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Abstract

Primary central nervous system lymphoma (PCNSL) is a rare and aggressive extranodal non-Hodgkin
lymphoma that predominantly arises in the brain, spinal cord, cranial nerves, leptomeninges, and
eyes. Its pathogenesis involves the binding of multiple immunoglobulins to autologous proteins, as
well as alterations in genes related to cell signal transduction. The clinical manifestations of PCNSL
vary depending on the affected anatomical site. Current mainstream diagnostic approaches include
neuroimaging, cerebrospinal fluid analysis, and pathological biopsy. Standard treatment involves

DOI: 10.12677/acm.2025.1592589


https://www.hanspub.org/journal/acm
https://doi.org/10.12677/acm.2025.1592589
https://doi.org/10.12677/acm.2025.1592589
https://www.hanspub.org/

BRVEAR, A1

induction therapy based on high-dose methotrexate (HD-MTX), followed by high-dose chemother-
apy consolidated with autologous stem cell transplantation (HDC-ASCT) tailored to patient-specific
conditions. Emerging targeted therapies, such as BTK inhibitors and immune checkpoint inhibitors,
are being investigated for their therapeutic efficacy.
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1. 51§

JE 9% 1k X #2222 B bk 2983 (primary CNS lymphoma, PCNSL)& —fh &k 4= T 454k, 55 001 v ek 3k
AT AR, JLAE S T AR 4 2 2022 AF R LR LR 23 S b b SO “ — i g B A AL K B T
WRELJR 7 o PCNSL UK T KM AFHE. AR, R IRER, TR R ST A2 i i LI
RIRTAL . PCNSL A bt At 5k Bl 4k &% T H AR #2838 G5 10k B8 Sl B AN R A A2 . A= Rl PR 3
B, fEEW. 8T RS 7 A B R R
2. RATIRE

JE M X 2R GEk B 2 3 BT R BB 1) 49%~6%, 2015 BT FRAR AR R GU R 4% [1]. Rk AR
X Z2 G0 Ik BB AT 4 1R AR 2R B A o, FLROW R B AR . BRI R R RS T
PE[2] o SEWER BRI G I R0 20 W R s T8l B, H 20 tH4D 90 4FAR 51 NBRA PUi i SR EE VR TT LK,
RER R E H PCNSL [0 & 99 S SURI R %

3. IRERALHIS S FHHE

PCNSL (£ Z R HLHI P R AR G BREE A 5 I MA RGUCNS)H RIEM B HE A4S, UK B
YA SZ AR Toll #5244 FT NF-xB 15 5-4% 5 AH 2 3L K 1) 22 [1]

PCNSL fF7EZ M50 BREE A (U1 IGHVA-34) K 5 IR LTI 2835 [3], X Fh 98 28 8 7 S R ER B A ]
AR X IEE R A LA IR A RE 77, {EAE PCNSL 4 e 3 7 IR Syl BREE (ALK, Lo s oA L ],
1 BTG2 (sl A1) H1-4 (A KLHL14 (B2miiz R4 ) [41BA K MYC. PAX5. PIML1,
RHOH. SUSD2 %53 S 4038 . 74t T T4 55 B Dy se i) B (A [5]

Z ¥ PCNSL R ANAEE K A0 B 4HiUFE(non-GCB)#% (6], 5 DLBCL ) MCD T Z(MYD88
AL265P/CD79B ZA: B 7 7E /5 B % . MYDB88L265P 284543 TLR A1 BCR 55, S5 NF-xB il 14
W, FHWT B difa i, fEBRAHME I, (et kit Pk B 4 TC[7]. KLHL14 RAS(EHE MY-T-
BCR EE AL, #—LWuE NF-«B [8]. IbAh, ZANEEARHIIEFEEFHHES) NF-xB 15 5@ % 1 2 ot
FREEVEBEE 9] 3912.3 XY 1Y 38 NFKBIZ (16B-)id Rik, SLIT2 RAE NFKBIZ ki, 35 NF-
kB 5 5 GAHE[10]. Zahis ik B #45%5 lF TERT (encodingtelomerase reverse transcriptase) 4 NF-xB [¥]
BUSRNSEE o, (2R gn M s 11]. HoAth i BAFF/APRIL/ghrelin Rl %1k, 6g21 Skt 57 B 4
A v A R 3% [12]
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PCNSL 2 — /Mt Afee . JEFEH S B8R, fFE KRB amry g 56k, &0y
XA 18921.23. 19p13.13. 1g32.1. 11¢23.3 5. # WLER K XA : 6p21. 6021, 6027 9p21.3 Z[4].

