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Anaplastic large cell lymphoma, lymphohistiocytic variant: report of 2 ALK™

children and review of literatures

LI Dan, MI Can, LI Yuan-yuan ( Department of Pathology, Faculty of Basic Medical Science, Chongqing Medical University,
Chongging 400016, China)

Abstract. Objective  To study the clinicopathological characteristics, diagnosis and prognosis of
anaplastic large cell lymphoma, lymphohistiocytic variant ( ALCL-LH). Methods Two cases of ALCL-LH
were diagnosed according to the WHO standard of lymphoma classification. Their clinical manifestations were
analyzed. Lymphoma sample sections were prepared for pathological features and immunohistochemical assays,
and examined by in situ hybridization for Epstein-Barr virus (EBV) DNA. Concerning literatures were reviewed.
Results  Both 2 cases occurred in children. The clinical manifestations presented with fever and enlarged lymph
nodes as well as hepatomegaly and splenomegaly. Microscopically, the neoplastic cells, with irregular nuclei,
were more often medium to large in size but smaller than those in the common type, and sparsely intermixed with
a large number of histiocytes and lymphocytes that exceeded and masked the tumor cell population. The tumor
cells clustered around blood vessels. Case 1 showed evidence of erythrophagocytosis. Immunohistochemical
stainings showed that tumor cells of 2 cases were positive to CD30, anaplastic lymphoma kinase ( ALK), EMA,
and Granzyme B, as well as case 1 to CD43, and case 2 to CD7. But both cases were negative to CD45, CD2,
CD3, CD4, CD5, CD8, CD45R0O, CD56, CD20, CD79a, CD15, MPO, CK, TdT, and LMP1. In addition, the
EBV DNA was not detected in the lymphoma. Case 1 and case 2 died 10 d and 3 months after pathological
diagnosis respectively. Conclusion ALCL-LH variant is rare subtype, and often occurs in pediatric patients.
Morphologically, ALCL-LH is characterized by a few medium to large size cells admixed with a large number of
histiocytes and lymphocytes that exceed and mask the tumor cell population. The expressions of CD30, ALK,
EMA and cytotoxic granule associated proteins contribute to diagnosis and differential diagnosis.
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5] 2514 4 M 6k L 988 ( anaplastic large cell lympho-
ma, ALCL) J2—Ff 55 J50 Pk 9 )82 T 200 R opk 298, B e
W LA A (common variant ) i [ 20 i AT [A) A2
TS 2R R A, 2 UL AR Bk ) 25 24 40 Jfd 4 ( lympho-
histiocytic variant) /N g% ( small cell variant ) 25 i3
SRR [R] AR R SIS B . PRI 45 12 W R L A 4 2
JILPRIMEN 2 o R 1 S T £ 4 4 2 ] 2 K 2
B4 (anaplastic large cell lymphoma, lymphohistiocytic
variant, ALCL-LH ) Ifffi RA 20 UL, I8 285 2 DA S, 1 28
ZURR AN T b EL 0 M 2, s A B A /b R B )
WiZEERS % o AHFFELEL 2 5] )L 28 1] A5 1 bk L 40
JifLJe3 18 1 ( anaplastic lymphoma kinase, ALK) FH4: /9
ALCL-LH -5 > SCHR , 3 H kR BURRAE 12 W e
Wi

1 #ME5FE

¢ 2001 42 WHO bk 298 43 28 b E W 5E 2 ) ALCL-LH 2
N R ERN R LHE B BefE B () B T PR BE AR K 2 B
HETFRREH] . ARA L 10% 158 DMK 2, 41 5 3, HE 32
o ZHMPR R A g O, BB ER, bR A
LsAB %, Hi &k CD30, EMA | ALK-1 , Granzyme B, CDI5, CD45 .
CD2 .CD3 ,CD4 . CD5 ,CD7,CD8 , CD43 . CD45R0 , CD56 , CD20 ,
CD79a MPO .CK \TdT .LMP1 Bel-2 i1 CD68 ¥ [4 45 M i/ B A
WHAFRABRAF . 2 BT EB %7 44531 RNA (Epstein-
Barr virus encoded RNA, EBER) £, L) DNA-RNA J5if3; 2438 )7

