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[Abstract] Salivary gland mucosa-associated lymphoid tissue lymphoma (SGML) is a subvariety of marginal zone B-
cells that occurs outside of mucosal lymph nodes. The onset of SGML is closely related to immunity, chronic infections,
and genetic factors, such as lymphoepithelial sialadenitis (LESA) and Sjogren’ s syndrome (SS), as well as Helicobacter
pylori, hepatitis C virus, Epstein - Barr virus, and human T-lymphocytic virus. The most common site of SGML is the
parotid gland, followed by the submandibular gland, small salivary gland, and sublingual gland. SGML is more common
in middle-aged and elderly women, and patients often have autoimmune diseases, such as Sjogren’s syndrome or rheu-
matoid arthritis. SGML can be diagnosed through clinical manifestations, imaging, and histopathology, but histopatho-
logical biopsy remains the main method for confirming SGML. Traditional treatment methods include anti-infective
therapy and surgery combined with radiation or chemotherapy. In recent years, some new treatment methods, such as

Bruton tyrosine kinase (BTK) inhibitors and programmed cell death protein-1 (PD-1) inhibitors, have been effective
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against recurrent or refractory SGML, but more clinical trial data are needed to support them. At present, the optimal
treatment for SGML is not yet clear. Individualized treatment plans should be developed based on the location, staging,
clinical characteristics, and overall health status of the patient. SGML progresses slowly and has a relatively good over-
all prognosis; however, the disease is recurrent, the treatment cycle is long, the recurrence rate is higher than that of
other mucosa-associated lymphoid tissue lymphomas, and SGML may also cause other serious complications. Therefore,
regular observation and follow-up are very important for its prognosis. This article reviews the etiology, diagnosis, treat-

ment, and prognosis of SGML, with the aim of providing a reference for clinical diagnosis and treatment, and thus im-

prove the survival rate of patients with SGML.
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22 % iR ( phosphatidylserine , PS) 7K fif 7= 4= 1) Jig Ji 4
JiT o TEAE SS (Y MR R h , lysoPS AT RE 2L A2 1, OF
i 5 45 F GPR34 WG NF-kB {5 53 %
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namic contrast-enhanced magnetic resonance imaging,
DCE-MRI) ] e B 3 DX 70 B B A0k L4 1 e g 22
(lymphoepithelial lesion, LEL) 5 SGML™ . 41 ,
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Figure 1 Pathogenesis of salivary glands mucosa-associated lymphoid tissue lymphoma
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H T, 412005 B2 16 K 45 2 SCML #1211 %
FB. HH T SCML Bk = 55 S5 iy S e R,
55 FL M2 I B2 200 6 1 I 2 40 bk L 9 S R A T
YRGB R AUkt e R 5 SR 2
Wi SGML Y HE Y& (& 3= %2 3% W ok AS [ B 4 119 i 360
ZEA0 5 B4 AT UL MR 5K 5 Uk O At B Ok T8 iR
il NE A b R AN 1 o = 1 AN R 9 = o S O S DA

ECL 200 i 5 52 P o L 30 v 346 2 Tk e 200 i 322 i bk
DEIE s MR DR IR, R4y T WL LELSY . e 41 AR
DU 68 % X SGML 32F 47 it Ji 4G 0 3 17 3 ity 9k £ 988 1)
9 3 43 AU, SGML AH JC Bt (438 5 B 41 i AR &40
Bl CD20.CD79a.CD5.CD10,CD23 . PAX-5 Fl CD43
St o REAE SCHR R I 9 R S P AL AL 4R AR 1 Dl
TEULFE 1 . AU 4 R &k PR AE PE g0 i Fe L, B A
SGML % % #5 & ¥ & 78 : SGML & % ik CD20,
CD79a ., Bel-2 \PAXS, CD21 7£ & 0 b4 28 21 i (follicu-
lar dendritic cell, FDC) ¥ H 52 BH % , 1fif CD3.CD5 .
CD10.CD23 . Cyclin-D1 Z R [P . [F 1}, Ki-67 3%
B AR KUK <45% , FF A SOMLAE BE AL R AIE .
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Table 1 Eighteen cases of salivary glands mucosa-associated lymphoid tissue lymphoma immunohistochemical markers reported in the