PCNSL 4iIf AT LAREBE e R AL, R e lid MHC-I 207 1Sk Ak s s, S 80U R HiR
Tk 84y CD8+T 4iiffil. [EHf miRNA (41 miR-155. miR-21 %5) R4 Rik th Al fE 5 5 Fu e ki [13].

TEMRE AT, PCNSL A ik i S e BREE A 5 TP IiX M A RGRE K H S E A (W GRINLLA,
ADAP2. BAIAP2. SAMDI14. neurabin-)4i&, MIMIKEHEFZME BCR 15 5% F[14]. [NE T 402 IE
(reactive perivascular T cell infiltrate, RPV1)7& PCNSL RFE M G yZ KR, Forb CDA+T 4 4E A T Fsd 41,
CD8+T Yffifi TN, FHRik T MIFEE R EY TIM-3 [15]. G40 M VAL R & et XU 1
M2 B E R4k PD-L1 A1 TIM-3 # Bl Sz 4], (2dhe IRZEA S ie itk . B W2 ot 4336 STAT3
BuiE PD-LLIDO, feidffupsiki® . BILRMAM. BE 7. AN £EH S5 PCNSL FIRA 81
[16]. &2, PCNSL & — i BEAKH CNS 45 PEROABE 1 i eg 388, JLAMOPA B 4% X 28 L R GE 1 9Rv8 oK
B 4t Atk LRI S I R

4. IGPRZRI

X TR ARAER ST 1) PCNSL &3, Bl WL PR SR K PR 2 ThRESZ 41, LR IR 8 i Jed By 46
I AR R GE LT %5 5o TERFR A 3, ARRe AT a2 A R T R IR . AT
ANFEFREERI SRR MR R A IR PR AR P R T R I, DR SRS SR o A B AR R )
BENGETT, FZE R M. IR R M R AR IR S A BE I R AR AL, BT RN RN E . R
A REZH HBURK AR VR E AR Ak, DAR DU Ji = 9 R A0 BB e Th RE MRS o 1 b I A 28 95 1 bk 2080
FE PCNSL /b R A VT WS4 M B AEIR[17].

JER % P 3 28 A7 400 ) 5294k 9% (primarry vitreoretinal lymphoma, PVRL)J& PCNSL [ —NM g I Y, 38
SR NI R . LI PR R I E A A e, B R S S SE IR FALE, Al
JIRE ISR AP GRAR S, B 40995 B AT ik K APERE 945 K o AHGK SE IR 5 A HIR Py 46 0
P73 (L8026 I 8 ) AL o bR EEL 8 40 P BB B A Al AR PO TS TR B, B A B B A V2 3ok AT I i R 3L
575 [18]. PVRL MHRRERILATJaF o AT BHE T AR 22 R GUREIR HEL[19]

5. BESSHL
5.1. BERE

PRI W R 2R I SEAR 7 7 1k T AR R Sk U L 4R BUfR (magnetic resonance imaging, MRI)
OB 8 K R BOM AR A (diffusion weighted imaging, DWI), A] 5613 & 30 P 5 28 (A7 B . K/ NI IR[20]
[21]. 7E Kiker W 55 N[BTt [22], 65%H) 8 N R RN 4545, 35%I1 B N 2 KYEWAE . A, 1
Helle TL 58 ARIBFFEH [23) &0, %5 B2 TR, # W 5% . [FIFER SR He Jingmei 55 A 1T
Forb g P24, WA T AR 14 61, 2RI 37 6, HERWEEERS B, (556808 K
IR 5 B R MM L B Gt 2 25 5 . 280 PCNSL B35 10 MRI B R TIWIH R E 5. T2WI &ifE
5. DWI =55, HIFHEFTH PCNSL #8F ¥ 2158 0[25]. W1 Kim C. S.7E 2024 SE4RiE 1 — i J5 & 14 FF X
ARG T AARAREIR[26], HAEXT LLEEHE R TL BME %A MR 5, SETERYIRIS AL (15
o TE Park HY 25 NI — RS9 9 R o6 T4l 1040 44 B35 W 7E 1) Meta /AT s Hi[27], 45 CT Al
4B FDG PET/CT & 2R 05108 2.5%H1 4.9%, fE4L0#r4, 45 FDG PET/CT ({2 Wi i i
45 CT, 45 FDG PET/CT £ PCNSL Wizl 5 %0 bt S E/EH . 78 2021 48, [EFrlE & 1 CNS
WREIRE G AR /N (IPCG) 145 e 5 BH 6] Ji 14 FRRR A 22 22 G itk (298 MIRI R PET R348 H 2, 4 5 FDG-
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PET gtk i AEFE N RG AVHAL 3R R . 53— 710, SR FH I R HES) 148 - BN 1w
Jt, W Wang, M.55 N1E 65 5] PCNSL & 1) MRI 52144, 5T 224 MRI BIHLEE S IR PCNSL Hr
(17 B 4 fbk (008-6 (BCL-6)Id RIAIRAS, i o il Hi Tl [28] . PCNSL [52158. 5 LA MRI 35 45
ls, SEE ARG AT ES WivERf P, (2R MRI L3 62 2 B0 B9 996 48 I USRS /2, PCNSL 5%
BAERIUH 5 IR 2 R G AR E & [29], FDG-PET/CT B A AR R, A EMAVI 6
ARG 7 B AR CE BRI T L A

