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IV. HUS O%&EE
IV.l1 HUS OB#%IEE

HUSB& OBERIER, 717 ViR, BAR, BRIEET, BlETH5,
[ L — Fpes 7]

HUSEE D120 - 40% 3 EHEBIER (CKD) 128177 5, CKDIZREIRARE0.0Mm
BAEMECEKRAFTH D, [HES L — FEEEET]

AMHMOEEEIZISCUTICRT XS, TATI VR, BEAR. B, h/FES4s
EHIRCETT 5 = & 2 HELET 5, [%%4;%& L — FB]
1) AMEICETE LzaE L ERGIBATA U EOHUSESE TIEb < & B I1548E

Ei

2) 2mEARE CAMEIMECT DB EMEH 1.5mg/dLEL_ EOHUSEE TIEd 72 < & b 154
.
BBEPICT AT I VR, BAER, BHRERT., slEE0BEREELEHL
7= HUSBE XA,

3) EFELANOHUSEE IXBZEENS 22T IUTRERZSFEM

HUSEE I3 358 0B A RIL, BN OREFT RS T% L AEEY T, HiLofi
Bt b B OHERE Ly, [HEE S L — FC2]

[f77n]
1. HUS OB#%E&EE

HUS OAMEHAFE T RIFERK TIE2-6% (1), PBETIEL1.5% Q)TH 5, FETD 88%
IZAEEICAELS (), BMEBITEEC/NRETIREEINOEAIZL Y | 1980 FRITL
B L, F DAEFRIIZERIZHE L (2), HUS BE DK 40%I1TAMEHICERZ 2L (1),
ZDHI40 (b)-60% (1, )PNEMBITREEZLELTD, bREOLERETHZR - &
RIS 47%, FJHTEANIL27T% TH o7z (2), BEMICETEELLEL LIBEFEDIZL
Ao ENBITEIEN GBET 5, L L. BHINICIE, HUS BFE DK 20 - 40%72° CKD IZ
BATT 2LV RERRERSH D (4), CKD 1L LMERBELKHAB R EDBRE T TH
DI, MR EBENNEL IND,

1950 025 2001 FE TIZHERINTZ 9L 3476 LD A Z T TV U ATIL, TR
9%, REBEREIL3% Th-oTz, TDHH 1 FELULRBBE L X ZAEFE 237240
5% NERBIEEL GO LT, ZOMERKEHEEIT, BHEREE 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 E R 15%.
BILE 10% Tho7z (BEEE) (5).
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HUS B& Tk, BEERIVSBRBEEDREL b7 /7 I U fRH CKD O RH
HRZERATH D, BIE3FEB LU 6 F% D HUS BFE & @EFHOLE TIL, HUS &
FETIIREBEBETROT VT I VIROBEE (%30, 40%) BEro>72 (6, 7).

F, BMEIZHUS OEELRBHEETHD (8), BMHIITH 25% D BHE I E ML
EEEHT D08, BHEICLH 10%DBEIZAHTE (5), BILEX, EARSEFET
HEECBHEREELETARFICRELLTWVR (9), HMIZRETIZ Lb b5,
B 24 B IMEE =% — %175 &, BEORECIIRETERVWEMELA L
NETBHZERTED (10),

PlEDZ Enb, HUS BE CIIBRBEOAHNEZL, RENEFRIILTLLE
HTIER, T0D, BEISUBRBBENNEL 2D Z ERE,

2. BHRETHOTHRT L RBBIE
FHREEOERRAFIL, BEHOZIR - BRAFSCENTHF OS5 (11), R
7~10 BAB x5 &, BAR, BEEET, SESOBRBENEMTLZ L0356
NTWD (12-15), Fiz, BTPHMEOEBELHE IR TS (5,10, F7=, 5HERLL
EOFENEMLEL LT BE CIIRERBEEOEBITZED R (5) .
SMEHIEEZICBHEENEE CTho Th, RBBEPIZ 11 - 16% D BFIZBHEET
(80mL/min/1.73m* Kji) R L7z (5), &I, AMHIOME Cr D& EMED 1.5 mg/dL
EHEZAHGAEICIE, BIE S FUBICERRSCBREBS A RELLLO0BRERH S,
L. ZOMETIIREEROFEN 13.8 008 3-580A) LIEFEHTHY ., BHEE
NFZEEME Ch o 2 ENBRBIEOHBIZEE LIZFREELEETE R (16)

