- 240 - rhAE LRk 2026 453 H A4S 64 445 3 11 Chin J Pediatr, March 2026, Vol. 64, No. 3

“BRAE- TS - f5 P

LB B9 2R 2L A M 2 e

KARITFE A (2026)

AR F o )LA 5 A ik A
L& 488 Ik R A 4
A LA R E RN A

BEAE . IAAF,BRILEES P AHEAKXFIHBEILTILE E R 2k m,

JL 7% 100045, Email : wangtianyou@bch.com.cn

(FZE]  WIM AN M2 2NN AR AE (LCH ) 2 ph B 28 10 P20 L S B P 78 1 e ) S e o 9
W, e LB AR L B L VA B A PR T U LB R R . RIS W A ROR YT RO AL RE T 2
LCH (UL R4 PR B G 5E LB WIS 5 24 M 20 2 40 49 AR A0 12 W KR 7 45 7 (2026) ™l R R 2 2%

JUBRE 53 23 AL vh L0 A R v Fn rh A LR

B RS AL R AR A X LE

LCH Il PRAZYT SCHE () FUAS: AR P R A 472 B UL, B 7E 48 S IR R BRI 3T L LCH 297 PR,

s R LI AUS .

BT il E AR O RIS T S 5 H (CX25YZ11)
LERIE R R [ PR B4R pe TS BB & (IPGRP-2022CN029)

Guideline for the diagnosis and treatment of Langerhans cell histiocytosis in children (2026)
The Subspecialty Group of Hematologic Diseases, the Society of Pediatrics, Chinese Medical Association;
Chinese Children's Histiocytic Group; the Editorial Board, Chinese Journal of Pediatrics

Corresponding author: Wang Tianyou, Department of Hematology, Beijing Children'’s Hospital, Capital
Medical University, National Center for Children’s Health, Beijing 100045, China, Email:

wangtianyou@bch.com.cn

B A% 5 40 Bt 2H 2 40 9 384 A E (Langerhans cell
histiocytosis, LCH) & i 5 R I 1 CD207 FH P20
UYL SRR 3G 5 | S 18 S R e e PR , 2 i it
Bl A S T A= 2L S 3 i 2% 4 i g 1) 2 2 40
S A PR 2 — e d i LAY L FE ZH 2 A0 3 A
PR o LI LCH B9 A0 % 4 (2.6~8.9)/100 77
LIS WTAEIR 3 4 2. LCH S s, i) R e 4
S AEA A% B BOR GE CAnErd Rk (R R IFIE |
JUE 3 AR GE HER b A5 S ) L Im IR R I
PREFE AT Ay 1 BRPE AT Pk g e £E 2 5 300K

77, LCH¥RIERIAN , {0 30%~40% i) L1 A
St B SR BBUAE | PR MR 12 R T TG T ek
HRJLEE e AEn g EAERE Y, H
F LCH FE 0L, i PR FE R B A%, 38 [ 78 L 3
LCH i € (2 Wt LA KA 7 HEM 14 Ik R S BB 5 A7
B2 ME S AR R HIT , AR 27K
FARTE . LE LCH 2T R 25825 Hlirg—
BT PR MERTNIG AR PR .t 55 B A A %+
A PR JLE LCH 297 48 B sl & Ll ik 5
0 REE R DA Z RS kAR LE Y

DOI: 10.3760/cma.j.cn112140-20251028-00953
KFREH 2025-10-28 AXHE DL

51 AARS i E LB UM B4, h A BRoe o LR A 2 oA 4L, PR LR S i & 2
U IR 5 40 B 20 2L A0 MO A A4 6 12 W KR 9T 45 1 (2026)[J1. AR JLFRRRGE, 2026, 64(3): 240-250. DOL:

10.3760/cma.j.cn112140-20251028-00953.




Ak LR 2026 4E3 H 45 64 4555 3 1 Chin J Pediatr, March 2026, Vol. 64, No. 3 - 241 -

6 2 20 2 23 40 14 A A 12 LT (2021 4F R
FER TGN L IR, B E = th 27
FHIEUEUESS X471 JL#E LCH 278/ o IR T
A UE B2 2 B GEdR , h EL 3 20 U 4 e
Beig o LR A 2 oA 415 R AR LR 2 i R

PGV SR L ZILF T T L E RIS
40 i 2H 2 A0 3 AR AE 12 W KR YT 4R 1 (2026) 7
(R FRAAE G ), B AESR I ML o [ L E LCH If
PRIZI TR, T2 2E L2 LCH BB 8 BE

ERmHiTAESEE

AR HE R BT i R R A < b [ R T/
TR RIZY 7 38 R 46 S R0 (2022 f) "

— JRF TR

e TAR T 2022 4F 1 A ior , k38 G &R
2 L RA RPN KRB . S ERSH
6 #4 B FEFIEr T LR AIG RS ket KA
B, B T o T e A S A T AR A A
A 25 oh o€  WIB AR A A A SO AR L 1A
1S E R A 34 4 W) LE IR0 R B R
BB 22 RS O R IA TR S IR I 2 45 24
Y L SRR, B DT R P S I AR ) R 48 5 3K A
WEAE R WAER K S5 2508 fa s IEPE TP 1 il 6 44
LA AFUE B AR 5 58 F1 00 Lol A BV, 7 53IE
WA R TP AR R B 4 4N
B, 5 ST MRS 4L T AR R PR ) SR A 2 413
WA e e A%,

=R HARAHE S il R

ARG E M T <18 % LCH &L, i A REL
545 S5 O = e LB AL 2 AN e A C I R s A L T8
A= R PR TR B S AR AT R A A

= Rl v e

T TAELL T 108 242 28 R 25 ovp 28 75 B,
INTCRI 2R 2 .

DU f A [ AL st 1 A

AFE B I PR 17 A B Ui R < A DT IR
e R = A, T B ARL 499 A B4 s R 1) A3 B 5 Bt s >R T
TR AR, 21 R 4 5 WAL 2 19 1 PR I 280 3k
T HEEMEVE o iR B A 45 R i R
Xof Ilfi A 1] R P, i 20 38 o M 12 A %0 I R
Jvi]

PSR ER SR BURIE 58 5 2 VA

28 H LT ) o A ) S 2 SO IR S5 R 4

I3 J5 4 SCRCHE TR A R SCEOHE TR e PubMed
Cochrane Library . Embase . Web of Science %5 & L4
i, B[R] 3 B Ok 2 &R 202448 5 1 ke R R A
“OUEE™“ IS 27 40 i 2H 2 40 B 1 A 0 ZH 2L i
w7 VB IT 7 “children” “pediatric” “Langerhans cell
histiocytosis” “histiocytosis” “treatment” “therapy” -
AT FEX G A <18 % LCH JE L T 1 K %t Bt it
ANBR HSCHRZE HY Sl 2 48 V7 5 Meta 5341 L BEHL X
R B A AT 58 1 SCHR , HERR 20 SCSCHR B L
iR T Wb TE VA AR MR A SO SCHik . B R GE VA i
faf KR TP A AWFSE 00 J7 2 ot i, STk
i e A7 B PR IO B T 1ty 2 44 WIS AT 5
I A A 53 BN E 3 IR B A H 5 3 44 BIF 5T 2 i
Peo BRI R R, 0S5 A R GEITHr Bl AL
X BRI B BA B AT 5T, ik = LA T4 D) 44 A £91
XFHRBIESE i 1) 2R ) i AR o o 45 T HURA 5
FIHESE PR 2R, SR T AR BB TIE B2 27 O RS 43 9 5
FHE 5 s M XTI B0 A 174 B S AR 9 R UL Y iR
PEAT I 9%, R 4 o e HE A 0 Y Jr SR L
R AR Z R R AT TIEE W T KA
0 K T A A S T L, AR TE R S B

(good practice statement , GPS) .

