EMERASSHSE VRS U SEMERIAS

Harmamatau University School of Medcine

a HamaMed-Repository

SEARAIINZZRD © 17 MU/ INHBANE D kS A HH T IR
HIIgARIEIE & 32 W & 37z 1451]

E5: Japanese

HhRE: BEEREARZES

~FEHE: 2019-09-24

F—7— K (Ja):

*—7— K (En): selective IgA deficiency,
thrombocytopenia, autoantibodies, blood product
fEpkE: BhE, MEE, KH, K#, =N, KE=F, #L, &5,
WA, BT, |, TF, B, EX, AA, F&, &K,
—&8, FR, BER, I, @

X—=ILT7 KL R:

Fiil&:

http://hdl.handle.net/10271/00003654




ER i PERH i N R
2019 $

& (ISSN 2187-1914)
F8%& H27 144 H

PEARAIINCGE 6O B v T i/ MR E D AE A HI

N IgA KAEJE &

2= 141

A case of selective IgA deficiency which was diagnosed with
thrombocytopenia during the first trimester of pregnancy
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BRI TgA KIEIL, IgA OABKIA LT,
GEABIEDO—FTH D, I 30%75 SLE,
ITP 72 E O H CAERBZRE L, H O R
BOBERICBH SN Z bbb D, ABEE
#1 40% 230 IgA HUAZIRA L TWD 72D, 1L
WA OBEIZE Y, 7T 7 4 7% —RIGH
BRINDAEENH Y, HEBRLETH D,
S A 1, HIRGIINZEE O & v 7 i s
E DR IR IgA RIUE L WS hr- 1
Bl A RRBR L2 THAE T 2, JEFNIE. 35 mk. 2
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<Abstract>

Selective IgA deficiency (SIgAD) is an
immunodeficiency disorder defined as an
undetectable level of serum IgA level in the
serum immunoglobulin 1sotypes.
Autoimmune diseases such as systemic lupus
erythematosus and idiopathic
thrombocytopenic purpura are associated
with about 30% of all SIgAD cases, which
makes incidental detection of SIgAD possible
during scrutiny for autoimmune diseases.
Approximately 40% of SIgAD patients carry
anti-IgA antibodies, and this creates a risk of
anaphylaxis by administration of blood
products, therefore caution is needed for
transfusion procedures. We herein report a

case of SIgAD which was diagnosed with



thrombocytopenia during the first trimester
of pregnancy. A 35-year-old gravid 2 para 0
female got pregnant by in vitro fertilization-
embryo transfer. Since the number of
were 5%X10 * /ul during blood

she

platelets

screening, was referred to our

department for examination of

thrombocytopenia. Serum anti-nuclear
antibody and some autoantibodies such as
PAIgG were positive, but it did not lead to
the diagnosis of an autoimmune disease.
During the course of examinations, she was
diagnosed with SIgAD. Serum anti-IgA
antibody was positive, and an emergency
caesarean section was performed for non-
reassuring fetal status at 41 weeks and 0 day
of gestation. During the operation, fresh
frozen plasma derived from autologous blood
and washed/replaced platelet concentrate
were transfused. For pregnant women who
need to search for autoantibodies, it was
considered necessary to pay attention to the
presence of SIgAD.
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WBC 4420 /| TP 6.7 g/dl e A RE S 320 f&
Neut 68.0 % Alb 32 g/dl #dsDNABLIA 75  IU/ml
Lym 29.0 % T-Bil 0.6 mg/dl $nssDNAIgGin{& 89 IU/ml
Mon 30 % AST 17 1U/1 #1dsDNAIgGHL{F 26 IU/ml
E“ 2‘3 " ALT 20 1U/I HSmiftk =43
as 0 %
LDH 129 U/ scLIoH K (=4
RBC 404 x104/ | R
CK 15 1U/1 Hdo-1Hitk E
Hb 12.0 g/dl
BUN 5.6 mg/dl SS-AfIR (=453
Ht 36.5 %
L Cr 0.4 mg/d| nSS-Bintk =4k
Plt 5.1% 107 g1
B # UA 35 mg I FEFleG =453
ERYLEE 00 %
Na 138 mEg/| it bOATHUE 1.23 U/ml
FH 00 % / HALCHIEL K (=43
K 3.7 mEq/I 3 : £
AkFmRmMEK 0.0 % m=a et o
cl 104 mEa/| IW—FRAFUFATTSU [=4i3
PT 11.5# ;
CRP  0.09 mg/dl PA-IgG 130 ng/107cells
APTT 29.0 #
CH50 53 U/dl IgG 2221  mg/dl
Fibrinogen 403 mg/dl
) c3 81 mg/dl IgA <7 meg/dl
D-dimer <0.1 pg/dl M 67 v
c4 8 mg/dl g mg
AR OF Rn(+) me . N
HECHAEDSS., TEOEB XBYE
F1 ZHBLUCMARNEDZHEOMBRERR
PUEEHUARSCHT dsDNA HUiRIZB: CTH - 7223, FHZABE LT,

