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434 8% ¥ T (hemolytic uremic syndrome :
HUS)& 195539 Gasser 5o <8l 5417} 5
R o]Fe] 1983Wdo] Karmali S ojsiA
E. colist 8384 25 S3F9 dAAAd ug Bn
(typical HUS)7} QI ol Fo] HApst Subs)x) ¢
T HA¥EHA ¥4 8% FFF(atypical HUS)o)
GAHP . 2oprlol HAlsh AvE HUSE ¥AA
d4u7za4  AHZ(thrombotic  thrombocytopenic
purpura: TTP)#% th& Wol B9k AJde]r] AAlsl
THEA &E HUSE TTPS 78% 4 gl Ao
oA & APFoR BE AHgo] Q). o)W 2
dMe WGl 284 85 FH T dg A
ol AAE Weldelg 2o sty Rasiunz}
i L=

80i2| o

|84 8% FFT(hemolytic uremic syndrome :
HUS)2 &8AQNYE, d4+87343F, 191 8528
FiEle FEZE UET ke ¥H4 8augad
2}ekZ (thrombotic thrombocytopenic purpura : TTP)
< ZAAYA Yo 2FE 4w AAF YBLY
ANY, ABEA 243, A7), 28 ddel 9l
T FFTot 484 85 379 89344 ¥iw
Fadd ANFE FRIAM, AR Z4e] B
AFHol A AL AN ¥aw iy iz
28 FEEHL, F4AEAL] Fade] o ¥ AF
A T4 A L¥Y 2% 2JIFoz BE
sk aEg A2dEs £ Agre] ¥9 Hasd
ol Zx A4 #FAA %7 N8/ T AYE 2T
dA EFEFEE Ay " I A¥Fos
BZe= Aot wely T AVE S et WA
4 ¥2% A2 ANEF-884 8% ZFF(throm-
botic thrombocytopenic purpura-hemolytic uremic

2l

syndrome) SLE H 27| @t} ojdox ¥AHA
¥ ¥ F(thrombotic microangiopathy)& Alg87) %
st o] WAAY ¥EEE S TTPY HUSY 427
ol9olx= U Vdo] PYHH T AW LS
ol glom LA W Y& FL YAAY
(small vessel disease)& Tt} o]¥l ZFoa=
AAlel B9ER] @2 HUSE TTPS 7dsiA @1
HUS/TTPoE ¥A|&teith

gaarA

HUS$ TTPoAM EAHoz #AARE A7
A4 PAEdEToIt. ¥4 fibrine

4E "ol A%, o, =&, ¥y, A, 6g, 18
A 4 88E HAHEE Aol EAAY B A
ojt},

Ao WEiHde BE AT} MEA(ar
terioles)oll A 24z ®Wle] AP, Lolrle] A
HUS 2739 3gdv Ay 2734 &3 BIYE= &
AL ARTA WHolth ALRA WEe U@ 9o
Bl Fot A WS M X A% BFo] YT ApA B2
AT WiZo] FolNe 27e R 2AEF
ZolA Y, Hi4, 894 52 B3 5 Uk A
ol o]zt B Zopr] FAleM BAIF HUS &
Ze el A FAHE 27 AAFARER A
THdH BAE A7) BFHE ¥A| interlo-
bar arteries| X F2 #Z5 ™ intimal edema, myo-
intimal cell proliferationo] FWwgt}. A}ga] w4y
e AR 2ZA(wrinkled)o] o™ glomerular
tuft’}t $1%513 Bowman's capsule® %79 9|
o AR AN AlTA e RAadRY B
Ao el HAast vivHd, #PHdez Haw
o dFANE gMI Gl BAEBT AN
HPgdez I Aok A AviEH 234 AEA
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EAYEEN oA Re] 2Fo] gl ZIATAN Y
Axst dojx Uzt Aze] A} Fibrin-like
material®] o2 ALTH WIAE ofzf g
wideningo] 23 XFIAAAM FHU=Hintima)9
Hl£ 9} interlobular arteryolld %4372 L u|F
(onion-skin hypertrophy)7t @¥€ck o]d WEx
Aol gasle o2 A APE A F(scleroder
ma), 4 o4 F TAAEuE mHEGAY WA 3Hne
phrosclerosis), 22|31 &E3}X= @GR Alo]E2 A
A3 tacrolimusell 97 NS4, PAAZAL o
A9 (radiation nephritis) $°} At

