EBRBREZMR (R

278 | JOURNAL OF SHANGHAI JIAO TONG UNIVERSITY (MEDICAL SCIENCE) Vol.44 No.2 Feb. 2024

TR

ROAHREEHALAMBERTER M 1 HIRER
XEE 3]

B I, TR Bomde
. Bl RGN RS — ARERPER, Ll 200080; 2. HiGRREAHEEEIES — ARERGRE, i
200080

[BZE] Z 3O 1 R GEVEL KR IE  (systemic lupus erythematosus, SLE) & F #0021 41 i 7541 B 51 27 1f. (pure red cell
aplasia, PRCA) I BEATHIE , F£5>] 1974—2021 4F [ NS SCHRHGE 149 514 SLE 5 J PRCA & BIBTRE, X% 52 0l &
(S1+161) MBRATIR2FRAE . IR PRRHE . SIS F8AR . 1097 LARIUS BTS00 . 85 B7R, 52 68 2 0T Wl & i
WLctk . LWl SLE RS PRCA N, 8 10 LRI 53 5 31.5 % F136.0 % . iz Wil SLE 3, 128 SLE 412
W7k PRCA (4 [R] B RSt [A] BH S5 4% 518 Wi 8 PRCA B # (P=0.042) . S2HIBFIRIREIMZ AZ 1. KA . FBBE Mk
¥, Hal a3 A S RE M E MR M (autoimmune hemolytic anemia, AIHA) . iR . HUIR IR SDAEWGE . HAEALL N
(myasthenia gravis, MG). 2% f5 65 P Pi PR (antinuclear antibody, ANA) BHP%: . i X% DNA (double stranded
DNA, dsDNA) HUIRFAME . FREE 1B FAREMA KT 9 BB % 5 . Ss2 BB &, A S1BIRTRYT J7 2840 5 Al Bz o
£, di1098.08%, HKKUI NHMIAYT . HHUE A BB . m R F ks i e sk 55 . 7EGE 1 UG 19 50 4911955 4]
o, TSI 440, TCRCRIZET 45 3 B, %50 B TERE S IR R JTX) SLE 4 9 PRCA 1IN

[EEE] REMLITORNE; SELL AR FTAEFRRRPERT I JRATI SRR 5 G RAERAE

[DOI] 10.3969/j.issn.1674-8115.2024.02.015  [FE4ZES] R593.24 [ X#k#rERL] B

Systemic lupus erythematosus complicated with pure red cell aplasia: a case report
and literature review
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[Abstract] This article reports a single case of a patient with systemic lupus erythematosus (SLE) combined with pure red cell
aplasia (PRCA), and reviews 51 additional cases of patients reported by domestic and overseas papers from 1974 to 2021. These 52
(51+1) cases were analyzed to summarize the epidemiological features, clinical features, laboratory inspections, treatments and
prognosis of the patients. The results indicated that among all the 52 cases, cases of SLE combined with PRCA were mostly seen in
Asian childbearing age women. The median ages of patients diagnosed with SLE and diagnosed with PRCA were 31.5 years and
36.0 years, respectively. The time interval between the initial diagnosis of SLE and subsequent diagnosis of PRCA was significantly
longer than the interval for the initial diagnosis of PRCA, suggesting a delayed onset of SLE in these patients (P=0.042). Various
clinical features of the 52 patients were reported, including mostly fatigue, joint pains, Raynaud phenomena and rashes, and SLE
maybe combined with autoimmune hemolytic anemia (AIHA), thymoma, hypothyroidism and myasthenia gravis (MG). In these
reported cases, laboratory indicators showed higher proportions of antinuclear antibody (ANA), anti double stranded DNA antibody
(anti-dsDNA antibody), positive urinary protein and low complement levels. Among the 52 patients, 51 cases (98.08%) were treated
with glucocorticoids, followed by blood transfusion, cyclosporin A, cyclophosphamide and high-dose intravenous immunoglobulin.
Of the 50 patients whose prognoses were reported, 44 showed improvement, while 3 treatments were not effective and 3 resulted in
death. This article aims to enhance the understanding of SLE combined with PRCA among doctors.
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ARGV BERIE (systemic lupus erythematosus,
SLE) 2&—MRgGM A G %iEw, UeSEZ 2520
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Al . ARZ SLE A R A AR FR R BRI R
Gisw, =& [H40H (white blood cell, WBC) .
Ifil 2T 25 K (hemoglobin, Hb) F1 1L /N #z (blood
platelet, PLT) | ¥A[5ZE5200, 2 Il j& SLE & & UL
MM E %, BIOEEEEUEE " A&, SLE
B I L2 40 P AR B SR L (pure red cell aplasia,
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BIPEATHRGE , FFHE R 1974—2021 4F SCHk 18 1Y SLE
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Note: CsA—cyclosporine A; Pred—prednisone; MPS—methylprednisolone; Hb—hemoglobin; Ret—reticulocyte.
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Fig 1 Process of disease change and treatment
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Tab 1 Data of the 51 cases

