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Appearance of central nervous system lupus during corticosteroid therapy and warfarinization in a
patient with pure red cell aplasia and antiphospholipid syndrome
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summary

A 48-year-old woman presented to our hospital with epigastralgia and erythema on the left dorsalis pedis. Her
medical history included deep venous thrombosis three months prior to admission to our hospital. Upon admission it
was determined that she had severe anemia (hemoglobin level 4.6 g/dl). Bone marrow analysis indicated a markedly
decreased number of erythroid progenitor cells. A skin biopsy specimen of the erythema revealed microthrombus. An-
ticardiolipin—2GPI antibody and lupus anticoagulant were positive. The patient was diagnosed with pure red cell apla-
sia (PRCA) and antiphospholipid syndrome (APS). After steroid pulse therapy and warfarinization, her anemia and
purpura improved. Three months later she developed depression with positive anti-ribosomal P protein antibody that
was indicative of central nervous system lupus. Although her psychometric condition did not respond to steroid pulse
therapy, improvement was seen after she received three courses of cyclophosphamide pulse therapy. We report a rare
case of CNS lupus that developed during corticosteroid therapy and warfarinization in a patient with PRCA and APS.
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JEBN 48 . DEIRIC TUEZZ L, REOAIM (Hb4.6g/d) LERTICHHEZRD TAR SRS
7. BEiFF R CRFERRDRIEA 2D, KREHE (PRCA) EZW L. £/, RS OWREHES R T/
BIRB/N MR RS, IgGRI R 7Y aTasA > HKEEFAL >V E KRB I OV —T X7 >Fa7 7 5
> MO CERERER IR MARIE DBEEMN B 5 Z &M 5, FIU VIEEIMIEREE (APS) &2W. X704 R/
HBEU—T 7Y DK BPREREEEBL, BMBIORBIEI%RELL. 2701 Rillijgho 5 AEX D R
feRE, MBR 7 EORMHEIRSHIEE. FiU R — LA P HUKBRYE T, TRMRERI— 7 21T X DR HEIR & 2 W
LHEEAR. 27040 RIVVAEEICTHERET, 270742773 RIUVAEERZEMLZEZ S, KBHER
DL EZERD. PRCA & APS OAPHIIEHICH TH 505, AFITIIE SITHREREIL —F 2 2005 L 7z stk
BT, WFNbdHCHIREN L 2B 2T OB 50 R I Nk,

EF 4 1L, PRCA &HiV > EEHARIEMREE (anti-

Lo @geal phospholipid syndrome : APS) 7% [RIFFIZFE L,

FRIFEREE (pure red cell aplasia : PRCA) 138 & F OB M (central nervous system :
BT BB IRA R FERCR G M FEE 2 R & 23R CNS) =7 RZ&=HLT2EHITY T h—F
T, BEOBEMMNALNS. RREL TTAIL AR Z  (systemic lupus erythematousus : SLE) @ 22

ye o EHE HOREBEBRLRENETONTBD, *# WCE S FEF 2B LU 7=. AL, PRCA FIEHE
SEMEFFIC B F R OB SR INTWS., & & APS BX U SLE OJiEZEZRT 5 L TRIBIC
FBOEMEBEZSNTZZOMET 5.
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i " ZW/AEIM (Hb 4.6g/dl) &7 oy /R,
BOE 48, . WHEEL VR TS AF VIR OZER #Z0
F K OETRE. 7o, ARIMMERILREEEE X 144 mm/hr & U8 L, CRP

BLTERE : 38 IR ICHIEE. £ 3 5 ARICHEANR OLERZRDI-. 7 — A ARBRT, B, HEERR
ORI E 2RO/, A7 ROV AR E et Th - /2. PAIgG (35 (144.0 ng/ 107
CCHEE. MEDOEFEL. cells) C, IMFEMMAEMIIIER, PUEPIAIL 640 5 &
REREE : Frrl ¢ N EFHEL L. BitE (&AL, BIMER) Th- 727, B DNA
REE : 2003 4F 9 Tk FREDFIE R R, i
B CHET IR MR E & 20 S, /Mg 2R
wihG s/, 12 A TAED OEETmAEEL,
2004 1 1 HICK v —RENKEZZ. &
FEDE M & /2R FITALIE 2 78O TR H ABE & 7 - 7.
ABTRFRAE : & K 152cm, (K 40.2kg, K&
36.8°C, I~ 120/60 mmHg, fRk$n 78/4 % . Rk
ERICEmD D . REREEICHELE L, REY VN
i fibdn 3, MoilHER ERE R L. BEEIOPHER
T, LETICHERED D . AREICHEREALZ D
7o (K1), EEWAbRL. EEoEfMEe L.
REFHIEFRT R L. M1 R OFBE

