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TAFRO syndrome: one case report and literature review
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[Abstract] TAFRO syndrome is a systemic inflammatory disease with unknown etiology. It has low
incidence rate and progresses rapidly, which poses a significant challenge for clinicians to make a timely
diagnosis and provide reasonable treatment. This article retrospectively analyzed a 65-year-old male patient
with IMCD-TAFRO admitted to Minhang Hospital, Fudan University, and visited the Department of
Nephrology due to bilateral lower limb edema. The patient exhibited systemic edema, fever, and multiple
enlarged lymph nodes. A comprehensive examination showed thrombocytopenia, renal dysfunction,
elevated CRP levels, multiple serosal fluid accumulations, and bone marrow reticulin fibrosis. For further
diagnosis and treatment, he visited the Hematology Clinic of Zhongshan Hospital, Fudan University.
Based on the clinical manifestations, the diagnosis of TAFRO syndrome was considered. After further
lymph node pathological consultation, the diagnosis was confirmed as idiopathic multicentric Castleman
disease (iMCD)-TAFRO syndrome. Later, the patient was transferred to the hematology department of
Minhang Hospital, Fudan University. After 15 days of treatment with methylprednisolone, cyclosporine
A, rituximab, and thrombopoietin, there was no significant improvement in the condition. Due to personal

reasons, the patient discontinued further treatment and passed away 2 weeks later.
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TAFRO Z5 A 1E & — 4 B 50E T 50 , i
AN o FORRAE R« o N AR R D 4 B K i (4 4 K
i s B A K ) L B A AR £F i Ak B T RER
G R b R R B R 0 ik 12 4859 78) ', TAFRO
ZRAAEN] & A AR R M B R XU A
FE & M Z vt 8 Castleman 3% (idiopathic multicentric
Castleman disease, iIMCD)™' . H 7 I K F Xt
Castleman 5 R 8 3 £ , i TAFRO % & 1 &8 A i}
i, R SCHEIE — 1] iIMCD-TAFRO 845 1iF H & (1) A
KPR AL R 2 R KX R I AT A
Kk 2 .

mHIER BE P, 654 ,20224E9 H TG H
ST R R B 2 A BUT ROK i, 1772 A IR
WA R IR E A+ 0R T2 B8 PIAT BB
AR, B BRI L 2015 4F 4 H T g 52
KA BE B 7 B A7 9\ B IR VI B AR, 9 B R A2
J GABR 7 0 4 M w220, BB TE Rk K fk 2 2 )
2 ik 51 0 T 0K 01V 5 At P e o e

SBE OB N B BE S R DU i E R R 4n
5.11X10°/L, Il 2L 75 1 60 g/L, il /N 24 X 10° /L
24 h JR 3 11 5E B 0.57 g/24h; I A A6 K6 0 7R JC # 9

Castleman disease;

edema; thrombocytopenia; renal

N S R, AR 28 g/ L, Bk A 26 g/, ILEF
135 pmol/L, JR B8 730 pmol/L; % % BR & 1 G
18.40 g/L; % & M 1212.00 ng/mL; C Jx i & H
37.81 mg/L; Il 3% £F 4 & 1 J& 2.69 g/L; IL-6
14.62 pg/mL; Ifil /] A AR 5GP R S 1 0 4 34 24 B
PE 5 B B BT A 24 0 5 R M 4k 2 R B12JK P IE
o I BR RE  AE H UK B L R AR A R R
NEE . A 8 LD VNI 7N 2 VA R L 3 L]
(28 mm X 8 mm) ; i I 35 CT ¥&m g i OB B B
FEE R (IR 1) o B BE 40 M 24 0 B s A A At i 2 A
TWER, & R 0 75 A B A0, FAZ 40 i AR R /)N
M Dy e A o B U A 2 R R D R R A A
B 6 G H RS R 20 = 2R A R R0 A% 40
AR S A e 235 A (MF1-29%) , 7 UL 46 4
Mt Z (Kl 2A) . BHEQ @ik 46, XY[20], AT
ST A0 P T I L 8 2 S A P < 6 L 4 R
RS A R kR - CD3(+),CD20(H 43 +) ,CD23
(TEERF M +) ,Ki-67 (B 7E+) ,MUM1(-) , Bel-2
(+),Bcl-6(-),CD10(-) . APBi & 2 & Ik
A 7 38.0 CL A8 Jq T A Wb AL L LB 5% F A5 e ek e
TBIT JE RIS TE R AR/ ARG T R R