5.2. [RERNE

PCNSL 2 HINE R B4 B T2 Wi 4y ). CSFAS A A3 3 FU AL 1 o7 . 240 P 2 6 25 A7 24
ARG E . PCNSL 1K) CSF & Fe Ity 4B M v 8O d e IR, 0 &l B BE AR IR . 7E Bromberg
JE Z5 N5t 219 4 B 1) 1054 AMFEAHEFE AR [30], L 60 4 g2 Wil CSF BHtE, it gn i ARG 44
1511(73%) H PR A S B, 40 MR 25 2 19 491)(32%) E 5 (R A S BRI, A 24 M AR 1 R 80 S 4 i
TP E) =45, WA M AERI B A s B, $EmisWiigugtt. 76 Ferreri AIM 25 AXEHHZ I
FIHE K PCNSL &2 ) CSF REA BT 78 i & B, PCNSL 3% CSF iR 86 RE L IR & /2 5 (88) (MY D88) L265P
RAF (mut-MYD88) Al 1 41 i /1 3-10 (IL-10) /& i HH ks i 26 [31] . [FIFE, 1E Bravetti C.X} 54 fi] PCNSL &
B B A BB T, 46 (85%) 11193 ] 22/ Aar il H — b bk C R AE s E4[32] . Yamaguchi JAEH —Fh
R R A B U N (PCR) B L Puig 2L (K 7 71 R 5t (GeneSoC), 7EF- A FHPLigiisill MYD88 L2 65P 5874%
[33], TEHIAJEHIZEI A PCNSL ¥ 10 #5354, £ 8 filkaill i 454 MYD88 L265P . X Le7rFhr &4
AL W R BUR R RERE S, T B E R B Y PCNSL g BET 2. Ak, CSF AT
A IR T 2 2% 7T [X 4 PCNSL 5 Ah G g, OB ARE S PR i [34] . A3 F I8V PR Ak S M
HERAR T 2 7 VA B v F B2 B PCNSL [35]. CSF RG] Lnf B8, & TR IR s ek F AR R &
o, (AR B BAPE B 2R AR ZE SR I, BURR IR BN, TR R A bR TR P S

53. FRYIKSFER

5.3.1. FRYIEK
P BRTE R AT A2 2 Wi 52 5T PCNSL R Am it « BUSTE R AR AR 10 735 £ B0« AR Geid ks (P e )

SEAAE AR B F AR VIR . 7E 2022 4 Ganau M.2E N IBF 72 R [36], %t 2% 5 -4 PN B8k i A A 1)
B AT I ER AL, 66.6% 110993 49 75 25 NG R RN AE,  33.4% 1 0 e B TE IR 4 4. N BRIRYT PCNSL
Je— Pl A HAOIRESE, B 7 ol SREUREERFEAR S, b mT DU I i 258 FUOR BOE VR A LR 97 i AR
Ko BFEEEHLEHRABAME . BT RLEZERIE. WT 8%, R EATUIFRE PCNSL, FAVIR &
FHIEK AR (OS) TG i3 Jg AR A7 H(PFS) R R R AT A 4+ il . Gangping Li 55 Ak B Ml 479 2 A 5
225 B (SEER)HUfs FE (B AT 0 A [37], AT IREVIAR B #FH B IEfE R EL(HR) A 0.77 (95%Cl 0.70~0.85,
P < 0.001), BAFEZE(0S)H 0.74 (95%CI 0.66~0.83, P < 0.01), FEiEkEFMEATEZ(CSS) A 0.73 (95%CI
0.65~0.83, P <001); 174 VIFARKIEH, OS Al CSS HIIHEE )5 HR 43514 0.73 (95%CI 0.65~0.80, P < 0.001)
A10.73 (95%CI 0.65~0.83, P < 0.001). Chojak R %5 AXT49N 7 T 75 () 1046 11575 5133847 43 H7 Je & PL[38],
EyEfAL, ARG EER 0S B E EIF(HR 0.63 [95%CI 0.51~0.77]), PFS i % 3% (HR 0.64
[95%CI 0.49~0.85]). 77— i+, Chaejin Lee 25 A%} 30 Il FARYJBx & 1 49 BIATIERL EE 1 5
AL Z(OS)M 5 LI R A AE R (PFS) AT LU, WAL IF AORE K AEZaAH 2, {H OS B PFS A .3
ZE S (VIBRZ 5 4F R AEA73(0S) )y 81.3%, 5 ik e A 472 (PFS) N 53.6%; V&2 5 4B 474 (0S)H
80.1%, 5 fFEJuidk @A 472 (PFS) A 60.3%) [39]. F-ARUIBRFTLEME 5O BN, FRARATA &, clothitk, e
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BEEE LA LREA, AT A HEDHEL A2 TR . Heming M 25 A\ SHIE K REAHEAT T 45 1) s 402 70 WT
7~ PCNSL Ji Kt Hhol it B4 M 119 53 S Jo M AN 22 () e 1%, DA S PCNSL fOA S T 48 M 6 b b £ 1Y)
A [40]. XFF PCNSL &3k U, FARVIBRIRG 5RE A RS R, REHSEIhEE X w2 (AT
FETT . BHIRR) FAR AT SRR ThRES0T, AREIRAE TR .

