- 60 -

JUAF2E 5 22 £ 2018 5% 24 5% 11 2 Journal of Pediatric Pharmacy 2018, Vol. 24, No. 11

[21] YAMAUCHI K, SHIBATA Y, KIMURA T, et al. Azithromycin
suppresses interleukin-12p40 expression in lipopolysaccharide
and interferon-gamma stimulated macrophages [ J]. Int J Biol
Sei, 2009, 5(7) : 667-678.

[22] RUTTENS D, VERLEDEN S E, VANDERMEULEN E, et al.
Prophylactic azithromycin therapy after lung transplantation: post
hoc analysis of a randomized controlled trial [ J]. Am J
Transplant, 2016, 16(1); 254-261.

[23] KINGAH P L., MUMA G, SOUBANI A. Azithromycin improves
lung function in patients with post-lung transplant bronchiolitis
obliterans syndrome: a meta-analysis [ J]. Clin Transplant,
2014, 28(8) : 906-910.

[24] JO K W, YOON S, SONG J W, et al. The efficacy of
prophylactic azithromycin on bronchiolitis obliterans syndrome
after hematopoietic stem cell transplantation [ J]. Int J Hematol ,
2015, 102(3) : 357-363.

[25] LIY N, LIU L, QTAO H M, et al. Post-infectious bronchiolitis
obliterans in children: a review of 42 cases [ J]. Bmc Pediatri,
2014, 14(1): 1-6.

[26] GRIMWOOD K, BELL S C, CHANG A B. Antimicrobial

doi ; 10. 13407/j. enki. jpp. 1672-108X. 2018. 11. 020

treatment of non-cystic fibrosis bronchiectasis [ J]. Exp Rev Anti
Infect Ther, 2014, 12(10) . 1277-1296.

[27] #RUCHE, sk, ERAE, & R NEREAYRIPTE SME
MSE R LRI T]. TR, 2017, 56(7) :
546-557.

[28] SOUTHERN K W. Macrolide antibiotics for cystic fibrosis [ J].
Paediatr Res Rev, 2012, 13(4) ; 228-229.

[29] SHMARINA G, PUKHALSKY A, AVAKIAN L, et al. Steady-
state therapy with azithromycin or low-dose prednisolone in
paediatric cystic fibrosis patients: inflammatory markers and
disease progression [ J]. Int Arch Allergy Immunol, 2017, 172
(1) 45.

[30] SAMSON C, TAMALET A, THIEN H V, et al. Long-term

effects of azithromycin in patients with cystic fibrosis [ J]. Respir

Med, 2016, 117 1-6.

G/NGE, BRI, XM, RERABRSE ST A R YT IE I GE

RAEEFIRIIT G AR [T]. LR 2422458, 2016,

22(8): 58-62.

[31

[

(4401

(Wehi B 1.2017-11-01 &[] H 1#1.2017-12-07)

JUEE B DU3YT 40 Y 2 2R 400 e 3 A R VR T iR R

HRM i, T

[hESFES]R725.5 [ XEktRIRED 1A

Therapy of Langerhans Cell Histiocytosis in Children

WAL (FEPRERFEMELEER , B 400014)

[ X E4S11672-108X(2018) 11-0060-04

Jiang Jiamin, Yu Jie (Children’ s Hospital of Chongqing Medical University, Chongging 400014, China)

B A% 2% 307 40 i 4 23 40 i B4 A iE ( Langerhans cell
histiocytosis , LCH) J2& /b WL ) L A% - 75 055 20 JifY 28 S5 5 ) 2%
2B AR AR AR, T R A AR AT A AR B B, (HZ &
IR N 1 ~4 21 HIG KRR 27248, B & U]
BBk ek, EET RS EERE RS, H
1953 4E LUK IZ P — BLBA N 2 — A lRe ) S 44, LA
[l A 1 , 9 O L 8L 38 4= X (histoeytosisX ) '
1987 AP HLH 424 oy BTRS 25 30 40 g 4 40 400 34 A ( LCH ) IF:
WHZEA . 1997 409281240 A/ IR 41 A 398 5 14 9505
1973 4F, Christian Nezelof %5 76 HL T B 5% & ¥ LCH B #
AR SULFAE R 5 1 Birbeck J0REL, 48 H 3K R 14 2 9 5
Langerhans & ILAIM SR A0 MLAT 5C, Bl AR P B AR 19
% & Badalian-Very G 257 857 8.8 ,57% B9 LCH 41415 A
#EHH BRAF-V60OE 2878 o LCH JFRE T — 4% (A 5T i
2, HHETIZWE 2009 4 [ PrH 2140 i U 23 43 41 19 LCH
WEAS SI6 7 BB RAE . 12 W o 6 B R A BT L i Y

