRIB YT I A BRSBTS N
6 A HPRIERIAYT 6 i, A B PIALELPIIRIATT IR
N(63% vs T1%) 5 AR (T4% vs 19%) B K H
(46% vs 46% ) JG BHIE (43% vs 37%) HLEE 2 F 51
SR, BR KGR AR R I — e BUs
WRFCTATTAT 4k & 11 i 19 AU , 507 S 2 LCH-TI 7 8
HRFE TAKFCIAT T R R

LCH- I M54 85 LCH- 1 A RO+ EHR
VIEIBIT IV (67% vs 43% ) 0. FHE 5 ALK (44% vs
27%) BT 1% 5 5 SR TR YT R S R bR R
FREIEAMR,

LCH-T F & Kaplan-Meier ﬁ’*ﬁ@ﬂ?, JL A B
HHET AR RAETE LCH 2 W15 1 1 AF Z BRI, #2756
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FPRMEK 2 1| 4ETT B2t — I MR ER 1T

1.4 B K LCH#FRF465 JLSG-96 7 % (1996-2001 )
JLSG-96 4 H A LCH W58 2 (AR BEHLIR S . 1%
WA A B AT Ml IR JE A AT B A )
TRILRIAYT 6 J8, 4EFEI697 6 A, A TR RITR
N ZEF G AR (7% B) , kM IE KEH
Bl 22 2 L BRI B B A B, FRAA A 91 9] LCH &
LA LCH- 1 7R IES % /W 5 AFAEfE R 5
(94%) , W1 4R IGT7 BN (76% ) AL T LCH- T 75 5%
(53%) . 5 DAL-HX J5 2B, W5 TERI AR IR IT RN |
AAEAE T THAR Y A5 & 2 m T DAL-HX J7 %2 (28% s
18%) ,iX I RES AR YRI5 P 0 b7 R e Je A ™™
1.5 JLSG-02(2002-2009 4 )

JLSG-02 J5 % 4E JLSG-96 #ff 5% W R 4 Atk 1 A5 h
Wk (1) F IR e AR BRI R38N ; (2) 4ERER
JrIFRIAE R 2 48 Ji; (3) Xt Foemit e s , i R B b
SIARME, YA 147 ] MS-LCH 3, i ¥5H T
RO % 2y 4 RO+ RO-W4], 5 JISG-96 J5 E AL,
JLSG-02 77 ZE M O A= A% A 1 35 0% (RO+41 46% vs
27% ;RO-2H 70% vs 39%) , 53 M )& K AT 5 5 40 4R 96 7
JRE (6% vs 68% ) HIFREA X,

1.6 LCH-II 7 % (2001-2008 )
LCH-TI 7 AR5 JC RO 2 243 B AL 4l (RO+) Al
RfE4L(RO-) . X FEfEd (n=235), BIEWEMA
FH G WA B8 T 37 7 5 B R JE KR YT IS 1) 28 12 S H )
JrARL, T BEALINSOAS I B SRR YT T REAL > 0 A
B Wi, LRI AT A IR JE AN R A K AR, WA IR T
HHE N 6 J8, PEAG o NAD & E A 4e 53R 97, 5 0 #% 52
AT RRIIRIIRIATT A5 6 VAN S TR T RN
AT RGRyT, M, FRg R BN, madn 5 4F
SARA AR 84% (A 4H 87% vs B 4H 82%) 5 4EE K
SR 27% (A 2H25% vs B 2H29%) . A I B BB LI
A R BRSNS B I A R B R A R
K, H B AU RN AR A Y 1.6 i, HRR H
AU S S A EEE R N A G, LCH-TT £S5
LCH- I #1 LCH- Il Fe4se, A= A7 282wy W O 8 4 v, i &2
RARGFET LCH-1 (55%) F LCH-1I (44%) . ZWF
TR W T R MBS KA BIR YT
[H]oh 12 A A B 7 8 RO+ H AR EIG I 5 ™,
RSEH (n=187) FEHLS R C FI D B4, BT & BITFE R
6 ™A JEE R 124 H A BILIE K K535 54%
1 37% , 45 F 7 S SRR AT G AR A R
LCH-M 5 £ 5 JISG-02 77 % L &%, 78 91 4h [ hii
(76% vs T1%) G HE R (15% vs 8% ) FI B Ak 17 %
(84% vs 92% ) 77 1l )i 44 W ik — 55 , 2% B A0 7 AT M i 17

