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Abstract

Rosai-Dorfman (RDD) is a kind of histiocytosis accompanied by a large number of lymphadenopa-
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thy, which is an idiopathic hyperplasia of special histiocyte like cells with unknown etiology. Most
patients with RDD show multiple lymphadenopathy, and a small number of RDD also involve mul-
tiple extranodal sites. IgG4 related disease (IgG4-RD) is an immune-mediated disease, which is re-
lated to fibroinflammatory lesions. It can occur in almost any anatomical part of the body, involv-
ing one or more organs, and producing inflammatory or diffusely enlarged masses. RDD and IgG4-RD
are rare diseases, and the clinical manifestations of the two diseases are diverse, which have no
specificity and clear diagnostic criteria. Patients often go to different specialties for different clin-
ical manifestations. Due to the one-sided diagnosis and treatment of a single department, mis-
diagnosis and missed diagnosis are caused. In some cases, RDD may mimic IgG4-RD clinically and
pathologically, which is a rare and puzzling disease. This article briefly reviews the clinical ma-
nifestations, diagnosis, treatment and correlation between RDD and IgG4-RD.
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1. 5l

Rosai-Dorfman % (RDD)s& — M R YRS, AR A ZH A0 i 8 A= i (Histiocytosis),  FEA K&tk 45
Wi, FAERN—FE W, KBRS, HATMeT e R T 5 e ds. B & ol
FRRAFR, AI5EEZEEZ R 1964 MM (19G4-RD) & —Fl H S R Esmi, TR — M,
R GEE, FLRIRHLET AR I HE, B AR 0 A G R AL E AR RN R, Bs KR
WRELGH IS 5 G S B, BRI A A & (interleukin, IL-4. IL-5. IL-10. IL-13)A1%% 4k K K7 B (transforming
growth factor 8, TGF-B) 5 4H Al +, S EERR ERI A ALY 22, 37 19G4 FH IgE W FEF+ =1, LA R AR i 19G4-RD
(RFIEE LT 4E1L[1]. RDD #1 19G4-RD IGRRINE IR ZFE, w5 R EZANHEMARS, BEIEFEA
FE RIGRRAF S TARER, BTRMREZHRMAEE, SiERFeaRe, FikEERER
BT 2MRE, BERAFRMIE T BN LRMERRAGERIZ . B, Sk AREITx RDD #
19GA4-RD 1) T i, INERXS AR A, T AR RIS 2 (AL R, It RDD #1 19G4-RD I REE
B eWr. 09T BEZIOC RIERIELRA .

