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IV. HUS O%EIE
D HUS OB#EE (Y EaiEs - FBHE—)

HUSEE OBHREIEIL, 747 IR, EHR, BEEET, SIETH D,

HUSBFE D920 - 40% B EFR (CKD) 12B1T9 5, CKDITKRHB AL M
BEHECHBRAF TH D,

) BHEEICETE L8 S ERBIMAATH 2L EOHUSEE TIIRAE T

2) 2T CAMEHIMIECrO R EEA31.5 mg/dILL_ EOHUSEE TIIMAET

3) MBBETICT AT IR, BEAR, BERERT, &LEREOBREREL S

L 72HUSEEHITHAE T
4)  EFLSOHUSEF B ZREIENL 2T T RIERSFEE T
TNAT IR, BHR, B, TR EOEHOFHE A HELRET S, (RS L — FB)

HUSEF T2 AN OB ARIT, BEHOREFT RN T% EMEET, Hinofi
B B W=D L2, (HESRZ L — RFC2)

[fERL]

1. HUS OB#%IEEE

HUS OAMHEASE T RIIFCKE TIE 2-6% (1), DBRETIE 1.5% Q) TH D, LD 88%
TEMEINCA TS (3), BMEBITEES/NREFIRERIFOEAIZ I D | 1980 F£RICH
8L, FOEFERIIERICHELE (2), HUS BE DK 40%ITAMIICEREE L (1),
FDHKI 40 (b) - 60% (1, )R BMEFITRIELZLE LT 5, DREO2ERETHZIR - &
RS 47%., BHTENIL27T% TH o7z (2), DHEHICETRIELZNE L LIzBEDITL
A ERBEITEREN GRS 5, LU, BHIAVIZIEZ, HUS B3E DK 20 - 40%72% CKD |2
BATTA LW RERMENRD D (4), CKD 1L LR BRI B REDBHREF Th
L7, MERREENNIE L ID,

1950 =425 2001 FFE TIIRHEINTZ 49 L3476 LD A X T F U 2 ATk, JBIEH
9%, RHIBAREI 3% THoTr, TDHIH 1 FELULERBEER L X -AEFEE 234D
5% NBRBIEEZ GO LTz, TOMEREHEE, BHERE 15.8% (GFR; 60-80
mL/min/1.73m?: 8%. 30-59 mL/min/1.73m* 6%. 5-29 mL/min/1.73m’: 1.8%) . B H R 15%.
EILE 10%Tholz (BEEEZ) (5),

HUS B& Tk, EAR X VB BEEZEORIEL SND TV T 2 VR CKD O R
FRIZERTH D, FBIE 3 FB XK 6 FF12 D HUS BHF L RFHE O TIL, HUS &
ETIIRETEERTOT VT I VROEE (4% 30, 40%) @7z (6, 7).

F72, BIEFHUS OEELBEHRBETHD (8), SMEHNTITN 25% DBRENE M
EZABT 52, BHIICHH 10%DBREICAHT D (5), &MFEIEX. BEEHRIEET
LBRECBHERELRTAREFICRELSLTWS (9), BEMICRETDIZEHH 5,
B 4 FHFRILEE=F—%1T5 &, BEORETIIRETERVENEEZH L
MIZTHIENTES (10),

kD Z &b, HUS BETIIBEREEDEHNELL . BEHHBFPRIILNTLLE
TRV, F07), BEIN U-RBEBENNELRD 2 ENREN,

2. BEETROTAIRT & RBELE

BHREECERAFIL, SMHOZR - BREMSSETHRATH D A1), ERHM
PNT~10 BZBA5 L, EAR, BHEERT., mMEREOBREES EMT L Z LA
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HMBNTWD (12-15), £7-. BT E OHEBELHRESH TS (5,10), £72. 5
ML EOBET 2 LB L LB TIIEa2BHEOREIXED 2V (5) .

—7J5. HUS OFJE 5 FELUPNICBHEAEET (80 mL/min/1.73m? A L), BAR, &IME
EEIBRVEBETIE, TOROFHT-BEREBEEOREFTIEELNVEDORERH D (5),
LL, BREZESP, BITOLEL LRPoEETH, Ao MiE Cr D&&EHE
2 1.5mg/dL ZH 2 2 HEEICIE, BIE SELURBICEHRSBHEREZRIE L L O#R
ENb5, L, ZOWMETIIREERO LN 138 00 H 3-580H) LIEFHT
HY | BHEENEEERB ChoTZ EPABERBEOHIUCHE L AEELGETE R
v (16),

F 72, EHEC 0157 12 £ B 1H LB G IZ R U 72 951 4 /NRLERSE G, E, eGFR
DEFE T, METLTIVRGAD R TH, BEHRBEIEIIREL LTS
an .