AR AR B I6 YT AT BEXH I A A7 R — e ek,

FT LS , E PR A0 L 22 % F k4T LCH-
V56 %5 SS-LCH 19 [ SR F2 Fil MS-LCH 1 —2£&35
IT  ERIBIT ROR YT S T EWR ST (R H A 5 4
HM AR KA

2 ZHiEFr

2.1 LCH-S-98 7 % (1994-1998 )

LCH-S-98 “ [ b 20 e 1 2P 2= i AR BEMLIE 5T, B
TEVEAS 2-CdA JATPXMEIATE LCH B AYIr Ak, 2-CdA L)
FH 5 mg/m® BFELA L, 521 dIBIT S d A 1 AT
T RAIT RN E R 2~ 6 DNIT R, &IEAL 46 1)
RO+ 37 i) RO- &, LA Wi 4L 8L AR I7 R %
(22% vs 62%) .2 TF-HEAFH (48% vs 97%) , 45 R R W]
2-CdA AIERIRYT LCH WA B2y Jo X ER % RO -
BEIT R B RO+ITRCABR™

2.2 LCH-S-2005 7 % (1999-2004 4 )

LCH-S-2005 /7 % 3 F LR ifF 58 s 2R, SR H 2-CdA
FBALHE MBS AYT  JEA 27 B2 —Z3R 7 R I
RO+, 45 LRI YT RN (92% ) Fll 5 A A= A7 5%
(85% ) #BHK LCH-S-98 Jr & & # i , KW 2-CdA B G
PP T R IA YT MEVA T LCH B A BT, (Hi%07
TR AR B A RE IR Xk, A
5T R B 2-CdA FHBAE AfL T 19 70 % sk VA 1 LCH
RE A RO M 57 A,

2.3 HEiuzhi

GIEPLEAE R 565 AR B 2B, 2 2-CdA
HAETZ M ssss manie M -1EH, Abraham A
ZE [l S BT 6 1 FH AP VAT ROMESA PE LCH
B HP A 4 155 %) NAD, 72 B 48 v 7 15 ) w94 1
LCH B —@J73L, Ak = K KREA A RF 58 UESE

3 H#BEBIT

B, 76 LCH J528 1 2 B T BRAF-V600E \MAP2K1
A5 MAPK {5 53 AR SE RAFFE N O A HAT A ] 3
PR 2 748 1) SR8 2890 1R T H , BRAT 4570 ( a2 2 4
Je GAPAEIE ) \MAP2K1 #] ) (anh 328 e ) 97 A
F. EPIEZYIAE MAPK {553 5% b 19 18 FAL S AR
[F) , JO7 R 15 2 A 5 DR S [ 3 428 A 1o 18 0 ol 550, 4 20 9
Je Sk PIAEJEE LCH 337 b IX ) i e = X L AfF 5T
ST 5 P Y8 B0 1R 7 88, TEAS K S0 T 4
FEJE AT KB %0 £ IR PR A B &
AR AR JCAR, LA R f ik ik R R
Kolenova A %" & Bl LCH % 4M&E i+ BRAF-V600E
FARFERAEAE FH4E % HE Jei6 97 W1 1) 8 2% T B, (H R 58
SRR IR R 5 BRAF 5875 35 K /K S 7] fig 25 F- Ik
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T B AL, R 2 B BRAF-V600E 98 7% J&
PG A 2 T S T A A, P A A R I R 2 R DR e AR
(R E 43 L AT FH 90 06 sh Wi, 3T I, BRAF #0551
5 HA 5k (RS 55 ) BRBIRYT R AR RIRTT I — A0
], HHOW T BRAF I SR 2590 97 R R 2 KR Z
MERYE LCH B3 B mii O A F 2459, i
KEE AT, 25 BRTIR, % 18 BRAF 57 5 1697 2
P ERAIRYT AT R — P R A AR Y7 7 8, {0 B v
Z HARMERA AT 7 AR IE