R E A EAFIEEE 2 U aE o 2
5 AR E (2009 f7)

W EE

W

A la FUREEHLY R RGN
Ih S BEHLY R (0T £ X 1)
le R HRIH R I

B 24 [RBASIBRSCH RS

2b BN BA G5 (A 5 A1 5 Bl AL G BEC , AnBd 35
H<80%)

2¢ AR EA A
3a  [A) SR I ROFSE R R GEPFA
3b AN IS
C 4 R FRSIIESE CRLER AR BT ik BA S B0 710 IR AIE 52 )

ik

D5 ETARKLIEIER G RE N e
NERBE WAL

5 H A2 R B R FE VR X 0128 8 A 477
EIWIT R 5%, AR >T75% ik sl
I E AR o Ik R AR R L 24 R 0
SRAH NG, T T IESN AR o 17 BEHLE
TR, 5 T 2 DA 2 X T DL ) S B A At
BT, 5 e A4 BT & 4 75% MLk g



- 242 - rhAE LRk 2026 453 H A4S 64 445 3 11 Chin J Pediatr, March 2026, Vol. 64, No. 3

PR, A TT i R we i A 2 4 A 4
SO, REEH T TR AR R ALIEVE S B IE . 25 1 48
PRI WA R o, B A7 407 3 W SR B B
80%, [F I [m1i 66 Akl . femhliTH & &
S A RS A 2 0 X 2 i AT FE O
W R BITE 3% . 165 2 SR BT R
14 BT A 4 T LA A e B TR (R RUEE>90% )
REILIN 20 FRIEAXFEA L

£ IRB AR S-S R

AN KA Z 5 TR A R N 24 R
W BT R AR . ST E NSNS RETIE
TETF B Z 012 7 M R 58 47 S 4 5 LCH 127 A
A 0T, 15 1T A 2 s B A4 g A A e
3~54F, 2 M8 [ BRI@AT B w9 SR R AR AT TR .

BXEMRIEFEREX

Lol A KesE SR T E bR 2H 2140 B B 25
(Histiocyte Society, HS) fRxE Lo

1. & B #% ‘B 5% £ (risk organ involvement,
RO+) : (1) MRG0 A7 E W8 R LA E A9 il 40 Ly,
B B3 JH Al Ji PR ) 22 1 i 2148 11 <100 g/L, 22 )L <
90 g/L) , F1 40 Ao /b (1 4 3£ <4x10°/L) F1 (5%)
1L/ D Cifit /MR T <100x 10°/L) 5 (2) AT < 1
G F IR 3 em FT(E) T R AT [ R AP H At 5
PR T S AR R P I A A L ILAE e 2T 3R i
SE (0 G | s TS R4 s A2 22 5 (3) 4
WE - B2 T B KR#E I 2 em. RO-H LG 48 B
%R

2. " R 5t %% 2 (single system involvement, SS) ;
A IR E SR GEZ R, v LAor o B kel 2%
Iz R

3 EZRGEZ R (multisystem involvement , MS) : >
A E R RGEACE LCH Z B, i fE8 AR
RO+,

4. " fX P BR AR JE (central diabetes insipidus,
CDI) : T Fe i T A4 1 2 44 J5 -5 728 32 )t A1) DR
R G e IE AT BRI A T B0 I PR &5
HAE, FERI MBS 2K ZIRHIRE E T
BRI

5. YERHBYT WA IR IT I W ILIE TR R
RS2 R KU T4 T B AR T B B, AN [F]2E 28 LCH
PRI T I KA TS 2 —2

fErEEXEREDEREFER

Il A< 1) R 1 AL SR e R sl AR AE 7 255
JELCH?

WEER LER T, B E K% K
Jii IR S i IS T LCH RS 5 2 4, 77 0%
BEC) . B R DR E R EHER Ak
LA 53 W4 22 Ko A 6728 o A SR TR B 1 P
JE LCH CUFHE 55 90 4 HEFFOREE C) o AME 51T, Hh 2R
AR IR L i R ML K | B R
K AR KT8 T S A AR AR I I LCH. (FIF H8 45
KA AMEEREEC)

MEHEREIAR : gl A 6 5 fiid LCH LR IZREIR
FSCHE , $i38 J2 8 R0 TR Sk A, W
R AFEAE T At e S 30 DX 3, H R BN 405 |
¥ S5 RS HE B A ST 2 R T LCH
L # sz B RS 5 LR R T iz
AT HE B P SRR R AR A Sy 2 41
Qi i N NS N2 3L QN R[S RNA
VIR AT

FEFFRRA LT/ IR TP O B LAY RE IR S
RAE . LCH W] B RARM 85 ek 24 H 22 R
K7 LCH i W32 B0 R B8 S AR R
W RIME B IR AT B T Az B Hop
i FB 2 BN W, HZ BT iR A R
FIREFEA A IR 252 R Ko i3z 28 )LAT
TIPSR . BB W T2 40% B L, 3%
PR B BE S5 o HA RIS TR, U R
JUSEAR FUARAEME LIS . 545 & HAb R A LU &
LWHERPE

I BR8] &% 2: LCH 2 A5 1 2 & 10 38 b 2
fta?

YERF R DL 2 76 [ 1 BT i IR R AAE 4 3 il
b, 2Wr LCH R 456 1827 R I A 812 S e 4
UL 2R R IT LR A TN . BRI AR 4 CD1a
(B CD207 Je A FAYENE N LCH A i246 br GIEYE
G 3a, WAFIREB) .

IEHEHEIA : LCH BB I2 AR kT SV B 2= 40
o, HR I R Sk kTS SR R BN R R
A L 5 WA 3R T A0 % 2 A AN G
PRV 5 oo 20 A St v R R TR A 22 IR B
WIRIE | L omE S R A AR TR e T, HUBE T
Jieh 22 44 i 5 1 7T AL Birbeck K7 (K- 200~400 nm,
TEARL A Sk 1l IR BRFELIR ) , 85 0k LCH 2 1819 4



Ak LR 2026 4E3 H 45 64 4555 3 1 Chin J Pediatr, March 2026, Vol. 64, No. 3 - 243 -

FRufE™ . o sE 214k 2% /R LCH 40 il % %35 CD1a
A=) CD207( X FK Langerin) "

1995 4 2 Bl /NFE A 12 W A OC BiF 55 3 7, Xt
34151 22 H B K A B2 1Y LCH A7 i 40 19 20 ZURE A
1T CDlabuAR g o, Horb 33 451 52 FHM: 1 %) 7 9 3k
S100 4 [gg FEAS T 5 (911l LCH 2H 2 240 M 5 i A AR
HEAT AR R BRAE , 25 R 3 R FIPE™ . 2008 4F — T 3¢
EIFFE (17 B2 LCH FEAS 64 B X FEFEAS ) B
17 151 LCH 71 2 {1 ZH 2248 Jfd 1R 98 A AR ] 638 CD207,
I CD1afE 16 6] LCH FEAR 335  (HAE A 41 4120
MBS REA rp R R Tk . BE T B R A A R LR
By 2, Birbeck JHURL (4 A8 I 328 7 9% CD207 % (L H
&2, B8R0, CD1a 8% CD207 I Ak 58 44 5, 44k
B A ZE I Rosai-Dorfman 5 2548 UL CD 1a fHM: , 4H
220 PR R I T % DX 2 4 4 WL CD207 FH
P B HAZ WA B T S100 ,CD68 S hR i >

WA - CD1a Ml CD207 K92 Wi 45T
ZINAT . 2013 4 R 20 2 4 B ik W)L 38 LCH 48
A, PR AT CD 1a Bl (8 ) CD207 4L, TG
T HBRA . 2022 4F HS L5 ALE H LCH 1Y%
P2 2 R I 1 2 DAL FE CD1a F CD207., A
I, 5612 LCH 1 LR i PR R S B VR kb
PEATIE R o A TG ARG AU 3k g, 5 DAl JRUBS i 25 B o
KB IL E B2 )5 6 1~ H N7 5E M R # K
A, FHTVEAS T A OB T HE R LA o . T
BF B2, CD1a,CD207 %231 9F LCH 4547, 4I4E
0 A 2 I . Rosai-Dorfman %5 . Erdheim-Chester
s LA B A R0 B PR TR REAS o T BG4 A
IRE AR 2 LU g AL 55
Fi o

Il PR 181 8% 3: JL 2 LCH B2 Wi J5 #1805 il
Sl RPPAL R A TGRS FE )25 2

HEEE I3 LISET: NS ST bRt A7 fE B 40
JZHF, RO+ MS-LCH LR 46 R B W s . dtil
T IR RGURR R B T A (A7 I 4 DAL
B ) 4 Ao e B 0 32 21 00 CUE 9% 55 92 2b, #E 185
EB).

iE B HEA £ 2001 4E LCH- [ iR 5645 1 W, 18
143 ] R 289897 B9 MS-LCH L, K& A5 51K
FEIA AT /3 e A KR i B Ik JE R IRYT 24 )8, 3 4E R
FEFAIE (76% L 83%) s W12 4 W <2 % LA L RO+
LR IERE S W2 AE IR =2 ¥ H RO- LB fF
", 2007 4F LCH- T {5 (193 f4i] MS-L.CH, H {37
RS 1), A (KRR AEIR+E B WA S 6 ], 6 5

