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BI04 R B AEGEIE EF (hemolytic uremic syndrome : HUS) (&, /NI EE MR M4 B M., m/MRELD. &
MEESEIMIRET S, MNRIZZLRONSEETHSH, HUS DFI90%IE THIZ L, 0157 FDREME
KERITERETHIETRIET S, — AT MEREMERBEBREICESLUHUS AT 10%FEL., ThblE
I 2 4 0/ [0 & fE (thrombotic microangiopathy : TMA) D TH . mEM KRB B R EI(ZLS HUS.
ADAMTS13 JEHIET (<10%) [Tk M2t i /MR D 14 LB (thrombotic thrombocytopenic purpura
TTP) . EH|- BB LEITL DR TMA ZRRSNLF=3DEL T, FEHE (atypicala) HUS EFEIFNTLVS,
RRMERBEEICELS HUS [FHLEMFEABRLDIIXTL., aHUS TIXEFEELHI 25% EFEMNIEBITEL,
BHTIX. BE 100 EAHT-YBAT2AREE. /MNETIE 100 AT ARELHELNHS. BARTRZE
2/ BRPMNREZERERFZERITELS 2013 F D aHUS D FZERELE TIL, aHUS ZT M2 M/ L E iE
(TMA) Mo EE FERITKSD HUS KU ADAMTS13 EMERICES TTP ZBRLMV=HD 1EL. EDHD—HB
[CHARMEEEREDTHAGEEREICELS aHUSIDEENTLVS, BRBREFR BR/NERERICK
B IEBBR I 14 FREAEGEIEEE (aHUS) BEHAF 2015 JIZHITHZHMEEDRETIRTIEL, XM EEX
HEDHARFIEERREIZLS aHUS DA DFHT=(Z aHUS GHARIE HUS) EEZR STz, TMA D55, STEC
~HUS. TTP, Rt TMA 8 AIIL 2 - B & TERFRAIIZ aHUS LE2WTSh 5, BRERAY aHUS B&E(ZHUIT,
E5[T aHUS DRHFEMNLGREZITL. BINHARBEEDRIEGTFEEN. i H BFRAEBEMESIA aHUS
HEEZHBITHS, EREMBONRETNESHEROERE (L. 2015 FOEE(CLHERRRI aHUS 22EfI.
X% aHUS FEEZEBID AL TTHY . FEEZET S,
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aHUS [E TMAZE R T ZSETEREEH. TOHI5D— LI HAFHEH MR FOEEFEREICKDIL
DR M>TEfz, CNODEEFEEIL aHUS BEFEDH 60% TROMN>TLVS, CNETIZHEXRMEDHIE
L CFH. CFI. CD46(MCP) . C3, CFB, THBD., diacylglycerol kinase &DGKE)DIRHIEILFER. BRI
DHIELTH H BF ARG EFIA aHUS TR T EHRESN TS, 1=1=L., [REDHFE TELL aHUS £

Hb,
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aHUS TRoNDEMERELTIE, M/MREDEA 2L 5 H mBE (KB 72 E 0 H ffe K ©a i i+ & i
[CLEEHBER. BUNGETHD, T BEDBRLICL>TEE. ZRABOHLONLGELH D,
FFIZ, BEOCBAMRERGEEROIEENHD HILREREET S LEHY . TEEET D
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L7z, aHUS (F#{AREE HUS) IZxf L Tl&. EMERL C5 BE/7O—F ILIIANE I TH SN, E FER C5
E/9O0—FILRARZRANSICY > TIITROENEEEFSEIC. ELLEZHI LI ENEET
H5
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aHUS Tl&. ZOHFHAMEBHELELT IEEDBLRRIZELLEOLNTEY . BFEEED 25%&
EWNEREIBRLIZLEZEDTHS,
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3. RMIRER &
RHESL (MM MATEHET R E D MIFEE, EMEfL C5 E/70—FILIAREINHSH, IRARA
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4. REIDEE
DEFIFHDS. REANISBETALELBEDBLRLICES, )
HY (BRBRBFERVNERHZRBEEOZMEEHY., )
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<EEREE>
TEEM aHUS FEE Z W= KB Definite, X IZEGRAIEZHTIZ & B Definite xR ET S,

BWOHTI—
aHUS FETE 21k 5 Definite:
(D EXRMOHAREEERFREELLT, 2016 FIRAETHIBAL TS CFH. CFI. CD46(MCP) , C3. CFB,
THBD. diacylglycerol kinase &DGKE)D7i&15FDIRHIZ R
(2) XD aHUS ELTH H BAFHUAS 5