2 HR

2.1 WERFH

il 1 B IL,6 2o Ta) s A kA H R T 545 1
6 d ABE, il s ik 40 °Co i ARG 2 4 1M 40 i s 2>, Hb
108 g/L, ik L4 CD3 ( - ) ,CD4( +) i 50% Aify. MiLd 57
(=), 96E & PCR KGN 1ML 3t EB 5 2 A9 B 21 s 7 5 5 2
MUPEERIME . B BA A AR PR RE R, 2k 5 2% , 4> 4 L
TARFRIULE o AR XUBTE S B B 18 T A1) B 224 Tk B2 45 i
K, EHZE T em, Firp TG3h25 Tods . BIEAE CT YR B S
BT W 0 45 Jib A, RN Js RO, IR (B0 F 7.5 em, iR
4cm), BRK(T 10em, T 10 cm, I +1 ¢m), Ann Arbor I,
H,1PT 2 43 (T &) o RIS W : ORIl 20 5 A AR @ il
7 QMR o WA SR LA T K, 5 BRI 1Bk Ik 2 20 2040
R[] A R AR bk B2 8 (ALCL-LH) o BJLARATIERARYTY, A 3)
BESE 10 d FE T4

]2 BIERH 14 20w gk e B 2 b % 1A H
ABE Rl B 40. 5 °C AR o PR IR (2 +) 6
ILH R LRSS | H SO il 58 S RUA SR AR DCAG A, H i
W R I, YO0 E & PCR A LG h EB k75 A 5"
AR EE S B B P . AR XU e A i Rk T 4
HAR~2 em fEEH . BB EEIKE BT ARG HRE

SRR R (AR 3 em) , JER (AR 3 em) o Ann Arbor Il g
WL,IPL2 73 (R AE) o W PR A2 W i 0] 25 IR T SR 4 R 5
SRR IR L 45 B K TR 0% A6, s B2 BT AT 9k L 45 ALCL-LH
PERRARAC . I RARST 1 JAJS B2 @il R — R ks b
7 4 FlJ MR R ARG/ 6T S B, 2 W e
BEVT2 D H BEAAS , B e R T S IERNR YT, A
(e R 38,5 °C) AT A7 TH AR , 50T H 0495 B R I s g
B gk, WU SR A IR L S5 B, 85T BT 4 R SR I
JHeRh B4R 10 em B BETH R, 28T S 3 A A ST

2.2 mEFHDS

2.2.1 Efy B 1R R L AE RN 1 M, AR 0.8 em,
012 K AR AR AL L A, BAR 1.6 em, BEUBESEHE , DT K A
s 53 WK L BOBREAZL 1 B, B4 0.3 em, JFTH) .

2.2.2 Bk 2 PIREKIK AT R EIE A F AL, BT Bk
JBET S 2% , B P IR EL 275K A L 45 4 246 R R
P LR 2 AR, 5 23 25 G A S5 2R 9 L A 20 i M
NAEE B0 /I B 2 5 20 T s o 2 A BT 1) T D R
IR BOTIX R BB A B AT LN R AR BSR4
i R B S5 B ELRE AT 3 2, 0 T 32 ARG, Al R
TR CHErP 51 2 75070 Pt 240 M 40 M e s ), 240 A AN LU R 4
HHAZ A , g BPEAZ 70 2T 22 UL (30 ~ 50 4~/10 HPF) o 2 {3 n]
WAELZ FoRbR S i S5 200 v e (181 2) o Bl 1
SN AT LA SN M AR T A AR LT AN IR 5 ) 2 B RR A 2L
B Be BT ke v AT i R S R A R 200 M A R A T 2 S
ELZE N SEA L, AR DU ME R PG

B 1 {5 1 7050 B 45k B 40 2R 4 AR BY 18] 35 14 KX 208 B itk 2 9

BAEZENE  (HE x400)
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A b 4w B 4m BB Fe 0 B R B /R A AR R CD30 PR A ;B b 4m A6 20 B AT A= 4 B R ALK-1 FRobE & ik 5 Co b 8 20 B 4m LA EMA
Pk Gk DB IE e Fe Y B W RS M T K i 2 B R Granzyme B 8 b £ ik