A': Bilateral pleural effusions (right-sided depth: 3.7 cm, left-sided: 2.6 cm) with minimal pericardial effusion (fluid layer thickness: 0.7 cm) ;

B: Ascites (scattered fluid-density opacities in the peritoneal cavity) ; C:

measurements: 11.6 cm X 7.9 cm).

E1 MEHMCTIRNM>EMERE. D

Pelvic effusion (patchy fluid-density opacities with maximal

LERBLVERERB KELERE

Fig1 Chest and abdominal CT shows a small amount of bilateral pleural effusion, a small amount of pericardial effusion,

a small amount of abdominal effusion and a big amount of pelvic effusion

PRI Il /N i — 25 AR, R B A RS [ s
LU BE B R ]2 012 ¥ 100, 52 I it i B 7o 1l 21 28
74 /L, A4 3.57 X 10°/1, /M 1< 10°/L, 1L
YL 51 mm/h, RIEEREH G 15.62 g/L, L REERE
A3.07 g/L, FEREAM 0.57 g/L, REEERE F
G4 2.15 g/L, k ¥ %% 3.89 g/L, A & £ 2.84 g/L.

PET-CT 4 & 1 4& 7 Ik 98 2 & £ b (30 35
B IR DX N BE OBUO i T OB R L T A RE AL ]
Wt N A R RIS B U R B A ) Ik L 25 AT R R
PR A8 AN BR AN (B 3) 5 I 7 s i T g 2 5 R 2 s
W W6 B KRR K M 0 A OB B i R
Vo DR AR R B T I OB R R O S S
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A: On the first day of admission to the hematology ward, bone marrow biopsy showed proliferation of bone marrow fibrous tissue (reticular

fiber staining X 40: MF1-MF2) ; B: On the 29th day of admission to the hematology ward, bone marrow biopsy showed no proliferation of bone

marrow fibrous tissue (reticular fiber staining X 10: negative).

2 BHMAHRAABENNFERELE

Fig2 Temporal pathological changes of bone marrow fibrosis

IR, BRI R, BT 1M1 B 1 A il 9 17 A R, 2022
AE 11 H T L BE B 202 /MR AEE BLR
B AT BS B W R By o A BE S B2 iR R
e LB M 63 g/L, FH AL 2.99X10°/1, 1fiL /N B
0X10"/Lo /MR 5 E A B ik : GPIX (GPIlla,
GPIb GPIIb ¥ B 5 A4 Al ks I 4 7R TG 598 K 5 2 il
MWwm HEH28 g/L,sk&EH 32 g/L,C R EH
48.20 mg/L, MLUT 24 mm/h; 1L-6<2.44 pg/mL, Ifi
WA R AN 1.31 g/L, B85 % i 1.18 ng/mL, ILEF
94 pmol/L, B BU4H IR BKHT 4K 7 794 pg/mL, E I 24 h
JRAE 1 5E B8 0.21 g/24 h,

300 mm

PTMIP v Gravinverse ¥
FDG : "F-Fluorodeoxyglucose. Arrows indicated lymph nodes with
increased FDG metabolism.
3 PET-CTR& 5 %% FDG B BUY & A Bh ok ik BB 45
Fig3 PET-CT shows enlarged lymph nodes with multiple