¥ 72, EHEC O157 IZ & B {H L& RYWEIC AR L7z 951 4 0/NRBFE T, MLE. eGFR
NIEET, METNVTIVRLBD o720, BEHRBEZEIARELL TS
a7 .

Lo TUTDE I, TAT IR, BAR, BHEE, MEEL2EHOCTFMT 52
LRSS,

1) AMECENTE L-BE & EREEATA L EOBRETIIDRL & H15FEM,

2) 2mRiE CAMHIMECTOREMEN 1.5 mg/dlLl EOBE TIID 2 & H154ER,
3) FBBERICT AT IR, BEAR. BHERT., BEE0BREELE0FL

7= BE I AT, :
4) BRSO BEITBEREIEN 2T IVIRER ST,

BN S L2 B AEROMBET R b RN FRIZTFH TS 2nE shTy
Do LirL. BMEH T3 BERE COESMEIIAT > B AR T, REEEESL 50%
LU E DRI et/ N EE 2RO 2 B A ITRAOCE TR (FH184) 1HEN
(13), RMH OB AEROEIG L, HUS ORENCER T 2EBEORNRFLRTH L2 (d).
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DLETHD, [#EE7 L —FB]

(AR

1. {HEEREE
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V. FEAD HUS O 5%
V.1 FERA® HUS O 15
1. FEA D HUS O

R HUS OFEEIIEELZ THY . & ITMER 2 WESITEEZRUNOER 2 BR
TRETHDH, [HRI7V—FE4ET]

(7]
RO HUS 13/h IR & B U TR BN K E < B2 5 AW TIX, ADAMTS13

(a disintegrin-like and metalloproteinase with thrombopondin type 1 motifs 13) DIEFIZ L 5
e M i/ NI ZRBER  (thrombotic thrombocytopenic purpura: TTP) 0 X £ £ 2R
R & B IE#AIE HUS (atypical HUS; aHUS) &% EHTW5 (1-4,a-1) (F 1),
AT, HATHUS & TTP ORBIBIZ-Z D LW L1 %<, BEZWR O A
16% (FRICMAERH) 2T 20REZEOND Z & LY, 3 TTP/HUS (H BV
HUS/TTP) ¥ 721X Thrombotic microangiopathy (TMA)& L TE LD THibhd 2 & 23%
W, —F, MRTIIKRE S % 5 5 EEERIC L 2 #8 HUS (EHEC BEWEIC £ 2
HUS) 1%, AR TIX TTP/HUS BEEED 5- 10%RBETH D (a,b), R 1ICEKBRIIE
RPBLH|E SN TWDBEERME TMA OFREE L ZOBEELRT (),

L7z > T, BRAIBWT HUS b -H4., m{EEFES & &13F 9 EHEC B
FEIZ LD HUS Z8—12% 2 53, A2 721 1uiE TTP/HUS DR ER B-CHE LR B o]
REME A Z BT 5, ME 2 72\ W FFINE EHEC 12 X % HUS 24k @ TTP/HUS T 69 30%
WRLNDDTH D, TTP < aHUS (EHEC IZ & % HUS LISt HUS) Tldil i M
ROV BMEBROHE(EEEEEZ &0 LIZRICMELRO 52 L3 d 5,

R1DOE I, TTP X aHUS ORERIIZIFIZ RO, HRESCHREZ b & ICEBEREOKR
R&1T5 (aHUS DIH) (g), DIC, BMERMIE - MEET. ) v IREURERE

(anti-phospholipid antibody syndrome) % HUS OZMiEELRH-TZ L B8H DN, BE
I TTP/HUS & XRS5 (a),