First author Published year Origin of the case Case sample/n Gender Agelyear Reference

ZHANG L 2005 China 1 F 6 [6]
ZHANG G C 1991 China 1 M 44 [7]
XIEQB 2002 China 2 M/F 54/56 [8]
CHEN NN 2006 China 1 F 26 [9]
LIUGQ 2005 China 2 F/F 41/31 [10]
HUANG R W 1998 China 1 F 43 [11]
LIUWF 1999 China 1 F 21 [12]
LIUY 2017 China 1 M 19 [13]
NI X 2011 China 1 F 37 [14]
MITSUNAKA H 1998 Japan 1 F 68 [15]
IWADATE H 2006 Japan 1 F 43 [16]
HABIB G S 2002 Iseral 1 B 31 [17]
LINARDAKI G D 1999 Greece 2 F/F 21/28 [18]
KOYAMAR YV 2014 Brazil 1 B 52 [19]
CHOIB G 2002 Korea 1 F 31 [20]
DUCHMANN R 1995 Germany 1 B 63 [21]
FRANCIS D A 1982 UK 1 F 64 [22]
OKADA H 1994 Japan 1 M 43 [23]
MAVRAGANI C P 2003 Greece 1 F 38 [24]
KIELY PD 1995 India 2 F/F 22/33 [25]
ATZENIF 2003 Italy 1 F 50 [26]
DUARTE-SALAZAR C 2000 Mexico 1 E 21 [27]
CHANAYK 2005 Hongkong, China 1 F 59 [28]
IDEGUCHI H 2007 Japan 1 E 82 [29]
SUZUKIT 2003 Japan 1 F 54 [30]
GUPTAR K 2011 Vietnam 1 E 23 [31]
FRANZEN P 1987 Finland 1 F 24 [32]
HECK LW 1985 USA 1 F 17 [33]
HARAA 2008 Japan 1 F 42 [34]
MARMONT A M 2014 Ttaly 1 E 45 [35]
MEYERRJ 1978 China 1 F 56 [36]
FALLAHI S 2014 Iran 1 E 54 [37]
ARCASOYM O 2005 USA 1 F 34 [38]
MOLLAEIAN A 2020 African 1 M 65 [39]
BISWAL N 2007 India 1 F 9 [40]
NAKAMURA H 2010 Japan 1 E 47 [41]
ILANY 1993 Iseral 1 F 22 [42]
TAKIGAWA M 1974 Japan 1 E 44 [43]
HARADAN 1990 Japan 1 F 27 [44]
ATSUMI T 1991 Japan 1 M 21 [45]
JAREK M J 1996 USA 1 F 69 [46]
MINAMI R 2006 Japan 1 F 33 [47]
MURAYAMA J 2006 Japan 1 F 48 [48]
SAEED M 2021 Pakistan 1 F 27 [49]
TOMAC-STOJIMENOVIC M 2017 Croatia 1 F 35 [50]

DUAX 2006 Taiwan, China 1 F 24 [51]

JIMENO S A 2001 Spain 1 F 19 [52]

Note: F—female; M—man.
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ME2FR, S2BEEPMANEZ; Uit
HAE (46 ), H B ANE 88.46%, HhH IR &
PE 7 68%, 21~30 & F Bt N2 . 2Wih
SLE It i b 7 4E %l 315 (5~82) %, & W K
PRCA iy H A7 4F 18 4 36.0 (6~82) % . W 2 fr

2% 2%

W Asia M Europe M North America I Africa [l South America

B2 mAIkREMESH(E)REXEBREFRST(H)

7N, Fei2 Wik SLE i E 22 6] (43.71%), AL
i fe i, H k2 [ B 32 i oA SLE fi PRCA 119 18 44l
(34.62%) . SEiZ Wi SLE . SEi2 Wi b PRCA Fil [q] B}
Wik SLE Fil PRCA ) 3 41 F F4F % 22 55 L Ge i 2
B Y. Jei2Wih SLE 55612 4 PRCA [ 2 1~12 B
[E) P B [R] 22 5 LA Ge it 22 3 L (P=0.042) , SEi2 W
i SLE By i 45 12 Wi 8] B B (B B I8 K F e 2 W ok
PRCA [ .