3 Bl ETHEAHEAREREEEEAERKEERRALER

2.2.3 el 2 5l CD30( & 3A) ALK-1( & 3B) .EMA
(# 3C) ,Granzyme B( [l 3D) fHPEZR K, Hiv ALK-1 ] 1 241
MAZ AN M 3k, 6] 2 S A0 Bt K3k ) 1 CD43 (Bel-2 FHE
3k, 2 CD7 [HM:FE L, 2 i CD45,CD2.CD3,CD4 ., CD5,
CD8 .CD45R0 ,CD56 ,CD20 ,CD79a,CDI15 MPO ,CK . TdT ,LMPI1
PIHIM: . CD68 5 5 £ i 41 2L 41 Jfa [H 14, CD3 ,CD43 . CD7 5 5t
Za THREAEREY: ., 2 fFE A 2438 EBER1/2 [,

3 it

ALCL Hy Stein 25" F 1985 4F &5 Uk AL 72— Fh
7 IR LR T 7R PRLE A B R 3 3k CD30 (Ki-1 HipJit)
HOURE FR R Ki-1 K8 . 490 ALCL 0 4& T 41
MY null % J B 40 AY . $22 2001 4F WHO Frifls B
4 Y 09 N BRI K B A 3k LR ( diffuse large
B-cell lymphoma, DLBCL) (1] s N Z X RGN
ALCL ( systemic ALCL, SALCL) F1Jf & J i) ALCL
(primary cutaneous ALCL, PCALCL)2 Fpjii 57 2670 | Jf:
A TN R null BT AR ALK & R TR KA,
ALCL X743} ALK* ALCL f1 ALK~ ALCL'®' | % A
TILFE R ALCL 5% # ALCL-LH %155 {6 % J ALK"
ALCL( 43514 90% #e47) 1>,
3.1 ALCL-LH % &4 & & %98 & A

HAR WHO 732 FUK ALCL 43 iU LRME S 28 A,

(LsAB 3% x400)

ASEhR FHIE SRR AR R 2538 AU 151 () A5
ST, {H ALCL-LH 55 0 /)N 200 g 250 J0) AR | gt o
PRI, d” Amore 25 5 HH 18] 25 1 K 200 7k 198 ™ 44
HR R PR AR AR — AR

ALCL-LH &:%¢f Pileri 25 F 1990 4F 2, 3 F
1997 Ak —5-1F BH 2 8 firl e 4 i &% % 35 NPM/ ALK %
AEEN YT Kiel 43260 9 B 25 G413k 2
O AL 2 ) BSOS R R R 4
ZUYHRLAT T Ik 0 40 i A 22 - 10 0 5 ek 73 4 ., ek
el ok e o e O R X AN A R
K AZAKN 453 A0 22 0, BT UL /N R A o] el 4%
A5 JE AR R/ sl e bk LS AR K AL o] 1
HUHL MWL AN S .

ALCL-LH fu 5z 2 AL A2 2 1) fih 988 200 Jifd 56k 3% 3k
CD30 1 ALK, ifin % J& [l CD30 1 ALK ¥ FHPE i Jieb 73
YL A EO2 WA A, 53 40, PR 40 AL EMA 2 41 i 25
PERURIAR G R R A A —E MW (. (HAL 2
{51198 240 B 22 A T 48 i A 10 3R 35 R 348, Klapper
LS N BT ALCL-LH JRgg 4, 75 5 4 4 40 i A
FSEPE T kA0 22 , i PR B2 Wi mT DLk CD3
F1 CD30 XA 2 Al T 4 Mabric 4 @, 45 Bz Wi KA
TR SN A
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FiAh, AN 2 5 LMP1 BH4E & EBERL/2 B, IfiL
1H EBV R B, STk 1,2,5,6,8 [t HA 45
ALCL 5% ALCL-LH %% EBER1/2 P, 1480 ALCL 5%
ALCL-LH By %45 EBV B LR A K,
3.2 ALCL-LH #5 ALK & ik & % 3L