LN 04 B ATk R AN S 18 8 5 B4 (A 4 7 3t
Bl S IARFTIA ) 5 AR A A7 AT (74% H.79%)
{H RO+EIL S ALER I BALT RO-EIL(69% Lt
100% , P<0.01)™" . 2018 43 [ [=] Jo 14 Aff 5 ) A <2
¥ RO+5 5 & MS-LCH i Lfa K FE 43 )2 0 B 22 4R
b K FR Y2 ST 5, RO+ L3 4EE
FERB BAR T RO-% (74.4% 11 100%)™, 2023 4F
Jb 5t L BE g LCH-2014 77 ZE 1 R 6 7R 45 H A A
58 AN 236 1] SS-LCH 213 {4 MS-LCH &
JLCH A RO+ 87 6] \RO-2 126 4]) , A= 7743 BT
7R RO+ MS-LCH L 5 4F A4 77 R W] b AIK T HoAth
#J0L(90.7% It 100% , P<0.001) ",

EFERE . AREECRESHEEATHES
LCH fE LU XU PFAl , B R ) & s T XU
JLEE LCH BB T M S KBS A8 AR I B S DT RR 05 T £
WIETE 5583 . 1975 & 1981 4F 35 [F /Y 2 T 5% 41
N, 12 W AR S <2 % B RO+ AR L BE T KU 4%
P B TRYT T R AL, <2 5 EOR BT
T XU R 2, 1 RO+ MS-LCH LA B AT 38 i
B, 2013 4F LCH- I AR 56 41 X% RO+IRZS X
MS-LCH & LR A SR IR YT , 2 W B )5
7 SRS A T RO+1 1L .

ULAE RO+ A E bR AT IR 3%, 2 22 1 bR it
2 BT 2021 4F 3 [ — I A B F 5 (240 1) 5
N MS-LCH 1, iz 2555 5 4F A fE A0
(78% t.75%)"" . b5t JLEE B B LCH-2014 355 K
LCH-IV 5T ¥ AR Il 9 A S B 2% F o PR L, AR 48
TSR LR BIESE 1 RO+ E bR, FLAARS: BiAH G
LA ARIETR Y

TSGR A X PET S5 R . B
A AR R, RIS SO I 150 Vi 32 SR, I IR
o W AR AR b, 25 A VA LTS 7

Il A 18] RR 4 [F] 0 25 4 L 4 B i LR 14
(magnetic resonance imaging, MRI) Fl IE B + & 5
Wi )2 $14H (positron emission tomography , PET)-CT £
LCH 2 Wi MR 1 v i 7 L7

EFER 4: [0 R B0 TE 8% s
LCH 5 &k A9 12 W 4 52 v 2 41, AN 8 UH 7 LCH
W78 B2 W GIEHE 4% 2b  HEAF TR B B) . Al SR [+]
I 2 R AR DA B8R LCH W] B8 3% BHRAL A0 1%
P, DL BB A2 T35 R A IIE 8 45 2% 2y, Jf 77 5 i
B). 45 MRIFIPET-CT 112 Wi 3k RE %5 w5 H fE %
2 W kb3 SRR 6T A AR BT LA, BT A
F LCH (15 kL2 W7 FBE U5 PEAR , AH N 7 20 1)



YV rhAE LRk 2026 453 H A4S 64 445 3 11 Chin J Pediatr, March 2026, Vol. 64, No. 3

1 2 FH LA S PET-CT Y48 5550 12 (UE i 5 94 2b , 4
W B) .

iE #8 8E 38 : 2019 4F 5 [ — 00 [n] Jui 4 A 5
(46 191) 7 , [ 2% B F 4 A I i A LCH i bk R
BB S 38.4% , B kL A A R 46.9%; 4 B
MR BT A 55 kb K i % s kR RS 34 3 v, 430l
}999.0% F198.8%"" . 2023 4F- Wi Y — T Ry B 1k
FE(67 B]) E— AR5, 4= B MRTAG I -1 5 5 kR
U R 98.4%°" . 2009 4 S R — I [a] i A 5T
(44 f5]) tb3E T PET-CT 58 45 #£ LCH 12 Wi F1 kil
Vi I RLRE , 45 BN L 7F 34% W 4, PET-CT
B2 W 5 S AR 5 PET-CT A o 45 B A9 28 46 A B
Tk % B AR ROV WS IN  2020 AF I AR
. — T[] o P AF 5 (33 481]) 7R, PET-CT 4630 LCH
Joa kb 1% R U R 100% e 5% B 83% 2023 4F:
5 [ — T00 [m] Joi AR 52 (23 1)) LA PET-CT A AR e, 4
By MRI12 Wt R 850% 0 95.5% 5 518 1 100%; Hik
I7 A e KRS BUE bR BE Y B R Bk 3 5
TRYT VA& (34 P<0.05),

¥ 3 15 BA : fh T = bR AR AP AR 2 W T
X, LCH 32 ZEBAIPAG ARV 2 RIME . IRA RS 2
F§ PET-CT 78 LCH 12 W7 X B o5 P i 0B, (A 75 1 0
HXF i iz Rz o, BRI REE & . &
B MRIZNAT B 4 3 FH TS5, EURS A s (B4, 375 A
DU RIS By, 350 T 52 2 e RS RtE i . W o
FH g%, v AR 40 0 1 75 SR 9 1% 18 BB A .
PET-CT 54> & MRI.

Il B 18] R 5= 5% A% = 1 BRI L 3 PR 5 22 %
LCH TRz 27

HEFEE WS W52 W sl & B M BE LCH 1Y &
L, 3R MRI ) T1IAUT 51 2 30344 J5 v & A
5T 2 Tk A A B R ) R BUR , T 5 B8 LCH A
Z ROEPESE 4 M RIE C) .

iE #% #E i : 2006 4 P — 00 [=] AR P A AT
(46 151]) &3, 7F 10 1= Bk CDI Y LCH UL,
TR MR R I Ry A5 it {55 8 2011 4F
IR 7 — 01 [ Jas A AF 5 (29 f9i]) v, 5 5] AT CDI &
P LCH LA MRI Y s AR 5 @ 15 51
0, Horp 4 15 I T R ARRR IR AR . 2022 4L
H L 5 g — 200 [0 P i 5 TP A4 1 26 191 R BN
CDIAY L, AR MRT /R A LTRSS s 5
S 12091 B LPEAT TR AR R

HFR L TEAZ RS CDILXCREY H™

SR FBOLAR S B i, R B Ty

I R WLZZ 8 7, 35 40996 191 CDT R TR R ki 12, 41
NHATREN LCH 1 & SER . (HIAT LCH ik 2
AR EIRAFAERIR « (1) TR D> FEAR R 3K
ANy (2) FEARARIG KL A4 0 S 45 5 T R IR R S
T, SR AN AR R A S AN R S
WARFES . R, S ELERI I M CDI

T ARG L G HABTE YR, 75 HER F R

Il PR i8] RE 6 : JL7E LCH #2532 4 B R oAb y7 ik
VAT s

WEEMR6: @i MS-LCH Ml £ &k H % &
SS-LCH L5572 4= 5 R A7 GIEHE 2 2a, HE4E
SRIE B) . B a7 2 SS-LCH LA A F A 1 B
(CEOFE IR AE B B0 Lo es s O . B
WE ) 2 B Uk 9852 B DL BMER 37 5[] B A A
B NEE H A ], @2 2 5 R 50T
BRI IR T R Bz k32 82 SS-LCH f8 L2 4>
B R AT G 590 5 R C) o

iE #8 M8E 38 : 2012 4F B Pg — 00 [n] J 4 A 5
(36 W) TEL K% B LCH L A T E S
f6I7 (30 1)) 5 B 4lid RiRIT (6 6 IRUR . B G
TBIT AL 3.3% FBILA TR B IZE fif , i HL 4l P 3R
20 ,33.3% BILA R E ME M . B | fEE
4562 ZZHLF T B AY DAL-HX 83/90 B 5% ( [ Prs fit -
B4R BT IR ), A A 63 1] MS-LCH, % MR FEIN
H+ KB +IE R R ME)T , Hog % iR
79% (Fer 70% KIAAERE RN , PRI 2 30% , 5 4F
HEAFR 819%™ . M T %5, HS 1Y LCH- T #F5¢
(143 5], MS-LCH) & FIAR 2 B 5 Ak TT L 6 S J
I 53% , P R 58% , 3AEAEAE R T9% " WG
LCH- T s PRI 5640 A 193 1] MS-LCH i L, R &
Lo e (A2H) S5tk Ir 22 (BA) T 24 i, H 6 Ji
J2RE R 43530 Sk 63% F1 1% , T 38005 R34 Ky 46%,
SAEAAE R WM 74% F179%' . AE LCH-TI#F 5T
(422451 1, 4% ROHIRES 534 A H (K AL+ R
) B A (KBFIR+L R+ IS4 I 46 T4
SALTT , WA L2 i 200 ) R T1% . 86% , 5 4F-
2Ry 50 84% . 99% ™, 2022 4F b 5T L # & ¢
LCH-2014 #F5% (213 41 ,MS-LCH) 7% , 2 Bk 7 5
RO-# (126 f5i]) 5 RO+# (87 151 ) i) 5 4F- A A7 23533l
}199.2% F190.7%"" .