increased FDG uptake throughout the body

B K 22 SR B i /N 2 | R E
F R BT RE N 4, R T R BT R AE R B BE AT 4R AL
I PR BEML TAFRO L85 1E . & H K 2E & il B B
I & B 41 40 £ %= Bl (multi-disciplinary treatment,
MDT) i3, [l e B 1) ik EL 25 T R b A 2 2 8 B o
NSN3RI = B PR RN W e RTS8
U s (A A0 J B2 ) 9 B 8 2 ) ) 5 T bk B A 2L B i 32
4,05 IX B MG A AR AL U] DXR] DL R 9
i, 5% e A A S5 3 B0 B A5 4 Castleman 9
FER A (1 4.5) 0 R AL Ki-67(10% FHTE) ;
BCL-2(#843+) ; BCL-6 (>4t +) ; CD20 (& 43 +) 5
MUM-1(=) ; CD3(#B43+) ; CD23 (JR MR & +) ;
CD10(=) . Jnff e kR :HHV8(-),CD79a(#f
4r+),CD138(+),CD38(+),Kappa: Lambda £ 1:
4,1gG(HLAE+)  IgG4( A+, 29 10 /HPF ) ,1gG4:
[gG<<10%., SiABEFEMO LRI S E, Pl
P& Bt MDT ['112 &1 4412 W 0N % /8 3 i IMCD-
TAFROZEA1E .

MRAE MDT i 8 & 0L, B A7 B B it 7 Bl iR ok g
KA IRIT T E A BE (5 mg-kg -d) HikE R
80 mg/d B M Z 5 B4 (375 mg-m - w ') o [A] L Hf
DL 20 NI /N B AR B3R L B i ot /Nl v DT TE
Wy T A UK R AL R TR LT AN ) i bk e N S
BRE (0.4 g-kg '-d ), L5 KIAIT . SR, B H
I /N AT A DL TET T S 1 0 B A B PR R (F
K Je Je 80 mg/d) Bk G e M 6 7 R )AL, i
W RHE BE S 6 R T G 2 100 il 5 32, 981 3% Sk R3] dk R
KR Je thifi 1697 (500 mg/d # ki ), #4E 3 K) . W)
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Lymph node biopsy shows nodular distribution of lymphocytes at
low magnification, atrophy of the germinal center, proliferation of
cells in the mantle and marginal regions, and proliferation of blood
vessels in the stroma, with some glassy changes (HE X 10).

B4 REETHELEFTRIRA

Fig4 Lymph node biopsy specimen under low magnification

5 MEBSEERRIESEET RS AR (HEX100)
Fig5 Lymph node biopsy shows patchy distribution of
plasma cells under high magnification (HEx100)

Fif 5 35 W 1ML 20 Bt 25 & AiE (hemophagocytic syndrome,
HPS) A ¢ 52 5 & PF Ak - A0 J 1 NK 248 A 3 4 -
10.74% (ZF W HE=>15%) s AT CD25(sCD25) :
62.9 TU/mL(Z % i [f 17.1~56.6 IU/mL) ; B # ik
Z HLH 2 Wi i 78 43 52 50 % UE 48 (£F & HLH b i <<
SI) B HERR 4k & PEnE A B4 . A I RS 8 K
W BR £ B B A BT M 301.20 ng/mL; 55 9 KA A
B B A0 M 2R 2 4T R O G A0 M R AR D R A
JiL AR 20> i B 400 L b B 35 i (22 LN L) R A
it b 151 s 3 22 0 I A0 LA B L 5 o R TG 20 ARG A
PR B B A AR R BT R R A I e D R A
¥, B 20 MBS0 0 /b bk A M3 22 LT 4 il
TR WA LA (F 2B) . ABEH 11 KRBT
1. WU T+ & & 124 umol/L, i& ¥ ¥ 0 F W = A
3 mg-kg-d™, &2 A FE AW E 136.9 ng/mL, [H
ABESS 13 K W W i AT i — 25 T 5 & 149 pmol/L,
455 B TR Ak 5 U0 3 0 2 vk A DG M, R IR
160 2% M OB EE L PR P P 5] (1 mg/d) . ABE
BA3KEACRIMEH FMEE569 mg/L. REM
W10, B B BELF 4L R )% (CRP P A%
U T /R CR AT 11 L), A AT 1M

N A [ A e 39 16 o/ ISR BT = (0~5) < 107/ ] K
BPE 4 B KB . ABESE 15K, B R K8 it I7
[ 3h B, BE e B U R R T 2022 4F 12 H 3E
T B3 A