# el

B2 A oM dUo] HHARA ¥ idio
pathic typeo]A %t A @xtellA Ugle] dix
Ed 8733 a0(dAe B¥E TE, B, Sid)ol
Zgstn AR fFRelA FRFH 4ol Hiso]
A4 vAEINESE Yo ez Azed
(Table 1).

1.449

£¥o] FEEE AA UL e H4HE A
33 HUSe|] 4o} HUS #xt9) dj2&(F 0% °l
ellA zEln 49 HUSE dReA( 50% o]3h)
verocytoxin(®EEX Shiga toxin)& ¥¥|3l= E. coli
(0157 :H7)7F A&, 4Aleh #&o] & HUS
o] iIxE& HY 54 o]3}e] AotellA 7 23269/
10%H/d) 500 A<M 7 Wk 0.5%/10%E/
Q). mFe)A E. coli #Y Fol HUSY wige
o} 9%l Athe 237t Q. NAH, AFH Nz
Zolz gled 53] 6¥FE 99 Alolo] E. coli
O157 :H7¢] Zgel W& ul AAg @™o e
HUSS] =% F7igd. ol9e] 94d L& Shigella
dysenteriae type 1, Steptococcus pneumoniae, HIV
%ol UK Table 1).

Pneumococcus 4 Foll HUS¢] 248 5 )
o olufdi= EgaPelyd WFrE2 F F Jer
2 ool drt. dnfstd "ol Xl 3l
Thomsen-Friedenreich 3ol dig 371 gle
-r°l] polyagglutination® Yo7 |AY £8L Yeod

% 71 d&olg®. HIV 7ge]l HUS/TTPS €

o l'li' = rir

F3E—

o] 8 4 glon HIV zge] A#solA cytomega-
lovirusol W@ o4 X8 =2 valacyclovirg AM&3le
7 $-o) HUS/TTP$} vl5:@ Z40) e 4 o,

2. % @

Cyclosporine, tacrolimus, OKT3, ticlopidine, qui-
nine 183 mitomycin-C §°] HUS/TTPE #%
= 43Ad § ok HUS/TTPE &7 ooyt
= o]y A cyclosporine, tacrolimus X &9}
29 4 Aed olts APz YRNYAE
ks é’a‘# FERA7L i SIS FMAIIE

Table 1. Etiologic Cassification of the Hmolytic
Uemic Sndromes(HUS)

Infections
Escherichia coli OI57: H7 and other serotypes
Shigella dysenteriae type 1
Streptococcus pneumoniae
Aeromonas
HIV
Hereditary HUS
autosomal recessive
autosomal dominant
inborn error of cobalamin metabolism
Drug- and treatment-associated HUS
cyclosporin A
tacrolimus
mitomycin C
oral contraceptives
quinine
ticlopidine hydrochloride
irradiation
OKT3
HUS associations
pregnancy
solid organ transplant
bone marrow transplant
malignancy,
systemic lupus erythematosus
systemic sclerosis
Sjoegren’s syndrome
poststreptococcal glomerulonephritis
membranoproliferative glomerulonephritis
Idiopathic HUS
with recurrent episodes,
without recurrent episodes
with complement deficiency
without complement deficiency
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7140 434 Aoz F&83 . Cyclospo-
rine F93 A} tacrolimusE WA e A9 &
Aol ¥ 4= AT 3AHA 4 F= Yo
Ticlopidine: HAE8Z 8NN ALg3d= A9 1/
1,600-1/4800¢8) ¥W=2 HUS/TTP7} #HA@H?,
Quinine< Ad4 HUS/TTPE ¥od + A3 qui-
nine-dependent antiplatelet antibodies?} 275 o]
o] Edo] ¥4ARE HAAY 3oz FZHI Qo
¥ Quininedl &% ALAE quinined FVIT ¥
Fagolvt ¥ $Y& A A 3ol
Atk