#5358 BA ¢ 41 %) MS-LCH, B iR AF 5% Y9 % I A
W] i 4 B AT O 28 B A 5 58 Sy R ele it BB LR
NSRRI A ARG S T 28T
MS-LCH " (1% = EFA &M . 2T SS-LCH, A48



Ak LR 2026 4E3 H 45 64 4555 3 1 Chin J Pediatr, March 2026, Vol. 64, No. 3 - 245 -

AR B I . 2 R % B SS-LCH &
JLE52 R GV 7 5 B Al R VA T IR PR N 25 T
L HERE R G 5 T 32 SR L X 52 BRX
Wo 48 e, AE A HEAS N 7 BB 37 R Y S ME (R 7 BB
S LABCRE XU #5210l 32 R L, AR G
HZ BT 2 B AT AR M N S AL B RE R
R B A A 57 28 BB LT TEAE PR R 1 i (Rl =2
H ONREE) FIRE 2 S y7; 1o, 5 HS dill —
B, JRFRIRYT R WO e bk 2z BRI LHERE 4 B AbTT
B 45 F =, 0 2R L&A %
(mitogen-activated protein kinase, MAPK) i &R
FIAE L2 LCH i) i I © 4 22 W 58 E 5
T HAE G 2 FEYE et A A R . AR
BEXT LCH AN [R) I BY JF & 0 [a] yR 7 5 4= BT 1 B
HUXT IR, DLW A 4> 5 4k 97 76 JLEE LCH H A RS
YETE NI

e RiEER 7: )L LCH — &7 &, K&
B+ R ARFEIA T+ R D KBS A K
LI +PR W T RAEST RN M A 25 57

WREEL T — 83097 7 £ U5, L
K AR I a5 DARFCIA R S 3R 7 7 %
I RIT RO 2 A Y . E KBRS EN
P 7 S8 TG IR FEIA A I AR B m T Ak . R
KBS I G L BRI BAE N — IR IT %
CIEPE 2% 2b  HEFEIRE B)

IEHE LA : LCH- 1 650 143 (519736 MS-LCH
BBLFEHLAT A K AC IR (K AL B+ FH Ik JE 8 ) Fn
AT KFTA T+ ke e ) , AT =
Togeit2E 53 3, 6 A O 2325300 57% . 49% , R IR
Bl 177 B2 5 3843 591 58% . 69% , 3 4F 1= FE 43 5] Ky
76% 83% , PTG 2R3 50 61% .55% . &Pk
T, PR RN R 22 53 TEG % 3 L(47% L
58%)"" .

b 2 97 %0, LCH-1 BF 58 4% 193 49 %) 34
MS-LCH & JLFEHL S A K AF AL (T 0 6 )7 - K
BAL+TR SN AER5 0] 18 J8 : 6 i SIS + Tk Je i+
K FACTR) AR FEIA T35 4] (- KB AL AL 7 5
b b A S AR B S AR ) o 4
7% 2 6 JE R R (63% H T1%) 5 4R 17 %
(74% Lt 79% ) X P50 % (46% L1 46% ) KL ; 22 4
PEJTH, AN R R ARG LCH- T4, 257
VTS 2= B A

HEFF VLA : LCH- | MF5EIESE , KA LR E Rt
HHBKAHEREENITT S X2 MY,

LCH- Il B 5% 7 , R AR B G R SE Al 138
I AT A BILTE . AR EENE,
LCH- 11 iF5¢ 7 , % T RO+, MBI 1 19 58 28 95
FER B BAL T KB (HR=0.54, P=0.049) ;5
LCH- I W58 K B ALK 4 1 RO+& #H b, LCH- 1T F
58 FFARFEIA S 3 20 1 6 J8 58 R B R 45 R (68%
[ 43%, P=0.027) , 5L 2 W] i 841K (27 % L 44%,
P=0.042) . 4K, J& £ LCH- L BF 55 A B FE 1A T
PNAIRIT T FE , HE AR I T N R A T
T RO+ LY 6 J8 | R 5 S AR FEIA T 41
SRR RIETEE 80% LU B B TFAKICIAT
AT RE TINgk A& 55 iR KU BLAFAE Z R BV AN
RN, AT HETE R F IR G MR E N L
LCH—4% %,

Il S i) 938 8 : 42 & i v LCH L —2RiATT 24
Wl 5 5 % ] e 425 7

YETF A L 8 : B D A sl BT e R A
B b ] IR & R MER PE LCH LR — 23R
J7 % GIEYE 59 5, TR E D) o X TR/ A MEIR
LCH &L, 38 R 2% e fiff FH BB B A5 /N e hir
JREAE N ZZRIGIT TR AR AN RSN X 2545
TR R IR S 4 HEFEIR B C) o

IE B A ¢ 5 R MEYS LCH )L — 67 1
EARHE A PR . 2005 4F 15 B — IR R 05T (10 f41])
PEAL T Bl B B A [ 1000 mg/(m? -d) x5 d, 4 4 J&
1R A R & 5 17 5 [9 mg/(m?-d) %5 d,
4 J8 1K JI6YT AP il 2 e A5 i EA M LCH AL
BB . 25 Bon T2 =2 AP R L,
6 BRI 28 d iK 5T G fif , AR UK B U B4 4235 H
TCTG 5 AH 10 ) ¥ % A 4 2 1 & GE A B A
260 1 A7 R JE PR R RE ILAEAE T

HS 1) LCH-S-2005 IIffi AR 1056 (25 4] it — 25 5%
WE T 3R KR 5 R 7E RO+ AU MEA P MS-LCH £
JUHR YT R, 58 8L 2 97 RS BN R 5K 92%, H
T 7 9595 T B PF 4 BT W 0 AR (3 1 1243, P<
0.0 001) , 5 4EHAEFN 85% 3 {H 22 4V [m) 151 5 25 14
7R IR 8% , T A LY R A 4 i REHD
18% 1 BUAE ™ F VS (1 /N 98, 11% J HE WIMLAE
1% I K A2 22 VLT i &

2023 4 H [ —T0 [|] BUPE AR 5 (36 491) HLgs T 11K
FH2 [ 26 1], FTBE B 100 me/(m2-d) x5 d+ 52
1 5 mg/(m?-d) x5 d] 5 K54 [10 471, BB fg
100 mg/(m?+d) x5 d+ 5 H7 Jit 7€ 9 mg/(m?-d) x5 d J Bk
B BIGITMEIAYE MS-LCH B Ly 5 2 a1k .



