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Abstract

Pediatric pulmonary Langerhans cell histiocytosis (pPLCH) is a rare diffuse cystic lung disease. As
one of the common affected organs in LCH, the lung can act as an isolated affected organ or partic-
ipate as part of a multisystem LCH. In children, isolated type is rare and often involves multiple
systems. The latest advances in understanding the biology of this disease support the classifica-
tion of LCH as inflammatory myeloid tumors. Diagnosis should be based on histological and im-
munophenotypic features as well as clinical and radiological features. Chemotherapy and man-
agement of respiratory complications are the focus of treatment. The prognosis of pPLCH may be
good, but it is adversely affected by multiple system involvement, and complications such as pneu-
mothorax and respiratory failure may be life-threatening. This article aims to summarize the lat-
est research progress of pPLCH and enhance the understanding of clinical physicians.
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1. 5|15

LCH & —FhZF WL LA CD1a/CD207 A I A B b SR 20 A S 5 S IR 10 &8 AN L A48 B FR AR ARG
RRERIE LGB [L], REANTE o R EEE BRSSO FER SR PRAE MAPK 48 S 47 AT,
I WL /2 BRAF V600E [2]. 1270 A0t 52 (R ik e SRR LCH 23 28 9 R w8 R e [1] [3]. #&e
WIS B R e B RS  IRERAEL IR T IR, AR AR, EEERI RIS RS, L R
BCEBEN “fEREE” , HZREEMTFRMER. LAl e “RkEE” , HZ K% LCH 24 &
SINTRE, % BAR— ML BUG B & [4)G, O 5T LR LCH FITAT Wi =8 5 1R /D . Salotti
JAZERI, 0~14 % JLEK) LCH RIFFENEFEE 2 4.1, ZHN TR AFER A 59 5, 1 ZLUFER
TR AEF 9.9%0 [5]. JLE LCH [FRALH G R V(B RGN Z REFR) TR, 7%~16%F iz 2 [6]
[7]. Odame Z&[71& 8L, fATTBAZIH ) PLCH Ji BI#(7E 2 R4t LCH [ 5t T . 5L PLCH £E)LE 5 ..
AW R DE LCH B L2 B E R LE (<14 )i, HA Bk ilisz 28] Xk
CF B e WL SR ME— 2R AR R, 5RO B L G [9]

2. ImARIRER

PPLCH IRRERIME 5, HEiR12. IWiZ. HMIMEHRIEIRIZZE A 42% [10]. DAFIGE 9 E R IEIR
W, EHARS NS B, Se RAIEFEME MR E[11] [12]. PLCH # WHIMEGE SR N SAE . HadE. PRy
WRSE. KAt 18P, AR5t ER, 117 %1 PLCH &) LH A 11 1(9.4%) A M E AR [13], Odame
LRI, RAEBUREERTREHEEZ R, (HRA M PLCH BRI B2 HIFIRERE IR 7], %
KEIRHI AT GETC PGB AR, FafEHERE . Mok PLCH &)L, 7E12W R BEUTI:, xRl 2 oIk (A7 40
o) S AARHAR EEL . TR R G B A SOREARAART, A NAE S W BT T B4R 22 U2 CT 2
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EF LB MR, TN — N RAEHIRA, HALEA KR ICyEE, PLCH MW 3
BORSETE A, BEJE BT 2k SR AN« IR DR E AN IS 2 358 T g2 pPLCH 15 TR B[ 14] [15],
RIS BIARH I

3. Hi
31 ®EF

PPLCH 2 LLEAAZ 3R N BEAl, HARHEE B2 B T2 W7 i o 7 5 A B e Ak G )
JRKRSE RN S B SR A o M CT U R M s 0 CT B K LA TE T SRR i 1 o I8 ik S8 (A8 ) S
B AT RIS, UESE PLCH [s2 5 & i A W (B AU B =i 1) 777 . pPLCH 58 A PLCH Jig
PGS CT RHAML, T)LEZ A MG R &[4] [16]. pPLCH M CT EEAL R AR AT,
R B Rt REEERE A, TR RIARIFIS AR, SHREEEAR, 4. BiE
SEAN [ B AL O] (RN AAAE o LRI RIAS DO A IR CT RN 251, 4515040 T/ wl Je 4
XAE R, IR IRA G . BRSSO A0 B B S S A T B, R A R 2 A b
N SE TN, Bt nl e R A= <UE 52 RN FE R4k R MY Tk I 4E . LCH BRI, JpAsik g B R i
TREE, SOOI 12 2 A0 20 5 FE O [17]. BB B CT RIS, (CGRIUNBEF 2. 285, BB
B /N ] 48 JE 45 B o SR AR AE 8 439 190 T Jo P 60 S kI8 M [12] [16] [18] [19], A HLAL AR
Sk — 0 Y NG R 2 W IR e