W 1-10 years M 11-20 years W 21-30 years [11 3140 years
W 41-50 years M >51 years

Fig 2 Regional distribution of cases (left) and age distribution of female patients (right)

£2 LW SLE/PRCA B B E T
Tab 2 Characteristics of patients diagnosed with SLE/PRCA

Demographic data Number of patient/n (%) Age/year Interval between two diagnoses/year
Diagnosed as SLE first 22 (43.71) 35.77+14.19 6.95+5.64"
Diagnosed as PRCA first 12 (23.08) 30.83+16.24 3.22+2.92
Diagnosed as SLE and PRCA simultaneously 18 (34.62) 37.22+16.51 0

Note: VP=0. 042, compared with the "Diagnosed as PRCA first".

3.2 I ACHFAE B 9 35 4 45 b

S2BI B FE IR F I L HE, DLSLEM R A £,
Hrp= J13060 (57.69%) . &1 32 41 (61.54%) .
%2161 (40.38%) . TRIHIME 441 (7.69%). 5214
SLE & Jf: PRCA [ 3 A 6 BilAT [ B Gy vk i i
%7 1. (autoimmune hemolytic AIHA)
(11.54%), 8BIFFLEMIRIE (15.38%), 5BIFF1EHAR
PRI REWRIR (9.62%) . 3 (5.77%) F7#7E FEAENLTC
Fo LEWERAR (£3) B, AMRE MR
ANABHPE . Bt dsDNA BT BT . PR A PP AR RS
RACE B NEL L B35 5 . 44 R E FEIZ2 R PRCA
F -2 Ret 4 0.41%, 3 Hb #49.28 g/L.

anemia,
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Tab 3 Laboratory indicators

Laboratory indicator Positive case/ Positive
reported case/n rate/%

ANA 47/47 100.00
Anti-dsDNA antibody 38/43 88.37
Hypocomplementemia 32/39 82.05
Urinary protein 23/33 69.69
ACA 10/20 50.00
Anti-Sm antibody 7/18 38.89

Note: ANA—antinuclear antibody; Anti-dsDNA antibody—anti double
stranded DNA antibody; ACA—anticardiolipin antibody.

Vol.44 No.2 Feb. 2024
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52 5 JB A AT S BB A2 M B B R AR O — TR
J7, it 98.08%, R A5 i H B JE 500 mg/d;
ARG HINIATT . AR A IBmE . =i
ke sk E % (£4). S0BEBE T, HEL
e 4445 (88%) . TLAL3 W (6%). FET-3 41 (6%),
¥rE k%
F4 LG

Tab 4 Treatment measures

Treatment Number of patient/n (%)
GC 51 (98.08)
BT 34 (65.38)
CsA 13 (25.00)
IVIG 9(17.31)
CTX 9(17.31)
HCQ 8(15.38)
EPO 5(9.62)
AZA 5(9.62)
MMF 2(3.85)
PE 2(3.85)
RTX 2(3.85)
MTX 1(1.92)

Note: GC—glucocorticoid; BT—blood transfusion; CsA—cyclosporine A;
IVIG—high dose intravenous immunoglobulin; CTX—cyclophosphamide; HCQ
—hydroxychloroquine; EPO—erythropoietin; AZA—azathioprine; MMF—
mycophenolate mofetil; PE—plasma exchange; RTX—rituximab; MTX—
methotrexate.

4 itie

SLEF] RREZN ARG, WIKRENRLSF . ZFREHE
ALV ECSLE BE AN, A8 bR . B SR
(Bkh= | derEZBI2ELZ ) . 29I . B ThfEpE
. AP . e PR AR PE T A A2 il
G HMEREMNE, XTI E I EA T HEF
oy B T RE R AFE 2 A 2 . PRCA B — Bk
Wb R, T HANE M P B = Ret, HEBEH L4000
A8 ekl 3 e, 2 0 B P 10 21 40 L
TOI IR AN 7, LA B JC A A2 AT 10 48 AL
71, PRCA B & & Z Wi B 2 MARME . {HJE7E SLE
HIFPRCA B A, v REIRIIS 7778 22 Fh 3% 1 5 A
JNIIGE | i R 3 R A o 8] A A 3] 1 2 o B o1
B Z 0 IREING, Hb K P ER G TR,
LDH. I-BIL Bl F+, 4% Coombs {4 FH T, Ret
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BB REAS, 860 i ASREHERR AT 2k PRCA, R IH
A AT AL R A . X SR IR R AR
o e S0 TR DT SR 2 2R B A U RSN R £ AR
JO6 T e AT HR A A RS, CHORS BT B Ry SLE & 5
ATHA FIPRCA . 3 2097 Ja i As DL Ak, SR H
Ret &% Hb /5 JE K AT, SLEDAILVESr K 743, #78
PRCA 7] §E4k & T SLE, ¥l SLE %% 1 oh It h =%
f#. PRCA 5 SLE Z MK RRFW, FULIRATREER
T 1974—2021 4F SCHR 4l 18 /9 SLE A& Jf PRCA M8 3%
SUB, Jn b A SCHRIE B e 91 1451, st 52 41 5 ek
AT RHE ST