LCH 4fii, INLATR 4 35irf 2 UK L FSEFRIAPE : (1) ATP il
(2)CD31/8-100 I ; (3) a-D-HBERWE; (4) AR EZ
., B2 RIEOUER A NP2 HEA LT 3 i 1 3 &
DL EFEFRPHEME . (1) BIRS R BAPE; (2) CD1a $LJEFAME:; (3)
Bk A R BLAN I N 7 Birbeck ORI, IR L FIRIT A H
1 ARG 2 R R G R R TR, AT 43 o R G A LCH
(single system-LCH, SS-LCH) 1 £ & 4t # LCH ( multiple
system-LCH, MS-LCH ), SS-LCH X i 4% B8 2 &7 B %K fv 1Y
(single system-single site, SS-S) Fl B Z 45 2 B #Y ( single
system-multisite , SS-M ) , Bl #9548 2 K BRIk B2 45 L B2 ik |
it | A B T S A 2R M 2 WA B ek L 4 . MS-
LCH 28 R 2 A DL B8 B MEBUR E g B I REM T, K
TR fEdl (MS-RO+) S48 22 M 1 AL b fa 2% B (risk
organs,RO) SEAEIE i BAE RS, RO+&E X i il &
e[ ML <100 g/L AT <4, 0x10° /L F1 (5% i
/MRITE<10x10° /L] R =5 THI%% 2 em B &5 T A 2>
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3 em[ fEE HIMAE R H & A MUE | R AHZLER AE AT (B0) $2
T o MRFEL (MS-RO-) 248 B R i di i LIS

1 LCHHI&TEHB

UETAE LCH JEfl 124 i A A ZE A A & i i At
Ti] , 329 IO 5 7 R o) Pk BR A 1A 25 i 355 sl 300 5 S
il 3 RS A B4 L PR T BE R A 45 R B R 491 40
FREE AR, o ] G2 B A EZ IR A 4L 4L, AT | i
A2 2L, % BICVE A 25 B S B S RE SR LD L, S5 aX
SEMES AT LU ST MRS 2 LCH 48 B9,

2 BERLCH &Tr

SS-LCH WIRIT I T & IR AL, 1JL3E LCH fed %2
SRS B R A SRR T AT A e R 2B
T, JLE LCH JE—FMRI0HE/N A RS e/ Nk A A
B o X T R kA Bl T RUT B R R AT
XTIk 287 B3, T AT B Al B R R 30 4 B R R
FIRYT . AT AR B I E AT RIBRAR . AR AAIUKIN,
kI BRA AR Bt B R B — % 1 3E T AR IF I A it
T2 R ARSI, U BER SN R A T e S S 3L
Wk K A B W L A R AR T B M B 12T T A
SERCFPIE L, 45 1 245 78 A B A B S B A AL U A
FEOLT , PIBR S —fg k30 A UR A LY, 38 1] fE 2
KR — A | 20T B AR TR AR B i 2%, LAk
R AR BB B RURS: | R Ry 3T R 43 5 R A HE 05 AN S
B, SR, 2R A HER (AR T ) 380 3 AN 5 AT o] i
— RGBS HE, A B A B AE R T R BRI XU, K
T R 2 1) i B T Bk 5 350X SR L B 11 55, DA i
WA A Zefl, Mk I SS-LCH BILE WG BT, KA
T3 90. 0% LA b, 1 MS-LCH &L, o H A BT 2
BRI FER RGN,