— I [E PRAFFE AN A 54 (1 2895 BRIE KIE Sk BRAF -
V60OE 578 (MEVATE LCH £ 251 Fl 48 W 3E JE VAT (
K20 mg, 5 2 W) , e J8I7 2 8 JH, ML & it 2
T B RS TR A . 8 JRII A 38 1 d ik #
NAD, 16 B4 i, e A RATHERFIRIT 1Y 30 F] B
152554 24 PIEBE B & B7E 20 BB &I RO+
TR 2 2 R R R IT T A 5 O 40 BRE K
AR RN, Hovh 37 okl B0 56 [ — AT 5 44
A 21 BilsEIR M LCH BB F MAPK il 513697, 25
R RRIETT RV H 86% , Horb 4 ) (19% ) 5 4 2%
fift 14 1 (67% ) iB4r Zfift 2 B (10% ) B fa e , 1 i
(4% ) B 1 JE I S 4k 2%V 5 s o4 3% fb 25 A fE TR
PR BE T I 9T 45 SR 2 R IR T N R
B, HICIRIT A SCFE T ], 5 Hofh At AT —
SE PR, AR FE ) 259038 97 A INVRE AR I ST
XA 207 58 B2 T R0 G W TS AN RN 4 ()
B AL
4 yEMFZHAEFEAE ( hematopoietic stem cell transplantation,
HSCT)

XFFHMERTE LCH B3 0 55— 75 BIIRIT T &
J& HSCT, H A — T [l Jai P i 5, gl A 30 i3 36
LCH 35  Hrp 11 2R F VS #E 77 % (myeloablative condi-
tioning, MAC) , 19 151) SR ) 8 AT 5 T AL FE 7 %8 (reduced
intensity conditioning,RIC) , Ji A R E AT T
JLSG-02 B¢ LCH- I J57 283697 , 45 R W 75 76 A% A 1if 95 9
RATEAL S NAD % AD-47- 5% 35 547 3% , 1 AD-F2 % |
AD-iFJE AR R 50% , 2 I HSCT Hrg i iR A& —
ANEEYFGINE, X MAC RIC BT &, E LR
HAFF(55% vs 5T%) AAEAEHR(64% vs 57% ) L%
SE TG EE X HA TR mUEE s 87
HSCT JA97 META M LCH FBE (B >F 5 [ B i
i e R AL v TR I VB RS A 0 ), R MAC
TRE 59 I, RIC Fr & 28 fl, 45 AR MAC il
RIC Wi AR A AE3R (T7% vs T1%) T hEAH Ko hig 4
(15% vs 21%) WA R Ge it 78 8RS MAC J7
Z A, RIC B G 1 B & R 0% & (28% vs 8% ) , =2

HSCT ] B8 /216 7 MEdATE LCH BB E A 0 %, (H 2
T A B B A AR AT AN A2, [RIBE HSCT 41X LCH
43 o7 UE S LY FRG A IR Y

gi LA, ¥ LCH WStk | B R A BLA YT
A, SS-LCH HAq —3E F B, 35 Hos A8l R
HJREBIAYT s MS-LCH — Bk H & Gefbyy, B R LAY
ek 12 A H iR B A K E WA T Wb —
LAIT R, X T —IRYT TR MEIR T LCH, 7]
AT ST I TChRE T 58, 2 LA 2-CdA BT
SEZNWNAYT R | RN HSCT AT R Ry —Fia 2 3% R0k
J7 . FfiZ BRAF-V60OE % MAPK {538 s HH 5G 3 [H 58
AR IR R IRIRYT R T — R a7 O =X AR
FAEA BRI 5T A I 1 UE S HY PR

SE Ak :
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