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Abstract

Primary central nervous system lymphoma (PCNSL) is a rare and highly aggressive malignant
EWES .

XES|IF: X, HE. FURMERIXAZE KRG ERE L W a7 AT AR D). mAREE 243k, 2025, 15(11): 1055-1062.
DOI: 10.12677/acm.2025.15113191


https://www.hanspub.org/journal/acm
https://doi.org/10.12677/acm.2025.15113191
https://doi.org/10.12677/acm.2025.15113191
https://www.hanspub.org/

X, W%

tumor that primarily involves the brain, spinal cord, or eyes. Common symptoms include headache,
seizures, cognitive and motor impairments. The development of this disease is closely associated
with immune system dysfunction, particularly among immunocompromised patients, such as those
who have undergone organ transplantation or are infected with the human immunodeficiency virus
(HIV). Diagnosis typically relies on neuroimaging and cerebrospinal fluid analysis, with definitive
confirmation requiring a brain biopsy. Treatment regimens primarily consist of high-dose chemo-
therapy and radiotherapy. In recent years, targeted therapy and immunotherapy have also shown
some progress. However, PCNSL carries a poor prognosis, poses significant treatment challenges,
and is characterized by high recurrence rates and low long-term survival. Therefore, early diagno-
sis and personalized treatment are crucial for improving patient outcomes.
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1. 51§

JEUR M H X A 28 2R Gtk B2 R (Primary Central Nervous System Lymphoma, PCNSL) & — i i B 1 1) 45
SMEEAT MR, TERRTHRMERS, @ MERSIRIE]. B —MF WIS, &
HEESMNIIRE) 4%~6%, 2 KOERIEMIRT 4% [1]. B RAEEAEMER, PALAIRER N 56~61 %
[2]. f£ PCNSL fZHZ%: 2800, B 40k 8 /e i W), 152 90%. AHELZ T, T AR Ech =
W, AEZ) 2%/ A(3]. FHEFERMAL FRU K ME A DLBCL. fGEIEE B 400 ERE . NK/T 41
bR B8 DA B 86 FAE DGk EL A ZR(MALL Tk B8 o & ] LAAr A gk R T S e BB RAS AR 2R T % D RE IE
RSP FhRAY

IR, BEAEEERORIAW D, ZmpR R8RS, BT 7 mmids 7 ERER. 2R,
DAFE () SCHR 22 DU R 5 T 202 B0, X200 AR DT BOR T, B2 RGPERR AN AT BRGS0k 0
Ho B D REIE T PCNSL HIIGPRFAE. 2B, 1697 RIS AT Z5R,  DISHAE Bl PR AR X200 A 54 T
IR

2. IGFRYFE

G D REIEH (1) PCNSL I PRI Z R, BT i g A2 (158 7 , &5 WREPR G4 B VR L DN By
Rl AR BT S0R . THEREE . MR R BLR . R R R IE 4 R (4], 1
5% MRIAENBUR AR S TR, SRR AR AR AL, Qs el M T w 5], R T, fhE
VAR S A BREIRAE S T RS IE 3 (1) PCNSL #/0 W BT IR R I Gk = K5 b, #0225 5 g 2 ek
EiRiZ.

HEAL AT 9T 26 BA S0 S5 B S S ThAE IE | ) PCNSL CRIGRR &K, SR B S gtk
AR m[6]. EBV JEYLAE KL ENKTCL o sl 2[7], #HEWT EVB /& NK/T-PCNSL BN Y]
R R 2 —

26K 22 B e BE T RE IE % i) PCNSL S AEAE & A O IR ) DLBCL [8]. S0 2514 G0 35 41 i JE 3471 2% 1 LA
Jidik TLR Al BCR {5 545 5 5 5 UG NF-xB, (e ik 40 A A7-35 FO3G 58 o 20 PR 30 2R 1 0L 80% I 91,
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W HH CDKN2A 2iA 8K, R e SEGERAAFEE[9]. MYDSS K 2AFHE TLR @ik kA4
1E 80% 193 1 H1[10]. BCR {55 #iG il % H CD79B 748/ F[11], S5 BCR 1EAN MR FRA N, M
g% B S PR BOE12].

SEH AR R 2248 (Aberrant Somatic Hypermutation)tH /& — AN 8 2 1) &R HLHI[9] [10] [13]. aSHM )
AN SRR B PR 2% B 7 5 0 M B B (ATD) KRR [ 10]. "ETERIEINAE IEH 1) PCNSL H I/EH
AU SR FE R PIMI. PAXS. BTG2 1 OSBPL10, LK% 5 BCR 15516 SAOE R MAEE AL H A
[10].

