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Eculizumab Treatment of Atypical Hemolytic Uremic Syndrome
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JE MRV M PR B AEAE %8 (atypical hemolytic uremic syndrome: aHUS) 13, #ifkDEEE
PEAL I & D RAE T 5 et MM RE  (thrombotic microangiopathy: TMA) T& 5. K4
aHUS OFRHERBIAEL, Z O E L TRA L HiRHIERTOREZTRENRRIA TS,
THABOEREMFEEE L THISh T, BREL L THkCO I T3E/ 2u—F 0
Ytk (o) X~ 7)) HEBIN, BEENRE ES L.

ARETIE, YFCRER L 7 aHUS SERI 2 3R L, aHUS OFRHE - EHRICDO BT 5.

X—T7—F:x2)X~7, IEHMBE MR EEREAE (25

iU &I

Mt L4 iE  (thrombotic microangiopa -
thy: TMA) {3, EMMEEML, f/REA, ki
K DldarelEE A 3 FMETHmMETHS.
RIERE LT, WIMMEREEERRE (hemolytic
uremic syndrome: HUS) & Ifil #& 4 IfiL/]N R kA
S5 (thrombotic thrombocytopenic purpura:
TTP) #FEFoh b, Mi&iL, TMA & W) @D
WHEEMEEE>Z &, 5, TTP/HUS £ —
DOERBEL L Tbh T,

HUSER# 232 8F DI & 7 9 BlLii: T
S SEBEREEM AIHE (Shiga toxin pro -
ducing Escherichia coli: STEC) &Fi- k% & D

(STEC-HUS) 7223, 50 D 1 HIX THi %= DH

ETERLRH I ENS, »OTIED
(diarrhea) (—) HUS &WHEh 7=, 72, KEMED
HUS ##iti &1, D (—) HUS & &bt TIEM
RUVA MM PR #EAERE i B¥  (atypical HUS: aHUS) &
BRIEN B & 5122 - 7=, 4 aHUS DOFREEMEIH A
A, BB HEGIEEFIOBETFREEEH S Z
ENHIHL 72 V. —J5 TTP O [A 22 ADAMTS13
RERKIHTH S Z LU, AFOBFES 4 F
Tli3, TMA %, STEC-HUS, TTP, aHUS (fififk
BYE# HUS), — kM TMA &35 L 7= 2. aHUS D
BEE, TTPIZHE U TR T bh T s
A, HRICZLL, AmTPk BPREVIIAR
Th otz FEFHEREL LT, #ikC5Icxd 2

Reprint requests to: Takeshi YAMADA

Division of Pediatrics, Niigata University
Graduate School of Medical and Dental Sciences,
1 - 757 Asahimachi - dori, Chuo - ku,

Niigata 951 - 8510, Japan.

RIRIFEKSE ¢ T951-8510 HrisishJLX AUKT ;& 1- 757
FrEKFRFRE R ERARR DNERED B
L HH B s



B FHEIRIZ 5 2 W A O BN & 473

E/ou—F Ytk (22 ) Xv7) KR
h, TROGE MRS NS,

fiE Bl

ERITAER 3 HOLR. ABBHAA»S 1 H
121 EREE QRN A5 Tz, fJiTH A 6
MBI E LD LS 572D L TEL-DREEZSL
7o, RkbEE AR, MEHIEARE, MRS filkn
®9, LTI TEHHE 20 ~ 30 % & EWNCIKT
LT, S OREICHES QEMEY 3 v 2 3%
bhUREAKRRE S h, AT REM, 77
a7 I VRFRAIDORS %G L 72, RRE
Ri#E (F1) <, &Alll, KEAMAE, &R
E, (KAHRMGE, MR - BAKRZLZ E %729, O
FAPED ZRMELZ T TEREMTE ROITRM
b0, F-BHLFRERONREDH»AS N, MTEER
HEEA THRMEkE 2D, TMA &8 L 7.
aHUS OJREtERE &Il L, AR H2 6 1M
HwxpedEl Grel) fTv, $AZREL S
7-% CHDF # 4 HIIf)fHL 7=. ZHhiZ kD, LDH
(KT, f/MRBCER ARG N, B RE L 7-.
LA UIMAEZR 4% T 18 %2 5 O LDH k5,
M/MREIE T, BRIMETHA SN0, KEO
BREHML T2 Y X T 25 L-E2 5,

M/ MRBUSRI I ER L, RIS R4 ICRFEL -
D% EBIIZ 2 ) X~ 74 5%5 LER 22D T
Wiy, HHOBIZFRET, #iAE _REOH
HWEFTH2 HRFOBEFERNEE X,
aHUS L HEEZMT L 72, BUERIED S 1 FE24R
LU, BHEBEIE eGFR 90ml/min/1.73m2, JREH
0.5~ 1.0g/gCr T2, DOHBEEIZ DV TIE, O
RLHIREANIRL T3 238, < 88D EBIIE
EROBLEDATH 5. FERZEILERETH 5.

