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TMA (HUS/TTP % &) O BRHHLRE

Renal pathology of thromobotic microangiopathy
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(=471

Mg N I AE 52 (thrombotic microangiopathy @ TMA)
(X, BRI MV, NI RE A M L, s
FEH D 3 iz 9 2 EHETH 5. M7 TMA (3,
ADAMTS 13 TG 1E 2325 Ik 9 % i 4 i /)N A i A 44 45 B
(thrombotic thrombocytopenic purpura : TTP) & EE I X
2 VA I PRAFRENE 7 (hemolytic uremic syndrome : HUS) C
Hb, LL, TMA 22§ 2RBITIISLIRGIEEIE
N, EMEARAZHOREOIIRSHE LG b S0,
AHTIE, 2013 4EIC ADAMTS13 JEEDE IR T 2 TTP L&
H#E#RIC L 5 HUS, Z1Sto TMA @) BIHK O] S 2>
7% TMA Z BRI L 72 D % atypical HUS (FEHLEI HUS) & &
#L, PWIERER S N, TMA 3% C DBIBIC LD
R I T 558, TMA ICHGE T 206881, BUME oW
BHINEAREE CTdH %, ]S 2 DJFIANC X O 1A N B e A3
FINS & TSR S 4, B MR
WA 5, kI X 2108 DAMEZ EVBRYRREIC X
ARIMER IZ M LIS IR M2 & 72§, 2 L TN Bl
B, F7iikeic X 2 mAEPAZEIC X D fidhba s ot 3
%,

TMA DJEERAT BB/ o P B EbE 4 & ifivik
MBTERICRHEO T S 11508, FEBRICRIME 2 b 22
B4, Fldikeb Ik DD TIE R 74 7Y
YIMEDLG A S H 5, BIRATIC TMA RERE 2 b 2 winG
ThH, EELATRCRUNMAE N B R E s Tk D e G 2
BT 2841213, pathological TMA (I TMA) & L C
TMA IZANTH ) 2 Ea3% e,

AFETIE, 245D TMA IHE L 7R BT L2 368 L,
TMA IZ& F N2 FREOREIC O W TidhR 5,

*HARBERAEBIEARE [ TR

£ TMA OD4E

1.

2.

JREENHEIZIL TWBHD
1) R
a) EESREEY
b) FiAIRERZ
2) BAHEROEESE
a) KR
b) X%
3) ADAMTS13 SEIEETE
a) RN
b) XM : BEMAESE, EFFHRMK (ticlopi-
dine 2 &)
¢) Cobalamin (Vitamin Bo) RHRE
d) Quinine
EERICEELEHD
1) HIVES&
2) BlHER tFEE BEREECHESDHD
3) BHERE
a) FEEEmEHEEE
b) EiHRZEE
c) MWLy =a—") VHEE
4) FIRESE
a) HELLP fEfZEf
b) #ROEFITE
5) BRRREE
a) 28TV F<Y M —FZ(SLE)
b) Y v EEETALERESE (APS)
c) EHBmEED
6) BRICHESHD
7) BEsmEY
8) VEGF [EEE
9) ERICBVWRKEMEDED
10) DETREDOHD

) AFTIF 2013 FICEEFRICEL S HUS, ADAMTS13

SEHEZERO TTP LA T, MEEEPEESNERED

FER DS HIREEZ RN Uz TMA ZIEHE HUS &

EHEL, ZHEEMERINh TV,
(xmk1, 7 £KD3IH)
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1 BIEMN B RS EAE (RS (disseminated intravascular coagulation : DIC) DJREFFR

g‘., J J’ 1 - | . “‘-@ -I .‘”I.I A = I- _'- . - \‘ = it I-E ‘
B i RN Y oS E g e
et L \W e T R ]