- 246 - rhAE LRk 2026 453 H A4S 64 445 3 11 Chin J Pediatr, March 2026, Vol. 64, No. 3

SRR P 497 R RV #(76.9% L 90.0%, P=
0.375) .8 J7 F2£ I 1 R (80.8% Lt 100%, P=0.135) |
54EATEF(92.3% [ 100%, P=0.376) 22 F ¥ T 58
TH2E R SRR 4 5 AF TC SR A AR AR (52.9%
kb 88.9%,P=0.033) {8 3 2% K L B AR R FF A& K
K (19.2% L 80.0%,P=0.001)"> [F4E , % A BA
Ty — A 5T (20 91 ) BB T AS [R] 5 R B AR B
[500 Lt 100 mg/(m?-d) JHR G KB HL-F + HBZE KR AN IR
J7 RO+1Y MS-LCH %R, 25 3 B on Wi R4 etk
BT, R D I 20 3 AR DA R AR T
FI 41 (85.7% . 53.7% )",

HEFF A  BUA IR B MEYAPE LCH R LR
FHBTARE L 5675 e r iy 58 R I g 55 v, (H
Wit P 24 70 e 1 0, N RO R B S 3G T, PR e
JEE/IN R £ DI L 36 G /N ) v P e AR Dy 2K
BIT TS o IRIRSE R, A B A 3 T HAR S
Chngeyps B AR R IR YT RN B 52 45 ) , A4S
PR ART T o B AU T S e bk . Tk
= B B B2 1 g VAT A RO R e bk
B, AL 2015 4 By AR A — 0[] Jomi o4 Aff 7 4 K% 3 46 2
& LCH F8 Lt FH BaDBs i 17 36 A K B F i R R 2
SNBSS . T TR E A RS B RO MR
1 B B R B2 R METR M LCH 8L, I
Joi £ T P AR 9 1R 2R BT AR M B 2 sl K K R
R+ E T RIS &4, T Re A M E I BE
FEH I WFSE A IERRIR R B & sodEid LCH 3T
TRYT AW . 2024 47 32 [ — I [l JE A0 5 4G T A
P B2 6T BN KL LCH BY I R 3R 25 .
{EIZAFFE TP AP R & SR iR 22 F R, R
AT B o (A = ) 2 Ak B v 4
AR T R RAEA FTIEME 2 Hhis RIS
R PG IT & Kk s E YA LCH #2405 7 404Kk
P o FO 25 YR 9T 2 R SOMETR LCH Y P9 25 DL
PRIAIE 123857 -

I PR 180 /8L 9 : LCH L4k HFIR YT (107 R ) i
PR, P LT R R IRYT Y

HEFEE L 9: 4 F RO- MS-LCH L, ##
% LCH-MARY7 J5 S36 77, vl 3d M8 K e REvR YT (L
BT ETEE 1245 ) DLBE AR P800S 2R (UESE S5 4% 2b,
WeAZREEB) o

iE 48 8% & : LCH-TI #F 53 K5 187 il RO- 1
MS-LCH & JLBENL 7 RiadyT 6 > A A 124> H 4.,
124 H A5 BHEMERH BT 64
(37% t. 54% , P=0.03) , 71 4E K 4E 5797 1T FEAIG

RO-F#) MS-LCH L6 %

HEFF AR : MS-LCH &2 LOJCH RO+#) LA
I7 5 PO AT R I PR OCHE M) B A5 IE 3t /s HE K
Ak 45 VAR 97 T3 RO+AY MS-LCH A LAY C 35 4=
A RRAR T R B SRR A5 18 T 58 245k
T 5 EIATH R 2 REKIIRTT RS (2R
PIRFEIA 17 5 H 20 0e 5 S Ak 55 ) i
T R 2 B 7 255 F LCH-TT 5 5 58 04
B OGN R Y S RSN FE
TAEHTHE R, AR IS 58 90 AR [m] 85 ) 4
UG R R . AT MW, EE#ETm
LCH-IV 5 & X RO+F BT T 1B G197 X
HAIFST , A7 B2 My itk MS-LCH 08007 ) J 45 4k 5 5
J R

I PR 181 8% 10 JL % LCH Qi g4 TR 1 , 75 58 ik
WAL 4G A 2

EFEEN10: B UTA LCH B LF LR D7 &
A 2K 2 PRI PRAE R , 2 B VEAN B v R
KRR 2 RGARME, AR 4 L 37 BB 07
TTAHR A B R0 GIEdE 59 5, HEFZTRBE D) o

IEHE#E A - 1% JC LCH BB LAS R BE U7 114 5 45
Ja) KIRAE BT o BN PMELL L2 575 2 4F LCH
Y75 MAUR & Z B ER i LR P8 1
R FRIEAT RGAE VAR , A5G 0] 21Kk 2 IR
s MR B R RIAE MM AE RS YIRE,
it a1 162 1] Toha -y e e 1 Tobn o 2 S NS S
Kty B2 B, LN 6K 3,64 A TR Ek
B X ZR R Ar |, Jo L AR R I PR 28 I IR B A3 5 A 32
R T O PR A K A 0 2 U TR AZ R
WL P R M A, R B A 6~
124 K i T g, S8 2 5 dE— 20 A7 W X 26 I
FOTHER CT R Ay . N2 R, AR R A7 AH
L PN S WA T REAS I , S & R B T s 2 W T B
i - T A 1) i o A A 28 A PR A, TR AT Sk MRT,
FAEWIL G 1.2.4.7 10 45 W 52 A PEAG 5 3 P
ZRE RN (B ARAE 3, T AT #2000 BR2E P4, /N ik
IREAS I, J S AR I R 26 9 S & g IR 5
X e P A, A RE R T AR 12 W) 6 JR A A Sk
fiii MRI, JChEAR T £ 12 W15 34~ 245 3/ MRI,
J B BV R SR T AR PR e R IEAL 25 i . B
JE 3% B, MR I PR 3 B0 S L 5 L, 1k 43 JIF JOE
P OMRI SIS & 2 S5 K A . HR ol i 32 B4,
TRIT A R T FIVEAS A 2E Il BT & R R
FOFTRI T



Ak LR 2026 4E3 H 45 64 4555 3 1 Chin J Pediatr, March 2026, Vol. 64, No. 3 - 247 -

YEFF I B A A BE LCH JF R B RS | 1 K it
VRS RRIG T PRI IAYT R BT RE i
Xl o 5 WU 2H U2 B P I LCH 48 m 3 — 2L,
AT W5 B R FRIG YT & MU TR RS R 12 W e
SAEY . PR R T R A O A R R A
(B)X Bk, R/ CT &% PET-CT 2545 5 1 K iy
Rt

Il PR =) 83 11: JL#E LCH 5 UL A4 3 5 3 e A
it

EEE D 11 LCH % W 1 5 8t 0 40 15
CDI FEARRTZE Be = B BRI T 46845 g
AR, SRV X DA b 5 0 R A T B PR A GUE
PG ob JEFERIE B) o

IEHE LA : HS FFJ (1) [E b 2 vl LCH 5 it e
WFFE (AN 18261, B BT 3 4F ) TR, W UL J i
h CDI(24%) B B} ) 18 (20% ) W 3 45143 o 3t 2K
(13%) Jfhth & R fa st (11%) . ARG
TBOAE H, BR CDI AR, B2 A8 P 5 UL, ¢ BRI TE A
AR LA MRISEAR S5 ) 217 WA PRI | M5 2k 08 |
R RME RS SR ORGP A RS A DAME
PRIBRE TR AS KBRS H UL , 38 0] H AR [ 2
B AR AR R

HEFF UL RA I [ PR 2 P oY (B V=3 4F)
W 7R , MS-LCH J5 it 4 & 2B %2(71% ) W] b v
SS-LCH(24%) , &7~ 5% 3B 5 5 oA ¢ 75
R I 9E K T 2004 4, Bl & L4167 7 AR
U (— I BM R & IR SERIRIT D,
RIS B & AR R A B AT RE AN TR] . A RS
PR, 5 BORE KRS 5 MS 5 T E O AR O
BRAF & K VOOOE A8 5 45 A0 O , DA e AT b R XUBS:
PR 25 1) £ LR N i Az 1 3 2 Wi 0 R S B e

Il < 18] =3 122 50 ) ¥ 7 JLBE LCH #9224 1k Al
ARy

EFERI 1280 259347 LCH SUA S0y %
B, AR F kA R AR R, T 2 Rl A
BRAF V60OE 1] il 71 3% MEK 1/2 4100 11 %1 34 7 $& 44
BRAF JE K V60OE 22 57 5l HoAt MA PK 3 [ AH 5 J [K]
s S MEG BN S K LCH L HFE T B
02 R AR B 1 Il R IR 5 0 2b e DR B2 B) . X
T4 I W 1 40 I 25 A AE Y LCH BB L, 28 30 fe AR
[T DADRE G2 o 1 , B A0 I 8 238 (LR 45
P4 MEFERIE C) o F ERNRITRCRIT A BT
HAS R RN, AHEFERR S BRAF V60OE 4
il 70 A1 MEK 1/2 3 77036 77 52 & sl A 4 LCH &

LG9 2b  HEFFTRE B) .