T8 Castleman J5 J& — FF 55 TL A% bk B2 38 A=
IR L IR 43 Bod 0 8 Castleman % (unicentric
CD, UCD) fil & 1 .0» 1 Castleman J% (multicentric
CD,MCD) . AZE¥ 929 3-8 FIE 1 MCD i & Fr
i IMCD, fEAE R IR 4 B PR S0E L 2 ol itk 2 45
Ax (HLA FRAE Pk 4 2005 B2% ) i 40 A s 0 L K% 440
A7 X Gl B A 35 T1-6) 5 2000 7 76 2 dn 1k £ 2%
HINRERE RS . 2010 4F , Takai 2 % B T — B H 3k
T IMCD B, X8 B B B0 50 S0 58
=5 R A LI PR ARRAIE < o/ A8 2D KL IR £ 4
1k B DI REBE AT A E MR, B TAFRO 2851 .
TAFRO W58 # 4 HoAth iMCD 8 3 EL AT I AR R
B R TSSO 2 R DR H AR T S
MY iIMCD-TAFRO &Y, fif HAth £ 5 14 28 iMCD,
448 8 (IMCD-NOS 7)) .

IMCD-TAFRO W £ ()32 W 32 22 3L F 5B & 19 I
RE BT KA R B4R . 2021 4
Castleman %5 12 7 3£ 1 b 3 1, 2 W iIMCD-
TAFRO WA EE4F G e A £ AR =1 IR %
P . FELEFRMEA : (1) =3 TAFRO #H X 4E 4R
(TAFRO A8 G AE MR AL 45 1 /N b sk 2> | 5 BE K b L &
g BELE AL NG R ) 5 (2) T8 Bt Ah A I A 2
BREE U TE R (3) bk L 4 b RO B S Ok AR U
() 86 b B A0 M AN 5 (2) 1 77 5 1 96 1R il T o
{(EREE AN A= N T A N o e S e A 7
UKL o AT A B R A M A L O B 4 0
Kz 9% BEAF A Castleman J 28 B0, J0 % P b Jgg | 4% Y
WL H B R R/ XU M R, 02 W O iIMCD-
TAFRO %,

H i 5% F Castleman 3% 19 9% AT oK 58 42 BH i o
WF 58 2 I, TL-6 7E 38 4 iIMCD 3 2 5 B (4 953
KB R 2R o A /) BRSEAY rp o o it TL-6 51 1L-6 52
PRBCAR AT B iIMCD (9 A AE FIRE R 7, 76 /N B Y
i Bk IL-6 Al & B iMCD % 81 . {3 IL-6 7E
IMCD 8 35 I 5 3 T &, 202 20 IMCD &8 & XF
IL-6 $04fill F %A R g, 2 n AR Z IR g2 5
IMCD %94 . I8 N J AR KK 78 IMCD &8 35
FHE  (HAE POEMS 84 1iF 4k & 1 MCD w75 5 8
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8", Fajgenbaum 55" & 3 T 4t fd v i 2L 21 ) 5
A R ¥ 55 (mammalian target of rapamycin, mTOR)
3 B 0 S TEFR A R A R R G sEVE D [ B i
mTOR il 7 ¥4 J7 X 26 58 & AR5 T R . X
SO G 45 5 R IMCD 2305 1 7R 7 S 4 T L