d __'_'-"'f-"-\_.,t., il

a~c : PAM 3, d: TPAH $, e : fibrinogen DHERE, f: CD41 DEERE

TMA EHERITREHFED—DI(T DIC 1'% %, DIC [FMERN TILRZREEEHRISNEFEI DFFIEICEE(LS N 2RET, BRIE
FHMERNIC T « 7 >INt (a DRED) B S, BENBVNGE LR DR IEH/NEIR (@ DER) ICFE TR REIEDRERRE
AT EBUNMIZ DR (b & c DREN DR SN, TNSOHUNNIRIET « T Y ERET % TPAH L& (d DKED) T fibrinogen M
FREREHBE (e DRI, MIMRERET 5 CD4A1 DREREDEEHZRITHI N FDERR)T, 747U VMENEFETEHZ I EN

s

TMA ICBIEEN B EEEE

1924 AFICFEEL, AL, REERfiieRE B L CHE L7 16
%2 Ve DFER] % Moschcowitz 23 TTP & LTI THRE L
=Y, FIRBIC X D DK, PN, B IC e 7Y v
IAEASRD 64, B 2 OMEDIIMRFERTH 5 2 L ad
RENTW2Y, 1952 4E121d Symmers 73, TTP O IMFEHZE
IR LTTMA &) RG2S 2 L2 IBLTw3Y,
—J7, 1955 121X Gasser 525, AMMEEIM, M/MEAD,
APEBAaE B LTI L /N 5 6o B A AL %
HUS & LTt L7z, $TICHE SN T WA TTIP & Bk 3
MELT, MNRICHRL TS Z &, &flaRrezs
LTw3 L, BREBIRDRIEGENIALN TS I L%
HIFT w2V, LA L, 1958 4£1C Habib & DA & D
HUS I3 AICHFIET 5 2 &, BIMEREDIES DI XD
HEEOREIIZIEFIETHS I Lo, MRBRFNISHUN
MEREEZ 2925 KELffla s LT, TTP L HUS Z TMA
LIRS L RRIBL 729, BIETIE TMA 13, ADMTSI3 %
PEDFEW L 72 TTP LEBEERIC K 5 HUS IS Z, A
HR DI X 2 I HUS 2 & T RINOH & 2> Tld 7z

WIEIR HUS, HK O & 2272 38401, IERBEH, 25k
1) 52 b —F A (systemic lupus erythematosus : SLE) 7% &
DIBHEEE, MR AaRE 4 & & £ X & R B % alff
LTw3 (R,

TMA & B4 I & A% B GE 1% &£ (disseminated

intravascular coagulation : DIC)

TMA & 01§~ & HE L JEREIC DIC 23% % (’1), DIC
EAEEIE, VRIS, BOihE, ERPEEA SIS E
75 BEORE LR FRIC & O IS N C IR e 68 S I 03 4 B 1
DOREIEICTE L S N AIWETH 5, BEENEED TLE &
ELITHUARIEME O TUET 2, 2FOMUNIENT? «+ 7
U VMRS S Al s 2 & 723, 2h T Bl
Mlisas & 72 5 2 &35 <, BEER - /MR A 2 X 0
LR R b BT 2, MERAIIC U NIE N D 7 1
7 iRz R E L, BlE ARG E Bk 7 2 7Y
VIMAEDTER I 1S, —77, TMA O IR IEIEAR IS (X1
WRIMFETH D, HIDHETTT 2 I hE > THlvIMRIRE 12 7 4
7 iRz B8, 74 7V vilikeE £k E T3 DIC &
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K 2 TMA OREREOSEBEZELHORIERR

