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Abstract

Objective: To explore the clinical characteristics of Sjogren’s syndrome with central nervous sys-
tem manifestations as the first symptom to guide diagnosis and timely treatment. Methods: The
clinical characteristics, diagnosis and treatment of 3 patients with Sjégren’s syndrome with cen-
tral nervous system damage as the first symptom were retrospectively analyzed, and literature
analysis was conducted based on relevant domestic and foreign literature. Results: Two patients
were middle-aged women and one was a young man. The manifestations of central nervous system
involvement include myelitis, Weber syndrome, brainstem lesions combined with cerebral infarc-
tion and secondary epilepsy. Imaging manifestations are mostly high signal on cranial magnetic re-
sonance imaging FLAIR and high signal on T2WI. All 3 patients were treated with high-dose gluco-
corticoids, combined with mycophenolate mofetil, cyclophosphamide, and immunoglobulin respec-
tively. After treatment, the condition improved in two patients and worsened in one patient who
ended up with death. Conclusion: For central nervous system damage that cannot be explained by
other reasons, one should be alert to the possibility of primary Sjégren’s syndrome, regardless of age
and gender, paying attention to medical history collection and laboratory index testing to make ear-
ly diagnosis and timely treatment, to reduce the morbidity and mortality of the patients.
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1. 518

T4 A 1E(Sjogren’s Syndrome, SS) A& —F g 1 45 4 2H U5, LAY 73w i UL S iR Ah b Fz 2043 B bk E2 4
IR A R A, TR A AR & 1 R A4S 4R 200, 7T o AR R TI45 A 1 (primary Sjogren’s
Syndrome, pSS) M4k kK TIRGEEHE, EE ZH K TRMNIB KT REBAGHATIRIETE. RAKRIFEN
2%~3%, VAP ZELMHEZ I, BTIRT. OFSRAERS, SEEHILZ . Rk K. 1E575%
R, L7 1B BFLUZHEERGEHNF . TERESIER LMERG K ERL N 18%~45%, HAX
MERGMINE A RGBT Z R[L], FERERE, WRRIMEZFE, & RRME R4 (CNS-SS)
HORAER, A BEMEE R 2] [3]. AT RFERAHE, TR s S 2R, 55112
B2, IMIZEmIL 0.77% [4] [5]. ASTIBE 2 WGy i =151 LA P RX o 22 R G0 R I 1 ROREIR 14 J5 R 1
FHREE AT IROE,  HEIBAE 5 B N A SCHRE 2], B 7R TR I PR EE T TR 4% A A R AR 282 R G0 AR
A, feSeih.

2. TRBIBER

sl 1. L, 52 %, N “IREEE 3 AA&, HAERME. SCRNERA 2 AR ABt. 3 AR 4
EFEATPUSBUATT, 2 ARAT T LB RN SRR " . BT HRE 1 g x 3 REEFM
GERYT, WERIFERE G, 20 RRATECHBUE. mTR S, T HHER A PUO B EDUR. 2
PEEE A PUARPEYE, EURONTRRE. HARIELLR, A0 B, BEEA “mifi R S s B i A
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BE” WS A HONOR IRSERLEE R /NAL B e, R, Tofildi, T EAR O AR A T AR
FEIRLLTE . UCN il 2 v 6] Jo e o DUMRORTT e e, DU LsK 79 1B % o e B, 3
FAERATE . 4656 MHHE: WBC 14.24 x 10%/L. PLT 361 x 10%/L. 24 /N JREHEE: 0.119; FFIhdtk:
AST 41 U/L. GGT 48 U/L. ALP 154 U/L. IgG 16.1g/L. #Mk. RF IE® . 13T 26 mm/h; ANA 1:320 55
FEME:. SSA 130.28 RU/mI; #T ds-DNA. AnuA. SM. rRNP. AHA. Acl. Beta2 # & [ #if4. SSB. CCP.
RA33. GPI. ulRNP. Scl-70. ACA. ANCA #JB%. RF-IgM: 58.24 RU/mI. P4 & AHiik-1gA: 11.25
Uiml, $id & B Piik-19G: 18.06 Uiml; FFilEil. HFHuiA. APk, EBV-DNA. CMV-DNA TG
FW . T-spot. HLA-B27 B 4HBHAGES: M MRI: 2RI ZE, C6-T10 K FEHRERES,
HREERER, FMEIBITIEAS, C3/4. CA/5. C5/6. C6/7 lAI#HIS . JEMEIRATIEAR, L4/5. L5/S1 MElm4E %
to T12 MEMRME R PTREVE R . BUHE MR: 1. SUHERATIEAR, 2. 0 3~7 MEMMIFE R, 3. HHEN AR W75
5. WOER CT: WUMIA BT AL . hDyRe: 42 RERR | @ S RebslG; BEERBIReREsg: . FIR
JiR R WA R 2R AR A T B R R . THRAER 2 BUT R 3s L 1s, Schirmer R 3 mm/5min, L 5 mm/5min,
AT E . BARERY.: TIREGESMQ K). LW 1. THRGAME; 2. B, 3. WML, 4. FF3h
REFIH; 5. BMERTT 4 6. mIMEREG LRESE); 7. BEBRPEMIEAE; 8. kA& s 9. JEAMENI AL
Ho ABtJE45 T H sz 80 mg/d x 10 K5k FE 510k 45 mg/d, RS & & H WS 0.5 g bid, M. F
BIRIDLR . L, A5, B RBIHR, W . BEV 6 NIRRT E K