3. M AFmMAA

4N E= B9 Fof HUS/TTP7F 24T 5 e
¥ estrogen®] ##d ATHUde] EF dAHd F
ATt AA Ao A HUS/TTP AL 1/25000
el W A7l AN =27, 37, W] = B9
Fo] RFoA wHAE 5 YO YA BALY
TTP/HUSE d2u32ZF3 $d JANFEZ3
ZEze] Faslict

4. 2t 7

43t7], A% ez YA 4 @AM HUS/
TTP7 28 & Uit FgAle ALEz FAFH A
mitomycin C, bleomycin, cisplatin $°] d3€rt} o]
9o fAAHoz WASE= AR4 HUS/TTPE Utk

5. antiphospholipid antibodies, 7|E}t

Antiphospholipid antibody %% @A#olA #A
A 3989, AW =& FH) AF, 22 ikl §
uEl=d oW HUS/TTPZL A= @t ZoF
(scleroderma)ell 4} A FuA 38l A  antiphos-
pholipid antibodies $1°] HUS7} 24371 %},

f@MoA

1. von Willebrand factor—cleaving protease
g4 2L

von Willebrand factor(vWF)E 8ol o)A Z oA

wWEolAA vWF multimers24 ¥ eox ZA5}A

g E3A @A o] vWF multimers7} HA A

larger multimers7} =& 3¢ A4 Afels 8

el vWF-cleaving proteaseol 2JsiA A<
27)¢] vWF multimers7} BHEjQc”,

TTP #A¢] ¥AY YPolAM unusually large
von Willebrand factor(ULvWf)2}i E-e] 9+ larger
multimers7} HZAS=H 9] large multimers$t TTP
ste] A@Adol AAHQFE Y TTP #lojA F7}
¥ ULvWfe ¥488 843 AAN B42ue 88
el &7 Aoz d#HFYL TTP §AbA
ULvWi7} Z7kshe A2 33eA EAgls vWF-
cleaving proteased] @A4=7F AAHE A fUA
U Zadte A F-be] A= da FHHo=z
vWF-cleaving protease®] #AHx=7} Zists B
gl o] fAie] BAEE Folv Ayt FAs ¥R
Q. gty TTP BN o® UU)EX
o] #Aio ¥AEI FA2IFAY EAsH geodw
larger multimers?t AUlolA F718ta olojA ¥
A% 34, 8449 a7 JehA 99®,

azy e 7oA TTP7 obd HUS Aol A
vWF-cleaving protease?] 84%=7} 234 T &
A 29 AT Fn A 21N vWF-
cleaveing protease®] BAE7} AAL BHYoZA
HUS$ vWF-cleaving proteaset #do] A& Ho
2 35049, w2ty vWF-cleaving protease?] &
A% o7} HUSS TTPY HolFoz AAFHUA
gk old] didixE ¥F A7 AHAE ¢ XHABolok
& A P

2. YEmME &4

HUS/TTP @AM ¥asdo] 4318 AL o
DUTAE &40z A% o)A wrgolgte 7Hd
o] At BAUFAE &4 AF S0 o I
A &4, dgFLo % &4 83 mitomycin
C T Alo]22 2% F9 480 9% &4 F o
g 714 dde] AAFHT Y,