UE #E 4L 348 : 2019 4F — 01 [=] s 22 s [l Jost 14 A
I8 BN, dE AR R 1697 54 49 BRAF JE£[K V60OE 28 53
MEIR M MS-LCH 8L, 8 Ji S A S 1 % 100% (58 42
GEfir 38 191 B G2 16 191]) 5 BN R RN Ry Kk
BEPE(92%) , AL HE G HUR BR R HE B R R AR
80% Lk 12 1~2 9%, Bl oA & B4k J2 Kz ik i 9 5 A
FERRBEEAT 190 QT A REAS OG5 g 45, ¥ 4824
Yy % A . iR AR R AR T MR B R R
LCH 1 [ b 22 o iR 58 (13 491) 7w, A 1 41 1 e
HAFaE , BRI N K 76.9% , 2 4F T2 1 A 17 R
90%., A K R LAWK it (46.2%) . if WL BF T+ &
(38.5%) 0%, 3K VLI i 15.4%

X T BRAF %&£ [ V6OOE 7% 5 L) 41 i) MAPK 18
B& AL PR AR S LCH B2 L, MEK 172 30 157 ith 25 %5 e wi
SR, IR G IE TR, i 95 e n] o i
MEVR B & LCH AEMR , &2 et i , N ROV DL Rz
JREEME (AN e K292 ) o 32, oA i & 89 I
15 LB NLRR SR = 500, T, BRAF 3
V60OE 2 SEMEVA B &2 & LCH LA £ e 5
KPR R B GRYT T RO B i S T HEOR RS2 0y 3
o SEE AT (12 461) B, BILEAR R N R
58.3% , 2 (9 A BEEAE PEAR F A5 24 5 8 DUAS R RO A
K IETE R R R A s >, 3 L
ANR RN EAERR 41.7%

A I p 288 MR Y LCH B L% MAPK 18 f&30
il 700 R SR, AR R % 929, LAk AT
54k YT, MAPK 38 % 30 i 551 7 B S 1l Y 3R 4t B¢
PE ERGRE , 765 T 2 8% 5 T 6e A5 5l 05 i 40 i
ZEAMER) LCH B L h B BLARSA bt L =
Bt B 90 4 7, 13 5 6 9 Wk i 40 25 G AE I 45 4
BRAF JE[H V60OE 4% 5 ¥ LCH & L#z 3z s i dE e
RIT IS VAR | I 200 Jf AP~ S st () B S e T B
M A7 AL, 4 A TC R AR A I B R (75.0% L
14.6%)"",

YEFFULRA : LCH &4 & e 5 MAPK {5538 % 7
IO YA O, 2 80% B LATAE 1 38 % I R AR
S T LA, BRAF S50 Gadr R e st
AEJE) MEK 1 il 57 (il 58728 JE, ) 3 W7 s Ay X VA 1 B
R MELCH BLIWEZRIT R . A 2015 4FE
I 4EBAR Je B T ARTT ROV AR LCH 22 L
DLk, Z2 I 5 UE S8 ) 25 0 7E LCH Hh 9 885 g
R R FAFEH . Heob, 8w 25 7ERe iR A RE
(AN W i A0 e 255 A 1F 2 248 B DI REFR A% 19 LCH



- 248 - rhAE LRk 2026 453 H A4S 64 445 3 11 Chin J Pediatr, March 2026, Vol. 64, No. 3

BIL) PR SR, MAPK 38 840 1570 76 )L
B LCH 9 B AT AE 76 [ (1) B2 3R 7 METR o
52 % LCH LI, Z2 808 JLAME il AR 53 356 P R4k
PR , 152 25 )5 42 % 383Kk 80% , /45 Pk FH 24 ] 1k
SR 505 0 () i R IR MEIG B8R & LCH LR
1] 25 ) ) S5 YR T IR 5 24 I L B 10 4 e e
ULAh 88 ) 25 9T 22 45 b T EVR B kL AT
Be= —RIG97 B9 TR IR . 2024 4F 95 FE — 01 /)N
FEAME 5T (16 61]) R , #1259 — 23597 LCH &
WZ% fift 6 100% , (HL B 17 50 22 B0 76 26, Heam 1
BORSEGALITR 25 5 i AWEG . Bar, dtatJL
R e 42 Sk 19 MAPK G B4 il 57 5 15 48— 21k )7
B BE ALY B E AR A T o

P e A JIT B, A 6 B S e A 56 £ R AR T
B4 12 A I AR 1] A0 T A 25, e LA 5 43 J2 L 38
LCH I RS B o Bl /o BT it UE S AN 3, T
VELLKE W RTS8 A8 B N2, LA A4 o
JLE LCH 297 o T AGUE:Y gy ik AR B0, A8 48
T T AR H LR B A I RN SR I 52 T 1) -
LCH $E 173897 15 4 5 R AT A R0 e 4k
it B BB )R YT 5 AT A B S 5 B 2R G0 SR A
% % LCH iy BAER YT Ve85 ; B R sl M Tf LCH 7Y
TETT 7 ZE 5 AN I L PR AR S = 8 W 0 75 155 A v
B A . AN, B T LCH B4 s B S i, oY 3
K R ER O AN AR U5 DA K oo B, DA
K T it

(k& B IRXA L)

EEHITIESERS (RAMMBEHEHF) MR EE ST
O _F AR KA B 2 B IR LA B 2 0 i) ;s 5L
PSS oL A SR 2 R A 5 L S B (20 KA
SLAOE ) ; TR L9 B 52 (SCTRBR) 5 0 M K 25505 — WY U % g
(X )
EREITERA (R R R BBE AR ) ERERCE R L
BB B (T ) 5 B R L3 B2 il 50K IR LR ES B
CRURSO) 5 B GLUEBE S vl S K I 2 B i )L i
BEo el (WD) 5 B G LB i AR BE R A B A 5 L
RS (VSRS SRR XA FMALE S ) s IL s L
Bl () s T 44 L3 P o M LT B B O ) 5 S v Bl e
IR 53 15 25 B 5 5 5 IR ) 5 9 e B o o o
R DUILHE B B (R 5L ) 5 e o B A2 ) B I 25 I B I B 5
(S /) 5 T AR IR B — BEBE (BRI s st EE R
e W LB BE (7 B 5 a2 3 KL 3 2 B (X F ) 5
T 0 K2 B R DS 5 (PNSE ) 5 1L A 50— DS R A% W 46 S G B
(HZMS) L7524 L3 B 5 GBI T ) 5 b9 508 k2 5 2 i
B BE B (B TE) 5 b i L S B (3 %) VR I i L % BE B
(KUHAE) 5 7 HBEE B IR 2 9 L B2 o (R ) 5 DO 1| o
BT BRI (%) s S K W LB S B (923380 vty L

PR BE (FRAR) 5 VU417 LR BE e (X422 ) 5 Wi e o e i s L
PR BE (K ) 5 v [ BRI B o e 2 o (O R 20D 5 v g R
TRAE = B2 e (A W1 ) 5 o pl A2 N I 2 B Do L S P 5 380 Pl 4
JLEEBEBE (it ) 5 v il g P Al 20 2 B Bt () 2048
TEHRIEAMY A« [F 5L B B AL M AL O L BE B
O e 5 0 A5 L) 5 i A I 2 B T
JE JLZE B e W 4 L IR Bt (V)

M 4R [ R LB R s L R B RO 2 W b e L PR B
(g EOE B4 B8P

Ik 2 SR Ee Rl P W EARULES

Z % X #t

[1]  Khoury ]JD, Solary E, Abla O, etal. The 5th edition of the
World Health
haematolymphoid

Organization classification of

tumours: myeloid and
histiocytic/dendritic neoplasms[J]. Leukemia, 2022,
36(7):1703-1719. DOI: 10.1038/s41375-022-01613-1.

[2] Alston RD, Tatevossian RG, McNally R], etal. Incidence
and survival of childhood Langerhans cell histiocytosis in
Northwest England from 1954 to 1998[]]. Pediatr Blood
Cancer, 2007, 48(5):555-560. DOI: 10.1002/pbc.20884.

[3] Guyot-Goubin A, Donadieu ], Barkaoui M, etal
Descriptive epidemiology of childhood Langerhans cell
histiocytosis in France, 2000-2004[]J]. Pediatr Blood
Cancer, 2008, 51(1):71-75. DOI: 10.1002/pbc.21498.

[4] Salotti JA, Nanduri V, Pearce MS, etal. Incidence and
clinical features of Langerhans cell histiocytosis in the UK
and Ireland[]]. Arch Dis Child, 2009, 94(5):376-380. DOI:
10.1136/adc.2008.144527.

[5] Stalemark H, Laurencikas E, Karis ], etal. Incidence of
Langerhans cell  histiocytosis in  children: a
population-based study[]]. Pediatr Blood Cancer, 2008,
51(1):76-81. DOI: 10.1002/pbc.21504.

[6]  ZRFHAE. BRAR 20 i A1 S0 M3 A e AN S IR T AR M A R
1. # 4 LR Z= ik, 2012, 50(2):155-158.D01: 10.3760/
cma.j.issn.0578-1310.2012.02.016.

