GEESY
JLEE B 5 2 2H SR 4t e 18 AR AR 12T R

(20215 #k)

—. Bk

BA A Z 20 fE ZE 4 48 fg ¢ 4 JE  ( Langerhans cell
histiocytosis, LCH) A& JLZ 414140 i & % & % Wi K A,
BRI IA N & — FfE R R IR R JE R/, CD207
(langerin) PFEMEHy 2E 43 40 B8 TV A% T 2 B A 0 7 0% B 30 3k 1
20 Bz A LCH W B4R 8, 7 R R & A AR, LUK Rk
R, MAEAL N, WREIARFMER, TRIANNER
VY KB B A BT B fE R B £ RS AE . MAPK i B
W s S AR R £ YIME K, 274 LCH B JL#Y 85%,
7o # & BRAF V60OE % & W, T 60%7Z % #y LCH & L.

. EHEHE

7 & LCH # 48 A- 89 & Lo

=\ i

(—) e R &I

LCHEF mRER B TR EBEE £ DAL TEER
B’A, LWFEAZREHTXE,

LB BB ALCHR & W R#iAr, = LF70%0L
WLCHE &, EMERHTZER, HURFEXERSZ L,
FUEIAEEE R RAER, EF. THE. WE. FLEMN
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ZRWMA mEI G RHEAE R, F
HARZ R, BX R ETEALT
I RAAMEIERR Y, ARZ

Rl RREE, FEXRTETHHAURMEFTZRT
ROBERES, —LEd (wEF. HE. X, BF.

FTRERMEMARESE) FEURSNFERE S PR E
AAXRARBEHAERN, LRI CEIHEHR A “ PR
2 WA o K A

2. BB RPN A IR, 15000 &% T 2K FH
HAL, EELATRT. kEfFEE. ELERFAANE
AAALMERNEI, BFAK, £F. 4. BRE. B,
45 o W IR IR AN R AR R, AR DA AE AR 7R A B IR A X 8
Rzt . KPMERERTR, RpE™ 88 €%k
KHjE3. SEELFERGFE, ¥ RIIMHA, HEER,

MBI FL BE N TR MR B A, TR IR

FE R . T B B 6 S0 A otk B 4 & B3RO0 % L

4 fFIEmE: LCHITEX B2 — M E# B8, B
VERE SRR R, SR A A A, B,
V- A AB LT (GCT) FEs— MUKW EHTES.

b.IRZ R RN A, FEEEANFEMNI T EE
5| AT B R B A

6. MK AL FE: MRAAXRRILA MLE AT RKH
ZULRE, THETENR DAL, BERLT SR
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G REH. BHERNT LA D ECDIatryBAE F 4R .
WMAERE A MEL AR RABIFALN, AEEZHAX
e BJL, & T Fom s iR D LR 2 —,

TR R LELCHFF B % R H 2 2 RS mA B — 4,
R FIE AR, FRAREEZE M2 E— 0 ER
Mk, WO RA Az, FREE, MERBERE LK
A, BARNPERFRENEFIHEF, WBHFRERARFZ
Fom&E, mA AT HIAREERL RS, HIAFMAEEE
KAEMETERE

8. FMMAERG L : EMAAXBEERMM. —f A
BRAEF MR AT R R, R ey R A ERRIE,
ARIAAMASAERE; 7 A HERTERE, BF
Hur kW, BO. MEES, FEEE. RATHFRI,

9. MfR% Z: UARSERL RN T L A RT R
B —wa, BERIAMRME, FEEMARME (LE
ZMEHE) HEF,

10. FRIRZR: BEALZARZERAZL—, @ THE
F MR E TR R G| RO FRRGGEREBEFTE T EM-E
% TR X AT R

11 S B2 - ey 2= LCHRY & E R 2 —, Z E B ER
BEAE, MUERTHR, 2hTHNEEXRBARHIREZ
T, B LEE AW K.

12. FL AR - 0 0 B2 RE R 5 B FT AR I 5 BT IR AR A
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B ZE % BT REGI AR B EAL. ME B4,
WA, BRAR. B OUE R R E A B R R R

(=) #Hte

1. 2l =&

(D m&EM: TRAEERE, ZHEEXREZTHTEU
bR ERER D, & B R RT R SR R T B

EILTHARAEZ R MAKRD .