a, b, h, i:PAMZE, c~e: MassonF&, f:CD34 DEEFRE, g: HE R
TMA O BRUNLEEE B RIKAESE (a DXRED D EART, EREEEEOEREZERME ENEN, BROEOELE U TREBE
BELEHSEND, BEICLD, RHICIIARIMRIERHEERENSHEHE URHEREDO S E2RH D, MEDEMA (b DEH) HFRH
%, NEMRDEKX (c DXRENHAE SN, REICIE Masson ETHEO MM/ (d DX ORBEICHITHRKRED T « 71U Ui
HEEDH D, TMA QM IFIMRDERTHZH 7« 7YV EHEEL (e DXHI), © LS Masson RETHRED T 1 7 v Mig(e D
KR)ERBHBIEDHE\, CD34 DRERETHREMIEZRET % &, REEEHMEDHEIHERL LT L. TMA OREREEMIM
BIEEENBIVME U REBERED S OFHH (f OKED W, REEAEEAL TWSHLEDERR)HFEELTWD, FHEROERK(Q DR
MbRSND, ARMREENS D REX Y VX0 ARBFIERZE (h OXRE) 6RH 5, ARMARESICERL T, RERKME i

BELHRID, FSGS D _ERMEDENE # > DEHRZE (| DK OB R 515,

WREENEAZ S, L LAaNS, MFIFEEL Wiz
2L 570, WETRO AR S OENNIIREE R 5E603%
<, HIKFTRZ T 0HBET 208035 %, BEENICIE,
TMA and coagulopathies D—HDPEERF & L THhbir 55
&b d2Y, DIC OBUMILIEIE, 74 7Y v ERGT S
TPAH %45 fibrinogen O HE QA 3T, /M2 R 7E
$ % CD41 EEVIIEK 1~ (von Willebrand factor : vWF) D §tfi#
RaDBIERIE DT TH %,

TMA (HUS/TTP) DJREFF R

JEPNEAT T d 41, TMA DIRRED FEA I IE D P B
Nabid T d 5. Brlisz B9 2 BRI, SRERAFBAINE
PHINEIIR Z O IS IMAERE DFLE LR D, ZH5ICH
TR DOERKIGH 5, FEOREEPRGRE, JRAD
HEIECRPE L O REL 2 HIWT LR Z LR T 2, TMA O
R, BN N B O SEREE &, 2 0ot
S L IXBIEBEINC T THEZ 2 LHEL LTV,
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a, c e f:PAM#E, b:PASZf, d: a-smooth muscle actin DHREFEE, g, h:EMGHE

FEE(C & D REEERN S BB LU CARMRTICHERRERN RS N, REEERD ZE(L(a DXRH)Z

Do FREFFIRHRRIEE

HEEEHLDEFERLTVWSED0, BX(b DER)ZRBD D, IEMAREENSHE XY YFILABEORIGE U TAT Y XU LG
FEMEIRZ (c DKRE) R/ B, SEELA Y VX7 A% EE 9 % a-smooth muscle actin DEERETIE, BEXY VX T AMHRA
DR &, REEDOXAY Y X ILABADXY Y F 7 LM OXKR) ISEELERD D, XY TV LARMBRRICEMNEDBENE
WEEIE, HBEIEORILFE (e DRENMFEHRIND, DEIEBLREF OXRHE) ZERL, BHERZELHHWL, RUIXVEEOERE
BRI N2, FSGS ICHEM U Ry~ v EENIC ERMRBOEER# S DEHERILFE (QDEM) RN 3, BIRRELNSERS

Bl o~V EREFI(C pericapsular fibrosis % W\ RERIAD EBER (h DRED) Z528H %o

1. RIREORERMR

1) 2HEEEHE?2, 4

RERARN M, BEIC X b 2, WEMEo
R, (REFIEERNED © Offft, M2 E & IS
WEDBARZ 589 5, BAlIME OWNBUEHME L, WEZEDNE
B D54 1213 bloodless appearance # 29 %, Z D, PAS
2> PAM R0 THHRIARETH 523, MBI D~ —
A —Tdb % CD34 % CD31 DRIERLEIT) L b h T
W, RO BGIIEREE IS XD, UIE UIESRERIRTER 2 R Bk
HEBMIME NI TR & 727, o iggicid, @
DIETEBR Tl Masson Reftlc X D RAIc it I 5 72 ]
MLPT 0, UL, EBEFICE LT, RIS s