60% ~85% ALCL Jifi ALK FHPEZE L, ALCL-
LH 8L Y ALCL 35K H 5 (4 90% ) ', ALK
16 ALCL 1y & A ML rh ol 5 B4R H, OF H B A i 2
BIIZ W (8 RN B 1) T 0 3 L g Ak g 1 ALK
Y ZRIR TR AT AR KA BE b 78 53 F AKF R I ALK Fil
SER R 2R, AR ) 1 98 AT e A 40 L B AR ALK
PR M R (25 5) (235 35) P A NPM-ALK fifi
FEPA 1] 2 SO0 A e ot 3R 38, A A oAt ALK 3 P A%
SR
3.3 ALCL-LH #9106 JR4F & 35 87 5 5 545 b

ALCL 2 (% B Nk EL 8 19 3% , 7 )L 38 9k B4 988 1)
10% ~30% ,65% % = F 20 % Lifi. ALCL-LH th£
RAETH AR U6 &AL 2 R bk T 45 50k T 45 9% 28 1
FERRAZAL , i R 08 A e 34 Ik EL 25 oK, P A
B o WG A M0 YA A Bl B A UE S 5 EB o 8 e
KERNK, AL 2 FlIG RS 5 SCk [ 1,2,6 4Bl
HAR

ALCL-LH 2 Wi 2 i OF & T D4E, Fe 512 L
I R BH A w3 R B b R G  . ibk
ELEEZE A IR | et 20 20200 L A 9 L 40 i 1) 75 55 v DL
Bl e o W WA NV N et i N TN S R R | K= Y A R
Ko @fredifb e g g 4 il CD30 ALK \EMA |
YU T A0EARIC FHE AR, JUHE ALK BHPE AR
SR LR T ELIESE S ALCL! >0

WSS WS D 24 ML 78 AT 4 ik R (cHL)
ALCL- LH 75 CD30 ALK, EMA ZfffisE4 T 40 fadnic
P, PAX-5 B, TCR-y SR B HER Ta R, 1M cHL
a] Wiz Wi P R-S 41 g H. CD30, CD15, PAX-5 [H M,
EMA ALK ZH a8 T 46 fddn a0 B v, TgH 356 4 & HE
i ErE . QARREE AN E T 41 ik [ 97 ( peripheral
T-cell lymphoma, unspecific, U-PTL) , >4 ALK [f 1}
5 ALCL-LH % 51 4% H: R 3, (Hf % CD30 5 ARk,
CD3 .CD45RO % T 4l fiipric # 321k, J5 & CD30 58 3%
ik,CD3 \CD45RO %5 T 4 flpric 5 A F ik, A B4 51,
A2F N ALK™ ALCL 5 U-PTL A5 AHARL 4 1l AR i 2
FEAE, AT RAUA A AEREF8 A0 T 40 it bk B4 98 1) v e, {5
2001 4F WHO 432" 3 RINAT . Savage 25 BF 57 W
ALK ALCL B # W5+ F ALK~ ALCL, ALK~ ALCL
B WS i T U-PTL, $27% ALK* ALCL ALK~ ALCL
A1 U-PTL RI 684 3 Al i T 4 bk L 287

T3 A AL 2 9k B 45 R R Bk TR A2 B HD ALK
PHMEZR IR )T R B2k HRICE & HikE 4
A E K NN 28 F SALCL,

3.4 ALCL-LH %5 B &

ALCL-LH 3897 5 ALCL —#¢, Z R Z 251K &
697, AT SR T i RERSAE . ALK 2R R 2
B M EMFEPR, 1T ALCL-LH 24 90% % 5] %6 ik ALK,
WG I, S8R G 2k 50% ~T0% , 5 % A5 5 1
RERIT I HARGE R . 5 SO M, A4 2
BITUE IR 2 , g5 R4 E AT A G

(B AR W K F 48 ERm A % EBER
12 ¥, 5 Z F B K F % & E IR H R F 5
EEFIPRAEIR IR,
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