4.1 FATHFIRAE
RAFMEPRCA M /DI, FLARR R AN B, wif
[ — TR WFFY 2 % B0 PRCA I HLER 95 28 7 5.28 141/100
JN, BRI B RTE = B R IRA T R s . A SO
SR s2fEE Y, WMAEZ, Dt H
BIWILPE S ik, X5 SLE B IA TR 2R s A2
L. BE WA SLE B A 4R (31.5%) RFie
Wi & PRCA B 9 AL AR 8 (36.0 %), 412 SLE
FINBE B . I HAEi2 Wk SLE )52 Wl PRCA
Hz e FEETE (29 64F) B WK T 582 Wi PRCA
(A TR] B s (R (24 348 ) o 3X 1] fig e i AR I PR 95
K AR, AT ARIE2 Wl SLE. eAh, Z0M
J& SLE S i W I 0, AT B 2RVt . Ak
HiRIG B 2HE G T, 20 B0 ik 2= 4 5] T
B, thbiwi2 PRCA #1120 F 4l i) I &R Ge
o [FEL, XTTRISTEMMF 2 A% 20 PRCA
B, A R SR RIA, R R 5E 3 AH 5
RPEPUAK A, #lwNi2 SLE,

4.2 I ACHEAE B 2 35 55 45 b 30

AT PRCA FZUZHH T2 . T . PUikels
g AN M S A 2T R A AN M . 2T A A R s Az
K FARE i 0 D B 8 N TR = 2 o
TR 2 g, ATAkE TR, WISLE., ZE
R R RAEVERRS ), JRAHE PRCA HA £
DR M RS PR R i, R TR SRR AR, B
SLE#MIERERIZLUZT) . L. KR E AR
W LI E R AR P LR AR RO
ANA [ . HT dsDNA ST B | JREE 1 BRI AR
K By KB B85, -2 Ho Ve B Ab T i 21
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MK, Ret E 43 B R /b o 3% n] g oy 21 & i i
TEFR b 21 40 i 75 i — B oA 120 d, 4 H 2040 il 5 2k ik
FALL N 1/120, & LLLENLARA B AR A2 LA 3 1o 2 1
HUEIAEE, O T SLE A3 PRCA B3 5 Z M IL3E 1M
WNRYT o AT E TN S 80 EH AR, HLUAK
A0, MBI BRI, Aok B R E T
Ko RILAMFZE SCERGE T, 52 BIHRIE 495 ) 5 A 6 Bl
HIFAIHA, 8BIG IR, 5616 I HAR IR DI RE
iR, 3FIGIFEAENIC S . A SCH PRCA. ATHA
FER R T REDBAE A2 A4 SLE 5 91 fief A7 23

43 RIF RPN

PRCA 1) FEIRYT H bR R LU A A= B, AT
VBRI, SRR G IR DG ), G I SLE A I
PRCA 1) &I AL A e 0 il i6y7 B4t T B4R 4l
FLIE PRYA YT 58 s RS 43590 5 BE Rl s R R AH G
R, BT SRR YT 28, R AT 2
BT GE AT o SCHRANEE PRy Jr S8
PP RSP ENRYT, EH RIS B
W2 S2 Bl E T, 98.08% RN I M E IR
J7, BRORHI g H SR JE 500 mg/d, FLURMKIR A i iE
J7. R A ABEBERE . 0 R G e e ek A
4. Hh IR A HRril b & 3545 % PRCA ) —
LIBITHZY, ARCRN 65%~87%, HeFEF R 3~
Smg/ (kg-d) ™ {HEH THBEA LA TSN, H
2hy b e v 7 A A i 24 B RN D . AR A
FHIREZR AT HE R UM R YT 3 USR] i, Hb
SR 30 /L LA L, RetM W F+i, JaiBaEs R
YR IEH K, (Hi b= o8 215205 B A B B4 1 oF
R o VA SCHRARGE T, A3 2 491 1o FH ) 22 B e
BEpLAIAYT, Hoh LB RO L BARYT SR NS
TIOHE Bz PR R B A IR A R A NG 22 5 IR IGT T, %
5 I 5% o Bl S 2 SLE A2 i AL 1Y) 56 B % i 4
N, ZRERERYY CAAERRIR . N TR T4l
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