(2) mAEf: FEZXRSTRIAFHESIR (FEL
FE, KEE G MmE, GGT. B3R B K 3 & A = %),
e EBIETHIA TN, mREANEEESE. KEa mE
MERBRIIES RERL L EE,

(3) RHUERSEENE: wRLEANTL 005, =K
B JE K T200 mOsm/L, W& RERET X BTG,

(4 FHARE: Ao mAAFHEEERT, THLARHA
gL, EREnIE. nEAERIAN—RE =R 20
DB B E I K AECRPA E, TR EES B,
H—FSEFRETHER AEAML, KECDIafEER (F)
CD207 (EfLangerin) FEMEEVEAME FE 4 A B BE % & .

(5) N4 ubAe Tt R B b IR &% Uk & (ACTH) . B T B%
BEEHEKEFL (IGF-1). £K#E. B#E. FRE
Nk ERERERTNERITEMZ R, F/FRIEAEE
WL TR R

(6) " i 20 M 28 5 4EAH X 4647 : D #LCHE % & JFHLH,
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REZHARE X 28 g K ILCHE &, F 5T FHLHAA
KIGHT, K. BERFA. mMAAME R UL BB, %hE B =500
neg/L, F4EHRE<1.5 g/LEH =B =3.0 mmol/L, ¥
VEMECD25> 3 #+2SD, NK20fVE R IR B2, B RE. AL,
B 4E S L A P R L 2B A, DA B84 R B A AR VE N
A FF o i 28 i 25 A

2. FBRF/E

(1) BrEhE: ERWFIEZEEBE T RN S X MR
WHEREE REI, | WIEEEEREHAHAEERENT K,
FEIR T HIAA T EE R K. AABERETET BA LK
ML, MERIXFRREFCXENEETR,

(2) Xt dE: FAEEMEZHALCHE X RWEALE
FE, MamaHCThEX 2 RoHMENA, FRXTH
#,ORIE, THALMARENZRZOHE XN, e &
W& FAFMT BRFATHNACTIRE, X&H EA£LCHE I Fo
TR FEAEENEN, EdHTHAENRA, LRE
B H KA ECT, Wb, ZakHEIRAE TR Z BB+
BB A

(3 FHEME: FTERATLCHE®B X BB Ar, MEak
G- DU X T

(4) PET-CTA: % : PET-CTH A T AW Bt v e 2 5 % &
WA, URMTETMEGAARYENERE, 88 TLCH
FEmERE T E S ME, IEKFEEPET-CTH 7 67
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2| BAKLSE X,

3. M Rede &

(1) fizhee: LCHA % REt, Mihat ¥ N NAEEE
WA aeERR, Mo BE T HIRA| SR 6 E AR
RSN

(2) 7). AAteEE: £ RB “FRME R G AR
w” 2 REZNHI TR

4. AR REME

WOE LI EA AL KR, B . REE S, RAUREA
WAEEE T B WK & B 40 f iR, Bl AR R
MrmE, EmapfEapEraBEnEs, MeER
RHHE, FHTEECBEERT AN, T NLREEELRT,
B, AL AR etk nERBENERAMN. & AFN
# %4 4,CDla. CD207 (Langerin). S-1007& & . CD68. ATPEE .
a-D-HBEWEE, LEEERMME, BETITHKIAER
BirbeckFf ks # 4 4 40 fis 5 CD207FH A & X A . fiEfe & &
WO LCH& ™ £ WIRTE, LEE % EAMNCDIat (50O CD207
MR DU AR “ 2tk .

5. F F A

MAPK3# % By 48 % 25 [ 4 0, 4eBRAF V60OE 25 4% 48 | 7T LA
B B4 Wi LCHA 7 96 9T 1 A2 o 1 4 /N 7R B O 19 I U F B

9. 2

LCHH WK EIE R =, EFREMFEFRE. K
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B E2HY AR & ™ ENKRE, LHEREHAMCDIaMm
() CD207TFHMEZ LW AR “airE” , B5% THE A
H Birbeck # AT 7 20 2 48 fg 5 CD207 FH # & X 48 [l . BRAF
V600E % & H By TLCHRY 4 W . 5 s )R A0 %215 = & J& 1T SELCH,
ERE TR, wEER, BN MEERRERESE, VA
PUOMATE A ENEA I, ZARAHIHNEEERE
MWER L E D64 A, RERE KA E PGSR0
b DLRCBR S At T T R B