E2H MY 7~ h—7F A (systemic lupus
erythematosus,lL  SLE)SCHL U v IRE HUASE
¥ (antiphospholipid syndrome,ll F APS)?D
PWTHEMEIIX A L e 0o 7z, PAIgG 13 130
ng/107cells THHMETH 0 | FeFs Ml M
M %% B 9% (idiopathic thrombocytopenic
purpura, LT ITP)D A[EEMEIZEHE TX 2 0»
To. FEEOWET, MIF IgA 75 5me/dl Al
T, MiF IgM B L IgG EIZEF#HFHATH D
BRI IgA KRIBJE L W sz, iR
it FRIEHE R L ORHAMEIZIER TH Y |
/T 7~8X104/ul THER L7=7-, #%
wEEE L L, L IgA PRI CThH - 7272
O, oI 2 B T 400ml ORFM ATV,
Ve R ER RS L O @& MR A2 x5
£ O Tl & A M > 72, AR 40 3 6 H
2o T E IR O 7=, ik BRIz TY
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[BE)] ABehE, M+ 105/77mmHg. RH 76
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Tz SWREAFEEHLG 5 R IS A B —mMERIR
HAENCRD, LoUL 4 OB IEEERE A4 & f]
Wr L. MEEHERRI T2 B2 EUIBHIT & edT L7,
2806g DH &ML, 7T H—AaT 147 8
Ry b 79 RThole, IBAEilkin pH |
7412 Tholz, R MmO M/ WL, 28.9%
104/ul TH -7z, P& 340ml T, ffy
HIZ A O T REERS AT 2 HAT & Beif & i
/10 B A U7, ARREREIE, FEICRY
72 < iR IR 8.4X 104/l F TEIE L7
7o, fiite 8 A HICREIR & HITiBFt & o7z,
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B TgA REJE L X, 7 a7 ) o
95, IgA OB PRI LIz 5o i RENED—FET
5o, RERIT, 4L ETHOMF [gA i
2 Tmg/dl LA T T, IgG & IgM O RF A2 /R &
IRWNEEIZZE S D 9, BICKTIE 700 A2 1
AN T DOBETH D0, A TIFK 18,5600 AT
1 A® ERCKIZEER L CZ OBEEITE,
L LT, IgA ZpEAT 5 B flilao bk
MWEZBNTVDN, RIEHF LN TUVR
V89, JFURRME LR EA B D | R O JRIE

E LT, MUTADAEDIRM., VA 1 ZEIYE,

HOSERE R ERB X HILTNWS 910,
B%IIFHEMETH D LRESN TS 1D, IgA
I, KOESCIBE RO IS L TR Y D,
ARBEROZ AFBIERTH DN, KETH ER
B L0 R DO RS AR FE TRFEHIZ B &

N5, £ 30%DEEN SLE, ITP,

BIET Y v~F Lo E CmERBICRET S &
WhHhITEY 3, HORERBDOREE TICAK
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BLpWINZLbdHD, BHORELHIET
% CD4*CD25*T #ifid 23, ABETITKT L
TWBZERPFESNTHDER B | @S5
AT =X BT BN 2 TR, AER]T
X, FEEEH O CidZe< . KIET % EXGE
RRLTHOIEIRIT A2 Doz, WL DD HEH
KRBT o722, BRIRTERIZIR L TR 5,
H SR B ORBINICIIE S 2 h o 12, EIRAY
IgA RAEIRTT DipMkIE, BIEROSGA 138
RO MENEIL 72 < | JRPTERICRT T D 1Rk 03
KThH5 0, K 40%I2H IgA HilkZ2 A LT