2. Rosai-Dorfman J%&
2.1. Rosai-Dorfman &Y G R R I

O LS5 RDD: K% RDD HEEH WM. Bk HIR Sk a5, AR tea
()BT R A ST AR EE R o AR S PRI BV bk 2 45 0 mT R 52 3R, (FUIEEE i vk B2 85003 AN 5 L[ 2] o
CUE I 7 R B AR B 45 RDD (TS 59 KKtk L a5 B RO A ¢ . IhAMETRIE, 43%f¥) RDD Ji il &A=
T 455 RDD. @ RBKEIL: 10%0)454h RDD ol J Je ik, AR RSP Je i 1R /> WL[3] o3 A0 i &
KNS, TOR. CRIEMLGT . B, BT ORI GRS AT AL AR T 552
BT o R W 0055 -5 A AR IR RS R B 4510« OO A EE R . @ THX I R SE(CNS)
2 B RAEAE 5% T, Hirdh 75% K AEAE N, 25% K AR AR AR AR [4]. PEIRIE, M2 1E RDD EH K
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AfERAE AT, HIOMEE 4], f2rt RDD SRREIE I WAk BERAE. Bl
DU PRk, 2 AR RUH SO AR . PN RDD f i NS A RIS Ak 2503
SR FRORE M P R, DL . S RDD AT SRS RIS M RN 28, S5 0 A8 e 5 A AR AE T (i
AT, T Ly I A2 VAR MR D P OE S AN, RS AT RER I itk L AR A 1k 1 20
WG AT RIUEATAE RS IR AR . @ B S SR AR SN0 B W LT S 8, R
DN RE B RE R IEREIR[4]. RS KA RS RDD A REA PR e H 2 8um i fe, (HIE AT 1S
HN, M2 BEETARUIRESA REFMEER. © REMERE I 11%0F RDD FIH, FIYIRIER
LT, RHG YRR 2 R A A DR 5 A6 B R A PR 2 AR [5]. © ShERBL: 11%F) RDD
IR A RN 5252 R, AR B TN W[4]. 552 RDD BN IE S ZE . B, AT,
HSAK RN 28 @ 52 RATRBUONEIZ S5 TABERZ 4571 . S ERA DR R A . 5 Sk ok, i
REREIE S L RS R, At AN R LR PR L 0 A MRS . s WA i AT IR, X B AL T RE
= IESFEMNARIAER. © 8 RIERIE mEG)3%2 R4 1% RDD B+, i W+
IR EE 2 s A 5 A B h AR i 22 [6]. GI-RDD /] DURAIRSZ A sl Bt i, I HABm Tl X R
AT, K2 BRI Tl TS AR AR (8. M. RESAh SRR P2, e 45 i
o 2 BB R VIBR A S5 R BUICRER 61 o FEARIE BRAR S AE 52 2, (HBECAF R © B 52 RAEAE 5%=E 10%
) RDD Jpfflrh, 8% SWEEHBARRT]. B2 W, TOREEEE R . B30l kA
FET R T, R E EBGR G A TR E, FF R WREAREA Y 5K, ImR%E
MZWrEFEE AR R . AELEAR. WERAICH A . &1 RDD MBS EHE RIF. O MK¥ER
UH Gtk IR A0 PE ST (6 7% AR B1) . A IS 2 (60%, SRRy R PERIAN NG 2) I/ IMERAME |
ERR PRI ARG 22 RE L e A RPER T 1 IURE AN 2D AU BRI R R T e o R, B BRI AR 2 W [4] -

2.2. Rosai-Dorfman &892 B

© LE=: T, A0 MytEs. AEARK. ZrREmREDMES: @ W e
S WS R IR R EA SRR IR, HE Bt HIUBUNRHIER) <40 NI
R W CHEBIMG” s G GEEHAYE R RHZ CD68 BHEFN S-100 & [ BH 1 (3= E Ak HE) [2].

2.3. Rosai-Dorfman &BI&87T

RDD A AT, K2 Hom b= BATHIR. AT, EFINREL T, BE WS4 R R K B
HAEPIN . A2 BARZRIEIE A, 2R K 2 N A B ML H AT AR RDD i3
Gi—WNRIT T35, ANRRNGTT IR C I TI6 7 R R BUR 2 o ,  BARIG YT A S AR S Nl R
THOLHEAT A . 69T T REFEWT

@© Mg {EWE RDD HiZWG, IRAKMEAEVF 215D N AR, By 20%% 50% )M 4. K
I 8 = MBLE KRG [4] . IZSRISIE ] T e F BORE ik L 45 BOEAEIR B2 Ik RDD 8%, BiEH 13
M ERAL TEAE IR . @ SMRETAR: WH AR TSR, EYIERA a7 AR, T R UE P 2E
HHES A0 P EEORGB EIE N AN, WREHEIERMZE . JEi0E, AL A Zom T+, DIERAR
JE KGN . Bk RDD S K6 YT T2 FARYIER . 5 W B T UIER 5% 5% RDD Al SKBURERAE i A1 2h g
W . L IENEBOR ARG, 0 TR P2 s ZOR S B DO RE RS 10 B, IR B Bk TR Bk
© PSRN 8 E A BT A RNAREIR, 8 SN AT AR A o B o A [ 1 (55 R AL B 2
KAL) B o (0 B AR 2 T T R AN A . JRJEAR (BER 40~70 Z30) W IRAE. thiXMAE RS, HHAE &4
PRI LA B2 AR SSHN P 2E T 58 4B > S Bif8]e @ G i 1997 1% : TNF-a il 75170 1 B2 e AR i
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JfZfE RDD A Bon tH RIFIIRCR, A mKST TNF-a F11L-6 fr% @ HAT St 7 & B kAt . Bl
) —TERIA R, AR EID R (BER 100 Z50) 0 iR 1 K2k RDD A %4[9]. H BTt — it Fdik 1
A2z B BT, JUHRAE B B e 1) RDD Jr 5l s [10]