3 ZZRZ%LCHI&YT

3.1 ALFssH

MS-LCH WIL2AIRYY T R R 8 £, 7F 20 142 90 45
AA B B LR il 38 M98 & R UME 4L a7, Xt MS-LCH f#
JLHEAT TSR 4 A BEHLM BRI 565"  84 HR LCH 2£41
1Y JLSG-96,/02 J7 & AN BRI 1) DAL-HX83/DAL-HX90 J5 %
&, TE 1991-1995 4E3FAT 14— T 5E , 44 LCH- 1 |, Hh#g
TTE MS-LCH B Ll FHIE Je M iR 7 i Fhih 43 B4 fif
FHRAACH AR FEIA 7 A6 I7 ROR e Ir R 6 1~ H .
S5 R MR ETEIRTT ROV, B R R AR ORI S AT U T 2
SIGEEE LT 19962001 4EHEAT T 45 IR, 44 H
LCH-1I ,2%F 1L.CH- I fiX — & B A ik 2k fkiG )T, B 75 1T
i VP J5 22 (KBEHE+ IR JERS ) Rl =251 FH (KB H0+ 1K
JER+HIFBIA T ) X F 5 A2 B & L (MS-RO+) IR YT RCR ,
BIFIFES R 6 S, 5 LCH- T 45 54 AH 1, LCH- 11 % &5 1
41 MS-LCH 5 5 J 0 R LK 63. 0% ~ 71. 0% , 5 & R IEAIK
N 46.0% ,5 AEAFIE R I WM (79. 0% ) ' SR 5
449 W) FRHEA T 32 1 R 2 R % N A i st R a2 4R

FEIATTIRYT WA R RN F1 IR 1R B RN, (434K FE
AT MS-LCH Y7 W28 93 £ 254100, SR, LA
R b ) A SR A2 A WO B 40 #E 17 1 DAL-HX83/90 J5
ZOFEFIRIT .6 MK B IR MR 4EHEE
7 12 N H R B ALDE TR JE b L 6-5iL R4 K 19 JE Atk -
FHRHEIA T/ W) 5 LCH- 1 | TR A L, 1% 07 2%
SIRIT RN R, B R RBBAR, S TR REE
(81.0% ) , WS AL 5 R 7 F4ERFiR YT, BEdE & LCH
BT 8k, B WS . H AR LCH 22411 JLSG-96
(1996-2001 4F) /02 (2002-2009) J7 % . JLSG-96 J7 & T A
JLSeHEsz A T RFESIRIT 6 JA (K BB Ik Je A | Brwk i
1) IRYT RN AT T AEREA YT 24 JR (KB B Ik e s BT
BEMLHE IS B BIRITEZANEE T B FRIETIR
7 6 JAl (KA Tk e BB RaHR) 2 Bk
HAAERHAIT 6 D H (KEF LIRS | H 2% K b 25
RIAEA S KA K BB G558 ) . 4
SR B, SS-M-LCH 1 MS-LCH & &k %4> %} 28.1% .
45.3% |5 EAEIE RSB0 100. 0% 94 4% , $278 5B
SRALARIT 7 ST SS-M-LCH B A2, JLSG-02 J5 % 7E JLSG-
96 Jr M HEEAE LAE TAE M. A J5 BiF 2RI IR N Tk
JERA & AERFIRYT I R AE K 2 48 J& B 7 ik SR )
AN 2, Morimoto 25 545 147 1 F JLSG-02 J5 %
IRITH MS-LCH &L ,6 Jii5E SR TT A BR300 76.2% |
93.7% ,5 AEHEAER N 46.2% 69.7% "7, W BIRE T
MS-LCH AT F AR 773 e B TN 15 S 1R 97 FIAE K HE 15
TRIT SRl Re e LA AE AR BB TS . 2001-2008 47 i
170 LCH-MWH5E 3697 R 12 A H | FE IR e |
KA FA AT Bl om0 e B A5 BRI AR LI &2 &
R R PEAL T RE KA T B ] AR 75 45 AR e 4L ROLI A
WK, SR ER, 5 LCH-1 \LCH- AL, LCH- DK v 16 48
5 AR AR = R 84. 0% 5 SE KW ARIA T I A RE 5K i f
G RFREARN 27. 0% ; KITBIRIT RSG5 kR
37.0% M MEAER, PRS0 U 4 JF AR AT Y LCH-
Vi3, FEHFFE 4 MS-LCH fG[6 4 (O ff 5 &, B ATxF
T LCH M K BEAAIF 5 45 1 oK K A
3.2 &R