PLEXY ., TAT IR, BEHR, BHEE, LT LS EHimFn L
1) BHEHICETE L EE L ERYIMATE U EOBE TITRAET
2) 2moRTn CAMERMIECrO A mEA 1.5 mg/dILl LD B TIERAE T
3) RBEEFICT AT IR, BEEHR, BEEET, SiEREOBRERELY S D
L7ZBEIIRAET
BRSO BE B S EIE N R T RESEE T
5L BT S,
AMEIICER L BEROBRBFT AP O EHMNAZBE PRI TR CE 2 &
5o LvL, AMH i< Bl COmAMEIIIT B AR T, REELES 50%
DL EOARBREIC MR/ N EE 2RO 2B EICIIREMOB % (F% 184) NEN
(13), BMEHOBABROBERN L, HUS OZMICEET2BEOABIIZTHHH (d),
HILOBERBEWEEIIBEKEEROEBRET S, UL, HAEHCEREICLSED
B RERRE SR H RS EE T A IES Tt BARITEY R IRERRPOEY TR OHEED
—Bh & 2B,

4

N’

T
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= s
(A M R ZERE ST BERE/TH or ¥ LM PR 2 ESE BRAE/AL) and (B T1%/AL or B AHR/AL or
JREH/AL or FEHJR/TH or & HJR/AL or JR B 2MG/AL or "Beta 2-Microglobulin"/TH or
"Creatinine Clearance"/THor 7 L' 7F = + 7 U 7 Z . Z/AL) and PT=2% &R < and
CK=t b and (CK=#4£ R, LIEA~23 4 A) 5 Q2~5),/NE6~12),FFH(13~18)) and
(PT=FZE 55 3, #5%) and (PDAT=1992/01/01:2012/08/31)=4014
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2) HUS OB ERRE (Y - E+EE)

HUSEE T3, LB REE (Ba, BERER, RIEHRZER L) | FERA, HiRFr%
BIE. FRATEIIEE | 1B R B2 OBMEERE LS OEENKRDLZLRHD, £D
728 | JEi R b R KIRSFRITEHANTRBBLE T & THD, (HRI1—FB)

Fio, BEDEEPERTFLIE A IR A~DOBATE & O I RN DI 5 Y72/ 523
HETHD,

[zl

1. JHEEREIE

JEA, 1BHERER ., RIBREREDBRBENPLELDZLBMBNTND (1), KD
I X D IBMEER, BEREZEL, WRRIBERICRIE L2RWEES, AREICIRZELR O
KRIGHUIBRT 5 2 EBBEITRD (2),

2. BERIA

HUS O2MEENIZ B O (8 Db ez X 0 A S WIRNEE SN TA VR Y 4y
WEENMET U, BERWPIIET D, TOMEIIRCKTIZ1.7-32%& D (3,4, &
Wra e L Lz BECTERIER 2 & L- BEICHERBE S HER Lod 0, 2RI R
JE LT-FERBFD 173 FRE N AKBEDOTERR & 725, TIUCRMERIIHIE L7 ERBENSH
B1E, MELBICHERTLIZEND D, HUS DA% A7 EHEC JEYYE CIEBER IR
BRIETHI il E &b,

3. FREFAVREIE

BRI IR LR, BREE R & O PR E X B RAERE OV BE I HER
TOEMBHD (5). —77, BVEMITER, BREE L EORMEREDERNRH-Th,
ZDOBRMBEFOBEEEP2CEELERESAON D, —HOBEORBEIEL LT, &
PEDRE (ThAd i) FERE, BEVERP B ESRERE R EDPRESNL TN D (6,
7

4, FWEITEIREZE

2O HUS 225 EE L BEICREORMITE LOEENHETS (8), —7H,
AR D R R B E D)y o - HUS B3 TlE, T 0% FEEE 1TEAER.
HEEXRMREORMTH LORFIZR LNV ETIRELDH D (9),

5. TRERARATLENE

AMERI O HUS (OB 2, ODIREG mARIE, JERAELOATE, OF R —7, O
M7 ENEETDHZENMBONTNDS (a,10-12), LHLAERDL, Zhb0ORHETH
WIZDOWTIEEARHATH S,
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V. BRA®D HUS OB
1) BKAD HUS o2k (Y : 2 i)

