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Table 1 Laboratory data on admission

Blood cell count Biochemistry Urine test
WBC 7,490 /ul CRP 894 mg/dl Leukocyte -
RBC 359x10* /ul S-GLU 104 mg/d! Blood 3+
Hb 104 g/dI TP 6.2 g/dl Proteins 2+
PLT 1.3x10% /uI T-Bil 3 mg/dl Glucose -
D-Bil 0.8 mg/dl Ketones -
VWF 117 % AST 40 U/1 Urobilinogen normal
ADAMTSI3 activity 0.87 TU/ml ALT 13 U/1 Nitrites -
ALP 194 U/1 Bilirubin -
Coagulation -GTP 8 U/I pH 6.5
PT 13 sec LDH 1,246 U/I
APTT 24.1 sec CK 94 U/1 Stool culture
Fib 357 mg/d! Na 134 mEq/1 No growth
FDP 19 pg/ml K 34 mEq/]
Cl 102 mEq/1
Immunochemistry BUN 31 mg/dl
C3 87 mg/dl Cre 1.26 mg/dl
C4 186 mg/dl Haptoglobin <10 pg/ml

LD(u/L) 1401

PIt(10/uL)
12 13 26

o.s.s\‘-‘.

30.2

Cre(mg/d) 96  0.58

*

Eculizumab
|

l 900mg
| |
| | [

Day1(hospitalized)

336
—— — o
0.55 0.50
l ] | l |
| | [ | |
Day8 (discharged)

Fig. 1 Clinical Course
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ThHobLMESNTVDEY,

437

FRIEBITIXEE EREDRMEHR B TH LI L %
FHIZ eculizumab #kie % 5 < B8 S 1, FEIRDSTYGE L
Tl e b mofb Tk LE#sig s LTwn
7z. eculizumab % 5- THBERI R DA S N7 WEESI Tl
FEHEEATH Y, BRE LG IREEEZ
5. BiokiZ% \«» CFH #5754 T3 eculizumab # T
BOBERNL N EDOHENDH SY. C311157T O#EET
RE O I LFRIEOATUET 26504 { FHIX
BRWEE 2 5N TW5, FWVARIEH T eculizumab
5% 34D aHUS OFFE 7% (B L T 5725 ecu-
lizumab ¥-5-HEFE D LI L TIBEBI O BREA L
TH5b.
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SUCCESSFUL TREATMENT OF ATYPICAL HEMOLYTIC UREMIC SYNDROME
WITHOUT PLASMA THERAPY FOLLOWING EARLY IDENTIFICATION OF C3
GENE MUTATION

Naoki Yuhi and Kazunori Imada

Department of Hematology, Japanese Red Cross Osaka Hospital

Abstract:

A pregnant 27-year-old female was referred to our hospital with suspicion of atypical hemolytic uremic syn-
drome (aHUS) due to a history of HUS-like symptoms without diarrhea in childhood. Genetic analysis revealed C3
11157T gene mutation in this patient. She was hospitalized at 31 weeks of gestation, and classical cesarean section
was performed at 37 weeks. Although she had no symptoms related to aHUS in the puerperal period, she was admit-
ted with hematuria 8 months after delivery. We diagnosed her as having aHUS and administered eculizumab, leading
to rapid improvement in her condition. Among countries, C311157T gene mutation is reported most frequent in Ja-

pan. Here, early identification of this gene mutation allowed us to successfully treat the patient without plasma ther-

apy.
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