[7] Allen CE, Ladisch S, McClain KL. How I treat Langerhans
cell histiocytosis [J]. Blood, 2015, 126(1): 26-35. DOI:
10.1182/blood-2014-12-569301.

[8] Yeh EA, Greenberg ], Abla O, etal. Evaluation and
treatment of Langerhans cell histiocytosis patients with
central nervous system abnormalities: current views and
new vistas[]]. Pediatr Blood Cancer, 2018, 65(1):e26784.
DOI: 10.1002/pbc.26784.

[9] Haupt R, Minkov M, Astigarraga I, etal. Langerhans cell
histiocytosis (LCH): guidelines for diagnosis, clinical
work-up, and treatment for patients till the age of 18
years|[]]. Pediatr Blood Cancer, 2013, 60(2):175-184. DOI:
10.1002/pbc.24367.

[10]  TE{REZE biay . LT DA% A M 41 2UAN i A R 1297 B
J5(2021 4 i) [EB/OL].(2021-04-29) [2026-01-07]. https:
//www.nhc. gov.cn/wjw/c100175/202105/93e3f258d1e
74f2e80e0335c654976e6.shtml.

[11]  BREEJE, #oi ik, T/MK, A5 E®IT AT RIS T8 B i
T8I (2022 FR) []]. HhfREE2-I4E, 2022, 102(10):697-703.
DOI: 10.3760/cma.j.cn112137-20211228-02911.

[12] Donadieu J, Bernard F, van Noesel M, et al. Cladribine and



rRAE J LR 2026 4E3 45 64 %45 3] Chin J Pediatr, March 2026, Vol. 64, No. 3 - 249

[13]

[14]

[15]

[16]

[17]

(18]

[19]

[20]

[21]

[22]

[23]

[24]

cytarabine in refractory multisystem Langerhans cell
histiocytosis: results of an international phase 2 study[]].
Blood, 2015, 126(12): 1415-1423. DOI: 10.1182/
blood-2015-03-635151.

Baptista AM, Camargo AF, de Camargo OP, etal. Does
adjunctive chemotherapy reduce remission rates
compared to cortisone alone in unifocal or multifocal
histiocytosis of bone? [J]. Clin Orthop Relat Res, 2012,
470(3):663-669.D0I: 10.1007/s11999-011-2162-x.

Dhar S, Srinivas SM, Dhar S, etal. Langerhans cell
histiocytosis in children: a retrospective case series of
126 cases|[]]. Pediatr Dermatol, 2020, 37(6): 1085-1089.
DOI: 10.1111/pde.14389.

Gargan ML, Wong JL, Leidhin CN, etal. Langerhans cell
histiocytosis in children under 12 months of age: the
spectrum of imaging and clinical findings: experience in
an Irish tertiary referral centre[]]. Eur ] Radiol, 2021, 134:
109375.D0I: 10.1016/j.ejrad.2020.109375.

Krooks ], Minkov M, Weatherall AG. Langerhans cell
histiocytosis in children: diagnosis, differential diagnosis,
treatment, sequelae, and standardized follow-up[J]. ] Am
Acad Dermatol, 2018, 78(6):1047-1056. DOI: 10.1016/j.
jaad.2017.05.060.

Goyal G, Young JR, Koster M], etal. The mayo clinic
histiocytosis working group consensus statement for the
diagnosis and evaluation of adult patients with histiocytic
neoplasms: erdheim-chester disease, Langerhans cell
histiocytosis, and rosai-dorfman disease[J]]. Mayo Clin
Proc, 2019, 94(10): 2054-2071. DOI: 10.1016/j.
mayocp.2019.02.023.

Gadner H, Grois N, Arico M, etal. A randomized trial of
treatment for multisystem Langerhans’ cell histiocytosis
[J]]. ] Pediatr, 2001, 138(5): 728-734. DOI: 10.1067/
mpd.2001.111331.

Krooks ], Minkov M, Weatherall AG. Langerhans cell
histiocytosis  in  children:  history, classification,
pathobiology, clinical manifestations, and prognosis|[]]. |
Am Acad Dermatol, 2018, 78(6): 1035-1044. DOLI:
10.1016/j.jaad.2017.05.059.

Picarsic ], Jaffe R. Nosology and pathology of Langerhans
cell histiocytosis[]]. Hematol Oncol Clin North Am, 2015,
29(5):799-823.DOI: 10.1016/j.hoc.2015.06.001.

Rech KL, He R. Challenges in the histopathologic
diagnosis of histiocytic neoplasms[J]. ] Natl Compr Canc
Netw, 2021, 19(11): 1305-1311. DOI: 10.6004/
jncen.2021.7098.

Emile JF, Wechsler ], Brousse N, etal. Langerhans’ cell
histiocytosis. Definitive diagnosis with the use of monoclonal
antibody 010 on routinely paraffin-embedded samples[]].
Am ] Surg Pathol, 1995, 19(6): 636-641. DOI:
10.1097/00000478-199506000-00003.

Lau SK, Chu PG, Weiss LM. Immunohistochemical
expression of Langerin in Langerhans cell histiocytosis
and non-Langerhans cell histiocytic disorders[]]. Am ]
Surg Pathol, 2008, 32(4): 615-619. DOI: 10.1097/
PAS.0b013e31815b212b.

Kim HK, Park CJ, Jang S, et al. Bone marrow involvement
of Langerhans cell histiocytosis: immunohistochemical
evaluation of bone marrow for CD1a, Langerin, and S100
expression[J]. Histopathology, 2014, 65(6):742-748. DOI:
10.1111/his.12481.

[25]

[26]

[27]

[28]

[29]

[30]

[31]

[32]

[33]

[34]

[35]

[36]

(37]

[38]

Gadner H, Grois N, Pétschger U, et al. Improved outcome
in multisystem Langerhans cell histiocytosis is associated
with therapy intensification[]]. Blood, 2008, 111(5):
2556-2562.D0I: 10.1182/blood-2007-08-106211.

Gao YJ, Su M, Tang JY, et al. Treatment outcome of children
with multisystem langerhans cell histiocytosis: the
experience of a single children’s hospital in Shanghai,
Chinal[]]. ] Pediatr Hematol Oncol, 2018, 40(1): €9-e12.
DOI: 10.1097/MPH.0000000000001016.

Cui L, Wang CJ], Lian HY, etal. Clinical outcomes and
prognostic risk factors of Langerhans cell histiocytosis in
children: results from the BCH-LCH 2014 protocol study
[J]. Am ] Hematol, 2023, 98(4): 598-607. DOI: 10.1002/
ajh.26829.

Lahey E. Histiocytosis x--an analysis of prognostic factors
[]]. J Pediatr, 1975, 87(2): 184-189. DOI: 10.1016/
s0022-3476(75)80576-2.

Komp DM, Herson ], Starling KA, et al. A staging system for
histiocytosis X: a Southwest Oncology Group Study([J]. Cancer,
1981, 47(4):798-800. DOI: 10.1002/1097-0142(19810215)
47 : 4&It;798::aid-cncr2820470427&gt;3.0.co;2-j.

Hazim AZ, Ruan GJ, Hu M, etal. Langerhans cell
histiocytosis with lung involvement in isolation and
multisystem disease: Staging, natural history, and
comparative survival[J]]. Am ] Hematol, 2021, 96(12):
1604-1610. DOI: 10.1002/ajh.26355.

Kim JR, Yoon HM, Jung AY, etal. Comparison of
whole-body MRI, bone scan, and radiographic skeletal
survey for lesion detection and risk stratification of
Langerhans Cell Histiocytosis[J]. Sci Rep, 2019, 9(1):317.
DOI: 10.1038/s41598-018-36501-1.

Phillips M, Allen C, Gerson P, etal. Comparison of
FDG-PET scans to conventional radiography and bone
scans in management of Langerhans cell histiocytosis[]].
Pediatr Blood Cancer, 2009, 52(1):97-101. DOI: 10.1002/
pbc.21782.

Jessop S, Crudgington D, London K, etal. FDG PET-CT in
pediatric Langerhans cell histiocytosis[]]. Pediatr Blood
Cancer, 2020, 67(1):e28034. DOI: 10.1002/pbc.28034.
Baratto L, Nyalakonda R, Theruvath AJ, et al. Comparison
of whole-body DW-MRI with 2-[(18)F]FDG PET for
staging and treatment monitoring of children with
Langerhans cell histiocytosis[J]. Eur ] Nucl Med Mol
Imaging, 2023, 50(6): 1689-1698. DOI: 10.1007/
s00259-023-06122-6.

