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WrgEsy AT

JEMUR R e DR FREAE R R 12 R, B vz diacylglycerol kinase e®Difr128 5

EREAT  ESLERAREIITEE o — IR R
WHRET  ESIIEBREPIE T 2 — 70 IEw it s
KHEez  WSOREREE DR B
AR RERSIERRT il

WHIEE &

MBI 7 i 4 TR P I SE R (atypical hemolytic uremic syndrome,
allUS) DFPEFUATARLE R D30 D N F O sF 55 NRE Sh
TN D, 2013 45, 1SR CRiE % /-9 alHUS HB3E 12 Diacylglycerol
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BEEZ BRI DKE B FERDORIEZAT

277,

B. BrEHE
ZRESIERRENRToTWS Mk



MR NILEE (TMA) BE&TFE] b,

2 R CalUS 2 RIE L- B3 14 A5
O\, DGKE BEf=FPDEHE = — NEROE
EECDIRAT % L B S THRRD ETIT
7z, aHUS oW H A 3 Al
MR, fm/MRED, BEE) 2R L, 2
D ADAMTS13 JEMEASZF 3~ 2 AR /MR
BRI, SEBRBME HUS, B0
BRI D M TMA B3 A Z &1
Ko7,

(WHEE~ORE)

ARFFEIL, ENERERT R v F —
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Motz, Fi-, BlD 1 ADHEEIZ DGKE
p. Ilel95Met BEZ[RE L=, ~T a§:
HEETHAD, allS BEIZEN LD
TiXZeW EHET LT,
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ARFFE T, A% 4 » ARRCMEEA BRI
BEHUMEZ R T alUSZ R L, B CEER
B ILESE 2R 8B E I, DOKEEEFOBEA
~TFOEREPFRELE(G), BANTIEA
DDGKEZEHLZ L 5 aHUSTIERITH 5,

aHUS DI IR G & HE T ACoH
Jn— PR THIhEEETZ s U X<
7 i e i IEEEN TN 5, DGKEXRIE
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B4 2aHISEREIZI N DBENEYT
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BEMIEINEQ), LrL, REFIX
T Y A= T7EREIZLY | EESTNLD
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THENKEL W ERESIN TR
(1), KBEFIZI=I IV A~TRED LA
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DRFEICET 2,

I ETIZ aHUS BEICRE SN
DGKE B TEREZE LD (K1, K
2) . DGKE B FOREHEAHFLERD
LI EE~T n EEEERIL, allS
72T
membranoproliferative—like
glomerular microangiopathy (MPGN) &
FIZHRESN TS, DGKE ZERE AT
AR aHUS <2 MPGN D FRIEIZ 5
L2V, ZHVE TREE Sh7z DGKE 252
WX, T REE (p. Trp322%,

p. Serllx, p.GIn334%, p.Glnd3*,
p.Lysl0l*) 7 L —AT 7 NER

(p. Vall63Serfs*3,

p. Trpl58Leufs*8, p. Thr204Glnfs*6,

p. G1y484Glyfs*10, p.Hisb36GInfs*16,
p. Leu24Cysfs*145) , 27T A4 AEIE
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I L THRARY X—EC (PLC) ZIEM:
kL. phosphatidylinositol 4,
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Atypical hemolytic uremic syndrome (aHUS) can be distinguished from typical or Shiga-like toxin-induced HUS. The clinical
outcome is unfavorable; up to 50% of affected patients progress to end-stage renal failure and 25% die during the acute phase.
Multiple conditions have been associated with aHUS, including infections, drugs, autoimmune conditions, transplantation,
pregnancy, and metabolic conditions. aHUS in the nontransplant postsurgical period, however, is rare. An 8-month-old
boy underwent surgical repair of tetralogy of Fallot. Neurological disturbances, acute renal failure, thrombocytopenia, and
microangiopathic hemolytic anemia developed 25 days later, and aHUS was diagnosed. Further evaluation revealed that his
complement factor H (CFH) level was normal and that anti-FH antibodies were not detected in his plasma. Sequencing of his CFH,
complement factor I, membrane cofactor protein, complement factor B, and thrombomodulin genes was normal. His ADAMTS-13
(a disintegrin-like and metalloprotease with thrombospondin-1 repeats 13) activity was also normal. However, he had a potentially
causative mutation (R425C) in complement component C3. Restriction fragment length polymorphism analysis revealed that his
father and aunt also had this mutation; however, they had no symptoms of aHUS. We herein report a case of aHUS that developed

after cardiovascular surgery and was caused by a complement C3 mutation.

1. Introduction

Thrombotic microangiopathy (TMA) is a clinical pathologic
disorder characterized by the presence of microthrombi in
multiple organ systems, including the kidneys and brain.
Peripheral blood smears show fragmented red blood cells
and thrombocytopenia [1]. TMA forms the pathophysiologic
basis of several clinical syndromes, including hemolytic
uremic syndrome (HUS); thrombotic thrombocytopenic
purpura (T'TP); and hemolysis, elevated liver enzymes, and
low platelets (HELLP) syndrome [2]. HUS and TTP were
previously considered to be part of a single spectrum of
TMA. However, recent research and chemical analysis of
patients’ serum have indicated that HUS and TTP are

separate entities with distinct pathogenetic processes [1].
Although HUS occurs infrequently, it is the most common
TMA in the pediatric population. About 90% of cases in
children are associated with Shiga-like toxin produced mainly
by Escherichia coli 0157:H7, Shigella dysenteriae type 1, and
other pathogens [3]. Atypical HUS (aHUS), which can be
distinguished from typical or Shiga-like toxin-induced HUS,
may occur secondary to infections, malignancies, drugs,
pregnancy, and autoimmune disease [3].

aHUS can be sporadic or familial. More than half of
patients with aHUS exhibit genetic loss-of-function muta-
tions of regulators (complement factor H (CFH), comple-
ment factor I (CFI), membrane cofactor protein (MCP),