T BETHREIEH (1) PCNSL # DUE 35 35 CDKN2A (41 B R fs B sl IR 7 2A)BR2[9] [14]4
HLA(AZE AR B2 [7] [8]. NFKBIZ (NF-xB #1111 zeta)f #945[8], JuHZE CDKN2A Bkl
MYD88 FAL ()3 [RIAEAE W I\ 9 /& PCNSL J8d i 14 (1) S B Bk 3 26k K] S, e 5t LA v B AL T A 14

BJh, HIEDIREIEH I PCNSL & H Bl g ki, &4 HLA RikEA 15 DL 9p24.1 # B
32 PD-L1 l PD-L2 RIAHMN[8].

3. il

TR A L, e ThRE IR i) PCNSL (A2 Iy BBk v o STARSE i) BT O i 21 205 46 4
P, RAPBESR AR FIAR P Z AT =i 2 . AR, KPR ER LTS R
0 I EL 98 Y75 R B P P U R S 1 T T T 2H AR A [15] . HERA IR A2 Wiexsd X 43 %0 9% D e TR 1)
PCNSL 5HAh CNS StAAFRKCEZL, [E A8 A5 A 25U B R AL AR A SR A
BHATHUE, =28 N AERSCEL HEE FIEMEIR, T BRI E % I K 7 44 RapidLymphoma R
FEFS)E . P BRI, 5% REIE R 1 PCNSL F1EE4 % TG IE 5 i) PCNSL S A4 (6 A BE P4 I
BAFIH(n = 160), RapidLymphoma SZHL T 97.81% + 0.91 MR TATHERIZE, FER I S y% ThEE IEH 1Y
PCNSL J5 AN TUKE Y 381 (100% vs. 77.77%) [16]. =T RIPHLEEE TR, W KIA T 40
5 VKR YD P R RS G2 4 AL AL 2512 T (1) 256 TT DU 25 92 5 S D BR IE 5 1) PCNSL R s Wik i,
A EAKEEVKIR D) R AT e R R [17]. B2 R VA7 (CST R R S rT e s i L 45 31, 88U
FATE[18]0 S5 20t o, KRBT CST FAIK 1 A Dhfg IE % 1) PCNSL SLAKGE [ A 2 W %8, HA2 T
KRz sk CST AR F 2R [19].

X T I E R A RS AL (AR S gk BRSSO 22 AR, AV (CSF) 43 BT 1 A T M i A6 7 JiR
PR A2 R G0k B8 e L AT B Y [20]. HA R AR (FCM) AT /3 T 4B SR J8 . /b Fe R 7w, A
TR W S WAL M (210 38 T VAL S DR 1E 5 1) PCNSL 0T 249 RSt K it 257, flifkig

BT CSF 2T AE B 49 rh g AT e iz, 10 LR 205 B — e R R M, IR 2R A
T E KO BIZI . 437 2 DNA (Cell Free DNA, cfDNA)Z 53E NG RS FTA K 2 DNA. BE
P FT 2 B S B ThBE IE 5 () PCNSL 535 6B of DNA 70 BA B s e ek, B 5 WUEHISE[22]. )
[ 41272 F) FH #4440 PCR (Digital Droplet PCR, ddPCR)H: Ml 4 1% THAE 1E # ) PCNSL H# I3  ¢fDNA
H MYDS88 L265P F1 CD79B Y196 # si RAFH & o 45 TR BIZ 7 15 I SR H R EK, AT &8 BUE 5
AESFAEHLT, PTLAE &/ 1T LK ofDNA H11f) MYD88 L265P 4% [23].

4. BITHFER

GEINREIEH 1 PCNSL 69T 0 A7 S &M MILENRIT P Br B 5SS iR T B AR IR 45 /)
iR SRR SEEL R AR s JLEIG ST WA T Rk, 10 3 216 T Ja 1K B 5€ 4 22 i (CR) SR A
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WA EM(CRO) I EE . W T RIBIAITN . FERRMIRER ORI RS, NEE &G,
4.1. FRERABTT

P SLBMRVATT — R FH DL 77 B F 2 04 (HD-MTX) N SRR 25 10 2 25 B S A7 T %6 H T3 i
FR T 90% LA B MTX, FLREIR T B2 (50 2 T I ™ F 0 A R SOV [24]. BRI, 2242 HD-MTX J897 /7 %
B MTX ACPYERFEA JOE R P, Rl PR 2 2 aE Fl[25]. i, B bEE R T —FE Tl e
WIS AR 2 A IREYIN 2D-LC 5k, B Re S Al 2 i iR i 2 v MTX Bk R 2Rk, JF
F I N PCNSL £ 35 138 R0 B v K 16 0 BT [26]

B MRIT R A ECA T RAH: HD-MTX. FZ& A E i (MT-R). HD-MTX., H#
A FEHIRR-MPV)FIFZ b, HD-MTX. REANT. &2 HEARER (R-MBPV).