1. A A D HUS OZWr

FHUSORE TR T 0. £ < I EA RV B A RSB BRIN OEN & RRT
SETHD HERS L—FA),

[f#w]
B A D HUS (3/h R & e U CRERBEN R E S B2 5, AIZB W TIL, ADAMTS13
(a disintegrin-like and metalloproteinase with thrombopondin type 1 motifs 13) DK TIZ & 5
AR M /RIS PSR BER  (thrombotic thrombocytopenic purpura: TTP) 03 £ X E 2R
KNZ & B IEMAIN) HUS A28 E D T0D (1-4,a-) (E 1), BRATIE, %4 HUS
ETIP ODRFIBT XY LARNWZ &L <, EBWA O ANTRE (& IR
) ERATT ORWEELNDSZ L LY, T TTPHUS (& 2WME HUS/TTP) L&
D THEOND Z VL, —F, MR TIEHKRES % L 5 EEERIC K 5 HER) HUS
(EHEC JBEYLEIZ X D HUS) 1EE A Tid TTP/HUS BE 2D 5- 10%EETH D (a, b),
L7235 T, AIZBWT HUS Bgbivi-5e, MEXES & i3 F$ EHEC Y%
FEIC £ 5 HUS 28 —I128 2 508, MAEH3 721 #Uid TTP/HUS O JR K 5 B0 LR .o Al
BEMEZ BT 2, M & 072 FHIIE BHEC 12 X % HUS LISt TTP/HUS TH i 30%
ICR.LBND D TH D, TTP LA HUS (EHEC (2 &5 HUS LIS o HUS) Til@H
MAEZ DRV, BIMHEGRLCHEERIS 2 60 LRI E 280 5 Z & 035 5,
£ 10X T, TTP RLFEMM HUS DO FKITZILIC RO, JRECHREZ & &I EERER
BOBRBREITS GEIE HUS OFEMIZOWTIEMELSM) (e), DIC, EMEEME -
FRRZERS, BUU VARBEHUAIEERE (anti-phospholipid antibody syndrome) % HUS DK
EYERRI-TZENH L0, @H I TTP/HUS & XBISi1d (a),
THIFRERBIC X A28, BN HUS Tid, — RIS E g 12 SEH e Em PR E <
BEHENRHTEREZHAET D LEORERHD (4),

1. RAD HUS ORRER EHE (3,10

« TTP (ADAMTSI13 KZ 72 L ADAMTSI3 2% 25K L 2)  #30-40%
- STEC-HUS 5 - 10% &S
- FOMOIEMAIH HUS  (HETH 40 - 50%)
RN (BESEERFOBGETFREE) 1%UT
IH K5-15%
Fo—F
Ny ma— Y UfHERK v rm AR, X7l LA
FIEMEERE . v b~ C, TAVHE Y
B/ RE . Fruoe’yr, 7oy K7L
ERICHE S b0 (HELLP fEfREE, MEREmMER E) 5 5%
By (HIV., FAERE. A v 7Aoo oA 272 d) 5%
B OIS MEBEICEY DD K 5%
HO®mERE (SLEZ2E) #15-25%
EMEERE 5%
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2. FRA® HUS DIEE

B A HUS OVEEOFEAR, /N & Rk, EBESRAORR S HUS O ERITH4 5 %)
JEREB IO EHETHL RIS L—FA),

EAEDRA HUS Tl FRERBZFE TE R TH, #2060 mIERH 2 HIES 5 (M
"7 1L —FKCl,

MAEAZHD T ITHAT TERWEEIE, MEREEZE TS RS L — R Cl),

[fEa]

A D HUS DIRE &/ & FIRRICHHERIEREARTH 5, & HIZ, A Cid HUS/TTP
DIRRFERBIZH T 2IRENLE CTH 5, SHEFIEITEY 2 EE, i, SEEHE,
BITEE DT AKL DIGER EOEFEENREETH D (g), LARIIE TTP/HUS DATFER
IZ10%LL T & FHRAETH 7208, BHI» D O - i iiE i L v KigiciE L
7= (90%LAE)  (5-9,h), MIEATHUEIEDOMExH#EINT, ADAMTSI3 {EHDKTIZ L 5
TTP, #HRHIEIET O REIZ L 2 IEMA HUS DO KERS (membrane cofactor protein/CD46
DEFEERLS) THD 9,g-1) TDIEN, ¥4 b~A 2 CLUIADIES], HIV R
IS HUS biiis &7 b, —77, BMEEE - eIz > HUS, EHEC-HUS
D%  FIMIFLZBROBEISIZ 2 B2, 2F T Y < b —F 2ALH U VIR EFLARIE R
REOHCAEERTIE, A7 4 FE-GEMFIZICKE L2WEEMIERIND,
ERRIZIT HUS OJFRER OfEEICR A2 L, EEMSE T 1-2 B OBRERBOENN K
FERIRFERIT I 0 9 B 72, TTP RFEIA HUS % 5o 12 B-A 13 R H b 0 Mgz i
ERHLRE SN D, IBEBGERTIICEE Ot & OBEREEZRE L, REERBOZNZ
WD B, JBEREBIC M RIE DB S e WA IEFEEEZ T kT 5,

M AEAZ TR B AR . 30 H I & m RS #a 2 8 H 1TV, I/ IMRES IEF (L9 5 £ Tk
Fed B, IM/MRESS LDH 7 ERWETIVE, B ICRERRBZIEET, BEHICmgER
BRVEZ BB TERWES, L0 HXTMFREEITY (7). M/MKEIMmIZ, mEeRR
BT 5 L OME S H DD, Oklahoma TTP-HUS registry QAT ClI M ERIZH B 2=
72272 (10), L7z T, /MR K 5 H ez OERMENE WSS T
/RERIL E E BT D,

B OEREF RS T 2RABICIE, AT oA RESHEMFIRORE2EET 5,
ADAMTSI3 HIRIZ LD TTP ~D VY X2~ 7 OBFENEITHEST L TN, 1BEER
FIRERFUITEZR L TEL (h),