last decade

Number Positive indicators

Negative indicators References

1 CD20, Bel-2

8 Bel-2, CD20, CD43,MUM1 , Ki-67(8%-10% )

9 CD20, CD79a, , Bel-2, Ki-67(10% )

10 CD20,Bcl-2,Ki-67, lambda

11 CD20, Bel-2, Ki-67(20%)

12 CD20, CD79a, Bcl-2, CD3, Bcl-6,CD4, CD8
13 NA

14 CD20, CD79a, CD38,CD23, CD21,CD3,CD5, Bel-2, Cytokeratin, Ki-67(15% ), lambda

15 CD20, Bel-2

16 N/A

CD3, CD5, CD10,CD23, [42]
Cyclin-D1 , Bel-1, Lambda

2 CD20, CD79a, CD10, Bel-2, CD3, CD5, 1gG, 1gG4, Ki-67(10% ), CD138, Kappa, lambda N/A [43]
3 NA N/A [44]
4 CD20, Kappa CD5, CD10, CD23, lambda  [45]
5 CD20 N/A [46]
6 CD20, CD3, CD5 Cyclin-D1, CD10, CD23 [47]
7 CD20, CD79a, PAX5, CD43, Bcl-2, CD23 CD3, CD5, CD10, MUM1,  [48]

Bel-6, Cycelin-D1,CD23
Bel-6, Cyclin-D1,CD10, [49]

CD3, CD5
CD10, Cyclin-D1, CD3, [50]
CD5, CD23
CD3, Cyclin-D1, Kappa [51]
lambda [52]
CD10,CD56, Cyclin-D1 [53]
N/A [54]
Cyclin-D1, Kappa [55]
]

CD3, CD5, CD10, Cyclin-  [56
D1,EBER
N/A [57]

17 CD20, CD19, PAXS, CD22, MNDA, Bcl-2, CD43, c-mye, MUM1, CD30, CD21, CD23, CD35, p53, CD3,CD5,CD10,Bcl-6, [58]

IgG4, Ki-67(40% ) , PEPCK

18 CD20, CD23, CDI38, Kappa

Cyclin-D1,1IgD, LEF1,
CD4, CD8
N/A [59]

Bel: B-cell lymphoma; N/A: not applicable; CD: cluster of differentiation; Ig: immunoglobulin; MUM1: multiple myeloma oncogene 1; PAXS5: paired box 5;

MNDA: myeloid nuclear differentiation antigen; c-myc: cellular myelocytomatosis oncogene; EBER: epstein-barr virus-encoded small RNA; LEF1: lym-

phoid enhancer factor 1

2.4 SGML # 4m it 5 ¥ &

41 £t %7 H (fine needle aspiration, FNA ) f2& M ¥
J 95 728 AT PEAL Y E vk, 5 VIR TR R A
G MEAT A A0 (R A D A e Y v R
FUH UL b e Y 5 DL 2 A A AR S FNA 1Y HER PE A
7 % 1, T LA SGML AR Ak 500 3 1 FNA 12 W7 ¢
5 FENA M I, 8875 5] 5 T 2500 51 iE # O &OE & A4
SRR NG R T O T R e 2
R BT AE S K BE AR R WEIR T L BRAROR S5 JT
RAE
2.5 SGML & %5 % i3

T SGML 195 PR 278 i, 58 35 1M R L 2B Ak
o A JH B DRE RS A L & S5 A% Gl s A A A 2 0 B
(164 B I R i B L I I 2 S, RO LA
UL 9 > AR I /N A 2D, S G ol A e e AR Yl T

B HL UK I R S R BE (serumfree light chain,
sFLC) K I | IfiL v B2 f BR 2 114G A 45 2Rl ] BE 1
BSEH O BRI R B, TR LR A IE B T S48 8K
V& BREE 1 I RE RN R kB 3 S pSS H 3 MALT
EEL 988 ) T R e
2.6 SGML # % 3\ ¥ bt

SGML f Ifi IR 22 B e = 5 S 1, 75 5 LAt W
IR CLIRE 12 P M R R 12 G4 AT S B L P P g /
JEFERG AL (N Z2 I8 1 B R« R PR abk L b R A i 4 )
ST 2 S B I G ARG A S B 4 B
#E, # CD5(+) .CD10(+) . Bel-2 58 BHPE T 5 FL %
532 W 5 Bel-2 . Bel-6 . MUM 1 BH 17 55 DLBCL % %]
LW, 4> T A% A K A X SCML JE 8 33 14 2
A R S (B B A2 W4 W 2 200 B 2 e A
AT S E S
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3 SGMLHiafr5¥iE
3.1 SGML #5477

