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The clinicopathological characteristics and differential diagnosis of histiocytosis
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[Abstract] The histiocytosis is divided into Langerhans” cell histiocytosis (histiocytosis X) and non-
Langerhans” cell histiocytosis (NLCH). The former mainly occurs in lymphatic hematopoietic tissue and
often involves central nervous system (CNS). The latter includes Rosai - Dorfman disease (RDD),
hemophagocytic lymphohistiocytosis (HLH), Erdheim - Chester disease (ECD), juvenile xanthogranuloma
(JXG) and xanthoma disseminatum (XD), choroid plexus xanthogranuloma (CPXG), choroid plexus xanthoma
(CPX), which may occur in lymphatic hematopoietic tissue and (or) CNS. This review has briefly introduced
the clinicopathological characteristics and differential diagnosis of the above lesions. The incidence of
these diseases is low in CNS, so they are often ignored, misdiagnosed and impertinently treated by
neurosurgeons and pathologists. Therefore, understanding their clinical and pathological characteristics is
conducive to improve the diagnosis and therapy.
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This project was supported by Grants from the National Basic Research Program of China (973
Program, No. 2010CB529405), the National Natural Science Foundation of China (No. 81202102 and
81402050), the Science and Technology Commission Foundation of Tianjin Municipality (No.
12ZCDZSY 17400 and 13JCQNJC12100), the Education Commission Foundation of Tianjin Municipality
(No. 2004ZD06 and 20110102), the Foundation of Chinese Society of Neuro - Oncology (No.
CSNO-2013-MSDO10) and the Foundation of Tianjin Medical University (No. 2013KYQO2 and
2014KYQO02).

doi: 10.3969/j.issn.1672-6731.2015.04.002

S ¢ R E SRS R R (973 3D 35 H (5 H 45 : 2010CB529405) 5 [ 5% F SR Bl 24 J 4 5 4F Bl 2% Sk
S BEBY I H (0 H 45 :81202102) 5 11 58 F SRRl 27 3 4 1 AR Rk 27 B 4 B8 B30 5 (350 H 25 %5 : 81402050) 5 K E i BH% 4 1
KI5 3 (35 H %5 : 122CDZSY 17400) 5 17 07 FH 3 il B wis R B AR B 98 712050 B (51 H 455 : 13JCQNJC12100) 5 K HETlT
BR2E I B R e ke 4 9 Bh 0 H (351 B 4% 5 : 2004ZD06) 5 K HETT 7 S5 A R RN & R S & B (90 H 455 :20110102) 5
Hp [ B P 2 i iR el 25 B2 BHIF A (0T H S5 : CSNO-2013-MSDO010) ; K H: B B} K2 5 45 3 4 ¥ Bh ol B (30 [
P55 :2013KYQ02) 5 K BE Bl K 2 4 3 4 W8 Bhosil B (91 H 48 5 : 2014KYQ02)

fEF# AL 2300052 KRHEERFR S SEEBE RHTT AL 2AAF 58 0 R i 0528 5t 5 AR S0 E HE
TR B8 5 S AR B 955 %, Email : tjyushizhu@yahoo.com



o EA A 2 P A 2015 4E 4 A S5 15 545 4 )

Chin J Contemp Neurol Neurosurg, April 2015, Vol. 15, No. 4 . 257 .

A UM S PE R R TR 4440 i A E X
[HX, 4 % B 4% 3% 47 20 B 40 48 28 Jfo 36 4 JE (LCH) ] A=
Fe B A R 4L R e A E (NLCH) . BT H AT
MEEDRE, FERPRWERE., RHAFK
ATHEEDRE (R PR E R LMW Rosai-
Dorfman % (RDD) . M fn 48 A M ok B 4 48 40 f 3 &
S (HLH) BX3# 3 #- 3 #7457 (ECD) .4 F H # &
W3 B (JXG) Fn 38 Bt 3 8 (XD) ik 4% A & &
F M (CPXG) B k% A % &8 (CPX) . W T L#/A
TEFRHEZERGEAND RHEN, 75 H M ME
RAEMBRRFHBERE, AXHENFA R 05
EMFETRERFESEEMERNEL $5%,

