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Multisystemic Langerhans cell histiocytosis in adults ;
a case report and literature review

LIU Huanjun, GUO Shuxia, SHI Ruiping, ZHANG Wenbang, ZHANG Xiaojuan
(Department of Hematology, The Fifth Clinical College Affiliated to Henan University of Chinese Medicine
(Zhengzhou People’s Hospital ) , Zhengzhou 450003, Henan, China)

Abstract: Objective To report the diagnosis and treatment of a case of multisystemic Langerhans cell histiocytosis
(LCH) and review relevant literature, so as to improve the knowledge of clinicians about this disease and provide treat-
ment plans. Methods The clinical data of a LCH case were retrospectively analyzed, and relevant literature was
reviewed. Results The diagnosis of LCH was confirmed through the detection of CDla(+), S100(+), and Langerin( +)
in cervical spine spinoprocess, lymph nodes and colon tissues. After 3 cycles of cladribine + cytarabine, followed by 3
cycles of intensive cladribine treatment, 12 cycles of vindesine + prednisone consolidation treatment, and 2-year mainte-
nance treatment with lenalidomide, the lesions significantly subsided over a 2-year follow-up. Conclusion The regimen
of cladribine + cytarabine, vindesine + prednisone, and subsequent lenalidomide maintenance therapy is an effective
chemotherapy for refractory LCH patients with BRAF V600E negative mutation.

Key words: Langerhans cell histiocytosis; Multiple systems; Liver; Cladribine; Vindesine

B DUST 40 0 2H 2040 i 3% 7 AE (Langerhans RN LERY 1/3, I R TARE X0 T e

cell histiocytosis, LCH) j&— Ff DL B 4% 15 H 4 Jifd ve
PR 38 B A R L 0 2 AR PR, A R AR
K, 290 (4~8)/100 7, Z W FIL#E, A KW

%5 B #A . 2023-10-30
E&£WAB A SV 5 % 5(212102310791)
BIS1EE 50 . E-mail ; guosx118@ 126.com

ARICHEIER 1l e b 2 R REENZT L
FEREAT HTE LA KO A 56 SCRREAT 52 ~T, LU A e
IR TAE#AR AR %



84 W Rk

I (E 5 R

62 % 2 1]

1 IERER

BE, 7,57 & Wk 2 A~ARTT
2017 4 12 AR M AR ERE 2, k& kiR
38.5 C, k=1 Je ISR . 0T 214K, 8 H 1Rk
AL 9 000 mL, Jo {2 F€  FEE 5T L I K TR
& PUBSIBITROCR 22, UK LUK, TR B IR —
e, R IMEIE R R BT JC I s, BEAE . 2009
ELEANGE R R WUE AT T 2R, 2017 45 A
DR bRE 30 = SOp 2, TAMNGEA T = XM Rk
FEFAR" ARERBEATE, AR A s 508 e
T 760 T fik K b AR B | e K AR A2 B | K
/NN 3 emx4 em, il | 5 R FBIZH A ARG 4E . S
e BRI , 15 232 R, AR DL B R
11 ZWERSET

SIMANE T EUE F s D fE . TN & R L R il
B IU/L, KI'TA R PR AL 1 21 TU/L B % it
279 TU/L, 4 & Bt K 205 TU/L, BV 1 64.9 g/,
H& M 32.5 g/L; W f# . 47 3. 10 mmol/L, ¥
140.0 mmol/L, 54,102.6 mmol/L, 5 1.92 mmol/L;
O U 3 . 7L R DG S0 173 TU/L; 20 40 i UL R R
79 mm/h; C-FZ % & 14 53.1 mg/L; bR &9 . CA
19-9 97.24 U/mL, R IEH . #MA& C3 178 mg/dL,C4
EH . IR F809 TU/mL , M ik i 2 I i FH
TEW S WA B IR | W | BE LD Be \D-— 2
e RS FURIR T RE R R \I 5% R
JEAK | ANCA | 9L ENA $T 1K 3% $iL dsDNA $T 1k
ANA HLA-B27 .CCP.AKA .RA33 . #i O ZE3 K I
WSS, SRR =R, DR ZE
B R ILIE
12 %8

US0PSR At

i "