AA7A = H7EEL9 HUSS d#4e) 713 =
2y Y8 48 HHASE E coli= oF
o] FEAd RaFe] FAsH AEXE HIed
o] FHAoNM MAZL dojun, E. coli O157:H73%
Zre] verotoxin(Shiga-like toxin)& ¥-8|3le FFE
A E4ANA £94 dFEE ded 9g =
271 AeFANZ Sol7ld EF 71wl BAUAA
X £48 Fof HUSY 443 3E dor) Ver
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otoxino W@ glycolipid 48371 AWML &
Azt Aol gAA dxn AR AR noe A3
Bo| ol EAste Aoz dAA AW®. A7 F
AEAd AN FHNIAXI FJHHoz &4E
Fe A ol = A X ¥ complement fix-
ing antibodies, antiendothelial antibodies, adhesion
molecule, IL-8, neutrophil chemoattractanto} ¢}t
33T AE Tog Udd &4 2% F 3ok Cyto-
kine©.2A TNF-«, interleukin-1¢] HUS #=x}efA
shiga-like toxin®] #9I3H= cytokineS.ZA] @A
o}t okEolu} FYo) o HUS/TTPAME E3F
A=A 9} autoantibodies’t YAHI = Tk
3. Plasminogen activator inhibitor type 1
(PAI-1)

Plasminogen activator inhibitore =) fibri-
nolysis component® &3l plasminogen activa-
tor, urokinaseol ¥ 9 AlA (inhibitor)elct. & =
' AFAYY dA18 L3S AL B
ot 71-e] 3= ol PAI-14] oA ¥
Aol AARA FAY FHoixy| @& HUSI 24
i 7Hdolt) Bergstein o ofslA AdAbsl -
® Aol HUS &xl9} YaZdol 4§ HUS #Aldl
A PAI-1¢] Z7t3ke Ao HnHYL = TTP &
Aol @Al A PAI-10] Z7tste AL Halagdg®.

4. §2E oqF eIXte| 2AE

BAW 3 (aggregation)S AYHOE JA3}c
Qzte] Aye] ¥4 AL ¥o7|7] wEed A
e FYsE A 4925l zAE F dd
£ 7}4do] it Platelet aggregating factor(PAF
p37)7F HUSS TTPAlA BASH7E 3Pon da
% ¢3¢ 9As= prostacyclin® ABAdo] B AE
A BagHE RIE Y,

5. fEE 20

HUS #x19] ¢f 5%ME 4944 ¢4 == €
Hoz fAsd AIn v & A4F
oA linkage analysisd complement regulatory
proteinsel] 23 QA 19329 TR JUti=
B37} 43 serum regulatory protease$l factor H
2] E¥ol(mutation)7t A7) RE M) diE 2

27h A,

4uEY

AArst B9 HUSE ity dipt 4849 ¥ 1
Yol X 149(HF 15Y) Foll 2@t mqEE
F4 S£YA4NEY E29 #F2F, YuE FHse
B4 NRAol AYH Y4xAoln 7Y, &, F
g, At 5o Azo) Futsy|® 39 FA(L 10%),
EF T AAH F4o] Yehrix @k ARA
9 7|1Z+e HE 1FY A= A&Hrh

A7 AYEA g uAYAHA HUSE 357
ol% Zol9} Mo &3 TS Fgo] HFE
AstA SAGT SaHAINE A FdelAY ¢
o] 9ix(1-2 g/day), cast?} TEHECh of Wl
M FARA7 FasDn, LA Bx EE red cell
cast7t Atk AANFEH Fursle] A= HUSH
7 Qo) ejol2dFEF(fetal distress), &Y, 1Y
2 yay 89 $nFelF(ek 30%)°] Fukdrt

HUSeolY4 TTPE shite Agyez HYW O A
AgadZA 8408, @ 8428 2%, Q@ He
£ A AdAegs 982 ¥ A=Y 84
ARA @ AARHY oY, @ do] AFHY I
Aot} o]AdlE ol RE Aze] Ty ¥as
2