FRITREBIC L D05, fA HUS T, —RRICEEE 1T SRS AaTHIEL

BEHENEMTRERET S L OHRERH D 4),
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# 1. BN\ HUS OJRERE & BEE (e)
« TTP (ADAMTS13 RZ 72\ LIT ADAMTS13 FLFIZ £ D) 33%
- STEC-HUS 4%
- ZTOMOIERTFIHUS  63%
- RN (FEHERFEOELTREY) RH
- RERME 12%
- FEAH 4%
ML/MEE . FraePr, 7o RJ7Lu
MEEEEE . v h~A 0 C, FhvFEY
N ma— ) VREE . VI aRARY , Fra Y AR
Fo=—Xx
- HIRICHE S © O (HELLP fEMERE, IREMES) 2%
- BYy (HIV, WRRE. AV 7oA VRE) 1%
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- HO®ERR (SLE, iV VIEETUEFER, FMEES) 26%
- EiEE EE) E BES) 1%
- ZOft 4%
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[#e52 7 1L — R C1]

MR CITHAT T2 RVGA, MEREEZET 5, [HRESL— 1k Cl]

[f#aR]

XA D HUS OVRE S /MR & FRRICRRIEREARTH 5, & BIZ A TIX TTP/HUS
DOFRRRBIZH T AIRENMNETH 5, IFHRETET 2REE, i, FEEE,
BT EE O AKI OIREZE0OEFEENEETHD (), LRI TTP/HUS OAEFEIL
10%LL T & FHRARB Th oz, B# S oM ifEss#i-e i FmEic L v RiglciE L
(90%LLE) (5-9,h), MAEATHIRE O MExhiEin i3, ADAMTS13 IEHEOIE TIZ & 5 TTP,
HIEFIEEFDORFEIZXL S aHUS O KE 4 (membrane cofactor protein/CD46 @D B & % [
<) TH5H (9,g-1) DI, —HOEH FRlzFruryr, ZJue 7L, *
=—x%), HIV BESEIZMHE D HUS bR 725, —7F., EEEE - mES RS
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£ 9 HUS,EHEC-HUS D% < [ZMEZMOMEISIT 72 B 72, BB R ERE 2 L 5 HUS
WZRBWTIE (& <I3/NRIZHIE) | f4E 5 Ot Thomsen-Friedenreich IgM HLIA A3 7R 1 Bk EE
£ BOEEETHAREERHY ., BITEIREXTHD (aHUS 0HE), 2T ) T~

=7 205 Y VIBETURERHS O B CRERE TIL, A7 uA FE - GEMHIEC
BOS LI WEEFNCER END, 7L, ERICITHUS OREOEEICRHEZEL,
FEEAFTIE1-2 BORERBOBNUAEIEMNRERICRY 5 570, TTP OFEMA
HUS % 8o 72 BA 13RI b O M HEERHELE S 5, TRRBMARIC B o Mk
LOBEREEZRT L. FREEORZE 21ED 5, FRREBIC M HEE OB e
WEEIZRIEEE R IET D,

M HEAZHE VLB AT . 25 A T &M EASHL 2 8 BTV M/ IMREDS IEF6 T 5 & Tk
e B, M/MRECS LDH X SHETIVUL, R4 ICIRERBEZ LT, BEbHIZmERH
FEZBRGECERWES, VA TIEEEELTY (7). MvMREmmiE, MRz
BhET 5 & DHE D H DA, Oklahoma TTP-HUS registry DFENT CIXMARERIZH BEZ=IT
otz (10), L7zd3-> T, M/MOBA T & 5 Hifn<e% OERRMELS & W& IR/
R 2 ZE LT LV,

HOARERF RS T 2R AT, AT e RESOREMGIEORELZEET S,
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V.2 EHEC EZW“ X AR D HUS D2 W 15E
1.EHEC BRYLEIZ £ A A D HUS DGR AR