£ 1 ABRHRERTR

k=3 A% RIE MG FHIRE
WBC 11230/ul TP 7.3 g/dl Pk Hifk 640 f%
BAND 1.0% ALB 3.8 g/dl (diffuse, nucleolar)
SEG 78.0% T-bil 0.53 mg/dl H1 DNA Hifk [E3id
LYMP 12.0% LDH 196 1U/1 $1 Sm btk (&Y
MONO 8.0% ALP 313 1U/1 P11 RNP Hifk (€34T
EOSI 1.0% AST 16 1U/1 H1 SS-A Fifk (&3
RBC 132X10%/ul ALT 121U/1 PR3-ANCA (&
Hb 4.6 g/dl y-GTP 121U/1 MPO-ANCA ke
Hct 12.6% BUN 9 mg/dl STS-RPR {# ke
MCV 95.51 Cr 0.47 mg/dl W—TF A7 >FaA7 75> 1.34
MCHC 36.5 g/dl Na 141 mEq/1 ¥i CL-B8,GPI #ifk 33.3U/ml
PLT 18.7X10%/ul K 4.2 mEq/1 Fiyoror e ik 78U/ml
I 978 Vi [E5] Cl 99 mEq/1 ryFrasy > [E3is
PT-sec 12.9 sec Fe 111 pg/dl PA-IgG 144.0 ng/107 cells
PT-C 10.8 sec ARk AE S e 98 ug/dl IgG 1750 mg/dl
APTT-sec 67.7 sec NT RToE> 609 mg/dl IgA 257 mg/dl
APTT-C 34.0 sec CRP 3.34 mg/dl IgM 28 mg/dl
T4 T )= 544 mg/dl RIS & CH50 40 U/ml
PR A5 HPVBI19IgM ¥Hifk R C3 84 mg/dl
pH 6 HPVB19DNA (€34 Cc4 14 mg/dl
HEE 1.017 LEgidE HFEEAHER (Clqik) 1.7 ug/ml
i — NCC 7.63X 10%/ul
EH — Megakaryocyte count 67/ul
B i — Blast 0.2%
Leukocytic Series 97.4%
Erythrocytic Series 0.6%

NCC: nucleated cell counts PT: prothrombin time APTT: activated partial thromboplastin HPV: Human Parvovirus PA-IgG: platelet associated IgG
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Pifk, BtSm Hifk, Hi RNP Hifk, H1SS-A hifk,
LE 5 Z &% T, PR3-ANCA & MPO-ANCA
LEUETH /. W—T AT VvFaT s (F
W v Ve mkRiRE:) 1.34, i CL-B2GP 1 Hifk
333U/ml, it/ vk 78U0/ml &g
nLEEErRL. WLV N VER, DEXT
BEREIT RARDE1 -7z B EEN SR
T, EEEOR M- 7. BRI TR
HRROADKIZR RO (K2), BEEREOEM
AN -7z (K2). ERERLBED KA

K015 5 N BAHAT Tl NI IR P ik % 3R
7 (K 3-a). F/z, MERFICEE O AEM
REZ RO, PRI/ T 72 (K 3-b).
BRER#RE AR ICOETR AT 2 T\ oz,
AIMOFH & L T EE I A 58> T, LIS
WA A M AT L7z, B ABIC Histage DEE & 58D