3. 9G4 x4 &H
3.1. 1gG4 XM ERAVIGKRRI

1gG4-RD HIRIHEAR I B B R LA IR R ZE S, (W &R BRHEA . ]
BHEA . SRR BRI WIRRBHEA . BRI SRR AR RIBHR S K5 [1]. FER
WA © 19G4-RD AT HBL—/NELZ AN 48 B (K 05 72 (40% 11 3 AN B 2 ). R s
A REAE AR P T WL (R v ST R O L I EL 5 T R IR e oK), BRTE 5245 2512 Wi e Hh A S A 88 I (1
B AR BRATERE AT R) [11]. @ —SBFH WA S BRI, SRR, TEER, PIREE
MR RIEFIEYS . 25% 4> SRR A S A R IR, 1T 10%~209% 1) S8 25 A i R v s, =
TRDUNENG . HE 1% B 5 THRE R 1964 Mk R, (HIEZ & —Fi I R . ©
JUR R B 2 B (A SR I 41%). 1 Y [ By S 1 IR 28 (AIP) 2 19G4-RD IJRAREIN, FEik
PUNTEE RPE. PR TRiys AUE R R . NHE R 52 SR E IL(4 S MBI 20%), A
AIP 8. HEfkiE, 83%IH) 19G4 AHIRBEAL AR &% 38 65 IF AIP, T 40%0K) AIP 35 G I 19G4 #H
KA K [12]c @ A il BR B2 52 B . EEMER AR 19G4 RD W85 % L2 R s (&9
PEIF B 40%), FLFE Mikulicz J 38 (2 /0 A 32 B AR B80T R PR 0L e i ) R K Uttner 975 285 (R Vil i
RS P Ak IR 92) . 3T 95%11 19G4 HH 5% Mikulicz 7 B AR T IRAZ B . IRBsZ2 BEEHTE
THARCERSS), FENXUNAZ R, (BT FE & AR ZMILP 2 R (IR AE L 28 ) A4S 35T BR () HEFE frh e [12]
® MiEaz R KRR N 10%~30%, 1 IgG4A-RD 5= F, CAWE 1 4 FEBENIRKMSESHE: 24
BB RIS SR PR BRI ) T M 2 AR 2 o I ACRE R B A gL PP R X
A . AR 15 22 R B 5 S A SR O AR TRIE, BTN A . BRI . i R i
WS SCRUE L R SR AR A TG R [1]. © B RS RAVKAEFR T%~24%. & LR IR B /NE
V)5 %, 2 RO IR R I B D e vl R AR B YR B IR [12] 0 LI 22 HFE A2 19G4 /KF- T 5
FI P IgE Thim . MERRVERI AN 2 R sk R (B RE . st iR, B/NE BRI 19G 1 C3
DU fEHRTFRME T, XYY EA BB NRHE. 78 R KB /NSRS T, v S i 0
AR IgA B B4 LA P 3 A PR B /INER ' 98 RSP 18 2E 1 B /N BR B R A R0 - @D 19G4-RD 2 K &
HAWS MRS, SRR, 0. GG R, R, W, HFRIR. Bk, e, E
M BIFIAR. FLE. BRMGIE. ROERIERHHSE 2 REMEE. O OB, FE. MR
FEMK, CAR ARG IR, CAENGBIK S aREAK % . B & G AT R AR M a0 140k 55