B, ERSHR

LCHF R R JLF2 B &N, SRELENIEREINF
SRR RREER, SR & BN ERFE,

1 FIRA R LCHEZ Bk R AL 8, WRIANRE
B KXY BHREL R %, FHRS . R KK,
Fra)lias, BAAL RERE. KE. FECRFITR
& AE LA

2. BRAE - AEMUNE A EFLERNNRREER,
WHEREFSGEETE R, SLEX. BRE. REARWE
SER; RERTNSEMSESZ SRR, wEFHME. W&
GME. IRBAFMRELR; ME. KEMEFFIHLW
FEPHMAFEAXAE. FRE. #EEAKE. EF4
HEMER, VEBER, EHIILEFERE S NI LB R LA,
MY mEATHRARKEL, SRV ENEE, ak
JR 7 L #R AL LCHAR FLVE 2%, B 18 3 vE A F B A
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3. Fif B0 AL« T VE R IR A I L R ] 5K R, o I
TR, XEEKMR., RREMREZ, ETRF: 58
TR, LA AR A KRR EA T, LCHA Y
HAK, BRAEE H AR H AT B R R AR A

A4 FFIEmZ - e 2 EEXAANETE, KIME. Ke
FHMWES, FELANKFEAE: BEFEAEEER. X
WERR. TR, S BRI E, FRMEEL R AH 6
f . 7 LB .

5. WA MAGIAE : EBARMEFAZRFF R, F
ERBRFEMER G A . T LA AR R
T,

7Ny AT KBER

LCHIE T R | B R 48 1Bl 8y % B ¥ AT . 0 BB IT 5

EHEAE, RE\TEEREEMT FE; EEES IR
B, KHRTV, EREMET, AARXIFEE R

1. V&7 RV

(D RFf: OFEBRE: XEFENFERKXELR
WSROI, EE. KRB BB, FTREE. SKE K.
ERERR. BB, BER, MERGKEUREEEE
RBEE, ORBRE: RAEGKRIESN, FREEILWAEK
AEEN. 25 FRFERI. H KL 30009 B K 20 47
ShEE Uk, T, TR MBS RR. PRER. AT
FE KN BB R A & (WFL KA, R E R,
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IR E) Fo @F BIDEKHAEIR,

(2) #HYPEIFSE: OFHALE: LREFN. CRE
EE. e, Bk, e, R&a. a&ka. JLRMK
2. TAMTIER, BRRU. Bmzhae. sCD25. &R A
WA E ., A E . BISRCT. Fiabie . 28 B8N,
FERFLFMRI, CEE, SEFE. TARE. BE. B
J&. A E . BRAF V6OOE% % F X T Ml %, @445 F a4
T T AMfEX R R E AR 4 R D sk 4 R A
THM A NER, FEELEFHE N, FZFEAT e mEN
BE, AFAAHCDIaf () #CD207 (langerin) 6.,
Dl MLCHAE e, g F e BB MM < R BILFH &
B REHAMERIEL; EXEAFEFTREENELES
FTRIARZHOETBATEEENL; 1 THHEELAER
BA, AEME R # % R et A #CT. BREECT. £ T 4RCT,
HAECTT MEHAREI; FENFUWURERIL (IHEA.
EKERE. 2. 2R%) BFFTFRKEGEE. ACTH, X
JiEe. IGF-1. AK#E. BBEFN R ETSE; TH
REMEEBEERZHERERRERRIANEE E E
VREELCH, [E L EATHMI L ERE, FAHMEARERLE
B o

2. T a4

(D REXREEHELH: OLEEXEA (single
system LCH, SS-LCH) , B+ & (BRHLZK). Kk, HE
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.M. PREMAE ARG, AT, e LET (iR, Tk
R4, @% 8% % 2% (multisystem LCH, MS-LCH) , /&
TER—IMULEEE,

(2) REFL “LMHE” (risk organ, RO) ¥ R4
H, ODEmRAAZR: FTUHHTHBIX R, FaUT3F
FEg24& KL E: T A Hb<100 g/L, 2L J)LHb<90 g/L (%
ShER S ) [l B TR <4.0X10°/L; MmN T
f&: <100X10°/L. B8 R: BFHwHF FHHAHMCDlax
LangerinfHM: AR # R B X R B £, % i 40 fg g
%, FHAESE R (B BT EMEINNZR LWL,
QB Z: EHFLEMTO2 cn. QFE% B: HH+FE
FT>3 emfn (BO oA B, £FaFERET (<B5g/L).
Re&amiE (<25 g/L) f1 () HLEFE LW,

() AL “fhé&EE” X EamAHE (ROHE) fK
a4l (RO-41).

3. AR A VEE FOE T RO

S E EIRHAEEN2LCH-TIT A R (k1. 2).