M2 H#ifR (HE 4 40 f5)
HRFERRMITNT & A LR,

7273, IEEMEO I . <, Wi b BT ET L
7o ABEEIC I MR A L, PAIG 23 5ME T
B 7o, BERBEAEREPT B C/NENIR S R 25 EIE B
Sh, LY VIRESGSEGETH S & bHY v
BB PiATEER 2 M 2 #E  (Sapporo Criteria 1998)
Zfi7z L, 200441 H20H XD -7 U /I k
LPUgRE RS PG L 2 & T A, /MR B I
% L7, B ChRFERRDERIER o7
C L OARFEREE L 2. 20044E 1 H 31 HED A
FHA ROV ZEE (AFIVTV FZy By 500
mgx3 AR ZffTl, kL LTV RFDY
0 40mg WIRZBAMA L 72 & 2 A, 1BRENOE
M3 LMD OdEE ROz (K4). KE
FLZ2WICEB L L B AR 2T L T 1 » H&IC
BEEMAELZ. BEMBLUEREZEOHEICLD,
PSL30mg 53 LU’V —7 7 U v/ 3.0mg NARIC T2
HITBRBE & e > 7z, ABRTATE A F Al T
7273, PSL10 mg/H & CHE L /= 5 AEH» O LR
PR, Mg, NIR, JEERR, ARk o
FERDHEL, 6 H22 HICH AR L7772, 2D
EE, AMB XTI/ RO -7, %
7o, B A (HE 1.005, &1 15mg/dl, #E 61
mg/dl, Mifa%k 4/3), WY, SAE MRI, SPECT T
W TNLEREFRLEDT, SLURY—L P
R T, CNS )LV—7 AT L AR MIER O AT RE
MhgELN/o. ABRRELD A58 4 FrOL A%
(AFIVTVURZVEY 1gx3 HE) %"l L 75
FER IS ERE S, 6 H28HICY 737 5 A7
7 X ROV AR (500 mg SiEHE) Aain L 7
EThH, BHEN GIEROSELRD, BEEE k-
7o ZOHK, FEMHERSZHERL /2720, SETTA

X 3-a Zfjt bﬁi&@ﬁ@%ﬂ% (HE %+4, 40 %)
A8 R PR VB oD P MR R & /B IR0 ke 3R 8D %

X 3-b FERERIBEORIMM (EVG Jeft 40 )
PEEPER IR 72 T 5.
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m-PSLpulse(0.5g/ H)

m-PSLpulse(lg/ H)

" i
PSL(mg/ H) 10 m
1 EAR B moEAR || B IVCY500
=y fas I 0 norsom
Warfarin(mg/ 5 )
e e N
g (MAP Iee — SN I ~
BT L e e SNSRI 0=
T 8 30 § Hb
9 5 10 &
0 - ! 0
2001 4% 1A 2K 3K 54 64 7H 8K
PR AR L BR3(%o) 01 13 17.8
# CL - 82GPI(U/m)) 33.3 19.1 174
N—FRT o F a7 5k 1.34 1.19 0.89
X4 fEEE

L8 Iz AT 7 X FNV AESEE AT
L, fERITSEEL /2.

m = ®

AAEHI T, PRCA & APS D[R FEFERS, 6%
i IZ CNS L — 7" 2 & B 2 45 e R A3 B
L7z. CNS )L — 7 2134 SLE B#F D 9~18%1Z3%
HHoNY, WD TELELRMEEMERERT D, £
DK 20~40% THHIMEREEFEZ /2L, APS LD
MR E B ® D 20, RENIEERDERTDH
D, M MRI & THZEG %R0 SPECT THKIML
MEEMN/ZN > /=, F7-, steroid psychosis & D
Wl ZET 573, steroid psychosis O FIEILH EKEF
EHEINTNSY, RHITIEPSL 2 10mg/H
FTHE LR CRAERDS B L, PudmsEs
HIZTHWEET, > /707477 RNEHL-
N 5 steroid psychosis 12 ERITH D, LAELD
AEIOREMFEIRIL, CNSIL—TRICLBHDEE
ABNiz. E5IC, MEHDURY — L P HUKE
PEIX CNS )V — T X R TIE R NWH O D,
JEIRZET S SLEIC LIF LIF#ED 501 5 HikD
T, AFIHCNS IV —T A TH o = nhetE 2 ZFFd
56H5DTHD.