32. RBBEAFLER

PPLCH HIHfii2 DAL SUR B2 I S 2RI “ bt ” o AR R RN 245 RER VIR R, If
L5 — 5B (40 Bz ) FTE R IESE LCH, 7RA[ 21 pPLCH. fEIXFIBHL T, WIL/EL R4 LCH iy &
X pPLCH BEAT 2 W, LB S iiid R i 2. R SEIAL A PLCH, BAL FHHEAS XS i iA pPLCH A1
FEBR FC A DL K AR 69T AR E 2 [6] .

3.3. X5 EMBER

BAL I {E RGBS i XA FH RS0 U B AT . B BAL VRFEASHEAT F0 02 Yt 4H i 24 46
7, >5% CD1a+#1 CD207+4H g A7 1A J1 SR AEM IR b pPLCH 172 W7[9] [20]. BAL i A &AL IFI
TE R G IR 2 o X Rz 7 S e e, (HRBUEMR, X Iik RS2 F ARG ) i 55 38 1E
[21].

3.4. FiyEe

2SR IE R B A AL R, f TR A BRI, HFPER 15%~40% A% [22]. Kk, TR
Iy ] e BE AT EY, @ H 7E HRCT 8% TS B iE R AR[9] [22]. v BIWF 7% pPLCH B3 1) 17 4
WVEREAE A AT AT, RIS E S5 /E T E RN PLCH SB35 R R AHL, B AR 4s: 4551
A FEMP . YRR AR SO B B o A AL JE ARk, aoh R I AP S [16]. RS
EOHRFAE MR EE LCH gt AT IR %% e, JFH CDla fI/sk CD207 #E47BH: G s Ak duth,  DAHH
ZWi[23] [24] [25]. TRIFERRMER B AR, "TReA S H AR s vk 5 KU o

3.5. BHThEEMR

T RE A B T PPAG SRR A, R BRI BEfE . (EX TR EVN EF IEAE M . Ha SY 4%
I BB T T BE 7 s e 1 B S8 A S M PR 57 [26] . Bernstrand S5 [27] K 8L 9% CT 4515
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%

Jilih REMIR 2 [FAETEAR G, 76 CT J iz % 1) PLCH B v, R IRy A AURL S il 25 2 (TLC) I TR B A
R F P, AR5, BT DA O KM I PLCH MR 21— M BRI 78, EARAT
B TERT R 2 R R [27] 3 BN IR 3t — 2B ER B, i D RE A2 458 (¥ A BRAIE R, U 1 D Py FH 77 W< (FE VD)
BUR. FEVIH JIE & (FVC) A BRI R AFUTLC HAE R (RIS M), X LA FlE B2 1)
Tm[28]. H AT AR JLRHEE PR BRI EEE, (FIX R RIS 500 R X PLCH JLEREAT
T REDN, A CRDR AR A TR ah5, AERELEREOL T a ARy e I R IIRE U FE AT

4, J&fr
4.1. —RaTT

B PLCH J8% 2L, SR, Fitk, &EEMEHDRE —&mH, nTEESeEk
PRIEIR, HZETT LU AHEBREN, TR T2 S IGIT[9] [23]. W EA PLCH i D E &, 4
TERGUIRTT Z W VPG O s B A 5 B2 . pPLCH % /& —Fh 2 RGU5RN, # N — MR, 2
1T, G TR Al R LB PR (e R VT B R s, BT . RN Ty Ry IR et o, 20
W4T pPLCH [ 1ICU {EFi 5K 26%-5 T g B BRI G4 G 0%, IX ] B2 15 K PLCH WRIR 36 35 1Y) 5 A,
JE . DR 24 PLCH i) LR AR Rl — IR W A R BR B % 1. kA, ARk SR TR I
W A 95 55 N E PLCH 121 J5 1 58— 4R N 5 FE[29]