72k, TTP R°FEMAY HUS (257 A HLin/ MREED B ZIMEITFR D LT 72 (h),

[ RX]
PubMed, FEHFET, 1992418 -20124E8 A L COWIM TR L7z, F-EEL EDb
NHXERE N Ry —F THRE L,
PubMed
("Hemolytic-Uremic Syndrome"[Majr] OR ("Purpura, Thrombotic Thrombocytopenic"[MH]

AND "Hemolytic-Uremic Syndrome"[MH])) AND "adult"[TW] AND "Journal Article"[PT]
AND English[LA] AND "1992"[EDAT]:"2012/08/31"[EDAT]=54944

= gk
(PR I R B A fE B R%/ TH) and (CK=/% A (19~44), T EE(45~64), Bl (65~), B v & (80
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~)) and (PT=25%8k% < and CK=t 1) and (PT=/R3& 5 3L, #7%) and
(PDAT=1992/01/01:2012/08/31)=1601:
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e. BEH. MEWE—. B, EEM—, BYEE. ZHE, RETE, FHEEA,
EARVEE ., BESE, BHRE, BALEN, BN EE, SHET. AARRYS -

B A/NER 22 A R SR i M PR TS AE E {%#E§M%E1’EESZ§EK P BRI i 1
JREFERE B Scully FE RS AL YE, +EHIVAE A B AR
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2) BHEC EYYEIZ X B A HUS OB - 1k (Y : 2 i)

1. EHEC RIEIZ X DR A D HUS ORI

INRICH A TR DA, FRAICB W T H AT £ 72 1383812 EHEC EYLEIC &
% HUS ZFAET D,
E#E IIEHECIZ YL+ 5 L HUSEIE L9 <. A PE HEN,

[fiFz]

EHEC &YLEIC X B AR A D HUS 3% 13 TTP/HUS BERED 5- 10%RETH D (a).
BRI, EFEEOWTN G RO A0, EiE O #EMR 7R & CHERRENHA
Log 0y, A TIEBCR R T ZEIc 2 <, EHEETHORLM I W (1,2),
EHEC EYIEIZ L 5 HUS OREEE & L CiE. /IR & RIERIZ 0157 234 < | & DAlllZ 0104,
0111, 0145, 026, 0121 72 EBHE I N TV D (a), 2011 D KA Y| HARIZEIT 5 0104
(2). Ol111 (b)DEMEG TIFBEE D EEITHATH -,

Oklahoma registry 288k XL 7- K A D EHEC 0157 IZ X 5 HUS B3 214 (21 &% - 89
W% HPRAE 59 5%) L/NED 5999 4 b D el Tk, BRGNS & X H R E R
DNEJE T, B/ NMOsb ORENELS, EMTELARETH- (1),

2011 FE D KA V2T 5 0104 OEREYGE TIIRABINKE S %2 S, HUS OFBIE
IR AR Do T2, HUS RIEHI & FERIEFI O] CERIRIBIZZEIZ R D o 7o 3, BN
B (ELIEERE 37 5%) 13/NEG] CEEER 10 %) 12H~, MEOHBRINF VIS S 2355
b 59 HUS BIERIZED - 72 (2)s A D EHEC BEYMEIZ & 5 HUS FIESEFE /NI
L0 LD VEBET, WEERATHDL, REICHEIHILEDOEEERZEME (Gb3)
DOFRBEIREOBIZONTIE, B P TIERHATH S ()

EE TIX, EHEC BYetkIC HUS ZRIE L7 < AKI SRR A IHEE S &
FERI B Z <, EMTPHRARERESNTWD, ko T, Eil#E Cld EHEC B D +4y
REOEEIE L HUS BRIERHN L 02 EERRO N D, EmE NEEL LT 0E
& LT, BEBRICHTIHEMOET Q)8 DEEHHEDKRT (B w0k
T, Bk, GIBECHER) e ERHER TS,

2. EHEC BEIZ X Bl A D HUS I2x%9 2 1R

EHEC BXYYEIZ X B A O HUS 23 2188, /DR E RIS SHEREZ PO &9
AEFEMMPNERTHD RIS L— KA,

EHEC RYMEIC £ 5 FAXIRIER 2 £ 9 R A O ERE HUS oxt L, Mg, &
HUNTHRERE L [gG BIEO M AEENEG TR E2EETIAREENRH Y ZEELTE
VW (RS L— R C) O (RBRIZIEER)

HE®K L =7 ) X< 7%, BHEC BYYEIC L A REA D HUS 2/ 2 FEhHEN 4312
S AN TVWARNWEYD, BB S TIIHR IR (RS L— R C2),

[fzsi)
IBEOERFTEHI/NE & FE T, BEEE - i - )/EE 3 - AKL IR 5 XHERE
EEDTAEFEENEE THD, EEAE TIL, BIMEESCHRERE R SoE RS
EH1T 5, BHEC BYLEIC X DR A D EJE HUS 125 2 MG BRI T Am TR 2T
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ETHLORELH B, 6), 2011 FEDF ~v—27 TD 0104 12 K DEMBELEIZBNT
(6), BifEE, KL S OPIRARERZ MO RADERE HUS I3 LT, BHinb D
MER WL TV, ZFOAMMEEZRE LT-, —JF., FFED KA Y TD 0104 I[ZX 5%
MG TOMETIX (7)., MERBEEOF TR D 2ol LTS, ZD XD
W, MR BRIE O BT EIC L - TR - TRY, TO®EIS EAEEZIRE D
HESEBRIC L » THREFETAMERNH D, LA LARB S, TR %2 £ 9 EHEC YL
JEIC L 5 EAE HUS O TR IR CRER7-D, HEFE Tt EHEC RUEYEIZ L D EE
HUS (2% L TRATH L v,