Wl 2. &, 45 %, A “TAITZ G 1 AER ABi. AT, BEAES. sk 6 4, Wik
feim 160 mmHg, P ARMRZG . 1 H A B ESE, AUHREE R . AR Bp 149/89 mmHg, ARG
H#E, AIREM, IR, R IR, 2SS fET, 2R DRSS Jo I K S .
FMEEAANIN G, ARV V 2%, Bk J31E% . BUF B . SERAERA . diBhiadr: Api
SRR I E B WBC 14.13 x 10%L; JRH#: WBC 34.4/HPF. & H+—; B HIi. FFoh. £tk O
eI B . T-spot. HLA-B27 BT . 19G 16.1 g/L; #MAIEH ;s Myl 17 mm/h; H SHifk: ANA 1:320
FHPE. SSA 171.07 RU/ml; GPI1160.58 ng/L. SSB. Hiffitl &AL, RF 432, CCP. RA33. dsDNA.
AnuA. SM. rRNP. AHA. Acl. 2 BiEFHIR. ANCA [ATE; THYERK Z: BUTR2sL 1s, Schirmer R
4 mm/5min, L8 mm/5min. MR (=), M CT 72~ XU GoRAZASE ZE LR AERRIE H M, AR IR 28 . Sk
P MR A5 0K o R B A i = 55 s L AR AEAL (L] 1) Skfill MRA R WLBA R 53 B CT: Zefili F

Y,

>

- " v . emeyr, | .
(@) ZMBEMK MRI (FLAIR)ZS XU 2R A%« A MK IS5 55 (b) FRBEANG MRI (T2WI)7s A4 M = 55N RSB 5

Figure 1. Comparison of brain MRI of the patient before and after admission
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NG, BIELFYERESE kL WIS 2 &/ Ntk g BRI, R FURIRIRIEMERAS, AR
RIRRAFHE, HORIRZ RE5TT, 4R EERE, 2k FENUE, XO0EEMN; 2#: 1. F
FRERGAE: 2. Weber ZEG1E; 3. HURIRSGSTT: 4. 2R FENVE: 5. XUNGN M 6. w2 &R
mfE). ABtfa4s T H s 200 mg # x 5 KJGIEHTRE, 4 TR 0.4 g SR, FH4h T OCEE
W, EFRMATNST . HBetEIL: BRI, AR TR, NS A RE .

gl 3. B, 21 %, A “SkjE 8 K, MEMSkE 5 K7 ANKPiHENRE. BEA A, Bk 5B
BT A, AU FLATE RO R, RER & 1015 3 R &, A AKCFIRERRE S, XU & FE 0 #R, E E
VURSLTD WUk IR, U RS (++), SUMELRAE(-), XUNTE k5. BRER I AR HE, F8IR
W RESHET, WU AR (). fh.: PEFRE IR FE . MM WBC 11.26 x 10%/L. Hhiikign
MIE bl 76.6%; AFIhAEAL AR A AEEEE 3.27 mmol/L. [AZ2F BE&BR 21.71 umol/L. 44: 129 mmol/L.
S 97 mmol/L. % AkR%: 19.0 mmol/L. ¥BiE K. 259 mOsm/L; [yt 17 mm/h. H &Hifk: RF-IgA > 200
RU/ml. RF-IgM > 200 RU/ml. RA33: 653.07 U/L. ANA1: 1000 [{#%. SSA: 164.51 RU/ml. SSB: 196.25
RU/mI; Ifi IgG: 38.2g/L. RF 74 KU/L, dsDNA. Acl. #i f2 ¥EE APk, ANCA. CCP. GPI (M. &
RIRZAEYUE. PUKEEEA 4 PriEPIE. A L MR SFHEEE—R): fFa a0 Rz - T
SUERESE. Skl MRA R LIS S8 (LK 2). #HE MR P B8 & L3 Mgk T2 59X, HE
AR AR AT RE, A SR ERAMILE RT3 RVEBESR AT 2RI M CT: B RIE. A
Wi J5 257 H 9o 500 mg/d. PIFPEREEE 20 o/d DLAHURTE . EIRMEEAY), WIS BRI, Wik
BON 1 g/d piidi 4 RAGTEEGE, BEREEZE, TOEAW, RSt s, Ao w4 il
A, REALATER, AL EAS 3 mm, AL EAS 4 mm, AKFIRRES, HA0EEIL) 4 2,
FEABARNLST S 9, Fe A BRI e a8, A M BRI e IR o T — H AR TB] I JJ i AR I 9 B iR
Wik, WPMRAEIE, BRAEASS, XUMRE LG RINE S, SCEVSS TR AN R US4 B PRI |
B BRSO, B ISR, T e, REHZ. ZEKERRGEYT, BEUA VN
FhhiE, EWIRFRERRA, B, BEEREANICU RS, EEMK MR EIR): ML RRERES,
AT, e R SRR A, RIS SR DA R K (LE 3). A THMIES . P,
WK B ML . W AN IR, ALk B (REE. TBhihiE. SCGEMEIRSE SRR, WL
RUPEE, AT, HBLeW: 1 TIRGEAE: 20 TRAS 3. FESE; 4. kRPN