4.2. JEETT

ARG I SRS B3 2 S (WBRT),, B AEE AR 8 R 5 B s 22 B S KA S Zh e Fs s
[27] WFFERBURFIER) WBRT W] Bef b KIPAIAZ NRITE 28] AR IROVIERE AL TR & B R T-40 7
MHE(ASCT) 2 A D RE L H 1) PCNSL (A7 2L e, RIS WBRT MO At —IBEHLITY
BISAE N B RTIETERT RS 1 07 AR LD RE IE W 1) PCNSL 3 th A B IAE R 129] [30]. X TEF5E
ELEF(CRBURTHIA ST AR CRWIN B, 75 ZE IREAT X0 LRG3 MRI 8 PET/CT far 2, LA 15 3 e .

4.3. FEATTFR

4.3.1. BTK

fHF DLBCL % BCR 15 5 il B M Rp ) i, DRI A 5 1 2 BB (B TR ST i 351 51 ke 32 9
A B JRAE N —AR BTK i, 768 K /HMEvE 1 e ThREIE & 1) PCNSL H R 5245 3R 97 PR I AR50
PR3] SeBiF FCEeAIE T L2 im ik, JF &P TBLIXR1 RAEA] B8 5 KW /e MAH2[32]. 4RI, 5 A%
BTK #HIFI(CIF R &8 FAmE e B0 & e Eiks bt LA T HARMEG . Fel 2 am e, 7£ 19 6l
W D) REIE R 1 PCNSL % A HD-MTX 1697, Bon 1 RIFIITRL, ORR N 84%, 2 4F PFS fll
OS KA 75.6%F 94.1% [33]. Ak, AR A% BTK #1715 BTK JLi 45 &% B B ik
B, HATX— 7 A EAE IR T K H[34]0

4.3.2. BEETHH

I HI T2 FAD it T 2 Fh il R G0EVEMR, 46 DLBCL. — UM 7T R, F2 s
UG KB BE i 20~25 mg/d 531697 8 A~ 28 d JAMAJE, FISRIAP R 4EHEI6T7 1 RR 24 35%, H147 PFS N
7.8 N H[35]0 A FERG IR 58 = ARG B AT ), AR R G0 28 B BRI e BT elest  7E 25 il or
G LN REIEH 1) PCNSL 8 #25%2 3~10 mg 1A B a7 D it 7, 25 R R &4+ PFS
NS3AH, NEETAL PFS N 9 AN H([36].

4.3.3. RREE LINHIFI

HoJ% T RE IR () PCNSLs JH 75 9p24.1 Ab % DI hnises sy e AL, 52 PDLs FIAH4 n[38].
— TGP FEXF 4 1] v/r SRS TIREIE R PONSL # %45 2 FI4A T 5 mg/kg NRMEHIAIT, 4585 3 61
B CR, 1 BI3k43 PRs 16975 13~17 N H, 3 BIUERFREE LR, HRMNFFE[37].

4.3.4. LHRETTIE
%A B 52 48 (Chimeric Antigen Receptor, CAR) T 4 y7 v 42 J& T 3R aX 4 6] iy 41 it 28 1 4 2 P S 11
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NTLERBSZARR) T 40Hi[38]. T CD19 CAR T 4HHESTIATE RGEIRIENE B 4 Mok BRI v T R 3% T &
FER, FREIRR L . IR FE R CAR T 4UMA T 7E S ThAE 1IEH i) PCNSL 35 Hh 2
DRI — Tk E BB Fe A, 21 491 [ B 528 i S S5 AN BRI P o/ 4% D RE IR # 1) PCNSL &
F % CAR-T 41577, ORR N 67%, FA1 CR N 29%, PR A 38% [39].

44. FHRABRBTTAR

FEGRBEDIREIEH (Y] PCNSL H, 4 R MR 55 /B35 IR T T T RS TR S kP IR o i 77 B P 2
W (HD-MTX) 523677 264, (HiZ NBEH DS DhRE T B J & e i R B H S ek (A Bl ;. HD-MTX Bk &A%
BT EAERIEST RN RIS T BRAR T, @ TR AR 88 - A (40 0 T AN 52 HD-MTX %, TR
P B el 2l 5 ) 2 B Uk B 5 58 . AR GTIRALTT S0 MATRix 8¢ HD-MTX I#5 B i B 2% i
oy, (HEREEMULE, AEFHTZHEBF[41]. JUEPBUSEE %2 W07 51 A FIRES, AT £EK
FELE [FBOT BT 4EHF . IR, BTK 75 K S i 5 25 W48 B R AT ALY T i o il — e )T
Mo BRTIE, B AR EFE T RIS R ML IEN,  CAAT 52 (075 o000, SREF R 54
.