PRFRE I SR i I RS 3 R, B0 CT P +18 5w
~OWIRSE, 805,67 HEMR KOs HARECE 2 %
S RS IR B TR, R R R B e @ H
ARBRAEAT RIS LS TR AEMINB AR S5 B % IR
PR ZE g 72 5 D ZE MR 7 S PS5 35 5, 1A 2 b2
@A MK B 575 % %, PET-CT(2018.1.12) (WL
K 1A~P) $R . DC3-7 . T1 Ja #BARSHE BR AL, #6843
SR BRI (SUV B KA 20 11.6) XU ik
B bt HE A N AR TS BR AR (SUV e RIE 2 4.5) 5
Q7 45 R IX (SUV B K1H 7.0) 4 F g [l
i A St (SUV e KAR 9.5) Ja 3 fizy B 434 52, - e 5%
ASHLI R L 255715 K i B 5 (SUV i KAE 10.0)
RS BR . @I IE 2 & K/ — B AIK %5 2 25 1y
5 AR ER (SUV e R1EH 4.9) ; @ H 28R
RESJE Ry AR RS 15 R (SUV B KAE 2.4) ; Ol
TR KRR LR, G 2 KA 412
TR ARG BR (SUV e KM 8.1) 5 © 22 il I3 AR N
WAL 25 5, RS BR (SUV e KME 12.9) 5
ORUAR PR XLt 18 0K, % B 35 57 0 AIK, 18 3 76 BR
(SUV e KAEZ9 13.0) ; @ ZM'E 1 3 4, L 5¢
FHIGER (SUV I K{H 2.8)
1.3 JRIE

HBETE RSN (WA 1Q . R) - B Bl A K EL
%, e B W, CDla(-), S100 (-),
CD207(-), ZEMZTHEIHR Ik 45 ( WLIE 1S .\ T) (B
5 (VLI 10 V) 5 IO SiAE R SE (LR TW
X) G0, S BE Ak 45 5 7R . CDla(+),S100(+)
Langerin(+) , Vimentin ( +) ,CD21(-) ,CD68 ( kl:+) ,
LCA (-), Ki67 (3478 5 %0 %Y 30%), CD117 ( -),
Cyclin D1(-), DA LZ5RBHR i34 0 LCH,
1.4 FEkizE

Yem kA% K 46, XX [20], BRAF V60OE %t



XA, 45 RN 22 22 50 AR DU AR I 2L 2L B A 1 )9 STk A2~

S '0..')'
5

: e
. -‘,.,'.“.

L}
"y
AF ThEE BN

- pa ot
Al ¥ IR L
A e Ay, YT R

Yeft. DAB, x10

B34 PET-CT K K I K K%
A~P.""F-FDG PET/CT #4555,

4

K
W
=

?
)

Bl 1

AN AT
%p W T
WA RS e 20 S

Yuf,. DAB, x10

-}

! .:,:—f"‘

k6.

e

DAB, x40

HH AIEF.GHNCTK#,BJ.D.LNPETK{%,C.K.M N O.P K PET/CT

B S EM% . A~D . I~L BE BRI B R a8 288 AR (E M) HUARIR(FN) MRESE FIE(G.0) 444§
%38 (H.P) 23507 ;Q R B BEIE K HE 445, CDla(-),S100(-) ,CD207(-) ;S T« Z& MIZF R Ih bk [ 25 28000 ; U V.. [ 285
J 30 FL XS A 5 WX 55 DO S0 AR 2 2 )T 4G . S ~ X B e 44k /R CD1a(+) ,S100( +) ,Langerin(+) ,Ki67 (%1 30%)

Figure 1 PET-CT and biopsy images of the patient

A-P. The "F-FDG PET/CT scan results, where A, I, E, F, G and H were CT images, B, J, D and L were PET ima-
ges, and C, K, M, N, O and P were PET/CT fusion images. A-D, I-L. Images showed that the lesions involved multi-
ple parts of the body, such as bones, parotid gland (E, M), thyroid gland (F, N), lymph nodes, liver (G, O), soft
tissue, gastrointestinal tract (H, P) ; Q-R: Bone marrow biopsy, HE staining, CDla(-), S100(-), CD207(-) ; S-T:

Puncture of swollen lymph nodes in the left neck; U-V:
biopsy of the fourth cervical spine spinous process. S-X:
Ki67 (about 30%).
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