2

Hode Anges &44 8% F 4
HABL2F3 vAEAEFTY 88YNEY
dol= HUSE A3ty FagsS Al%st
o] 23F/x #¥IP. e YFrPozME
223 347F0) Fud 4 Aok

A£7¢ 29 uAEBHFAY £HINY, ¥
, 2P 25Fo] 2T A
F4 S3A4NE e AR o S8 HE] o}
Yookt H¥T fragment(schistocytes)”t T8
Ao PRFojol Fh YR [N HEF
fragment’} flt A$x= td HUSAHA 3EFHE
ol At HUS7F whgxleg Asx @A A4He
A%z B F Qo

Aoz WY A LelFyle] 718k hap-
toglobulino] Z4%t}. VA9 lactate dehydrogen-
ase(LDH)¥ d¥x oz Yol F7l3=d LDHE 2
G E 83 XE &S HEUdE ofF F8
ok, daw BAFe B%oM adEPch PTH

e e B o
o |d
(h

T
p i

Br
S
iy -
e
oy
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PTTE: Wi & AAolx fibrinogen® coagulation
factors® A4elth. g4t FAA, oz Yl gy
o] F7h7Ix @t

g

ARA F9 4AZAL HUS ol8dx o Aol @
A= o8 F@PBol: systemic vasculitis, AT
e, WA ¥ YgagolF(disseminated intravas-
cular coagulation : DIC), postpartum acute renal
failure F°lt}. DICS} HUSE 437l oy
HUSe|M+= fibrinogen, coagulation component”}
Adoln PT, PTT7F A4 A9 g}

X 2

AAE AdEEs AYHA HUSY XN82: 9
T3 23 F9 BEH A&7 T30, B5%Y @
M BEH ayviozy B Bz A=
Holle AAY 4% 38, £99 A4 A8, 28
43 He] i A=, W] AP AL 48, 2
g3 AA3 B8] Faslr

Al 2% HUSE AR3A ¥ A9
E7194Q AfHoez Y3y AILE ORE ofF
WA ARE 2AFF®. HUS T TTP A}l
Al A4S SEIH ARE dHol QA= &
o] AZFAHQ FAol A¥Ae] ofHuz dig
FhFol AR ol 4R 5 FYL I}
Zolofgl

1. fsags

YR aPee §xe ¥HL AdAZoz m@s
o Wawe AHE 2U0ZAN WA S8 FiA
713 4L 3AA71E Bdelth Rock $79 A7
X ¥u ¥IRBEL A= Agd ved @
A% F¥e AR &) Zz 78%% 50%
o2 WFIHES o F& XD AN AUk A
QAofA LA HAYHQ HUS st AAA ) A
ol e AN F2 ALHY oF7t BFE A
Dol N1FYME dF &J FFWUL Lol
o 2T AAIs BAY HUSE g Aol 83

AL AANE F Joy FdFer 3HFY] o
Bl ¥gugsg dudez AAFAE gttt
Streptococcus pneumoniae g ¥ TAF A$dE
A4 @AWl e Thomsen-Fridenreich 3ol
g A AT ST 4¥e fUdoE ¥F
Age F71A 8t @& L SFF Al
TTP-HUSY W@ o] HA43A & FHx
HA AFEal UFe] g Age= Age] HE A
e E¥ngsS 39Y v U

ugse] 71He AN FUAT 495 #
AAA dFugEg AAEY von Willeband fac-
tor-cleaving enzymed| Eo|zeoz L= =73t
A7d AA=ED 8P| TP von Willeband
factor—cleaving enzyme¢] RZEE7] o&o] v
Aoz Z ¥Ae] larger multimers7t A4HA &
o} HUS/TTPE Z3AAJe Aoz AAAR lck
2y FFuges AANE o A E AAsE
Ro] FAPA ofA NM AL Wol FFHAAM &
A28 REHA Aol TAHE AUXNE FFo ¢
Y =ojok =Act Ticlopidine ¥4 Fo 243
TTP-HUS =& A2l A Escherichia coliol 2]3fA
LA TTP-HUSOM dFndee] azrt givke
27t Qo

