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Abstract

This study retrospectively analyzed the clinical data and treatment of a patient with Good syndrome
(GS) complicated with immune-mediated inner ear disease (IMIED) and systemic sclerosis (SSc) ad-
mitted to the Department of Hematology of our hospital. A 32-year-old male presented with right-
sided hearing loss and had a history of thymoma surgery. The patient was diagnosed with GS after
comprehensive examinations. Combined with audiological tests and exclusion of other etiologies,
IMIED was considered as a complication. During the disease course, systemic sclerosis developed.
The patient received comprehensive treatments including conservative drug therapy, glucocorti-
coid pulse therapy, and immunoglobulin supplementation, which resulted in improved infection
and immunodeficiency conditions; however, hearing impairment was not fully recovered. The pa-
tient eventually died of infection outside the hospital. For patients with underlying immunodefi-
ciency, the possibility of concurrent IMIED or SSc should be considered when sudden hearing loss
or skin fibrosis occurs. This case provides valuable clinical insights.
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1. 3]

Good £ fi(Good’s Syndrome, GS) A 5% WL K1 il £ I 14 Jir 28 e B il o 9 » JEL i P 0975 g A
fRARIEREE FIME . CD4*/CD8* T kLA LLE T FR(f31 &) IRHMA I B AN CD4" T itk L 40 4
REaha[1]. BT HIGRERIZIE 2R, FF Hih = B R R PP RER AR AL, BRI AE I R 2 Wi
FEPIRE Z IR S B IR IZ GO, 9% A3 M B (Immune-Mediated Inner Ear Diseases, IMIED) &
TR Sz T 9l RN HA M, BEMIE W 73 N BRI o IR IR I A S e 2, b ] fF Bl
HOG 2 BREREIR . HRERE X N X —REan B R AU, Haedkk T 0 8 S REtEim. &
2 1A 17 993 (Systemic Scleroderma, SSc)Ae 5 1A% A 9% 570 AH G 4 B PR Sh 4 AL 400, SR BRI .
Yl MR LR, RAFEUNEGRM . BRI . A SCHRGE 1 6 DLR KM B2 R R G A
N F EIRR RN Good LA 1E, RIEW .

2. ImARZER
2.1. HERERF

BB, 328, TA, B “HAEREMEEN 20 K, AWMU FE 10 K7 T 2021 4£4 A 12 55t
LEFARBL. BET 2021 43 H 20 SEHEFER T HIAMERREEN, RPRKIET, 10 KEHH
HHWT R, 2 R AR E M BB AT I IR iR A H A RS A T kR,
H a1k, SEEERRNSE, TAMRTIRIT LA BEM, 2021-4-12 #hiz Kb,
B HMT TR BB AL B 2019 SFHMRME IR s, B R . SIAMES L,
B 5 R AT S o SR TS AR B
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ABE#K: T36.7°C, P 100 {X/min, R 20 {X/min, BP 118/67 mmHg, %, FS#al, HRRMKELE T
MR, Bk, AEWT TR, XSS EETC S o, R R S DU TC T g, Ui
L, R RFRESE, S, B, o REE, e R ARG,

2.2. HERE RS

I R : 2 3.80 x 10%/L, Fh Pk 4 i 4 6 2.59 x 10%/L, R EE 40 0.75 x 10%/L, 14185 4 143g/L,
I/ 226 x 10%/L. WFEIRE: #5920 202 U/L t, WEHEE 174U/L 1, MEM: 51.5¢L 1, BRE
H17.7 g/LV, ALEHENE 583 UL, HEH: 338 gLt . HIEEN: HEREAILG) 4.19 g/L|,
T EERE F (IgA) 0.43 g/L|, HEEREHIgM) 0.08 g/L]. Il K-LC, A: 2 WEREA 30.00 mg/L|, 2 5%
601.00 mg/L|, x/43.34), JRx-LC. A%% 36.00 mg/L, 1%8% 3.00 mg/L, /4 12.00. 4HMOSEThRE: A T ik
B E 7k 93.50% b, HB/ES T WRE4IE L 37.80%, /408 EE T WEL4HMH 2 b 52.50%
A, BB E 2L 0.00%), NK 40550 H 6.30% t, SHBh/AmH T A EMILLE 0.72, & T #EM
Witk 1123.00/l), 5EBAES T WM 454.00/], F0H]/40M05F T HkE 4% 630.00/ul, B itk
2% 0.00/ul), NK ZiAi+%L 65.00/ul), CD4" CD25" CDI127hi 4iiffl/CD4* T4.54%, CD4" CD25"
CDI127low 41fifl/CD4* T3.44%, Treg 4iiffl/CD4* CD25* CD127hi 41l 0.76