TIEWE & 1gG MR 2 HAE DR TZIREEL, EHEC BRYMEIZ K 5 A O FHEARRRAE
Wa k5 BAE HUS (010412X %) BE RAICBWTERARAREDNREZ R L RS
Eniz (8)y AMEICL B &, FEBTMERBEEIEOEIBIC LB Th o7z, D
BITORFHZ & EF DR FRIEIZEEREWEAN D20 EE 2 v, FARFRRIER 2 £
5 EIE HUS B3R EZ B R L T v,

INBEIE R, PTEEOMAIL HUS O FH 2B SE5 & oMENRZ W, —F,
0104 12 X AN HUS Rk B 7 VA n~A Vo853 ORI EEHE L.
Bz, BEERLEMTRICEELR S 2o LTVD (9), & HIZ2011 FD KA
VIZEIT B 0104 12 X 2ERERCIX, 2R OMEEEZIA LBEOLH, A LR
Do T BEFITHA, FRERAOHER D72, EMTHROBHFEHBEL TS (7)., L
DL b, BEE CIIHEED HUS IC5 2B 2T 503 TR W,

F 72, BHEC BHEIZ & 5D HUS OFBEBIZH RIS BEE L TW A AIEEE L B &
LT, /MNREHRLIZEs UV X~ T RER &, ZOFMEZRE L7z ERHRE S EUL S
B (10, LnL7aednb, Rl OEMBEECBT 5 aR— MIgE (CEHFER 47.7 %)
TIAENEITRD DL hoTe (1), G, HIEHE L7 U XTIz onTid, Ak
IR A MEERBETH D,

[#ER=]
PubMed, EHEET. 19924E1 8 -2012F8A £ COHIF THRR Lz, THEELED
NAXAE N Ry —F THRE LT,

PubMed
"Hemolytic-Uremic Syndrome"[Majr] AND ("Shiga Toxins"[MH] OR "Diarrhea"[MH] OR
"Escherichia coli"[MH] OR infection[TW]) AND "adult"[TW] AND "Journal Article"[PT]
AND English[LA] AND "1992"[EDAT]:"2012/08/31"[EDAT]=545/

& HEE
(R I FR FEREREBERE/TH) and (CK=F¥% A (19~44), FEE(45~64), B (65~), B & (80
~)) and (PT=2%#k < and CK=t b)and (PT=/RZE 7 3L, 71) and
(PDAT=1992/01/01:2012/08/31)=16044:

(Bl Lz ZkiEEH
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V. FEEEI HUS (atypical HUS) D2t 15
1) FEMA HUS (atypical HUS) DZWr-765 (HHY . 5@ )

1. FESE HUS o2k

FEEA HUS (atypical HUS: aHUS) 1%, & #E % STX IZ X % HUS & ADAMTS13 @
TEMEZERNC X 5 TTP DA Ol Ry B EE ¢, SNSRI e ., f/ MK
B, AEREE (AKD 23 FMET2RETHS,

<WrEuE>

Definite : 3 EEI3HN, EEBRICEET 2D TRV & etk /M 5B
RS AN

1. /N FEMEAEIMPER N : Hb 10 g/dL AR5
mH Hb fEO A THIE 2D Tid/2<, MmjE LDH ® EH, mEN7Frar
> DER KA MR X T CTORREIRIMLER DIETE % b & /N & EEMEIR I 07
AR T 5,

2. M/NRIEAD - /RS 15 5/ 0 L R

3. AMEBEE (AKD : /NEF : Filp - RN XA ME S VT F = EREEED 1.5 %
Pl bk~ &

Probable : fi%/NMILEEMERMMER M, f/ V), 2EREEDIEHED Y L 2IEA %
EL, »"oEEBRICEETAILOTH, MMM/ MBI SR CH 2V &,

G

aHUS 1T, 73k, /NEHEICHRAEST 5 HUS O TR¥4 5 5 5B EEEAM EHEC
YRR D HUS ICKRIG T 2R ABEEA & L TR BT & 7z, BIE T34 HUS A%
D#I10% % aHUS N EH 5, ZDREEMEHNET eIz o, IR 7z BB HUS 3
JEQRK E 72V EDL T EPHBALTEL, KTA FT A TliL, aHUS OZ AT,
HABRES - BA/NERZSER O EEERBZERIC L 22M I A FI4 v &2
L7 (@), aHUS Tho THIERICIER. THZR EOETERE 2T 2EMPH 5
e, )6 ALITORER, 2) BRA. 3) BERDHAETRVER., 4) &F
BFEHILSOFENRIESN H 2 5EI21E, THOAEIZH0 5T aHUS 2B ET 5
aHUS 1Z£ 1 (0D L S I EEN 5,

aHUS DERD7=D121E, TRORBO/FEEEE L T, BEHEEZLT5H,

O BEAREREKYE (invasive pneumococcal infection)