(@ (b) FEECEE 1M MRI (T2WI7R IESE A ME s 5 .

Figure 2. MRI results of the patient on the day of admission
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(). (b) FBECHE 2 WM MRI (T2WI)ZR SRR TS X 15 5, S0 i Bk s B ki@ v i . () M MRI
(FLAIR)ZSZE#EA I FLAIR {55 .

Figure 3. Review of MRI results of the patient during hospitalization
E 3. BEMERHEEE MRI R

3. Whig

ER =10 AR e A B 4 N RME BE 12 (1 AR AR 28 2R Gt 35 8 B RCREAR (9 TR 2R A0
B, BIFFE 2002 SEET I T RER AR E Br 2 KARAE6]. 25— B LGB B8 2R, bR S Ri2:
BBIEFE D RN, BB RER, RSYT, R MBI R G0 H B S5tk ANAL GPIEHE,
Gy GRNIRRY RANRAE, Wy mBRE, H=018F DUERE R AEEER, MEHPRE.

TRREREAL R — b ZE R RO W AR I PR 2k B 5 e IR BB 1 A7 Sh o 52 45 5%, i
WHZAERR, SS A GIEAEMAM PR MLZ R, KoL RN W, AR Bt &IZE)
MZPE, DL AR B FRUE AR AR TE D8P on 2R B EME RS20 sk zid ik
ZRIEMZARK . HHXAIZESZ SR SS HA™ BRI AEZ —[7] [8], WIRBUNIAFIBENT T I 1 i I
W AN SR BBV BEAR . AR . RRECVEINGE AN 2 A A AESE . S8, SSIE T SR 2L
PABIP5 3, WEDRENL 77 WLRATIIAIRAS . ASOm B 1 2R EER A& SS e el WL Al 2
e ImPRARGE L SO R I DB RE . FRLAWIThRERSAT . AR DI RERRRT . BHEEY)ERE
fibo XIBH I MRIKIL T2 BATmE SRAL, HEM ISR XIR0]. AREAE Tasifanz
SR L2 4 R SEAURE R A S _Risshth ooz RAGIEa[10] [11]. ASOw6I 2 /) Weber £54
A TSR A AR S| R M43, AT S5 A 0 A ik At 8 5 5 ) QM) Sl R A 22 BRSBTS T o o
Wi 3 HISEREN AL e TR LR B AR SRS SRy S VR I B A, R e R I IS AR Y i R R B I8 3l L K
RN, R MERERG . AR T AV AR . TR IR AR L 2 H SR R
PR L A9, MR AT A BN 65 X b i s e K T2 55, SR T e iR S T IR R 1R H [12]
AHEFCRIL, AN RGNS 2 2 TSR ALK EERBU13]. I, FEIm R SEE o T JTE W]
R A (AP 2 AEIR, A0Sk, Sk @S5, PUIMRIRT W R EeR ME, MIESHE TREGS LG I
WA RS ME RIATRE .