H A 5% 1 BAAR 4 28 4 TAFRO 35 19 it IR
5 BLECHE L ) 2 T 2015 4F TAFRO £ & HE3R )T 5K
W %R W R M R B 2 TAFRO 254 1F R
B — LAY 2 5 6 T A M ORI R AR
MR, AT IR R A RN IR IT A R
AR AZEGOE, (I DI RE AR 2 B3, il
it G 2R 5050 BRI 2 T I 3 e | P I
SR A ARYT (0 CHOP 5 48, AW I e . 2 2 LE AL
A TR R e R T ) b B e ke IR B e A
Xof FRE 2 /N B 0 i A AT DL AR i /s Al
R AR . 2021 T E Castleman %% 15 Fd 15
e EALIMCD B KRR A
P+ G 1A BRIk JE e 500 mg/d X 3~
5.ds 7 A BB S R skl e, SR o TR
R+ CHOP (F) % 5 Byt + MBI Bl R K
B KA ) (BCD (IR 7 K + 2 Bl 1k e + b 2
KA ) A o XTI K R /N B R IS Y iIMCD-
TAFRO 4, 7] 2% H A IMCD & 167 K ms
[Fi) B 4 72 Bk A il IR R R 2 B s 23R T
YE Rt IL-6 YR 97 19— 2T 2 IR YT JC U 4 40
PR 7 A9 R B A P E IMIC D, I A okt X &
BT ARUESE B HACHE A BRI R 50 R B
S AN B -6 30 50 X 34 90~50% 1Y B
A2 mTOR i 57 78 2 5 w] L e i i mTORCH,
TEHT IL-6 T 257 IMCD-TAFRO & # sz Bl 7 #5452
e A — T R W, X IL-6 BT ALy
HMEIEPEAY IMCD-TAFRO B ¥, M5 A vl il 3%
T S R A AT It /N A

AR R R ORI CE D RERN &2
JIE S RE, 9138 25 B0 1 40 ek 2D | K A R B A A
b5 W, 5 28 B AE N B2 R A S 2
TAFRO Z5 G 1, Hl ok 36 97 3R 45 580 2 i S it
B B 5 K A R DA B AT kAR R ek R IR I /N R
Fre i /b e & TFI6 97 15 RINFR6 7, I R Al 4
TAFRO ZE G ER I IR R I E F4, 5 5 5 HoAb
1B E , 530 TR 00 R0 E 12 B 6 T el T S B OCH
5, MDT WHE 16 A% B 12 1 8 b & 1 T e B AR

FH 32— PR AR 20k T At 28 0L A2 2% s 191 1 48 B 2L
A S ZMAE, v DLt — 25T DU & 5 W
MR R AR SR 7 R MR
1 IGIT S 5 R AT 4E Ak 47 % CRP R %, {H 1 /AR
KA AR E , B E R d w5697 . IMCD &
L JUHJE TAFRO WA AE 2 5 WA | & R K
Ja X T A R O A B 7 T 36 97 R 5K B e
REIRYERE S . IWIREANERS BEE XK E
P VR 38, 38 43 fif B B8 e AR BT YR T A AT R M XL
W, DA R 45 T 36 97 4 e 1) U 80CR . AR ] JR o e &
I E TR R DS R r (115 o< b U 2 I
PR B A 0T LA 2o 50 R 1% 3 38 A0 B S B Bl
A AR AT s B 1 BRI S SR R
HETT & & VA T IR PE IR

25 I, X T TAFRO Z5 4 fE 3 i Jig a3 119 5
DL , S B2 B 5 A BIE IT AT 2 I IR B2 A B R
PR o XF T A AE /N | A B MK i L
KCHBEL 4L FIREAR & ksl CRP T+ i 4%
AH G IR 26 B Ay J8 3, W 1T R M 2 8 s B
W, I TAFRO Z5 G AF 19 HE A8 56 51, BU 58 3%
WhEL 5 DR AR ARG A . R RS W R BER YT
U el 3% B A B . APl Ak s En
IR LB eIy B REIF RN, FEFT
TAFRO Zg & 1 By I R 9 B P o BT Z Ab 7 T %%
KT ZRIEYT F B AL A N L R = AE TR T TC AL
s 25 01 LT, RS T mTOR #9571 75 %
L), AR T A2 AR B SR O Y LR, R AE
B 36 97 T 15 it 32 i PR 2 AR BB 7 1k O T2
— T 223

EERBAER 2% O HIER
8RB AR AL I SURE . EEE 2
JrORR , T RWE R FMEIT. TRK, T
Wl G P DA RS ], BEORHIRCAE e SCIB T
wAE  EEHLR IR UM 2T O e, 3R B
I BT, ORI 18 SCIBIT .
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