(REERONFRERE RYMIE & 13, EREMA, BB, EME, E, B 24£E05
BEEMARRERGYE L EREND, AREICEE L TAEL 5 HUS IXMiREKE P EELET D
neuraminidase {Z & ¥ FRILER, /M, B R ERIEP BB SR i A> © N-acetyl neuraminic acid
DMREE L. FpRFRE OB Sy Td B Thomsen-Friedenreich LR Z 4 & DM HEIZ
T L, fBEMEFRO M HUES K U CIRIMEREEEE . ¥ iM% £ U 5 F55% HUS % FiE
THEEZLNTWD (o), Mifk, fEER., BEMGE, BufE., R & ORRERIZM
2 RERE BB RIET 5, £ 72 23R M ERE _FIZ 8 H U 7= Thomsen-Friedenreich
PRZRIETHZENEHTHD ).

@ FEHIER R EE
miFFAM (CH50), C3, C4 2@ omAEn « fIERFOEARERE. HHETF
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PR O, BEEZAMEK Lo MCP (CD46) FHHOMBREOHREICLVEEREZHET S
(e)e =D%, BIETHNT 21TV, BWZ2HMET S, LL, 25— 2OMKEEERD
BEFICEERNHIHETH, TOMEEEEAOMLTRENEFDOZLENHDLDT
. BEHIZITRE SN TV D TR TCORERMEBERFOMITEIT ) ZEBNEE LYY,

® ADAMTSI13 KIBJE

ADAMTSI13 (a disintegrin-like and metalloproteinase with thrombopondin type 1 motifs 13)
RIBIEIIZ R IERIEAE (Upshaw-Schulman JEEEE) & T ADAMTSI3 Huffic L 5 ER
B TTP NIFET B, fE> T, ADAMTSI3 i&MEF L UL ADAMTS13 Hiik 2 HIE L,
ADAMTS13 {EMEDE RS 5 S K MERIBAE & BB TTP R T 25, ADAMTSI3 iEHE
DS 5S%ARFEOEMNIERE TTP T, TTP IEFID 60 - 90% % 5 5,

® =17 IRMBRE
BRI At 6 708 DU OILRBIC 1 THASE RS 2, MIET 3/ BT THHRE S
AT A ME. BAF I = MEOCHEZEIET S,

® HIV &Y
ME T OHRRAE C HIV RLE 2895,

® Zofh
FUEEBUA, LY VIBERAE, MEFHORERSICI Y ERERZERZNT 5,

F 1 aHUS O&5EE (1)

1. WEDPHALN2E D
i) FEYLiE
- A BR B RN YL
i) AT 2 E
- WEEAOBITAERE . HIKF(CFH), 1K+ (CFI), membrane cofactor protein (MCP,
CD46), C3, BINF(CFB), harHREV =Y
- R . BOHUREAE
iiiy =87 I URBEFE
iv) = B3N
2. BEREOEEMZBEDL LD
i) HIV
i) MRS, PUEEIE, HBUHRRIAER
iii) BAE, SEIHIEE
iv) $EHRBEE : HELLP EERE
v) BOEAREREE - BRER
vi) & DAt

s

2. FET HUS (atypical HUS: aHUS) D2k

[ aHUS 0BF I3, MIEiEE, MEREZ &0 MERREECHICEAT 5, (i |
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L~ C1)

EEAMAREREEICEEST S aHUS BHF 2, HEEHESDLEF I
Thomsen-Friedenreich IgM LR 23 FEIE LEELS & 0 PR3 EAL T D AIREMED B D 72 D,
TR 4 A RV 7o AR SRR v S0 I S A 72 & D i VR R SO FE RV LR A oD
B3 T2, (HEE L~ D)

AR RO RO B W ARSIEIE 2 FE, & Y i HIEF (CFH) (1 [EF (CFD) ,
C3, BIA+ (CFB) R EDEERZFFOBEIIKR L CIAMKRBBIHZIT 9 & TIERW,
(HELE L~ D)

aHUSIZ & 0 BHEBE S B LR AR AR 21Tk - 7 BE o3 L CRAMH o migaEe &
DOFFEFIEL EHIHEITTAMBBEZER L TH Ly, (L1 Cl)

aHUS IZ £ VD BHERE DS BERE LRI AR 2T - 72 BE Ik U CRAWE o mARRE 2 £
DOXFFEIEL E BT T HDFEEABHEBEEZEE L THL L, HERL~ LR L)

aHUS (259~ 2 VAL, BEARRIER E L CHERIEZ L E T2 2FEHEZIT O, (#
Br7L—FA)

aHUS JEFI D 5 b MEETEERIC T L CHRBUE 2 R 3EMSC, BRBMEEZ I ICMIEREICX 5
BRPHRREELEACT LT, =7 ) A>T L REYEET S, RS L—FR
Cl) CKFEHFEH)