5.32. MREEER

SEARE AERT R A SRR BN I R, RO KBS, JEIHIE A T 2 R AR B S AR LR
ZW B . FR, A4E ZESAA M MRI AT DWNBAR R iR [41], B HERTE. EH
Al o3 R AR A ), Mazzucchi E [F1BAAT Dellaretti M. [ A2 5148 ] 1 52 6 Ebric A b g i
SR EALTEAY, DA REEIRZE, SRR AICERE[42] [43]. 7EE PCNSL HIS AR E SR 7, XCF
TR G5 B~ T RS HY 38 B v, ELAE PCNSL AU I RCR 75 1k — 2P IIE[44] . Henri Malaizé 38 1% —5¢
SRy 1784 44 BAE SR [ M HRE 75 T 50 SR (N S, PO ASE T VAR A A R/ B e A
B Z MBS W R 22 4, 45 B BRI T A2 LA E A 2 W S i i, H 3 RO XU S5 35 1 Tk
Ao/, T RIS MR VPAR [45]. R, SR E [FVEAS I I RO RG22 BONEE IR (i
RS BNRERT) . S E AR AT A — g SR PR, 2K T R 0 R A P P R R BARAE , PRARTEAY
FHEZR . 7E Tosefsky K 55 Niid4f PCNSL &8 BT 253500 1T [46], 1E 1226 4 3 rh, AR R o 250 fx
16T (corticosteroid therapy, CST)F&AIK 1 SLAASE [ 3Gk 2 Wr %, JE2WiPEIE R ) RR 24 3.0 (95%Cl:
1.2~7.5), HIFRKILEHRE CST nlfgmis iz,

5.4. PVRL ERF 425

PRSI 212 W PVRL & ArdE, 8 2 200 22BN U AR M A R[4 7). SR, DRIREA
WRELR A MR B W, A0 A T B D A, TR R B A R B, A AR DLBR = U [48] . 3%
ARV B 7K A AR R G 2 T TR e AR LA B B B, A 2-10 (IL-10)/KFF+ =i PVRL
MbrEz—, GETMEy BEREAP-10)5H 1, W H ) 5 E R 01 [49]. S A B0R g0 AR
R B 40 M bR 540 m A W 2 WrdE R 1% [50] o BEAE, XTI B 5 K FE A IR iR DNA (CtDNA)
U P w85 B SRS WA R YR 9 S8R [51]

6. JAFT

PCNSL [IFRUEVA ST E0FE DA 715 Z A (HD-MTX) LR 2 254007, I 5 SRR AR B A gt 4T
B (114 355 1 (thiotepa) A 2% 1 19 E A3 ifL 141 il % 5 (HDC-ASCT) [52]

KEZHTZIHATE D 4~6 X[ HD-MTX #iKiGI7, MTX FIERN>3 g/m?, BkiEE 2~3 /N, 2/
TS 4~6 IR, (ARG AN ORI 2~3 i o 7EREAE A 78 i 2 B, Bl b i £ (AraC) Al HD-MTX BEE 45 FH 2 2 1,
WA m N %, ok A 17 % (Progression-Free Survival, PFS) 1 4E 17 % (Overall Survival, OS).