L1 9 [gA & GietnCrE a7l v
72 EDMRRAIR GO, TF74T7F—
NERINDATREERH Y 0, EENLETH
%, IR TgA KIBSEA DFTIR CRICTERE &

2HDIX, SEREOHIORIETH D, HiRIc
BE L CoHEEHIR < | BT 9191910172
BT, BOMmET, IgA %5 £ 70 Al

(FedeR ML ER ds L O E i Vil 38R
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MAEZAE T 22319, ITEEICH 2 LIFRS 72
WO THEANCHEWE DOE TR L TR < LER
b5, AARRAFrETEML CRIER 3384 Lz
BEZRG L Lz IgA RIBOBA 2 Ehi L,
KABRRML A e D 7= 8 DR & i T L TV 5
19, YeERmEkIL, Bk & Mo Ko %
PR L7tk BRI CUES Lo RERIE I
ABRESIR A N A, VBT 5, Vel E /i
&, BAREMMISRE SO A FF 4~
(versionV) 20 [ZE-S& i/ MRELA &1 O
%, BEEZBREL, eERRZ ML, 5%
WS ETHET 5, AEGNE, /B fED
FEAIEEE T, 1 IgA HUiR %2 A9 58I IgA
KRIBSE & STy, FfEigEmIZ &0,
TFT7 4% v—ayrpglEiRIEns Y
A7 R@nizd, £ H AT AT 7, P
Tk HE O PR 708 i\ VTR SRR 1T 2 4 S Y
(2. HEREENC B C iy (400m]) 21T - 72,
ERAREI I PE AR M ER S 1 O B/ MK &
i CE 2 X5, Wil e EmgEA o7, M4bE
TIX, PedrE i/ MR OFTIREICHK) 2 IReft] 2 22
T o7, i EUIBRRE & RIRFIC PEAE L)
WaA—4—L, FIETETICHEMmATE D
Kol L7, £, Mz #—I1Cb IgA K
HBEFEORAZHHEL TH BV, #FYIR 21T
) ENTEI,

AIEBNT F1T D /IR DN T, EERIER
BER2IRT, 7B M) U ARINT
OEMLTHFEORERTH Y . EDTA K171
I/ MR AFEIZR ER) Th o 7o, IEYRME T/ MR
WAMEIL. 2 ITEEIRE N 22T Tl MRS
B LT SO TH DY, ATEBNIATIR I
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-EDTARRFF I A /MR >

= DE 0T I /M AR 4 i (Gestational thrombocytopenia)
-2 5T TIb—T X (SLE)

IR E IR EIEEE (APS)
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12 5.1X10%/ul LBEICIRECH o722 b,
AIHEMEIZAR W BT L7z, 7=, SLEICRIL
TIE, T DNA HURRG M, BHURBGE XM
Tholon, BRIERD e <, BWFEEREIZITY
TIHEL RN -1z, PAIgG 13 TH - 7228,
RBFZRBIIRMET, v a ) HOFEIEEE
B Ch-oT-, MIRBIZEE Lm0 o7, PLEX
v . SLE B X O ITP OAIREMEIT A E TE A2
D, MEZWHIIITE > TR, EDTZDOARNE
B, B ORERBICAEDT D IgA KERED,
HO IgA KB THLMIAHATH D,
sua7 ) CRANCE LT, T IgA AN
RELIFICe D Ko ETHh DL 20| IgA
MEENTWEREDT 7 4 7% —Kit %
BT 572, SLEBLOITP Tho7z& LT
b, s u T Y CRENIER LaavwIiEt e L
Too AJEFITIZ, HEIRF O /M 5X 10
W PLERTZN TR Y | RaBBlgE L rotz, PE
PN/ MRENT B RIS L, R 3 - A
1L 183X 104/l 72> TEY | /MR E
DR L ORI TgA KRAEIE & oo B E B
LT TR, 72720, R
SLE ° ITP ZFAET D TREMVEN B 5 Z & &2 1R
FIBEZLTND,

AIEGIL Y, BOHEEZRKRTOILEDH D
PEARICRE Ui, BRI IgA KEE O A
HMETLHOIVERLLEEZ LN, £, &R
(1) TgA KABIE DO UThR > & PE F -84 I
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