3.2. 1gG4 HHX M ERATISHT

4 H A 1gG4 W& A1 H A R4 57504 (MHLW) L 23T 2011 4557 T 1gG4-RD )45 &2 Wi (CD)Fn
e, R REZ 1 19G4-RD Hifl. MG, 1gG4-RD #1852, tHA S hiikss 7 £ 45 CD truEis
Wi . BRI, PRSI BeHh tHEL T — a5, ELREAE LIRS R A, DA 19G4 8 17K (1) iU
PERVRE et . SEE IR, JAE 19G4 119G S Bt T 19G4-RD (2 W s PERY, HiH T A&
Mg T 5, LAY 19G4 BHYER 19G BHYELNA. BR 7k IR MR AN, EOIR 5 4k b A
FEVERRIIK 95 72 19G4-RD HIMAFFFIRFIE . 7E 19G4 F 1gG YLt 22 ol h, T3 AR AP £ e A 52 ) 1)
SENTPEAFHEA D P ZEVERR K R BB T 19G4-RD 2. fEXMIFHL T, HA 19G4 BB TARHER 1
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2011 4F CD Frife, F-32H T 2020 21T 19G4-RD £ 4512 Wi(RCD)FRHE[13] iZ AR HH 3 NS5 M IR A ik s
1) WGARFIBUR 2EHEAE, 2) &2 WA 3) FREAE W .

1) WEPRAIBUR SRR . — A AR E R R8P B K 51 19G4-RD B a4 4T . 7R 48
BRI, RELEM RIS . 2) G2 M5 1964 K KT 135 270/ Tt. 3)REIZWIFF & LA
TR AE R O SO b A AR A PR AR A 4 . @ 19G4 BHAE L AHAR/1gG FH 14 4 i
HE KT 40%, HAEmifEs 19G4 B AR EE KT 10. @ WA LATHEtl, FEARERA 4L
o A FEVE K 5%

2 B 1)+2)+3)  ARE: 1) +3): AffE: 1) +2)

3.3. 9G4 X MHRRHIATT

IgG4-RD IGARRIIZ IR ZFE, 120500 5 5BVEMIR . R B S STARRE R ARG, T 45 B IR
S MER R HERE L T IEAT SR A AL S e IR TT T &R . 19G4-RD W ARG AR 12
BRI AR Y, WRES REUE RN AR R EET. 19G4-RD (AT AL . I TR T

@ B FUER (GC) IR & F B RIATT 7 ik, SRR REHE 78 4 [ TVP Al AR RIE R 19G4-RD &
FIH IR o Al AT SGEEAE AT RE 2 M AIP (RS2 PRI 0 R 4T SR (1, 72 AIP H1, GCs BLZGIRIT & E
T —EI0TT 715« FL AR AIP SRR 48 e E O B XU 458 v P A6 3 PR AEG 77 2 288 [ e (s R # J2 2.5~5 mg/
RYBATKIALERFIRIT[14]. SR, 53— Fh e 5 7E 3 AN A S5 M GC, FFAE S KB IA VB B A
fHH “REBLRE " k. KT ZKIAMH GCs (JuH 20 R ) 1 T s m R F R B 2R 1015 B TR [15] -

@ FPHNHIFILE 19G4-RD H I 5L T 55 GC AH F AT UEHE 7K P o G Mkl 7RI S — Lk B &00H i
ANERE, —EIRy T R [16]R S 7 e ISR SE . 5 HA E R B FARLG,  HARER AR SRR
GC H—yTiAEN— ik, ML, FEMEIG IR/ A B rh, Sl A D 288 ] 1 24 750 Fy e
FIR R T 3R, 4 k285 GCs Beafli]. Azathioprine fE i 0%+ 45 9 51l vh 4 i f) G s 4k 771, 7T
LT AP FRFEAEG[17]. FAb S iR e IR >, BIEEMmERNE . S fth 5o 25 =] A
Bk . AR, BRI E AN [ G 0l 770 1057 28

@ W AT BN T AT AT 19G4-RD S MEVA ™ BRI AT 3%, T
VEAIE, HAE 2 BIR G, A2 E BPURTX)EE 2010 48 ki H[18], =Rtk @H
4% GC ZJaMEE—Mhigst. RTX IR HIEESIRYT, FEMAELIRIT, JUHRE™E /MRS R
[191FE s B . H AT B 1M1 RANMTE 19G4-RD o 3 A= 2 v (AR F A3 BHIESE .