ANY :ttfﬂﬁﬁrﬁmfﬁb\m BN BN T S AT E 72 13803 4 12 EHEC BRWEIZ &
% HUS MHBIET D, [ L — FZYEET]

EEE X EBHEC [Z 35 & HUS 2 RIE LT, EMTHRLARETH D,
[HE3E L — RN )

[#77n]

EHEC BUWiEZ X B A D HUS B3 1% TTP/HUS BRE 2D 5- 10%RETH D (a),
B MR G ﬁ%luﬁh@u\'fﬂ%ﬁghé . F%#%‘@ﬁ%%ﬁ’@;&%'cé%lw e gEAEL
J@ﬂ\ RN TIIBOEE R I I £ < | B THORKMIZZ W (1, 2), EHEC
BYEIZ L 5 HUS OERE & LT \/J\ o & FIRRIZ 0157 134 <, %@ML 0104, O111,
0145, 026, 0121 ERHE SN TV D (a), 2011 FED N1V, HARIZBIT D 0104 (2),
O111 (b)DEMKEE CIXBE O ERITHMATH - 7=,

Oklahoma registry {2 %@k X 72 A O EHEC 0157 12 & %5 HUS B 214 (21 %% -89
% PRE 59 mR) &/NRD 5999 44 & D BT, BRABNZ/NES] & AR EE D
FREEIZZEIT 2 WS R BRE R 3 BE L A M- MR ORRER RS | A TR D
RETH-7= (1), V
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2011 D FA VIZEBIT 5 0104 OERBRYE TIIMRAFIDB KIS % S, HUS DFRIE
IR A ZMEIZ Z Do 7o, HUS FREF] & FERIEF O CERRBICZEIL D o 723, A
Bl CEEEE 37 m%) 1/NRE CESER 10 5%) 12, mMEDHBRERF T H H3ds
5 HUS BIERITIE» 72 (2), A D EHEC RRYLEIZ K 5 HUS FIESE IV NRIZ
LV D RVEBIL, WEERHATH D, MEICHE S HLE OESEERZEL (Gb3)
DORIBVREOEBLIZOVTIE, B FTIERATSH S (o),

A Cld, MBS C EHEC B OEMBENR 6D Z L35 Y . EHEC BE#%IX
HUS Z%E LoV, Ko T, & Tl% EHEC B O+ 72 B8 22 & HUS BIE
BHNLOLHEEENRDOLNDG, BRENEELLCTWERE LT, EEBERICH
THHEMOET B)CE OBREFHEDKT (FBoWOKT. BUIk., fEEDOMH
) @ERHEH TV,

2. EHEC BSEIZ & 5 A0 HUS I2%53 B 1R

EHEC RRYLEIZ K ARKA D HUS 12k ARk, /NE EESICEFRREE L LT
AEFEENEARTHD, [H#iES 1L — FB]

EHEC YWEIZ & A FARMRIER & £ 5 sk A O FEAE HUS 1% LI IRRIEDN WA
X, MAEASHRTE, & A \WILRERE & 1gG FFEOIRBRENEM TR EUET 2 THE
MERNBHYERBBL TV, [#ES1L—FCl)

HEHE L =7 ) X~ 7%, BEHEC BEYYEIZ L AREA D HUS (26T 58Sz L.
—TED RN, [HEET L — R4

[fE7%]

RO FEARF IR & R, B\ - S - MEEE - AKTICHT 5 KRR
EEDILEHEENEE CHDH, BERE T, BITERECHEREREESEDERIRE
1T 9, EHEC YLEIC X A DB HUS 1230 5 MU ki A m T4 2 o E
TELORELH B, 6), 2011 FEDOF v<—2 TD 0104 12 X HEMBILITIBVT (6).
BRREE, %O PHMRIER 2 4 5 A OERE HUS (2% LT, BN b O miER
BREEEITO, ZOFIMEERE Lz, —F. RED KAV TO 0104 12 Xk 5 EFIEYG
TOHETIE (7). MELBEEOEDIEITRD o7z LTS, 20X H i, M
ERHIERIE DO AT EIC L > TR > TRV | TOEE & A2 a1 & O sk
BRIZE > CTHREETDMERH D, LN LN L, FHMEIERZ (S EHEC BIREIZ X
A BEJE HUS O T2 I3 TR B2 7=, B A Tl EHEC BRUWE T X 5 ESE HUS 125%F
LTCRAETH LW,
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VI. FEEA HUS (a HUS) D2k 1hE
VI.1 FEfA HUS (aHUS) D2