aHUS DOixkE

aHUS i3, #iAREED 1 DO ThH 558 _RKIgDE
HEMLIS X 0 MENEREEE2ERZ L, M
BOWTIRAE % & 727, #fithfEIRD 5 5, digk
FASHURPUARKIE, L 7 F & B8% M 210 0 b
HHUEA S E 2D 7 27— FAEMILEN B
A, B IRBIRIC B W TR EMAL O initiator IXfFAE
9, C3DERKME THBEIIZHEELIREIZ S
3. ZhIZkEYICH L GHREIZHIE T X 528,
HHEARNEYNIZAEC 3 ¢ BEFEASOMuEE %
E 297280, BHROKT »3 %4 O BRE T RGN
fLZFIEL TW5E. ZOHKRRITEBEREL S H o
JRINTHeE T 5 &, MiRROEMLIET L, &
FRIIZ1E C5b & C6 ~ C9 7 6 1K % IR BB AR

x1  ABERFRAEN R

1 #E R AT R

WBC 6850 /uL AST 316 IU/L TP 3.9 g/dL  Na 144 mEq/L CRP 0.03 mg/dL
RBC 178 /5 /uLl ALT 63 IU/L Alb 1.9 g/dL K 6.2 mEq/L. C3  34.5mg/dL
Hb 5.3 g/dL..  LDH 2189 IU/L BUN 41 mg/dL  Cl 109 mEq/L C4 8. 0 mg/dL
Ht 18.5 % T-Bil 0.6 mg/dL Cr 2.42 mg/dL  Ca 7.6 mg/dL CH50 30 U/mL

Plt 156.95/ul CK 805 IU/L
CK-MB 529 IU/L

UA 19.3 mg/dL IP 9.9 mg/dL

RRERR

EH 3+ nrE EA
o2+ RBC 5-9/HPF  Cr
®im 3+ WBC 1-4/HPF B 2MG

683 mg/dL
19 mg/dL

24729 pg/L
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(membrane attack complex: MAC) 2R & 1,
MEANREREEL %72 L aHUS 2 R¥iE¥ 5. aHUS
DFEFENZIE, 25 L72-HlHRFOBRERAZERD
flic, HHEACKFORBERER L5, 77,
HERF o33 2K (B HRFHR) (12
LNRETEI—2810~20%THOENB D,

aHUS D2 2

TaD 3#iEE:ED 5 TMAD S B STEC -
HUS, TTP, k¥ TMA (fGH# BHEIE, RIYE,
AN, BCRENRE, ENMEE, HELLP GER
B, Bi%AEEIZXE S TMA) #0723 DHEE
PRy aHUS T 5.
OMUhMIEREMBE MR - ~NEZ 0K r 10g/

dL A
@ik - /IR 15 T7/p L A
QRMEEE | AKI DU+ 5

ChRTIEHFEE - RN & 5 v
Criio 1.5 5L L)

HEZW IR EEZFRERH H JFHik
DFMH»BETH 5. HMOBIZFERNRLDH,
LARVWEEL AHIREHFNET 579, BlrTER
ML L G aHUS #/BETE A\, kb, AN
EFHEREZE [ IEBBYA i M PR BEIEAE (5 (aHUS)
OEFREMIL] OBER (R KFEEFIRH
JEIREEE R - NS IAEY T, WAIMERER, $TH A
THHRRE, BEFREZZIFI T3S,

IVVATTICLBDERE

aHUS DEFIZE S < MEERELRHPLTH > 72,
ZOHRE L TE, BELMARBEES Y H K
ThilkEREL, EEHEEEEA+#HLTSZ
ElZhB. ThizL Ty ) X+ 713, #Hitk C5
IZx4 5k FALEBEFHIRA £ 20— F bk
BAHIT, CHOICHATHILIZLD Coa Lk Cob
DOHAEIFIL, 5124V THEL S C5hb-9 DI
RAEHET S, Zhicko, wiEEEEEORK
MENZB D 67, #lAROKEKRARRR DOWEMEAL % HH
L, aHUS RIED 5| & & & & 5 % N Wl faksE

EMAAZENTES. T2 ) XTI, T4k
RIEMRBIANE S 0 ¥ VIREEDRFER L UTHE
Sh7=n, 2011 FITKET, 2013 FIZITEAFTE
DEIGAE 12 aHUS AGEM & 7.

I ) X THREICEE L T, SRR B RSYE
DY AT ERPEHE TR, 7o F &M
BB OIS TS, MRKERA YT LT U
BEO) 22 ARERESIINTED, 9IF 00D
BN R T 20 ELrH 5.

IO ) X2 T TCERIZW o84, T2 )X
v T EVDETHRET IOV TRER BT Y
YUY AR, 2BEBBORESNLETH B A
PEELEANEOANE, FREEOMEE D
HRELKD.

IJ7UXITDOSHDESE

I oY) v TIIBTER 4 25 CRERIGH & h
DOBH 5. MRRETIE, HAREHS, BN
BIE, ¥5 V3L —iERE A 0O REY M
B ﬁ#éﬁw%ﬁﬁiéhm>ﬁﬁﬁ%
AT LTV 5, B TIX, C3BEICHT B8
%O NI 5 AMERABEEEERIEDE
WEBTPHD I, 22 X2 THREPRAS
hTna. 5%, fik2 5§ 3/REICEVTE
BORIRIED—DI2 k5 T Z e AHEE I 5.
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aHUS 12345 = 2 ) 29 74 dO 2B
L 7-. aHUS 332 A IERICHE L WIER T H 5 4,
AHTELHABRFZE K OCHANIRIES »
5, [IEMANA M PR BEREAE (2B a2 A 4§ 2015
NARMEN, RERISHTIHMENEES L
NI NS, WU LBKDE &, WY A RES
BHIZfTbhBEZ L RkDENDZ—HT, T2
22 7T OFERICHES BERAERRE L, £ OEIEM
HArEEh 3.
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