HEEREN R HREAAML & A AN 4.5%; MREELZHN 20.0%, b T HEIHL N
18.0%, CD4/CDS8 LtAf N 0.52; NK ZHIZ1H 1.30%, NKT LN 1.80%; Ak H pE B 4000; kiguig
214 63%- CD64 Fa¥auH k. B EEAMMRM A ki AYIMRIK. MR PYEFRAZ R 4%,
P HAZ R HAE 60%, WREEAHM 12%, WERRIERIAIM 10%, MM 14%. Jtfkiadt: 46, XY [15].
I PR G ] 5 Lk R LB R e R S R R . BRI R IR UGS A RIS AR, REANT 43 vol%,
NG UL, KL LRI Ri. Z0P0 R84, 4hLrdni b e, EAZNA AR LIH B 520 kit
BIRAR: B kAN B> o S84 A B R A A i . ERAR R A7 T, AP3B1. CD79B.
CTCI. CUBN. F5. FANCI. FGA. GFIl. HPS5. IFNGR1. IFNGR1. IL17F. NLRP12. NOD2. PSTPLPI.
ROBOI. RUNXI. TBXA2R. TRAF3. MYO7A VL FIERBMFAEAE R HH R CT: XU ATEE S /K& AT
BEP Ko Skfil. NEOE MRIL: £ WLHE 5.

2019-11-05 (H\F@ i) B e 7 BL(AB ). PR A/ 11.0cm x 9.0 cm x 4.8 em; 45 3 : CK14
(+), CK5/6 (#53+), CK20 (+), CD3 (+), TdT (+), CDla(+), CK7(-), EMA (-), Ki-67 (+) (LA 1).

HNGENT SR AR R A B A A P SR AR RN Rk O, e B R R S AR T 77 R F(500 hz 30 db,
1 khz 50 db, 2 khz 65 db, 4 khz 75 db), X% KA W72 .
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Figure 1. Thymoma pathology
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B AN RS TR EFE, MAEEREAIE. B BN BRI 7 F R i
g, FF& GS K IMIED FERHE. 45 T2 Mk sk E o 848, WEmhESnsT, DR m ok
1o 2023 FTFHMNGEAT I R 7S BT A0 AE 4 U0, B AR A GG oL, A E BTSSR Z . X
TFHRRR, FEATFRYIB, FEESFETeEE, WEELER M ER . 2022.05 B HIRUN K
RS R (R VTS, PR ST R, A E AR, HE SSc, MEiRTIEREH, o)
BHFNETERR, GOFMLFEH. RERED. RIS, RIEREHERT TR, 5 RERELRET A
BEAtT
3. XEE I KiTie

Good Zi & 1E(Good’s Syndrome, GS) & — i 2% UL (145 160 i I8 AH 5% 1) Ji e Mk S e R, JLARR I A4
L5 0 G % (PR B [ 1]-[3], IRIRRINEZ R 24, WP RIS B S R ven Lot i 25 w0 . BT
I, H AL AT Re 5 IR ABE A T 0K & =3 SN R AT 50 St iddos, =% T4
Jf R R B ) M 4E B PR - (0 TGF-R)i5 B 4 B Be Bl Fo oAb, S BRI Rk & B foiE &2 5
FETNRERIA[4] [5]. ABIHE BT 2019 FEATH AR VIRAR, EAR GV IR E G B, $mM iR +e
KA AL T R LA RREE R M, R Al R R R e SR R .