LA, &1 % SGML #5236 77 14 R W 72
AR F AR A FIRIT R PR IG
7R RS A YT O RN S A
B i AN e N7 SR (11D SR S IR 3N
fa HEAR L

AR A R b EL R R 9T 48 R (2023 4F i) L -4
SGML(Ann Arbor 1 8K I #H ) % >k HF AR VIR,
W) 2 BV, AR SR FH 32 22 858 A2 ST (involved
site radiotherapy, ISRT) , #7 Y] 2% B % AT L 3 £% 0
Z00 T bR I TR O 24~30 Gy, AR 4 iR A 1A
TR FR A ) 8 ] £ o BRGS0 A 02, IR DXk
I7 ] RE 23 7 — 2D B0 MR A T RE O I pSS iR
1) HFREIR

K JHRRAAHR 43 D B AR X T35 97 3 Jmy B A AR 4%
S SGML Y &% i 3 , AR [F) B 25 5 8O IR Y LR 40 U
PR DA A 5 Al s 7 XU 0 45 T 48 ) 3 I
R AVERT BIE ek HBR 2 SRS AR L
RS WV A PRI . A RIS R B B R FR Y
SGML, 28 HP MR 75 58 (AR J5 1 2 30 i 57 | o 7 %5
BBV AROR A ) 5 Gk B 8 A AR . B
—ZHUAERIGIT AT REA 45 T - 28 )R BR AL SGML &
L ERIOT BT S EUNOR R .

i 8 SGML (Ann Arbor T3] K IV 1) JC ) fig i
157 ] PR LS, 5 PF B & 8 A7 I R e S5 0 IR &
HoA PR AL ) RE R A% , W] 4F ISRT, LAF] 2 FRgi R
BLab AT R R R ZE BT TIRIT SS
P SGML B8 35 A AL AT LA ] ik L2 98, ik ] e fiK SS
TG PR A AR YT 25 Wi A 36 R R S R)T LB
BEBENE 2R K FHIOAR BT, 72830
il iz BB RSB A RIR Y T PR IE ] R LA L AT
BT IR IR A — AR IR B 58 e 2 i e B
R 2 TR

VT AE K, 48 75 1 1 bk LR Y % R A AR R f g
B Jeq B g T ) AT Y U T R R A S
[l R 25 & Ji i M 4% (National Comprehensive Can-
cer Network , NCCN) (2021 4F Jit ) $R i& , Bruton Ji% %
PR 34 I (Bruton tyrosine kinase , BTK) I il 1 41 f#
A 5 JE R AT JE © 881 MZL 4 K B AR (R 55
B E R T — T X 60 9] MZL £ 55 1) £
sl ARG, A B JE 45 W 2% fif % (objective
response rate, ORR ) 4 48% , 1fif %5 — i 65 1| MZL &
N IUBT S, A J2 ORR 2y 68% , H5 i

BIEH L, FEAAE A RN D Jo A F 28 &
M — R 15 26 5 & i 25 )45 35 (Food and Drug Ad-
ministration , FDA) #it #E F F MZL #9 PI3K 1)1 il 71 .
E—IRIA 69 B 52 K IMETR PETE PE MZL 8 1k
g, JE A A ZE FH T MALT 9k E2 98 19 ORR H 45%,
B A MZL I J5 823097 =7 b, e ks
25 W R e 40 M AE T & H -1 (programmed cell
death protein-1, PD-1) #)l il 57 7] g X} 4% & W 7Y
DLBCL A %, fH X} SGML ¥7 54 i iF 5% i 4k T 301 By
B WHERIT I WIR YT T A N R
MEJAYE SCML B A 2 I 2k % .

3.2 SGML#3J&

SGML it J& 2248, BRI 38 4f , 10 4R A 2 3%
A3k 90% 7 . 1 HIEL 11 3 SGML /B35 19 A= A7 A
ZOVRIGIT WS, 1252 52 BRI 52 2 VI Bk 14 /&
H 5 VI bR BB 0 A A7 ) S0 R AR A
2 57 K[ E6 A7 MALT ik B 988 1) i 5 77 76 24
5o FE—TITAL 229 1 MALT ik B 9% 8 5 352
T ) TR W 58, 10 4F B A A Tk 92.8%
A B 2% MALT k8 & &k R 8 &7 . D%
SGML A %& 1 & g 5 55 4k, 5%~10% 11 SGML 1] ¥4
14 DLBCL, 45 JF SS & 1955 Ak KU 3 0, 1k
Ab, i B2-THER R L L L i AR G0 Rk R 2
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