SIRAEZ BT IZ KB Definite:
TROZHMIEZRHSD TMA OS5, STEC-HUS, TTP, X4 TMA(RRBIEREE. B, EHItE, A%
FHERE, BEYIES. HELLP fEIREE . BIERLLE(IZLS TMA) ZRRUL DO HERERH aHUS TH D,
(DN EEESMEEM: ANES OEY (Ho) 10g/dL R
MHAANESTAEAED A THET 2D TIFAC, MF LDH OLF ., MFENTN OEL O EFRE. KM
BABERTORRAOMBROFAEZLEIHNOEEEBOOAREHERET 5, 465, BRFMERERH
LaWMaEdLH 5,
(2) /MR /MR (platelets: PLT) 15 /&/ul ki
(3) 2B REZE (acute kidney injury : AKI) :
INEBITIEESR -SRI LIMBFIL 7 FUEEED 15 FLLE
(MFIL7F=oiE BRNEBERFSOEEEEZRAD,)
BABITIE AKI D EEEZRALD,
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1. TMA D Z#E TMA $E Bl B O 87
AMERMOMERLAEBEDER :LDH O LR KRG CHEFLEROEE. NI OEVERD
R F-V—LARRICKYBECREHANMEEMZERT S,
-BMEEEE R T hOKEBEDE
SEIEME MM B N EE 1Z ¥ (disseminated intravascular coagulation :DIC) D& R :PT, APTT.FDP. D &
AR—, T47) /=7 UG ELREL. DIC DEMBLELEZANTHERIT S, BEE. DIC (XEMIE. &
HiES. MAKRER. IMELEDEBEREDLETRIET S,
-EMAMOER: BEHELIEENIC TMA OBFRGMRZETHIENBESNTEY .  ERIY Bl E
BREBIET 5. —MRMIC. EMHEMTEFERAMKEHDLTNEIEN S,
AN R EME /R AME (heparin—induced thrombocytopenia: HIT) 0 £ 31l

2. STEC-HUS D& Al
EEERE. FPOTEFSREERLIE. #1 lipopolysaccharide (LPS)-IgM HufA7xE S, STEC Bk
ZEEBAT ADICHERATH S, STEC-HUS TIFMEZHIBEI TS . MR DA ZSWNEFEDMEZEFFL.
BERRECRHLITRBZEOERGRELIO—EED LF N HHM T, BEHNSIIFMAIETEE



L. BEFTIEIRBEFRICERASAZELZ L, IMNRTIX, STEC-HUS AY TMA £ADH] 90%Z HHDHZE
Mo, EREMNAUKBT,. EEMMEF T AEL-EBMLSHIEBREREESIEFTIE. BRYIZEZD
RETH5,

3. TTP MR
ADAMTS13 JEMEAY 10%KiET ADAMTS13 [T SR (A EES—) NIEMETHN(E, BX
% TTP LM d %, ADAMTS13 SEMED 10% KB TRIAVEEZ—DNIZHEDIHE . £XRME TTP 2885,
SR TTP ORHETEZWIICIL . ADAMTSI3 B FRMABELLESH, TTP LIS D aHUS, HUS, — K%
TMA 72ETH ADAMTS13 EMEDBEETHINROHONDIENH LN, —ARIIZTEMEIX 20% L ETH
%,

4. R TMA DR

ONSEURBIEEE (BICERNARETER) AR 1FEUNIZ. HATR., B, AEXEFR.
ERET. HERET. ER2GLELZBICRRINSFINLZ LA EFE. BRABIOFREFLIRESINT
W5, MIFRESRFY MBAFILIOAVER RPAFILIOVELGEZAET S,

-BEREERE-BRERB - 25UIT)TIM TR BRREV)—E. MUVEBERKERE. SRMEHL/
BEFHA. MEX CNODEKEEE TMA 22T HE0H50. REIZIELTUTOREEIRET
%,

R, UV RBEHUK. 51 DNA Hlk, i bOATHIA $1 Scl-70 ik, C3. C4. CH50. IgG.
IgA. IgM. HiiF P ERHARA B 3144 (Anti-neutrophil cytoplasmic antibody : ANCA) % &,

IEE - BHEME 122U, aHUS THLEMEZET HENZ VO TEANICILEENBLETH D,

-ENES ETHEOEMREESICKY TMAZET ZEND S, ERREEFLOHLE1—TIX, HILSHR
&, FLE. BILARIE . B EA 2L, 9FILL L TEHBEROLIETHEDEMEESE THo-LOBEN
Hb.