PRCA 1Z, ‘&I B U 2 BN IR 2 BR R ik 1
ETHD, %K% (Diamond-Blackfan JEREE) &
BREICKEL EIND. HBRMED PRCA IJHE
KRB OREFEME &, MOBRBEHREICHFET 2K
PEDYEH 0, kP PRCA O E:fff e B2 13 i i ek

MEHEE, 71 AEPYE, HH, HORERE,
EMEEER END D, F ORI RIE I RS
BWRFIZ XD RFERRAFAMBORELEEZEASNTSH

0, FRIFERPLTY ZORITF I 2 Hilkd DB
ENRIEBINTWSY, PRCA ICEHT % HC HE
BREL T, HEMMIE, B#EY U< F, SLE,
HOSZ MR IR R ENHE I N T WS, SLE
E DG HEFINZ, Habib 5% & O 7z 24 619 (1996
o ~2000 ) EHADNBEL 72 9 #7~19 (2000
) ICHEEIZED T34 BOMREND S, 34
i, PRCA & SLE MIFIFFRFFICZHINZDIL9
Bl (26.4%), SLE INSEfTL 7= (6 M5 18 4 DIH)
DI 20 il (58.8%), PRCA EfFLE QEEMNS
AEDR) DI S5 H (14.7%) THo7=. PRCA %
1IN d 5 Z & &, SLE SEITHIICHB W T SLE Efg
M PRCA Z2RIEL 72l d D Z L S HEED
EEMEIIHN LD EEZ SN TNSY, AT
¥ PRCA 217 L, A5 0O RiEE T PRCA ICX
HAEMITESLNCEKELE., LMALZORICHEIL
7ZCNS V=T X EBONDEMERIEIZATOA R
T 7074277 I R)VVAEEEZEL
ZEMB, AFERITH PRCA & SLE 135 L TH
JEL/zEEZEZ BN,

PRCA IF T A IV AR EANC X DS S
NS 2EHESN TS, 2o PRCA 1
E ROV A IV A BI9 P THRIET 5 T &Al
S5NTWS. &L, /LRI A1)V A B19 EEEIC
BAE 1) < F % SLE M FIE F 7213 AL U 7= Bl AY i
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HINTHBO, VAT A IV X B1 A HC R
REOFRKDOODEDTHDZENRBINTWN
510 Fi=, NIVERTAILZ BI ERHIMB XY
R ITHREUR, STV F Y HUR, IL—7F
A7 >FA7TF >k, Pids-DNAFifkiz EDH
CHAREENRDSNTED, MKMK, HkEE, M
Wik TR, REMREERE, CNSIV—T D
KORLELBREMHRIEREZET S LB D
51118 KNEF TIE, PRCA & APS Zff% L, #
HIZ CNS L — 7 ZITHEL U 72 Mt IR & 38 7o
ZEMS, WINHNILRY A )L A BI9 BRI X
O FAE L - WTHEME 25 2 TIiE O /N LR 1 L R
B19 DNA, Hi/NLARw A )L A B19 IgM Fifk 2 HIE
L7z, #ERI3BRETH- 2. Ko T, REFDFRE
FEWZNIVART AN AFEEG L ThwirnweEELZ SN
. X, BRIERMORERB Mo Ens,
HOBEGHEENTH 72, IHIT, EGHREDE
BEFTRL72 E 5, PRCA OHEMBERE L CEMEE
EOMOMEREEREDRE SN,

ATl SLE O 2Kz e3> T, PRCA & APS
EEUFLTWED, ZOMBERDOEIHIMD THT
H O, WEITIE 2001 412 Walton 5 235 L 7= 1
BIODAHATH S, Fix OIEF TIIARFERITKT 281
K, iy HREPUR, BT RV —LPHAEKZED
HOViiRZm UeRZE AR FIC KD PRCA,
APS, CNS )L —7 A & FHE U 7 WRetENiE 2 57z,

2B, AEFOEFIIEE 518 [Bl H ANEHFRBIHE
Hi 54 (200446 H 12 H) ITBWTHEL-.
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