TEFE FIRIT IR B, TUENETT SHERRIR R, IR R B RE I . KRS E T4
Jfu#2#E (HDC/ASCT) ] T 65~70 % . MRAEIRA RUF(ECOG PS ¥4y 0~1). EEAE NAeft &L X%
SHRTT IR R (A B 56 2 2 MR BG 7 8 R) . REEZE WA= I T2 M4)12 PCNSL B3 . SR mm)
HDC-ASCT J7 % a] & # 18 KTk B A 72 PFS [53] [54]. XT T s TEAES el ASCT i 52 M #5 Z 1)
SRR, AT IR A I BOT (<24 Gy) BARE BEVEAT T (40 B SEME L P BHEYT R 2% BB & T A ) [55] -
MR 2023 W #h 22 b8 i 2= S R PR AR B 22 R etk BV VR YT FE R W SRE SEw A2 22, HLif kiR S HD-
MTX AbI7 e N A, AT % FE M AT o &R PVRL H,  HR Py SR 77 2 FR AU A (MTX) B 2
AP ERRAR A R AR, HRR KA, HAEBERR R . O A B AE I ORE KU [56] o T B4l AR Y ¥
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7T VLT AR 2 R GE(CNS) g . X AT AR I RIRTER & PVRL B4, /BT rl o A0

E

)32 BTLE PCNSL H [N I AEAE 4+« HD-MTX 6 R 22 8 B it PCNSL (157 28 A e, —
TR B A6 B, 78 TS S 42 47 1 (Event-Free Survival, EFS) 5 V&A%, H kR A28 PFS 11
EHHAEEET. MR, AT ER, HD-MTX BEARIZE R Y5 5 4 OS K53 s 25[58].

AR [AYEYT/E PCNSL B R R 8 7, JCH R BT RE e RAZ B B3 o T, A7 B 0 s S I A Il 41 1) 79
(Bruton’s Tyrosine Kinase inhibitors, BTKI) (&7 4fi £ J& ) 1 f 2 o 25 s 411 il 771 (Immune checkpoint inhibitors,
ICH) EAERT T BoR 7 3. #E— 350 Ib SR 78 i iy 1 2 SR - RIS EE I - A0 B e 1R 9T R
£ PCNSL &5 97 ORI 52 VE[59] . 53— TR Fe rh Ay 1R 28 Bt - SRIBEE G - A & e Bk GRIT i
SfRE(ORR)IL 74% (23/31), AL PFS Jy 45 A, & WENET AR KB EFEZ M G MR
> B AT E) s R R AR . PN SRR T v A H M =R MLYE[60] . AE — IIUHTHE
PE AR IR FE T, HD-MTX AR 2%Z 8 Bt J BAT 8 e 11 % WL 22 fi% 22 (Objective Response Rate, ORR)
79 90.3% [58]. ICI Xf PCNSL 7RG AERST, —I 11 Fliln K381 E 4 7 PD-1 HuiA(E ]
(Sintilimab) A& HD-MTX. # ML FIR| 2 1 BTG Y7 PCNSL AEA7 508, 2 4F PFS #1 OS 435l
57.2% (40.6%~80.8%)F191.5% (80.7%~100%), % BHZ 75 X% T-#ri2 Wi ¥ PCNSL 2 E % A i 52 (1)[61] -

CD19/22 CAR-T #ii 72t %f PCNSL A 2%, JUHEX 8 R sk va il . — TiwfF 7%t 13 4] PCNSL
KM ASCT J¥ 5t CD19/22 CAR-T 4iflyay7 i i s, Aot B A PFS A 11 AN H, S
HAE W] OS Sy 21 N H[60]. (HA R CAR-T 4497 PCNSL ££7E ik 351t AU [62] .

7. INESRE

PCNSL R RFLEEF 2 FFEH, B3 T HETR RIS 8T FB, BEMNAEFER T RE
(S o o 2 SUE AL AT) & 12 T PCNSL (19 &b, 17 SR8 [T AS SR A T — i ARG s ERf PR IR vk,
JCHIE TR R 2 ikt fEAK, B4 &R S B 2255, 4l MYD88 L265P RALSE 41
B, Bea AP 577, A BRI RIS % . PCNSL 1577 LA HD-MTX % 31077 A%, HDC-
ASCT MAREILE TB, (HE KHRm BWUG 2. BTK $MHI5) (AR £ JE) A G ks 25 5 30 1 70 (n gy E A
R CAEFE AR BoR YT 2, CAR-T 4G Y7 55 S i yT /£ PCNSL IR AR IZHTIR R, KK
B2 ERHIME L AR RS W iR, HESRSHERYT .
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