Amato MC, Elias LL, Elias ], et al. Endocrine disorders in
pediatric-onset Langerhans cell histiocytosis[J]]. Horm
Metab Res, 2006, 38(11): 746-751. DOI: 10.1055/
s-2006-955086.

Laurencikas E, Gavhed D, Stdlemark H, etal. Incidence
and pattern of radiological central nervous system
Langerhans cell histiocytosis in children: a population
based study[]]. Pediatr Blood Cancer, 2011, 56(2):
250-257.DO0I: 10.1002/pbc.22791.

Lian H, Cui L, Yang Y, etal. Second-line regimen for
CNS-involved pediatric Langerhans cell histiocytosis[]].
Pituitary, 2022, 25(1): 108-115. DOI: 10.1007/
s11102-021-01176-x.

Minkov M, Grois N, Heitger A, etal. Treatment of
multisystem Langerhans cell histiocytosis. Results of the
DAL-HX 83 and DAL-HX 90 studies. DAL-HX Study Group



250

[39]

[40]

[41]

[42]

[43]

[44]

[45]

[46]

[47]

[48]

[49]

rhAE LRk 2026 453 H A4S 64 445 3 11 Chin J Pediatr, March 2026, Vol. 64, No. 3

[J]. Klin Padiatr, 2000, 212(4): 139-144. DOI: 10.1055/
s-2000-9667.

Gadner H, Minkov M, Grois N, et al. Therapy prolongation
improves outcome in multisystem Langerhans cell
histiocytosis[J]. Blood, 2013, 121(25): 5006-5014. DOI:
10.1182/blood-2012-09-455774.

Haupt R, Fears TR, Heise A, etal. Risk of secondary
leukemia after treatment with etoposide (VP-16) for
Langerhans’ cell histiocytosis in  Italian and
Austrian-German populations[J]. Int ] Cancer, 1997, 71(1):
9-13. DOI: 10.1002/(sici)1097-0215(19970328)71:
1&lt;9::aid-ijc3&gt;3.0.c0;2-y.

Bernard F, Thomas C, Bertrand Y, et al. Multi-centre pilot
study of  2-chlorodeoxyadenosine and
arabinoside

cytosine
combined chemotherapy in refractory
Langerhans cell histiocytosis with haematological
dysfunction[J]. Eur ] Cancer, 2005, 41(17): 2682-2689.
DOI: 10.1016/j.ejca.2005.02.007.

Wang W, Ge ], Ma H, etal. Treatment of children with
refractory/relapse high risk langerhans cell histiocytosis
with the combination of cytarabine, vindesine and
prednisone[J]. BMC Pediatr, 2024, 24(1):1. DOI: 10.1186/
$12887-023-04465-5.

Simko SJ, McClain KL, Allen CE. Up-front therapy for LCH:
is it time to test an alternative to vinblastine/prednisone?
[J]. Br J Haematol, 2015, 169(2):299-301. DOI: 10.1111/
bjh.13208.

Parekh D, Lin H, Batajoo A, et al. Clofarabine monotherapy
in aggressive, relapsed and refractory Langerhans cell
histiocytosis[]]. Br ] Haematol, 2024, 204(5): 1888-1893.
DOI: 10.1111/bjh.19376.

Morimoto A, Shioda Y, Imamura T, et al. Intensification of
induction therapy and prolongation of maintenance therapy
did not improve the outcome of pediatric Langerhans cell
histiocytosis with single-system multifocal bone lesions:
results of the Japan Langerhans Cell Histiocytosis Study
Group-02 Protocol Study [J]. Int ] Hematol, 2018, 108(2):
192-198.D0I: 10.1007/s12185-018-2444-0.

Morimoto A, Shioda Y, Imamura T, et al. Intensified and
prolonged therapy comprising cytarabine, vincristine and
prednisolone improves outcome in patients with
multisystem Langerhans cell histiocytosis: results of the
Japan Langerhans Cell Histiocytosis Study Group-02
Protocol Study[]]. Int ] Hematol, 2016, 104(1): 99-109.
DOI: 10.1007/s12185-016-1993-3.

Haupt R, Nanduri V, Calevo MG, etal. Permanent
consequences in Langerhans cell histiocytosis patients: a
pilot study from the Histiocyte Society-Late Effects Study
Group[]]. Pediatr Blood Cancer, 2004, 42(5): 438-444.
DOI: 10.1002/pbc.20021.

Donadieu ], Larabi IA, Tardieu M, etal. Vemurafenib for
refractory multisystem Langerhans cell histiocytosis in
children: an international observational study[]]. J Clin
Oncol, 2019, 37(31): 2857-2865. DOI: 10.1200/
JC0.19.00456.

Whitlock JA, Geoerger B, Dunkel IJ, etal. Dabrafenib,
alone or in combination with trametinib, in BRAF

[50]

[51]

[52]

[53]

[54]

[55]

[56]

[57]

[58]

[59]

[60]

V600-mutated pediatric Langerhans cell histiocytosis[]].
Blood Adv, 2023, 7(15): 3806-3815. DOI: 10.1182/
bloodadvances.2022008414.

Lin HT, Wikenheiser-Brokamp KA, Udstuen G, etal.
Marked and CNS
manifestations of adult Langerhans cell histiocytosis on
targeted MEK inhibitor therapy[]]. Chest, 2023, 163(2):
e53-e56. DOI: 10.1016/j.chest.2022.10.003.

Lorillon G, Jouenne F, Baroudjian B, etal. Response to

improvement in soft tissue

trametinib of a pulmonary Langerhans cell histiocytosis
harboring a MAP2K1 deletion[]]. Am ] Respir Crit Care
Med, 2018, 198(5): 675-678. DOI: 10.1164/
rcem.201802-0275LE.

Messinger YH, Bostrom BC, Olson DR, etal. Langerhans
cell histiocytosis with BRAF p.N486_P490del or MAP2K1
p.K57_G61del treated by the MEK inhibitor trametinib[]].
Pediatr Blood Cancer, 2020, 67(12): e28712. DOI:
10.1002/pbc.28712.

Cournoyer E, Ferrell J, Sharp S, etal. Dabrafenib and
trametinib in Langerhans cell histiocytosis and other
histiocytic disorders[]]. Haematologica, 2024, 109(4):
1137-1148. DOI: 10.3324 /haematol.2023.283295.
Eckstein OS, Visser ], Rodriguez-Galindo C, etal. Clinical
responses and persistent BRAF V600E(+) blood cells in
children with LCH treated with MAPK pathway inhibition
[J]]. Blood, 2019, 133(15): 1691-1694. DOI: 10.1182/
blood-2018-10-878363.

Kolenova A, Schwentner R, Jug G, et al. Targeted inhibition of
the MAPK pathway: emerging salvage option for progressive
life-threatening multisystem LCH[J]. Blood Adv, 2017, 1(6):
352-356.DOI: 10.1182 /bloodadvances.2016003533.
Yang Y, Wang D, Cui L, etal. Effectiveness and safety of
dabrafenib in the treatment of 20 Chinese children with
BRAFV600E-mutated Langerhans cell histiocytosis[]].
Cancer Res Treat, 2021, 53(1): 261-269. DOI: 10.4143/
crt.2020.769.

Wang D, Chen XH, Wei A, et al. Clinical features and treatment
outcomes of pediatric Langerhans cell histiocytosis with
macrophage activation syndrome-hemophagocytic
lymphobhistiocytosis[J]. Orphanet ] Rare Dis, 2022, 17(1):
151.DOI: 10.1186/s13023-022-02276-y.

Chakraborty R, Burke TM, Hampton OA, et al. Alternative
genetic mechanisms of BRAF activation in Langerhans
cell histiocytosis[]J]. Blood, 2016, 128(21): 2533-2537.
DOI: 10.1182/blood-2016-08-733790.

Evseev D, Kalinina I, Raykina E, etal. Vemurafenib
provides a rapid and robust clinical response in pediatric
Langerhans cell histiocytosis with the BRAF V600E
mutation but does not eliminate low-level minimal
residual disease per ddPCR using cell-free circulating DNA
[J]. Int ] Hematol, 2021, 114(6): 725-734.D0I:10.1007/
s12185-021-03205-8.

Eder SK, Schwentner R, Ben Soussia P, et al. Vemurafenib
acts as a molecular on-off switch governing systemic
inflammation in Langerhans cell histiocytosis[]]. Blood
Adyv, 2022, 6(3):  970-975. DOLI: 10.1182/
bloodadvances.2021005442.