GePEIEH () PCNSL (67 I E BUREE R , (B 2 MUl M7 7547 525 40 BTK S5 (n A 5 JE
B puA & Je )8 R s ia i 01 b o B R G, (LI 2L TR G B 5 AT g o P 6 7 17547
FEATENE . SBRTT 250 BT S RS, (EXHCII A S IR A 2, BRI . %
PR L R AN R(PD-1/PD-L1 FUA)ERR > B F ol 5 S OEMf, (HERZ KAEARTAE, &8N AHE & b &
Vi R BIHf . CAR-T LS TVEAE N B R B P USRI AR, (BAEAE ™ A d b RO, Had
IEAE N2 42 SR TSRS I o AR, STl RE L ¥ 1Y) PCNSL ¥R7T IE AL GE i i FEAL ST 82 ) 70 TR 5
G BB, H I ATHE PR PRS2 — DI RS A, WIRAS [R) 20 3 0 2R R N 4
PLHAHE o
5. FifE

18F-FDG PET/CT T AN MHE RS EIRIATT 57 O A1 R Ml se TR, RHES
FUAt R A L, Z R AL ) FDG SRR 2 HI 5] [42]. SR1M, R SUV AR A S S0 R
Gk R BT TR bR, BN ThBE IEH ) PONSL (BRI A NG IR . RItk, Mol 7 —
BRI 7 —— M - FSUOE 3 (PW Score), 1EAIRIT VTG FEAR. BETERW], PW IF7r 240
PEDIRE IEH 1) PCNSL 357677 )5 PET/CT WA TG FEFR(43] .

AR 5 B e R VA P G ThRE IEH (1) PCNSL # F 2542 — , BEAEM 7 4RIB 5 7 ct DNA I 7 il
PAE R AT B JE 0T IS TRINAR FR[35]. fE S Dhfe IEH PCNSL £ RAZ1E% h, MYD88 1 CD79B 72
AT G A A 7 hR L JRE 75 P D 4 R AR [ 441 R-MPV 25 I 01 5 7 R 2 — . EAN 2 E BT 9T & L CD79B
Y196 FA% & 5% Th g IEH 1) PCNSL X R-MPV [ 37 [ 45 1A 2 Fa bR[45] -

6. HRSRE

G DIREIEH R R M AR 2 R Gritk 2SR (PCNSL) 2 — F o WL Bl BEAR 2 PERI R, Jl s il B 28
Mtk R Sl . IEIK b, S DEeIEH (¥ PCNSL RIS Pl I A RGAEIR, ARUEHZE. RET
FERIET T AW B G BEIR YT RIS TR, (H A T REIEH i) PCNSL i 5012 W Aa 7 K
SRl 1 22 PRAK

G PETRELL R (1) PCNSL (139372 iy LUAZ IR e, 5 BN L S e, R L i PRAR IS At Ak Ao
KRGPINHLL, HokZ R YRS . Bk, JHRBURRIARR AW L, Ui i s 6
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AR SR R AR HAR, BSOS RTTE U E S B WA Bh T &G YT, IR ML
TBIT 77 ZE ) 2 SR AR .

FESFHLRITT T, S D REIEH () PCNSL B e R | 2 5615 Sl I RAE, W1 PIBK/AKT/mTOR i
B, XONASR BRI IR AE TVRIERE AL R SR E AT A A T T UK R AR AR, (R EIEH
KHE RS Fib, WREA REWERRIT T RBLEDIT . RPERIT, a1 CAR-T A7 iEFI
BEpUAIRTT, CIEIRIKATIE AR BoR —E T80, AR RS A B 50 UE HAE PCNSL HHI R .

SRTIT S, )% DRe IR ) PCNSL I 78 IE8HAE SIS, SRRy T A ity 07 MR g, ARk
FRIIE FENG s B TS TR R A

B3 0 g% D RE TR H (1) PCNSL Z3 TA4FE . Go 2 G ER SR b Rg i 25 ALl PR AS BT R NI 7, AR SRAT R S
BUE RS AERETT, e s B KB AE RS RS, R, B TZRENTEL, HAEHR,
Il RBIE FEATS T A KPR . DRI, B2, 2 rpol 1 EBR & 1R K 2 230 Fa e Thie IE % (1) PCNSL B 72 RlvA
I kR DGR . BEAE I PREHE AW AR R AR YT 7 Rk, G DhRe B i) PCNSL g I Til5 A 3
HE.
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