4.2. 4Ir

KA BRI A 2 ) LR 2 RS LCH AN —ZI8TT 7%, A3 38.9% [23] [30]. #6435 JL
FXHKEI . R e RRITIAT LT RN AEE, (o A 29 e . 1 IR F IS A 6-37
WA T O el [31] . LARTRE B 25 Ah 0 77 R mT Re = FHLIE M2 200 LCH &3 Bt Thse T B [32]
SLRLIEVESE S — MR TTIR R, W TOR IR G WP R . AR /NEEIR ROARAR . B D BRI, DR R B
PERATHE . MEEYE PLCH MF6ROTYE, (H R OB R I 2 S B I A 4 40 k> [22], A
IR HE— 5. ERIT R, BIENL BB R AR E N . H TR A W IR G T SRR A 3L
DR Ay ) LB 8 5 A FH A5 FAS TR (9 25470331

4.3. RAthiGTr 7%

PPLCH Hh AL DR TEAZ (R R IR M) ¥R T7 JERE 1 18 %, #E1a1 25440 vemurafenib &% T 5 & BRAEIR 1 1)
BFVREA R, (A H TR M 259005 T pPLCH BT 77 58 KOS B Z A8 SC I R 78 S HE R o I 25 i
MYUERFRIT R AN GBI, AN MAPK ST T e R A SRAFVEIN 2 . TEIR AT % 8 MAPK 42417
HFF, FSAFAHVEAE MAPK AR RAZHAY, DU LRy 2 285 1) MAPK &R 401 5o 4 i3 [34]
[35]. HATCeirExEvatE LCH Ffaids B2 R0 LE P T i F4u s te, SR, 3G RO A
FIRNIGERE[36]. IR KRS LCH MIIGIRIR B IEA K, HIEE0 R (SASP)HKIIE 5 E
BL AT REARBIVRTT 7 RITEAEAE 2, B R KPR B8/ PLCH Hh kAR (1) fi 25 28 A0 T e 45 143 [35] -

4.4. HEELE

PLCH I3 ARE /T REA fis S AR Al AU, #OF ACREZ T, MRl S5 B4 B 22

ik 10%01 pPLCH £ k2B A RSN, BAEB VNSRRI 2 5Kk [14]. ™ H PLCH &3S it E}
1BTT B AR AE G BERE VIR ORI 08 (I DR, F 5 R FEE b g/ o it 350 60 i e 1) Bt ) KSR 4%  wT FH I
W07 7 AR AT M R s B BT DI R R S . e T VA M s P T R
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WEE, PE

SE AR TE FH T R RV i 5 7 B A S AR A R R R B [29] 0 W SR TS A A T e, AN
A S B e AR o TSRO, BB S IR AGR — MR TR £, HERZHE RN LET
ARIGIT R JE T Bl AW UE B RO JE AT IR E AR, DURIRER AR . TR W R RNE U (1
RAGPIRTEENAR, 5 — O RN 5 10 R A I B R0 AR Bl BRI, 5 gk — 22 (R AT SR Afl o B
& PLCH f835 2 A MU RS R e BRI 7 v

Xt pPLCH, HUMGE THA PR, AOCE NG XS, 3w fe AU 643 18420 - pPLCH
B LA TR g I Al 25 R AR & (ECMO), {Ef 258 ECMO HIZATI ), fEfH™ I AL
FIH ECMO FIREZ S ERIK, MR EATIMR M. X T XML 2% R, SRR 244l s i
BrEct L, AT RE AR A

H AT PLCH 2k iliafi ik im s BAE N ARE, HS5ARWUEMK. HADLEE AR iz
K i S BT B — e MR AR, Bl ks Fixt PLCH i) LB 391 ) 82 i 47 R KR D AT 7T

5. ffm

B/ = PLCH &L, FHIiZWr. & =ia77, HAUSIEH LK. — 0™ & pPLCH R R A 1
FEIRIT A, B IREE AR TR, BTN R IR L LR e 2 [33]. X PLCH BJLAIKIY
BEVT R, JLE )2 A FENER AR AR R T U5 BGE, (HET LB VR B>, R 2 il ROk
WA SRR pPLCH UK HABE U B 78, #E—PURIE[37]. pPLCH [MTl)S %22 15 B A Sa 2% B 152,
RAETABRAUNGRASE, (EHMPRGEIAOE R fe K dr, SEHRE R S .
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