[fEz ]

ZWRMEIZFEAE T D aHUS @ F1 T R ERAYSH AR BRBURGWIE (B L CTHIET 5 aHUS I3,
EHEC BEY:IZe i3 5 HUSICH LD RIZZ S JERIZEE TH Y (o) FETHEIT12.5%
(©. 26% (1), KEIBARE2ESL 10.1% (c). 8% (1)&. EHEC JEYLAEIZHEH T 2 HUS IT
L2 -3fFDOREREME SN TN D WEBABRIZIIMAERE S E AT 5 neuraminidase
IZ R AARMER, MR, BRERIEN AR E 2> 5 D N-acetyl neuraminic acid O fEHf,
HIaAZE H ~ Thomsen-Friedenreich FUROFBHIZ LA L &b, ZOMER FICEH
L 7= Thomsen-Friedenreich HTJR & 4% # D H1 Thomsen-Friedenreich IgM L& & Fis LR
MmEBREEE, Wi %4 U HUS OFIEIZED (c), L 72285 TH Thomsen-Friedenreich IgM
LA E N5 MAFR S OB G ITFRRE —BEA IS LB 2 b, ML ik i
FIO#EEIZ LV 2RITEROBE X LEFAIBHRE SN TVWD (2,3), £, FEN
Jifi 7% BRI R YWiE |2 BESEE U 7= HUS 38 1|0 SCRRAY B 22 ik, FEBeve i i B oo fE il <8
PERY B 1% B IE R BB A RO FAE R P MR RA O L Z2ER L EFICH LAEEIC
Bl EHESNTNDS (1), TNHOZ & LFHEER TR BV miEmE, M
PERHARRIE 72 ¥ O MSEERIEII T e, I 2 T2 B L C b Pevd ik A 2 4~
XThY, AHR~DOBITICBIT 2EITER~OFIER & U CHRFMREAZ v 5,

o T, aHUS IZx 3 215, REMNMERERRE, aNI IV CEFERE:
P&, Wi nl KAESCNCERMEED 1 -2 (FEOE B O MR #apEE /2 13 m
BEEIT ) ERHELREIND (d, 2), MR BEIEIIKEOFHAEER M OmEmIEIZ X 5 1E
HRMESIEEFOMAEATREE L, SRR ER2WE (B% CFH, C3, #i CFH
PR ), RIEMEYA S OA Y, M/IMGEEEY ZRETE D Z Enb, T X
DHFIREEZBND (fh), Lo L, Caseseries DFENT (i, ], 4,5) TiXBEGFEE %
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B A EHEE T OBEIC L o T FERE O RER FH)IEF— ik <. CFH
BEOTHENELRRTHD, —F. MCP BEIEDEHFHIZIER T BIF Tl #EGE
OH BN HT 0%, ENEME L, MFHEEOFE CHT - MERICE R EN
RINoTE (4)y ZORRPL, BEHEARIAEYTH B MCP BEEICKHT 2 MEREDOF
BiXnweEB26hb,

aHUS BE OBRBAES OFFRITHR U T S0%RE T, BRIEF D 80 - 90% 11 BAE B 6
DFEME E7-7 (k-m, 6), ZOBMBERED BFKTOREEIC X V4 T, CFH,
CFI, C3 BEEIFICBEEERNBAELLT, —JF, MCP EFIEIIBMHE O3
FHELS BHET LICRRT A2 MCPRELERETHLIZ LIZLAEEBZHNTNS (6),
BHE%OFRERZMIET 5 2 & & BRIZEIRE 2 5 0B 2 mIgRE 2 RT3
T TREBHMELRFL TS LOFRELTAIND (k-m), aHUS BEIZBEBREL
ITHOBICIE, TN E20FATAZELBETALERDH D, ZOL I ICERBBMEELF
BrBEZDE, FICHBERO®V CFH, CFl, CFB, C3 R EDEBIRFERLFTLBE
Wt U TAERBBEITHIT SN RE TIERY, &5, RFP—20BHE%IZ aHUS 25
JEL7Z8E ODbHVHREBTIZER L LEZEZETHD,

aHUS ORAREE & LT, #MABEEK -+ CFH, CFI, CFB & C3 iZEIZfFETA
HENDZENLFBENEGINIZIZEZOND, BAEETI04 U ETHBEABIE
DBHIAT S (n, 0,7 - 12), BNEAO TR REMFFRELZ R L2 b 8RS
% (10-12), L2o> LEREBFEIZB W CIIMEITERE S IEF 12D 7 < | Tk g & IEREIZFE
i CEDERIZIERY, LERST, KUTA NI 0 Tldb 2 THIEEIZHREYT, &
FE—A—AZHLTDI R « XXT 4 v MEBELTERITTOEELEE X5,