SRRAE R BRE R D R TH, FICREMMAIRERREN TMA ZETEHIENHY. MNREIZED
b, REMEMAIRERRPES (T, FEMK., BIEX . EME. RMIE. RREE4EC S EREMAIK
BRLEEERIND, B EREMEFTOIRE TIESHmR B TIEAIBTEM 300 IFEEDORENH
%, TMAREEIZELS BN ETHY . 06%IRENTMAEHKIET LN d, MRKENELETSH=21—5
S=A—EITk>TEHT S Thomsen—Friedenreich (T)HIRIZX T 51 T-IgM AN MR ICFET
218 MFZEIZEYRIRDBILT HAREEDLH S, EHE Coombs FHERAEI 90% DIEHI T EZE R
Y, FEEEFE MR A ALV - R IR EE O M E O M AR AOFEFMRRF DTS FITHE
LYo
ZOM HIV. AVTILIHF AIAILAHINT R, CBFLVAILR AR ATO DAL RBEEAE
BAEK, KE. EEFERBREELEDN TMA ZRIFT ENRESN TV, L. 1V TILIUHY
AIWRGE DRERZZEELT aHUS ARET DHILH LD TEIENBETH S,

-SEUREAED HELLP fE{REE. 71 :HELLP fE{RE (RS MIEAEICEGT HAMMEE M., FFES. f/)h
WA . FHE GHRP OB MERE S FLNA) (T, DIEIZKYEONIEERT S, f=7ZL., TTP 15 aHUS
THTIREZHICRET DHINMESNTEY. I aHUS BEETIIDBEERORELSZ N ERESND



A HELLP fEIREEICHE VW TDEIEIETFHATHY . SEDRERETH S,

-EFIME TMAIRESEEZE. ful/MRF RENFIFIGENREELY . TMAZRIET 5L H S,

-AMEXAMELAORATIZTMAZET HIENH D,

- E MR - AR TS HER TMA EMEHIERBEER D TMA HMFIZKFBNTLVS, ADAMTS13 EEIE
10%KRABICIEFRE T . MBRIBOBNHEILEN, BERBERICRKET 5 TMAL, [REEN aHUSTE
R2IKa>1=fEHID aHUS DEFH. BRIERICHRTRILT: aHUS, [EBRBHBEICESBIER TMA 2N
Fhnd,aHUS BEICEBIEZTO-HE. TMA OBERLBEBDREBENTNIEND, aHUS M
BRONOBLRLBBICEBEERFTIIGE . BEAICEGTFREZTIZENHEREINS, TD
f. B D, Bl DNEFSHER D TMA OREDRESN TS,

BO®ERE BRK. EMHARBIER. BBRERTEOTRYE TMA T, #AREEGFEEN
BOOLNHETHHE P, L HAFRELEETH A HNHRESN TS, LAL, ZRETMADRREE
LTECETHARDEHICEESEESLTLEHON, Z X% TMA OHRTEEFERDHLHEEDE
BICEALTIE., SROBRFIFRETHS.
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hEEUEERRET D,

aHUS EfEE 548

1. AmHE M (Hb 10.0 g/dLK )
2. Mm/pRiED (Pit 1575 /uLK i)

3. RMERE (AR AKI w2 L NRIZOVWTIER G ROEER -4 S EOMFILT7FUhR{E
D2fEELLE)

4. BMEEE DEXIEKAD CKD EEESEE— NIV THFTOBIDEE)

5. FRR R IEAE R

6. IDEEE (Rl LEE., DALE)

7. HREE

9. BIERRIE (ZLIFUNHERA M E 180mmHg L L | HRAREAME (£120mmHg Ll EZRL ., £ DMEICE MEICE

R 5EMEREREET 5. )
10. MEFAFIEHRME
1. B
12. MEEAERX IIARRKEERIKREFRE

B E Tt
PEE 1L2%0m-9
EE 1H5W0E2%F#F L. 3~120\ T hh &=

AKI %5 #A (KDIGO 2013)
@k KDIGO Clinical Practice Guideline for Acute Kidney Injury Kidney International Supplements (2012) 2,1-138

mEILTF=> RE
fRE EBEED 15~19 1% 65 12 BT <0.5mL/ke/ B
2 HEEHED 20~29 & 12 B L £ T <0.5mL/ke/ B
fREA3 EREOIMFELIMBEILTF | 2485H LLET<0.3mL/ke/BF

=224 0mg/dL DIEM, X%

BREBEDRHA, 12 BRI LA E DR

X%,

18K EDEETIE

eGFR<35mL/min/1.73m?> D{ET

ERMEORIEA TGS T, FTRISNHERETHE.



BARANNROEER- NS EOMBEILTFUREE

BAANDNROEE- M EOMBFILTF=V

50% 421 JUIE

i (chskfl) ERE
3~5mA 0.2
6~8MA 0.22
9~11 HA 0.22
1% 0.23
25 0.24
3 0.27
45% 0.3
5% 0.34
6% 0.34
7% 0.37
8k 0.4
ok 0.41
10 &% 0.41
1% 0.45
128 B 0.53
128 % 0.52
13 B 0.59
13 X 0.53
148 B 0.65
14 X 0.58
158 B 0.68
15 X 0.59
168 B 0.73
168 % 0.59
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2. IREBIA I D EIEE IOV T, MU EFIERO T TIHREMTOIL TV HRETH
ST, HiL 62 HETHRGEWVIREA EMIHET 228 L35,
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D EDBREREDIZOWTIE, EREMROMRE T 5,
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