AR H AT 1L TR SR A AL B P A 0 2R GERE IR B B AR BRI R SE A WA, (BT SRR AT
REEIE LA R 7M. (1) FRAZZANE. PRI S R ANNIRE, M -FIE UL N A, AT 4R
NG5 L S e e A VIR SR R AR A, RV ¢« MU BELT 484k . BB T sl it A7 P 28
CLrp Nk sz i 2 W, FLUCOR/NBlK . 1S A B R R T BRI A 5 2 R [14], RILNE
VERRREAE | i L 0 B0 M S T 2 6 R 3 P fR T P BB A [15] o (2) 12 1Pk R R 4 L L VR e
MBI S LA AR, 3K AT AR RE 8 20 R 3 00 A R AN 5 ML 0 AT S e, T DR AR 2 2
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AL EAXTFR[16]. (3) AHIFLERM, —himE ik EMAaeTME il EMEEA%EE, S
WU 7= A2 G e RS, AHZFRHTLARTE CNS-SS F8 3 I A AL A B IR[17]. (4) 181 28 PR e 43
BUARHEEIYE T 4 M 17 (Th17) 8= 0 B (18], AAEFRAL Thi7 A% 500 IL-17 =48, J5& it
— BRI Th17 i S0 AL JE I B [19] . 1L-17 F1 IL-18 3Lk 5 pSS /™ H L B B F Ao, W]
B T 28R I FR (0 4E R AT 3K [18] [20]. U4k, 7E pSS & MmMER AR R I T 151 T 41/ (Treg),
XA A7 AE 5 R SRR AR B R R ) SE A 2 [21]. (B) B W FCIANTE pSS & FF AR X 48 AE o
Pt SSA PR JE 5 X 4 R G0 A8 R M ™ R P AH OG[22] . ANSC 3 B35 ANA FHPE, HZ 3
BEWERE, W2 BB SSA FHYE, HAZE 3 1) SSA. SSB A FHE . Srinivas & Ak, T
PR EEA R B 3 B K B B B8 M0 A 5 78 nT e S5 PRI IS 4 DU 9G[23], (BRSO B 3 5 FE A7 75 2 HiE
T b 3008 9 1 S BE A A A, T B A T A A

HAT, X T pSS & MA RGN L MG — KIS WibedE, EERIRER, AL AHFFERH, i
WESEAR T W2 R T2 S 500, 40T 2 AN = 55 0T, #0503 vl W /NI 245 B
Y5k, RZEEE MRI AL AR, & I8 R S ] WERENK T2 5 5[24]. 75— TUF 5t
RIN, B ot N A = 55 1 T2 INAUFT FLAIR T S5 5 RIERF & TREFE LS I X eh 2R A2 IRRHE,
1M 22 R VERRAL 22 3 1 S 2 AR T X 2 T2 IR FLAIR (515 5 R Bl MR IR RESLR Bom B kAN ]
ALERNX PG . TR AL G I A RGBT, PER MU AZ BRI A, BARBRZ R
FUERAR W — e WX, (Half Bk, e sie . Ko, BHEUAME, HHEETIT
RPN [25] ARSTRBIH, PR RZ REESRTE S W A7 o b R 4% T EHEER, Wil 1 2 RE RAEIR
PR3 WL, 9] 2 B A MG RESE 51 A2 Y Weber 254 1E, AMIKIKIN T2 &5 S, LLAJRHI 3
TFREAE . AERE M RERS, EHEA M FLAIR &S 5 SCHRIRIE KD, Righ& Bt I, DAL,
O MEFAE AR A I T AN R I AR 2 RS E N B, MRG0T, RT.
ZREEN . KA ETBRLEME ISR, BHTHIIR R, #RFi2.

BEXS R R AT AR A AR A I AR EE B A RGUHAL, TG RFEARBE L IR0 i e V69T 77 5.
T, BCNPT AR B B (EULAR) I E T TSR SRR B RI[26]. H AT, K0 50T 2 Fl S pe # i)
AT TI6RIT R ARSI XM A RGUER. AR, W TUMEEEREHE, THTRAHERR
MERIT IS SO, W G I (e B 2 A IR . BRI AT 4EREVR T o ARYE T RSB RS IR
WXEUFE HfPE RGRAZ R EREEE, AT A aREFZE RPl. MR ES. TRk, s
N, 5 57 Ty R [27], % EvE PR R AT A B B G e BREE L (IVIG) . R % B BT al Il i B #e[3]. A%
SO 1R AR SRR N T EE B 45 T PSR 2 1000 mg/d x 3 R draIT e, IS A R A A, G
WO R, ABtfa4h T H etz 80 mo/d HgdikeE, BEEmBZ5mE. REME ik, MU 6 NAE
WRIET K. TR 2 88 PN B s ph b e & IR B R Bk i va o7, TR I I % o el 3 A i
BRI RCRANE:, ORI IR EREE AR R BB R, 1 IR P 7 08, g i 4 4 T AR
Wiy K, BEHIEREEIMILEEMERIL, PfEE—PIinE, RAET.

4. &g

iR, FERWTIRGEMEEHME RGUREREIRE, KRN ZHE, 1MUHRHE RgHE
NERKIE, BT TREGESIPERANER S REKES. BE. MR IR DL A Gk &
W T AR R G AR [ A VSRR, DRIk, X R A LT I s, AT AT T A A R
Guitik, SEB MR DL ER DB AT MR IR A LB 2 W . SRR I TR SR G AE & O
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P2 Z GU AR AE KR R R o il O R Al I A S BRI T, S RS e, 8 S AN T
wE.
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