— 4R g jE A E X

4 MY X R — R R R R B
#% X 7 28 #8 (dendritic Langerhans” cells) ok Mk
B AR B RS X B 4 B 4 4R 4 e B & o (LCH) =%
B X AT A R, A mpEEXAEER
A3 B (EG) , # - 8 -4 g (HSCD) %2 ¥ - 5 /&
(LSD). VAt ERMEW B RBERT LM EE
R B AR T B 3F BV L Gagel B 3 P 3K Ayala i o

EISEUTILEF, AL mMHEEXNEL
G % 4 (0.20~0.50) /10 77, LA 78 Bk V£ 3F i 5 b
W SHmMENFMTULETHEMFRE, UILE
FEDLELN, HEF20 5 UTH b 62%; #-%-1
FMAREBRERMEAFMH AN, FLTSEUT
LE;H-FR—MAETIEZUTEY I, HEH
BERE R,

ERUEANTFHERR , X THRE(RK . ERX
Z W) FEAM, TR E BN AR AME N
AREATHRBHELZA, LERE, EFLTTEMN
Ao () # & FARCHT £ WA F I Gagel B 3 B 3%
Ayala @) , B W T k& A fart, -8B MK E %
K, BERLZEZE,TERHE T A (R)#
ZEEK, B-FRELLZFR,ZERIK M
g F BEE VPEBERIRWMERL, FEEEMN
FES, T IS F MR

LIEREAR SBMENFHIE-E-THE SN
WL BFRIAEIE . 25% M-8 -F K #-F g &
WEERBE, FTHTEMAEFEEL, /P
BT GR fr A KR Z, BH-B-AR T H A
S REREE RBE RR(RNAENRLR
H)“ZBKMAE"., ALAMEEEXERFRHZZ
Gout, £ T HASRNEFFERG KL

B CBRAAE LR 5 CHL B B 4R Fn A0 2 ) |
kLB L BEAT M e E A OB R KT R
o 4R M A E X BN R R B CT A2 MRI % L
H:MSERAIEUEM R, KAERNRARFLEN S R
BRE;ARNERLFNR T ZEREIA,; D
JiHE B Bk

AW HALAEHEEEXAAREEEHR
a6, TURNTHERENREL Y L TE
BURR Z SRR R RIRERE TR T

BALRFERAT EE WA RN e
MOEwmaBERAMEN R KA L HE 41,
URAHE DR FapfrE BN ERMENE A
R(E1a), HEMBERASF AR L AN, EEN
15~25pum, WAFEOLL KL RFER, HF
FREEEE AL, ZWEK EHRF AN S,
R RHGAMEEZHAR, T LARZAE, 2o
EHEABECFARL  BAoRELFFE N AT
GHEBW AR E R El, T EE
(W Rk ok 40 ML) o T B JF T L4k &M 4 4 fE R 3R
T, o Rk vE BV R 2 A R B T R By OB ER M D A
(E 1b) o /" B 8 UL ok 28 j An () 4F 4 b
FoH- B MBENARERASEGERY N F M
B, 8-FRM AR R ramm¥ s, kKAl
REFAE , SHEAR AENRELD L, A
FIEAMBEHNALAREFERA, BRFERNEHR
7 HRAE H B AR X 4 2

4. A B A T BUR (4 #F Birbeck
) B T 0 B P B ) i B SO A AR
B AR THRRN, THRETARER (RS
REL AR, HE34om, KE T %, E AR E— 3%
AWM B R, AEARGHEKEFATHFN
L EEARBLEWHE"F(EH 1),

S.REARNEEpFRAEF BRI 4K
% 3£ S-100 %& B (S-100) % & & & (Vim) X 4 R 41
MARE WA XA @R AL A E K DR KA
(HLA-DR) .B2-#% % & & (B2-MG) #2 CD1a, # 2 %
1k CD68, R b % 3£ B % 4 J A7 & 4 37k MAC387,
I % 3k 75 H B8 (lysozyme) . B 40 i 25 Bl 0 R (LCA) A0
CD15(% 1), CDla & B4 W # 28 fo B A 5 7 18
BAE St R R AR R . KA R4 B4 KN (PCR) A
SO L G X M B AR R HEAT X K
KVE T, AL R A B A E X B R T 4 e R BT
VR R AR T .



