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AUTOANTI-EN*FS PRODUCTION IN A PATIENT WITH
SCID AFTER CORD BLOOD TRANSPLANTATION

Yoshihiko Tani*; Junko Takahashi', Taiko Seno®; Naoko Yamashita™, Keiko Kimura';
Toru Nakade'”, Fumiya Hirayama', Hajime Yamano', Misako lkemiya*,
Takefumi Ishii*, Masahiro Sako™ and Hirotoshi Shibata'’

TJapanese Red Cross Osaka Blood Center, *Reference Murakami Laboratory,
*Osaka City General Medical Center, “‘Osaka City University Hospital

A patient with severe combined immunodeficiencyJ SCIDO underwent cord blood transplanta-
tior] CBTOat the age of 7 months. Her blood type was B, DO and that of the cord blood] CBOoffered
by the bank was O, DO . Although the complete engraftment of CB had been achived, severe hemo-
lytic anemia and thrombocythemia appeared at day 158 with an episode of fever probably due to an
infection. Transfusions of washed O RBCs were not effective. Direct anti-globulin testl] DATO regis-
tered positive at day 166. Her serum was reactive with all RBCs including her own by the saline
method at room temperature] and autoanti-IJ O iJ Owere identified. All RBCs except EAl alJ Oand
M*M* were reactive by the salined 370 [ bromelin method and the anti-globulin test. The results of
reactivities with enzyme-treated RBCs indicated that autoanti-En°’FS was responsible, which was
also eluted from her RBCs.

Her anemia was improved by transfusions of B Efl all O blood. The coil planet centrifuged CPCO
analysis employed for monitoring of the survival of the B Efl all O blood in the patient revealed that
the transfused RBCs survived for up to 90 days.

As Enl alJ Oblood donors are very rare in Japan, we need international collaboration in obtaining
a supply of blood.

Key words[ autoanti-En°FS, EAl al O blood, SCIDO severe combined immunodeficiency disease[]
CBTO cord blood transplantationJ CPCO coil planet centrifuged method, AIHAO auto-
immune hemolytic anemiall
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Table 10 Laboratory data on admission

WBC 3160 /1L AST
myelo 1% ALT
band 12 % LDH
seg 10 % T-Bil
lymph 22 % TP
mono 54 % Alb
eosin 1% BUN
baso 0% Cre

RBC 448 x 104 /uL Na

Hb 119 g/dL K

Ht 338 % Cl

Reti 6.0 %o Ca

Plt 45x 104 /uL

21 IU/L CRP 123 mg/dL
16 1U/L 19G 43 mg/dL
220 1U/L IgA 0 1.3 mg/dL
0.7 mg/dL IgM 0 09 mg/dL
54 g/dL IgE 1 U/mL
36 g/dL

53 mg/dL Lymphocytic subset[]

0.2 mg/dL CD4 54 %
132 mEg/L CD8 345 %

4.8 mEg/L CD19 02 %

98 mEqg/L CD56 618 %

9.4 mg/dL
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Table 200 Summary of CBT CBT[ 99. 5. 270J

Typingd

HLA

ABO
A B DR

patient recipient 24/30 14/54 41 0405081 080201

CBSCO donord 24/31 54/61 4] 04100¥81 08020
RegimenO

Bu 25 mg/m?2/dose g6h x 16 doses day-9 to -6

Cy 50 mg/kg/day x 4 days day-5 to -2

ATG 30 mg/kg/day x 3 days day-3 to -1
Transfused cell dosel

MNCs 8.9 x 107 cells/kg

CD34 5 cells 16 x 105 cells/kg

CFU-GM 15x 104 unit/kg
Recovery of hematopoiesisC

Neutrophils 05007uL day 29

Reticulocytes 0 10 %o day 36

Platelets 0 50,000 /L day 57

GVHD prophylaxisC CsA 0 mPSL

GVHDUO Acutel] Grade 10 skin stage 2 only[1] Chronic[lJ O O
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Table 30 Laboratory data on the second admission

Day 162 Day 165 Day 162 Day 165 Day 165
WBC 2,040 9,390 /uL AST 49 71 1U/L Hp 0 7.3 mg/dL
band 29 7% ALT 13 33 1U/L 19G 1,802 mg/dL
seg 46 10 % LDH 448 684 1U/L IgA 153 mg/dL
lymph 22 53 % T-Bil 11 25 mg/dL IgM 209 mg/dL
mono 14 15 % TP 6.6 6.3 g/dL IgE 181 U/mL
eosin 0 0 % Alb 36 34 g/dL ferritin 1,114 ng/mL
baso 0 0% BUN 83 8.8 mg/dL sIL2R 2,900 U/mL
aty-lym 3 15 % Cre 0.3 0.2 mg/dL C3 61.8 mg/dL
RBC 278 156 x 104 /L Na 142 137 mEqg/L C4 8.2 mg/dL
Hb 86 50 g/dL K 45 39 mEg/L CH50 10.2 U/mL
Ht 245 133 % Cl 111 104 mEqg/L
Plt 10.9 117x 104 /puL Ca 85 89 mg/dL anti-HLA ooo
CRP 0.05 0.02 mg/dL anti-Plt ooo
PAIgG 512
Table 40 Antigenicity of GP-related rare cells
Normal Eflad O MiV/MiVv ud MkMK
GPA EnaTS 0 0 O 0 0
EnaFs 0 0 O 0 0
EnaFR O O O ] O
GPB O O O O O
10 O oo O O 0o

U anti-10 OSK14[1J 300
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10 Untreated cells

Table 50 Serological data after AIHAO Plasmall
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after CBT B cells anti- B
day34 9.9%
day50 3.6%
day63  1.6%
day 90 0%

day 211 Transfusion

day 212 32 6%
B, En{a-) (100 mL)

day 215 34.4%

day 215 Transfusion
B, En(a-) (200 mL)
day 217 56.1%
day 250 15.7% _ AT R
day 264 4.2% etbesatit 45 o AL I
day 268 12.9% sasticac e U (LA DI
day 269 78.6% '_ o day 268 Transfusion

B, En{a-) (400 mL})

day 277 52.9% RN
day 286 36.5% | I
day 301 8.9% UG | AR

day 328 5.5% SN 111111

day 330 Transfusion

day 333 64.1%
B, En{a-)} {400 mL)

day 377 24.8%
day 384 6.5%
day 300 1.6%

day 397 04% [EERE

day 421 0%

Fig.2 Monitoring of B/O chimerism by CPC method( anti-B[]
The B/O chimerism was examined by modified CPC method as described before™.
The formulation of MAbO anti-B[1J 2200 BSAD 10 1 was employed in this study.
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Fig. 3 The protease-sensitive site on normal gly-
cophorin A and the location of En® antigens
This is based on the sensitivity or resistance to
trypsin and ficin. Thus, En*TS and En°FS are sensi-
tive to trypsin and ficin, respectively. En*FR repre-
sents a determinant resistant to treatment with
ficin.
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