AR TR 4 SR B, A K 2 BUR &R e R
KBTI IS RS R B AIRYT , B AR R & R,
AR AR o o R SRR R K AR LB T
ANFEIH R BN RN 5 AN N M IR YT, A AR
WEANRRNL, I Fhas &R 97 R L LCH-MS
1) —ZRI6YT , E A2 BRI i E R, DT 4 380 95 il 5 99 114
BOR R EVNRES T —FhEE R R T I RLENR YT 4
5, 20T T 2P BEAN M A 10095 14 i | SRR O ik AR X —
S P ROEN A T ST A A R, LB
WFFEIY 23R 7 o FH S e U A0 B A e 1 B 53R 7 TR
1) LCH-RO+&BH . Il REIEED 245 d Jr By B i
T b vahr s g SRS AT gERRR YT, 2R 27 Bl 2 T
1BIT . IX 27 BEE AT AP AR SZ 2,25 451 £ 2 1 200
Wb F AT R RIS R B IR YT R Y
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A, it 2 AT ARBTRE A S TR S AR, B AL
KR 92% , LB IE BT 4 N 12 4 R R 3 48 (P<
0.01) . TE4ERFIAIT N 4 2 BB RO+EBEE K 4 BI5E
T2 Bl st A X 2 IS B R AL, i B4
i T e E AR AR AL 4 HRRGEA R
JNE, 6 A 7RG e sk, BR S ARAEAE RN 85%
(95% CI,65.2% ~94.2% ) , R FRIGIX Lo 45 5 | v B i i
55 FADRE BT (IR SR YT MR 1 MS-LCH 2 A3 200y, (H I
E R R EIE O R B fr s N AR
AR A SR P R TR M ] 3R T R AR
2yt SRR I T A A S M (haematopoietic stem cell
transplantation , HSCT) & F T — 26X i3 1 LCH & H
VT, A [BPEAFSE IR T T 1990-2013 4ER MY 87 ] RO+-
MS-LCH 4 iz IR A 34 75 2258 FE (52 R, 7E 2000 4F2
B, K 2 808 & 76 17 18 86 7k ( myeloablative conditioning,
MAC) 5 FE DR s 1L 20 B R i, 20 51l vh A 5 {1 SR A7 0%
FAE W =5 10 B M AH 2% 9% BE % (transplant-related mortality ,
TRM) (55% ), 2000 4E2Z )5 , Bk tk £ i BB B2 T HSCT
PRI BEMR I (reduced intensity conditioning, RIC) : 7 49/
67 (73% ) B EFEWE SR RIC 75 29 A7 i 3R v i %
BIAEEAER MAC (77% ) M RIC BAH (71% ) )5 3 44178
1, RIC FZIRITIE TRM B A8k, R RIC BH)G &
KR ZHUEE T L i i — 27 ke, (0 RIC )7 R iR
IPIR % R T MAC J7 % (28% vs 8% ,P<0.05) , A It
HSCT T it 2987 MEVG 1 RO+-MS-LCH 53 (1 —FA 3011
IRIT TR B AR B WAL By SR AT