4. 967 E

HTEEE (RAFBHERRRRIA) X RHEH
KRRz Z2RE, AR IATHT, 30 A1FE, RETFEE
NEETHRENERTENT. S THEEXE (k. M
M. BN WEBEXEFHIN, ZHAAESE, ZNEHEAX
ARG ED, HEetEMITERTENT,
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(1) —4iE)7: B — ST AEN AR SN EET
ERHRE D SNLCH-TII 7 £, BRFEWT: FFE
71 (1~6): K&#H (VBL) 6mg/m’, #AEst, &1
K, 6%k BEELK BAL (PRED) 40 mg/(n” < d), HMRK, &
FARE2RARIE; THEREFETEBREANEFET. HF
672 (T~12F): PRED A& B O3 d, VBLAETZE,

Y67 VBLE3E LK, PREDEIE DS K (Gl & Fn
RERERET), ZRTEIF (222X EBILET
BEF), 2RAHFARBEXRBILFAN T6-MEES
A (6-MP) HRETELE R, 7 &50 mg/(n" *d),

e A% OF LVBLA AKE#H# (VCR) HK&EHF
(VDS) K%, VCR1.5 mg/m’, s A&E2 mg, VDS 3 mg/m’,
WA E4 mg. Q6-MPHYF & FRIE L LA KT X & I 24T
#.OKE/NT10 kgH I E: VBL 0. 2 mg/kg, VDS 0. 1 mg/kg.

KERHARR N ETEGHE: HEEME., EM. BEL
G, B GEEING B REUR AL, FELDEE
MTHIAB L, MEMENFEEREFESHAMEHE, &
JLEAMN, XMAREEFNTEDFMEA KM T
RERTBEAGEE D (JLFAANEE), TEXH, 7
A ReEn/E. SRE. BEF. BREMAMIE, £
R EA ) R vE = M JE L R E AR A RS A

(2) R BEIET: BILENITH6. 12, 25, 52/,
= E3NA. 64 A, 15, 28 3EHFTRETH, R
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BIPEERBIBEREET FEURT BRRFEXEN,

(3) Z&IBITRARIEIT: Mo RERELXLCHESEF
T &AM KIEIT, Bz R BHIGIT R ALY A R
4, RARARER NIRRT AR FREELN
BT, —HE RS EIE M LCHE LA /N = B8 i H Bk A K
BALRAE KRB R T A IEIT R . BB, T8 EEER
AR EMERTEHA TETRIEE S ALCHE S . RN
TEMEs, BEEERMTEEHRMNFEEK, 258"
ERYP. i % I RIE

(4) i mTHMBEE: Bl e ERARHE T 21V
HREEEH#HT AT FERE I T 48 # 4 (hematopoietic
stem cell transplantation, HSCT) j&J7 #J&LCHEN £ #F /O
M E IR IR . R Bl IR & BN B B R P R R, HSCT A T
M6 1 B B LCHIE T & AL

(5) ¥ EIET: ETLCHAFILF W RF AR, B E
# % THE 53 AL B T BRAF VEOOE 1 41 7| 6 J7 % ¥6 & X LCHH &
M. 1B H R X B R MR B A #AR A, Ao BE W
R E A RLE, TETE R AR R A E . m K EA
FEE,

(6) CHRFIEIT: W7 HATE O R & 77 B ik v T+ [X
frB ik, ERABEHEMERAAREA; T LRSS
It BRI H TR BRI B T v 2148 AR B/ NMRIE T
AR B BL T AN AIE T R R AN T
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EREH B EIEIT.
t. ®HigEMH
(—) AEBERELI TEREAEZER
1. LCHEA ## ;
2. 6T 7 B E B E 56T 7] LAE Y HE T 5T R
(=) KA EER#42 LR ENR
1. #2 LCHE T 7% BA #  r
2. HUWILCH, Y3 [E Fx ok IT &1,
3. IELCH, — L&A REITIHE#HE, KA E X,

M: &1.LCHRBEW® AT E
#2. LCHI&I7 KL W 1
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=1 LCHE F R ST E

RIS
KRGS B FAEREET2HE
RFES  FH# O ERKRERRARMEE, BRAFARL
BA EWRGRERRA R, ERIHFLRML
RE BRARMAEF#HRIMWE, THLRM
#E EAEREESREHER (R HIH LR
<2 LCHIE T R v
BT R
R 4F B NAD
4 4% AD-#F %
% A AD—3 A
o AD-#8
e i3 AD—#t &
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JVEE BARE 2 B 20 23 40 B 3G A2 R 29 T R
(20214 4%

95w TR
(Bt REBHF)

HK: XA
g ARE O mER xFE 2 & kK
Ik REE O KOR 42EA HAER

Enx
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