AR AFSY vld AAEs Y29 St
AR §8e] oA WA AAsEd F=2
8% lactate dehydrogenase(LDH)?} A43tg w7t
A A&k Ao 7-16Y7HA] ARAnPEL
AAjsted N8 ARr F& Afed AR3EHA F
43 8% LDH7} 3353 o)lF A% FA7 FA
Z718le A7lse] A sAHE ARE JP,
A7lEe] Adoz FBEHE ALE AT Be 3
Ao A 27150} A&HoZ FAHALY n¥Ye] A
48 4% AF"® Waw 7 FAAsD ¥R =
g&e MEE ZdusteEd o 1/3-1/29 FAA
R JFE FL2AA Wie A g8
7t ZAERAY 8834 digE A4 ez
Fo e BHo] aTE?,

2, dMEEs

Sl A AAEFT S AL @A 2F
Hol glE vWF multimer7} ItE Fo57] W&
i g3 P WAL o PPYAAA
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TTP-HUSE o 43 4 gl7] W&o X8 A
7} @4 Holgtxz 42]A {1t} Cryosupernatant plas-
mag FYd}E= A9 % whole plasma® F935h=
ASstE & Hojx ke nust AP

3. 7|t =

Aspirin £ dipyridamole2 9% Fd3e AL
A elx] R3li BARuPeo] HzHoZ ALY
4 91t} Prednisolone 200 mgd F&s 7Sl
£84NY el YA FaFo] YA @& F
$o] a7 A= B2 YA, Cytoxan, vin-
cristine$ A3t &7 Avke Bt I,
FAA e PSS 2 AAFAY AF AP
He FAAN AAPdE dRE oy od JE
Bz ayg BE fAo HLsrlde o g 47
A7E AAHolol @ Aoz Algdrt

4. 'é";P/HUSQI T X200 XNEdE 20l=

ok 10-20%°14 BAARS WHE-& Holx gAY
BErRozgl g BolA sHed oy# Ae:
Pagse £33 35 232 F7/HIIAY ayo
supernatant& 83 ol o] ) odx
vincristine, intravenous immune globulin, ¥}33 A
<&, heparin, corticosteroids® Fo3lE Ao] E&o|
g 23% Q2P Adrelapse) ANEE F
E3A 309 olFol HUS/TTP7t oA A= 7
48 i AR A8l F g7 AIME A
+ 19 Alele] 2= 7} %} Canadian Apheresis
Trialol A 63% ¥AtolM FHF A3t 109904 36%
A7t ARsAcn BasAc?. o HUS/
TTP @A 87 4R Folx AR A&
#<l %3(CBC, LDH)°| ¥ &3t} HUS/TTP &4
A A 7o) EHE Fo| uFAAEE
AN A Sl Adol dAgdE BaE I

oll X

AAlel #FEE HUSAAME HE Fysies A
A8 Bz AAHAM(bowel infarction), A% £& o
of @Al AW Agode CAdF7r FA o
HUSS 9 5%°1A A&HA n¥de] s of vk

ANA St AFEA ojmgo] FAaHA dch LW
%ol Yo ¢ o A B (Fx7|e] 10
g o)) AR dFEs F2 Pk dAg #de
HUSOIAE Ago] 1%0.2 BT Agolag
2 Aol Adge F 10%22 F7H.

Artel BAEA gE vAY3A HUSAHAME A
32 HUSHIA Hoh AlgEo] 15-30%2.2 F7}38
o] THYARAL 20-30% T ALEL o 25%°]
o} f#AXez WA s= HUS(familial HUS)E 27
ArHoz AP 7H540) wov AFd L&A
¢t 233 mitomycin C9} A3 HUSOIA Abet
2 o 50%e dert
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