R CHkA, GS &% 5 M N B9 (Immune-Mediated Inner Ear Disease, IMIED) & 2 Gt {4: il 57 95
(Systemic Sclerosis, SSc)& AT, . A5 B85 FEAK S BREE A MUAE AN B Ik E0 40 B i 2 () S8 1 s 1
REPAENVENT SRR, A5G ImIRHRRR G S A gk R PER %, 120 IMIED. IMIED & — 28 H 3 % S I
I B AT T R R PR SR, B AU R R BEAL EFE Th1/Th17 F2ei % s & 3 G5 m B
PUATERLG, FECEAM AR Hii6] [7]. ABIH, GS FrEir) s iz R Rl fefilok TN EH
B N, A IMIED & 2AE () S AL

BB S IUSUT RO PR B R AL . B R UUE A OIS, f56 SSc HIFRIL. SSc s —F i s
S SR A S VEEE S S0, RO D LS 450 0 A0 AT 4R A PRt FE VR AL (8], AR, MRS
WL T ARV AE L) 2 M5 AT 5 & Th17 40HEG2E K TGF-B 15 5858, M (e 2E i R iR RN 41 440 T BR[O
[10]. PRk, A5 B3 H— AN S e e B A i FiR A O S 8 1 — MR G e e s 22 1 B S s
W= WH 2R, B GS &3F IMIED & SSc HIIRARIRE & . X—KBUNHEME GS MRS RE 7 i
PRAL T BT A R UEHE o

AN PRI 1A R )8 A% 5 TS 5 Al R AR E IFNGR1. TRAF3.NOD2. IL17F
LM RIS AR R, Hrh IFNGR1 fil TRAF3 25 F#t & -y ) NF-«B {5 5% 11]-[13], NOD2 i
W E A G SN[ 14], TL1TF A5 Th17 SOREERK[15]. XA 7 0] G S B0 IE (S 5 1% T Bhg 518 M 4O
FREAEAE, MIMEHE IMIED K& SSc kA thah, HBEM MYOTA RS 7 5Bt HE M0, #2
ANFLIT A E v R R R 5 Rl . X — TR RER A GS BE R RILLIERZ R H & 1k
T HEAE T8 ()05 IR R

BIT 7T, R TR R I S B B AR SO R R R e R b, T A B B 52 ) A T A
(Mesenchymal Stem Cell, MSC)&Fk#iiE 4 X, T2 H K2 SCE KR et T L RE AR, %
69T R A VR MSC #I77), BERENEFIEZI N 1 x 10%kg, ARG 4 3471161 [17]. VaI7 i Ae b 2 i
Z R, TEVEREM RN . MSCEA—FZ M4, BA W T 4. ] 5 m 40
RS (RIFH VB S RPUAASEE R, ek sl T R MR RO . 2RI SR TE &
G BE VB[ 18]-[20] 6
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3T

ARG EZAE MSC W97 )5, AR HIE BT s, Rt fefasg, RIEFRFR(CRP. EH4MRTT
BOGRT R, A RIS, HAEREAAFREIR N a8 REI G, BE Rk R R
TFAMBEACT o %45 FARR, LRI R M G B (U GS)E 5t R, MSC R RELE K P 4% SR I A 4L 4F
YEAL, AR LTS 4 By o g2 oAl . FOVEAE S DR 5 52 & G B U AR BE Bk = B Al Je AR SRR, MISC X
PARFELAETE BRI e B AR o eAh, 340 SCERIR R, 7E G IEHHPIRAS R MSC mT Re3tg ik e KUk
[21][22]. FE, MSC fE GS &9 SSc B i IS H I BIR R 22K, wIE NG IR $E, (H R4
MG, BAE Bk OB AS REMETUSRGAE I, RTINSk 7B 2 IR R
KIARE U7 EE ,  LABTRS MSC 76 J & M 432 B M 50093 o 1) 2 At 5 1 ok

25 BRTIR, Good LRAMEM RIEFRIE AN FBURR T IR, IETReH K BN FUEREHUMG. A6 GS
& IF IMIED J¢ SSc MW WG, Mafe A G B W TR VENT ) R RRAEAL S e e e 3R
L, L AR I R, R R AT  P . ARBon, RN SR L e R S R R
7 IRAEA RS F e T K R I RS o s i i 88 RS e il 5 2 2 RBE v, A BT 58
WA E I RSN PR PR T TS I LGE T -

52 Ll
KR 7L L3R A A SRR B R 2
E&MHE

LR AL E R S B BT E & T5 H (45 : 20222hyx-C51); 2808 B AL B2 2400 78 Be RHITIE 4 550 H (4
T 2023zhyx-C86); ZHE TAEMFFII H (4 '5: AHWI2023BAa20085).
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