@ FARHET 19G4-RD M ERHMER LA E MR, W5 EBEMIE RIS, HEkiE, FARRLBEMR.
R . BEE ARG A AR B R LAY T T B, R EE Y, 1gG4-RD I HTTE FARVIER G 152
N, TEFARVIBRS, RIKIIELER S AR AZ T BEX) GCs MAVE, XIHAD M. HAl 19G4
R T AR TR IR B, X L b e 5 O B R B IR AR 54, BLAEARIE S kS e
BN HRE BB NGREREAR . 2 RE T 5 IR V)AL S a5 RIS /AT s A )
BRA .

4. Rosai-Dorfman j&#l 19G4-RD Z B X F

Rosai-Dorfman & —Ff L V£, Azoury 1 Reed T+ 1966 4E 1 VX iii&, Rosai f1 Dorfman %f LT T
VEAERIT ST, JFT 1969 “FIERdr44 . HADREAMAmHLGI M AERE, BA BRME. ikl W, 8
B ORI B L PR A8 5 BB (R R e AT . 19GA-RD & —F8ME. BN S RGMESIR, BikEH
A4k . 2001 £F, Hamano %543 1 1 Y F B G B MR 2 (AIP) J 5 LT 19G4 K-V RS PSR,
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Kamisawa 25 1 X “1gG4 M B F et ” —1d, UM TRIL AIP B350 KRR LA 1) 4%
B o 100 00 R BLRHE R T 19G4 BSR40 IR .

BT R — S35 5 R AN AR IR 15 R B, — 2L RDD 3% 19G4 BHE M 3% 4B BCR 8 n, A2 50 23 5 o
IgG4/IgG L& . 4, RDD 5 I1gG4-RD X [Al2 BAEIE R R Z 5l KFE I RE. N T IR
Rosai-Dorfman J# 5 19gG4-RD 2 [ ({1 AH 51 . Liping Liu [20]258F %7 T 29 4l RDD £:3% 1) 32 MiE kbR A< (13
AL, 19 NMIREEZE S 19G4 BH A I K 40 M £ &= A1 19G4/IgG LA, &3 RDD 1 1gG4 FHM: K 41 i
FIHCEA 19G4/1IgG HUAE IR T 1gG4-RD. 1h4h, RDD Flj Mk 45 2 (8] 19G4 BH M 5% 40 A ) B B
1gG4/IgG LR & A B 7R . K st 5 AR sOB R EL 45 1) 19G4-RD Hh it 48 SdhAT 1 LA, BF e 4s 3
#H] RDD AN J& T 1gG4-RD.