3.3 LCH¥ew@i& 75

F3LCH (R ZF MY B2 0% W1 s 18] 22 4>k — ELME LLBA
FE P OBRI , 1 — 40 38 14 0 T BB A KB AR TT O v
Badalian-Very G %7 WEE 58 71, 57% H9 LCH 21 4UbRAS H5aF
A BRAF-V60OE %875, & LCH FFRE T — &8 B 78 i 428,
Haroche J 257V JIES2 T 31X — & 8, A R BEIE A BRAF-V600E
FEAET LCH SB35 B9 51 & 1t 40 i b, DATITIE S 55 25 4t it
g — AN 51, BJS , Nelson D S 4625 1 4> A ]
JF 7R ARAF WAl RE S 5 Horh X 21K ARAF 43+ 1Y AH
XU EETE 4 5 BRAF V60OE 261, T 3L T ARAF /i
KA, SR HET LCH 5 h BRAF JE[H (BRI ARAF)
SRAR HL G /R R, Ry T B LA A 4 M 8 AR | AN [ ) B
FEINAL AT T BRAG () LCH 9], LA 2 B A4 780 ) LA 28725
7 2014 4F 9 H B 003 [F)25 ik 7 H A Bk MAP2K1 2828 14
PRI, Brown N A %57 4§ 4545, 78 40 ] LCH 18 4]
(45% )41 BRAF 5878 |11 #1(27% ) A5 MAP2K1 875, 7Efth
1% F M8 3C [7]— B ], Chakraborty R 2577 WA 41 15 H 3 1
AR L LU IE B 414U R B REAR SR AT T 58 3 (4 fR 20 m)
Feo XA L 20 004 (A 40 L BRAF 58728, T 7 4]
MAP2K1 A3 58738, 33X £ 58 A8 J& A [|] 14, 3 4 21 P ik B
A1 5 4l i A5 5 98 Y S48 ( extracellular signal-regulated
kinase , ERK) ROBERR L, LLAN, 7 2 151135 191] b i il 291) 43- 284
JE %Ak 2 U ( mitogen-activated protein kinase , MAPK ) i
EE B ARAF I ERBB3 MR 40 il 28 48, iX 5 LCH H

Erdheim-Chester J5 (ECD) B S E A %, LA A,
Nelson D S 2 4j 45 T HMIALE R, 2T LRWFSE, BRAF
B} MAP2K1 %) 28 48 J& A0 B HE & 19, MAP2K1 ¥ & /b %%
LCH &1, i B0 1/3 5] 17477

M2, BHTRY SR RE R AE S, R ERK 38 % A 3800 ]
REZgmAY LCH Ly ak H ny BRI 2848 irsl , 78 LCH Hh B A 3
SR, X T REA B E MG IR, — 7T, K2 2/3
I ) v Al SR A BOR IS AR B IESE , E— e T X A 13
B ZE A FE N A . BB, XA RAF 8{ MAP2KI1
GEAR I B AT 8 B B RSN, (LT & T LCH &SR AL
Tl -T2 4 A A R (H T LA X T B — Al T A
HERHERIRYT LCH 5, XT3 il 4 ECD 8¢ LCH f
i BRAF-V60OE K 825 (¥ sl FHAE 2 A Je 259 7= A= T
SR UL, SRR G IERE T I Heritier J 2517 4
EH T ZZIRIT AT A2 R 8 A KA A BRAF-
V600E Z248 iy LCH(SEmm B2 R B W bk L 45 Fn AL
PLR M R GE D) RE B A ) S8 & (48 % AR Je 25 AR bRicia
I7 IR AR A AL, E TR . RIT A S R
HRIGHIR T AL AEJRIRIT , BOR R, 7E58 k5 2)
J5 5 A ZBRETR AR A TR BE T %k
E/NH R 4R4S T # BRAF-V600E 2275 (1) LCH . ECD
1 Blpp e U A B A T R R e A N — 2R
I7 , BIBAS RARUR

25 LR 6 LCH &9 BIL i i B R ml Re (KR Y7
R A AR H AT, KA K e A JE MS-LCH
BOLAIRR R %, i HAL & —2R3697 , OF HLAE K240k
T E E LR PRt BRI A 5
Ve T B M R A A X A R 9 B R IR 2
Y, TR, — A A I 0 I 3038 58 % BLAF 7E RAF/MEK/
ERK {553 45 7 35 R 3 28 A8 ARSI , o LCH FR YT It
T A7, BVAR X MAPK Gl % 0E 47 35 R AT, 4
TR IS 24 2 Je AR Ry = A Mk 25 1, (E e T A v B
oW MEK FIR0500 S 82 e 7 e B AR Je By K37 /2
RAFAY . SR R T s 2l L A K 300 JRURS: 28 Ak ot A
A M HAFZ LCH SBE A LA 80ia ok, B,
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