FEEA HUS (atypical HUS: aHUS) 1%, FEER STX IZ L5 HUS & ADAMTS13 @
TEMEERIC & 5 TTP LA O e e ML E FEE ., SN EME IR L, f/ MR
B, BEEEE (AKD 23 FHETHRERETHD, [HRESL— FREET]
<D EEUE>
Definite : 3 EEMHIV, EEBRICEET O TRV & Mtk i/ MBI R
BTN &,

1. P/ mEEEEM R  Hb 10 g/dL R

M5 Hb EOAHTHET T2 0 Tix/2<, f¥E LDH O L&/, mENT F ey o
EWL KM A AT COWRRMIROFEE b &MU LB TE M L O F 2 R
T 5,

2. /RIS - /MRS 15 T3/ u LR

3. BHEBEE (AKD : /NEAF : Fis - HAINC L2 MG 2 VT F = EEED 1.5 %

Ubk~n LR

Probable : f/NIVEEMEES MR M, M/ MRED, SEBEGEOCIEHEOS> L 2HEE
2L, POEEERICHEETSLOTYH, MM/ MRBDHERBER THRN T &,

[##55]

aHUS 1%, f€3k. /NEHINCSRIES 5 HUS OH CR¥% 5 5 EEEHRREL M EHEC
Y TFER T D HUS IZXHIRF T 2 B & & L TIR X b T & 7o, BIfETld4 HUS B3
DH110%% aHUS B ED 5, T OIREMANETIC O, Skl 7z 2R AN HUS
FEDQFRE L2 ED T ENHBALTEL, RAUA T4 Tl aHUS OZMELEIL,
AARBRFES BANERZSEROBWHERBERZEBRIC L 2B RT 4 %8
BEL72 (a), aHUS ThHo THRERICIEE. THZEOETEREZZET2EMRH DL Z
EDBH, D)6 MALTORERF, 2) BHAl. 3) BERINHMECTRVER., 4 BF%
FEHILSNOFHENFIEF N B A 5HE21E. THOFERIZh»D 6T aHUS 2 EET 2
aHUS 135 1 0)D L S ICHEEn 5,

aHUS OER D 7= HIZIE, TRORBOEEEE L T, BREFHE 2 T3,

(1) BEEMMARERERIYE (invasive pneumococcal infection)

REART R ERBERYYE & 1%, EAEMZ, REMEAR, EMAE, BUE. RWEEZ4ECHE
TEARERBEIRGYE &L BRSNS, AEICEEL TAEL S HUS ITMRKREDSEELET D
neuraminidase {2 & ¥ FRIMER, f/MR, B RERIEA R MAIERE 2> H N-acetyl neuraminic acid
DEEE L, MR mEm O 5 T d A Thomsen-Friedenreich HUR DS Z 4L 6 OAIEREIZ
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THL, BEEmMEF O M FUERI KIS U CORMERERE, IRiM %4 U 55 5E HUS % RIE
THEEZLNLTWD (o), Mk, BEIRI, HIME, BULE. BRI OBRRERIZMZ .
FiRERE A R RFET 5, £z, PWNCIIIRMEREE LIZ8&H L 72 Thomsen-Friedenreich
NRERETLIZENEATHD ().