. 258 . e[ AR b 28 B 2 2015 4F 4 T 5B 15 555 4 0

Chin J Contemp Neurol Neurosurg, April 2015, Vol. 15, No. 4

‘2%;

B 1 PR ZE I A A R A O GO A T AL e BRSO A AR I W A R VL R AL T SR T AT L 2 A E A L
LML 5 An i FB H A E g RRVERLAN I HE SR ARAREOR b AT D R R AN 2R R T A 6 O R Y ) e
i HEZe @ ARREACR Lo T RBUETIER AT UL WIAS DUSORLAL T MO A, AR A SR RE R Y AR IOR

Figure 1 Histological morphology and ultrastructure of eosinophilic granuloma. Under the background of Langerhans” cells,
macrophagocytes and foam cells, we could see multinuclear giant cells, lymphocytes, plasmocytes and a variable number of
eosinophilic granulocytes (Panel la). HE staining low power magnified Eosinophilic small abscess was composed of
eosinophilic granulocytes (Panel 1b). HE staining low power magnified Electron microscope found that Langerhans”
granules were located in cytoplasm, and rod-shaped part presented "zipper" pattern (Panel 1c)'". high power magnified
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Table 1. The immunophenotype features of different
histiocytic lesions

Marker HX RDD HLH ECD  JXG and XD
CDla + - + - -
CDl1lec - + + - +
CD68 + + + + +
MAC387 - + - - +
Lysozyme - + - - -
HLA-DR + - - - -
B2-MG + - - - -
FX 1Ma - - - - +
S-100 + + + - -
Vim + - - - -

+, positive in all cases, T A 9 (91l £ 3 1% ; = , positive in part of
cases, ub 739 Bl #2355 -, negative in all cases, T A i B ¥4 R %
ik o HX, histiocytosis X, 2 2L g 1 4 JiF X; RDD, Rosai-Dorfman
disease, Rosai - Dorfman % ; HLH, hemophagocytic
lymphohistiocytosis , W IfiL 20 Jit] ¥4 bk E2 20 20 4f g 34 A= 4% ; ECD,
Erdheim - Chester disease, KX il ¥ W - 7 #7 #¢ 9 5 JXG, juvenile
xanthogranuloma, %7 4F ¥ # & W 2F b ; XD, xanthoma
disseminatum, #§ #PE ¥ (2% ; HLA-DR, human leukocyte antigen
histocompatibility-DR antigen, A2 [ 20 il 5t 52 20 2380 25 P DR $it
J5 5 B2-MG, B2-microglobulin, B2- 7 ¥k % 1 ; F X T a, blood
coagulation factor X Ma, & ifil 7 X Ma;S-100,S-100 protein, S-
100 % [1; Vim , vimentin, #{ JE & 11
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Figure 2 Histological findings of Rosai-Dorfman disease

[1,5]

HE staining Hyperplastic histocytes (macrophagocytes) were

arranged in flaky pattern, with abundant foamy or eosinophilic cytoplasm, round or oval nuclei, scattered chromatin and
deviated nucleoli (Panel 2a). medium power magnified Intercellular focal lymphocytes and infiltrated plasmocytes could be
seen (Panel 2b). medium power magnified Lymphocytes and plasmocytes, which were located in the giant "cytophagic"
histocytes, were often surrounded by halo, and were arranged in "garland" pattern around the histocytes (Panel 2¢).  high

power magnified
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Figure 3 The histology of hemophagocytic lymphohistiocytosis showed the lesion was composed of diffusively proliferated
macrophagocytes and infiltrated lymphocytes. Red cells were contained in the cytoplasm of macrophagocytes . HE

staining  high power magnified Figure 4 Histological findings of Erdheim-Chester disease. HE staining medium power
magnified  Proliferated histocytes showed foamy or evenly pink cytoplasm and small round nuclei (Panel 4a). Atypical Touton

giant cells with "flower bud" arranged nuclei and multinuclear giant cells (Panel 4b). Infiltrated lymphocytes with a small
number of eosinophilic granulocytes could be seen (Panel 4c).

cytoplasm) could be seen (Panel 4d).

Regions mainly containing foamy histocytes (with lipid -rich
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