aHUS D% < MBI CFH, CFI, MCP %13 U & T AR HIH T F 0B EF 250N
RS HIREELE ZREEN LB EOHEREREAAREBOFLRRE EE
ZHNTW5, CSIZHdHde MEE/ ZJua—F ik chdrr UV X<7d, C5ITHE
AL C5a & C5b ~DBAEZBLIE LR D EAKFEY) TH 5 BEE B84 A K (membrane attack
complex: MAC) DR Z HIHIET 5 Z &b, MEEHELZHIE T 2EAE UL CHREE
Niz. RANERSEL LT 2 >ORIE & BERER E/NEE2S E L A E 3R T
Ei, TAVABIOF —1 v 3T 2011 FFRKIZ aHUS ([ZX T A1RFEER S L TRAIEN
77 (p)o MIEIEHRICIERFIME 2R LITER~DEME (13- 15 %R L7z #ESS, aHUS &
FEOBBHEIIEL TCORMIIOIE2BRTHICEDN ThoT b T2HE (16-20) 72
NEBHEET D, TNHDOZEhbxr Y X< 7% aHUS DIREFEL LT, £z,
aHUS BE~DOBHEEEROTHREFTE L L TaHUS BFICKRZIRESTE2 L2631
MR DD, Ll RERIDFHEIEEALT R 75— ROEKREMEEZRET A THS
T ENOHELE, FICHEREORRY AR ERTIEE L N, REAEFER 2
BRI ERNCHEIERE D 7 F o 28R T 5, AFRFER S £ <l 2 AR OB S B2
GaliEv e rad g o CEURREEL R LERE FHT5 (q. BiEbn
ECid, mEmARREICS L TORMRRINEDN 72 X4, aHUS ~OFBFIZIEE->TEH
59, EABAIL L DERARBRAIPEAGFET S50HTHD, KA RTA4 2 TE, K
AN OEKRBEEB L, AT —F AL bE LT TIEEEREICEM 2R EA, LIEE
BT TERVWBBEEFICOWTIE=Z U XTI LD RBEEEET D, | 5T,
£E L UTHKTEFBINTWD aHUS IZHTAREAFr Va—L, HEEEZFK2, 3
WZERHTS 0. 5%, PRETHLZZ Y X< 7 0 aHUS ~DF A3 AR S - BRICiT.
aHUS DEE 7 1 b a—)1=e, BREAEEZ O aHUS BETHEED 7 1 b a— LR KE L
AT AR D B,
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2 IBRERBOBHEIIXT 2= VAT OHRHE (1
BE DORE \AH e B
40kg KL L 900 mg/iH x 4 [ 538 B 12 1,200 mg, LAKE 2 34T 1,200 mg
30 kg LA_L 40 kg KW | 600 mg/i#E x 2 [A] 3 B2 900 mg, LARE 2 AT 900 mg
20 kg BA 30 kg K¥ | 600 mg/i# x 2 [H] 3 JHEIZ 600 mg, LARE 2 JEMEIZ 600 mg
10 kg LA | 20 kg K5 | 600 mg/i# x 1 [E] 2 W HIZ 300 mg, LAKE 2 8% 300 mg
Skg DLk 10kg K6 | 300 mg/i# x 1 [H] 2 HHIZ 300 mg, LARE 3 BA:IC 300 mg

HESRBFE L DA DE A LRA  NETNTZ A LRA 2 B ORIME 2 BURIZRET S

_2:

SERSHRRE, IAERERIEDH A T ClE= 2 V) A T O AR ENLETH D,

®3 MERHmERER O ) X~ T OMREERSE (1)

A DFES

MAEAZHRRTIZ RS- X
Ty VAT HE

MAEATHE 1 EH 720 D

Ty ) AT HTEHE

WRBEEDOEA IS

migE7 72 L3 2FE=

300 mg MEAEH 1 IO E | e L
ERET PSS il 7= L UAEE | ik

600 mg LA MR HE 1 [EiC D &

600 mg
BrREERS A HTE | 300 mg BLE foE VB s
~ % 300 mg VB 6 %m

[#%EX]
PubMed, EHFET, 19924F17 -20124F8 A £ COMM THMR L7, ELEELED
NBIE N R —F THRE LT,
PubMed

(("Hemolytic-Uremic Syndrome"[MH] AND atypical[TIAB]) OR "Atypical hemolytic uremic
syndrome" [Supplementary Concept] OR (atypical*[TIAB] AND hemolytic*[TIAB])) AND
English[LA] AND "1992"[EDAT]:"2012/08/31"[EDAT]=5101%

= 5

(BRI SR FEAEAER AR/ TH or ¥ MM JR FFAESEEEE/AL) and (FEHEL/AL or atypical/AL) and

(PT=%

(&3 Lz ZkEHH

a. BEERFE_,

IEBH?D—\
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B, PERRR—,
BAIER, AmEE. BHARZE, BAEA. B EE,
B A/NER a6 BB i PR R A IE R O W BB R B &
REBIEIEGR WL, EIEAN B AR RFES

£35 R < and CK=t b)and (PDAT=1992/01/01:2012/08/31)=2114

FAZEIER, ZHIFE, ARESITSE, A EM,

& HET. A AEETS -

D FEARI PR i

http://www.jsn.or.jp/guidline/ahus/php
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