(2) FHEHEREFREEE

MmiEmAMm (CH50), C3, C4 2 E - MAER - HEEFOREREEE, HLHEATF
ROk, BEZEIMEK EDO MCP (CD46) BEOBRBREDOREIZLVEREZHET D
(€)o TD, BIRTRNTEITV. BWERET 5, LnL, »5—2o0HFEBEEERD
BETFICEERDHIHETH, TOHFBEEERAOMFRENEFDOZ LBHLDT
(). BARBNTITME SN TV A IEEELETF O 2 TRV ITO ZENEE LW,

(3) ADAMTSI13 KIBJE ‘

ADAMTS13 (a disintegrin-like and metalloproteinase with thrombopondin type 1 motifs 13)
RIBIEIZ 1T RMERIBAE (Upshaw-Schulman JEMERE) & HT ADAMTSI13 Hifkic & 5 &
B TTP 2FEFET 5, $E- T, ADAMTSI13 &R L UL ADAMTS13 HifA 2 HIE L.
ADAMTS13 {EMHEDEWR T 5 S RIERIBIE & ERA TTP 2RI 5, ADAMTSI3 &
3 5%RFHOEFNTERA) TTP T, TTPIEFID 60 -90%% L 5,

@) =T ARBRFE
BT A% 6 DAL OILRBIC OV CIRAEAE 2| MEET 3/ B CRAE Y
2T A VIE, BATF A=V MAEDE ELFERT 5,

(5) DGKE &£FIE

DGKE (diacylglycerol kinase £) & fEIX. BEAOMAEHIEE FEE S22 <, fiHETHA%E
CFRDIR 4 A aHUS BIE D exome sequence (2 & W AMEBLEHERE & 5 aHUS OFEE E LT
[[IE Z4 Lemaire M HIZ L D #fE Eiz(g), (& A EDBENER 1 FLINIZ aHUS FIE L
SRETICERLTWS, £% 1 FLRICRIE LT EBE TIE, 27%ICARBRTFOERNPTD
LI, FEFICTIIEREORERILS0%IZVZD LHEIN TS, S HITEROFE LT,
aHUS REZOEESIC b mME, BEMENMR, BER FFCx 7 v —EEEHEL VO
BAR) 22U, 20T CKD AT —V 45 ~\\ 2 b, ZbHOBEKMFESEEL, B
aHUS OJRERMBFE SNBWIGEICITIARBREELZZR T OILERD 5,

(6) HIV &
MyE T OHLEHRZE T HIV RG22 201 5,
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(7) O
Tk, LY VIREDE, MEFAIRESIC L ERREZRERZHT 5,

F 1 aHUS 4% (1)

1. FEDBHAL2RHD
i) RRYLSE
- Jili 2% BR B R ME
i) fARHEE 7R ERE
- ARER OB TFERE  HEF(CFH), 1E¥(CFI), membrane cofactor protein (MCP,
CD46). C3. BEF(CFB), huvRED 2
- BRME : B OHUREAE
i) 2/N7 I UREEFEE
iv) DGKE (diacylglycerol kinase €)% & fiE
V) ¥ UFERME

2. RERLOBEMEEZZEDLLO
i) HIV
i) MR, FUEEEE. MERIGRE
iii) BAE, SEPHIEE
iv) {EHRBIE | HELLP fE{REE
v) B OREREA - BRR
vi) % DA

V1.2 FEBA HUS (a HUS) D&

aHUS OVRFEIY, XEREZ PO LT85 EH L BfRBICHT 21RETH 5,
[#222 1L —FB ]

1) {2 EEAY i BR YL E |2 BEE 9~ 5 aHUS

S B BRI R I B4 5 aHUS BB I, FrEEsREm Tz
HL Thomsen-Friedenreich IgM FLADNFETE LEIEIZ L VWA BT 2 TSR H 572
¥ | BB AT & B\ 7o i SR AT B v e I AR VR 45 oD VR RO JE VRS LR B o 4
B3 frhewn, #2271V —1FD ]

2) FHAHIEA 20 BEICEEES 5 aHUS
a2 v CREEFEUADRFR L OHEHEE R EEICEET 2 aHUS A
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