SR, — L4k #4278 RDD 5 19G4-RD Z [H] ] BEAFAAE — € K % - RDD 1 1gG4-RD H i #5427 WL »
BRI R, RDD ZE IR AR AR _E A #41)5 19G4-RD. #i4l 19G4-RD ) RDD (RDD #4il 19G4-RDs)
TR EAIZ WA 19G4-RD, HAREIIES A RDD BN, & —Fhils R W, H A N . B A
X} 19G4-RD WAL, K 19G4-RD 5 RDD Z59505 A7 AHALA) R BARFAE . RDD F s BEAZ 4K, 32 22 W, T-9bk
g, HrpE 7 0L RDD RILAEGANBAL, Flit o 55 T2 B KM i 19G4 WJE Tt = Al
1gG4 PHVER AN AEIREE, TEIRR. M5 AHLUREL S FAHL 19G4-RDs. [Htk, 7EIELLtE AL R Al pe
¥ RDD %124 19G4-RD. 1 Xuefeng Zhang ZEfIHF 70 H1[21], £ 30%(1) RDD 473 51l ¢ L HH AN ) A2 P ) i
14, 1gGA+IZ AR E 4 LN, 3XJ2 19G4 AHCHBIRIRHE. 5T RDD H 1gG4+H i TE A Fl
IIATERILL ) 2 6, TTRE R A — 85> RDD 5 19G4 M5 5, B R A 1E 500 (0 3 L5 BE RDD
ATRE R 19G4 MG RHIE . 1B, 19G4 MM K2 E R%t. FKlth, ZHRERAZHR
I T RDD. #H4h, Kuo [22]%:t 32 T RDD H IgG4-RD Z ] (i) A] B <8k . 4 T W9 RDD # 1gG-RD
AR ZR, AT 1 12 451 K2 )ik RDD a5l 3052 ik RDD I 5 19G4-RD AHALA ZH 2455 B FARFAIE
TEJZ Ik RDD il HOL S 21 2 19G4 BRI A, XK Bk RDD "I#g 5 19gG4-RD A K. Roberts F
Attanoos [23)i8#Kk 2 T — Bl RDD 7, 19G4 BHM: i 3% 4 i B B2 14, 5+% ¥ RDD 5 19G4-RD
Z [B) W] REAFLEE & . Shrestha Z5[24) NWEFE 1 19G4 BH P 1M 37 41 A3 22 F1 5 B S 2 1 JE R 4% 1R i 19G4 AH
KPR LR EL S o AT TSR B [ B Gy 1 R 28 Sl AU KR A M il e B, 0B N B2 9% . 2R 4Efb ik
ELE R PR . RIS . TS 7 T HAL S PP, 04 Erdheim-Chester 5. JiliF245 4
fIE R NLET 2 BE20 s Atk B 45 55045 41 RDD, DAST 19G4 S (1 21 235 45 kAT bt 7RIk 2 Aih
B, 8 BNk gt aigh 4 RDD. 8 45 6 5o 1gG4 BHYEZNAEIE N, 19G4/IgG LR Gu RN 10 &
70%) . 3 51tk E2. 45 RDD i 5l A 2 41 19G4/1gG AR 73 7R 40%F1 70% . /8 H H RDD 993 K] i AN 4
B EA HIWE 5t Eor RDD 5 19gG4-RD A% .

5. INESRE

Rosai-Dorfman J5 1 19G4-RDD #B2& ELAECE WHIB, KIRHLEI M A A, ] 5l 2 AT %
%. HT Rosai-Dorfman Ji#l 1gG4-RDD Il KL I 28 Z AL HICR: 1k, XSmRS W 2 I IR
BRI ES —AHMERR,  FLUOR PR RS 2 B RE T et — P BOHEE, AN T Rosai-Dorfman Ji
F1 1gG4-RDD 38 IR YT A FIIE K T 838 B 12 W (1 AR o

B BR R 2 A AR HF 2, X+ Rosai-Dorfman J5 A1 1gG4-RDD HIRF 7EFIIRASBIA N, H T A —
#15> RDD B#&H 2RI 19G4-RD HRHIE, FARRIAER M IGIREI . S8 2 HOR BARHE S5 7 T 07
IgG4-RDs, AT, H1T-3X PIFZ 05 0 EL AT 58 A8 FIASAE, XM A% 8 T AR, BT LLEEX) 19G4-RD
i B A2 TS HERR RDD A2 {E 5 06 B  7E 2 S5 B2 1 IR 3V 2 M35 19G4 1K A EL7] LA B2 1G4+
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AL BRI LEG], FE R, X PRI 5 B KR ERF LA 12 WK S D BR
H PRI I R R L 22 A P ELJE R S X AN SR R o 14 1 T R B G 4 12 W I I e
IR mixt RDD K 19G4-RD 12 W (13 B 22 SRR T MR B ARl PR = 26 x5t 1 A5 R TR B B 2 (1
B BREMIN TR VARPIRE, I T PIR R MR, ERER2 . 52 iR G T 5kms,
CIZRAS B AP HOBIR T RBOCR . IFFRRBOR E AR, B pRTE . [, BEARE NIt — Pt
PRI B AL, RN IRR M Z (M RIAE RE, Dl RERITA 2 W G o7 I SR AL S Se it i S

o

S E ik
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