HORICIRY 235 5 2 L, HRNIC2GRELLRDOY
BT ERDMAT S N\ 2 L2 5, EEICIEh B X
NZHEIEH F D EC R\, TMA O IR IR 2 T (4
THHD, 747V VHIRET 570, MVMRIIETH 2
D7 4 7V VIMETH 5 DD XBNFFERI TR EE A =
& D3% >, TPAH B0 fibrinogen D FIERREGIC K 37 4 7
U Y DEES, CD41 % vWF etz X 2 I IMR O FIE I &
D74 7 ke LRIz 88805 2 5 3803h 5, N
FeAlEbEE I X 2 IMEEREGEIC KD 740 7Y v EED
MBS DNBHT 2 2 L1 & 0 SREBRIRMTEB 1R EHRE (2 7 4
TV oW ZERD D EDNH BN, MERTASNDS L
9 AP OO RIEEZLIZ A S kv, £, REZRK
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X 4 TMA OEBHEFRR
a, b, f, g X6,000, c: X8,000, d: X4,0000, e: X12,000, h: X7,000
NIRRT IE, BEINCARMEOZEL WEX(a DXENNRES5N D, RERETIE, BRUAEM (b O%E) OBIMNES5h
%, {REGEETIEIARMIE (c & d DYCED) IFERL, AR TREIFERL TWS (c DK, RO foot process O effacement £ &
5%, FAARUZAETICIEHMIlRERE dORR)NESNZ I LB D, BESINHNEMIEEZE T 2EMMELRICIEM/IVMR (e
DOREMPT7 170Dt (e DRR)DES5N D, TMA OISR ICIFREFIEIFE U <ML (F OYED) U, MBENAEE OEMNZE # W
REFEEDIEE (f DKRED) ZFH Do AT VFTLBA (g DER) CHRENEEOBMNZ FWREFEFIEEL TW5, BEDORWIBMT

FREEFEDHARZFBD, X TV F U LM (h DRR) DEINZEHES XY 0 LABEEREZFRL TW5,

e U CRERBNICHRIMER DR 2R D 5 2 L b b 5,

—J7, WEMIIEBEEIELR LT X 4 > X7 A GHIR & P
IND, AY VX LHEOIFERZACHEIRLD BI5E X
N5, WS I X D N MIESEEEICHART % &,
e LT A Y v X 7 LARLE (mesangiolysis) # 29 % Z £ DY
Hb, I, EFERET LV THS 7 v b Thy-1 BRIC
A5 LIk, AV Xy AMEOERENEEIC X D]
SR INDE—RMED XY v X7 LFE L 135 - 723
Thh, WEMIBREECFHEESNSE KIED X4 X7 4
i E LCXBI LTI %,

¥ 7z, WEHIREBEE S AER LT, SRERME Rl &
T4 DRETHD SN 5, LEMINEREE I EEIC R 2 & H]
IRy Hi P R BRI (FSGS) MR D 73 i PEIR 28 2 T L, Il
WINIZR 70 =L L RVOEEEAREZE) 2 bbb
2%, MVNBIIRD MR I & O SRBRIE D MHEAE L CET L
TG A IIREE DO IR A DI T & 22 D, SRERIFLREF DD
JE5> wrinkling DS S 11 5,

B EMERIC X 2B, NI IER LA S

HET 2, WEGNE & RBRIAFFREE O I3 IRIERIC 2 D,
WECTIEDBAR L, RIMERSL MM Z: E DA, 74 7Y
VORISR X Xy AADBEIN S, £, RoR
DA E D REMIEREE b A5 5,

2) EHEER(K3, 4)

RSN 5 &, ARG & L TEERER ) < .
FEE SN R S NBES RIFCH UL, FEEHRIZIZ
FIEEREBICRIE T 2, L L, NEMEEESEET
BEEDRHER SR WA, FEasd b TR IZE
T2, ZRUNZ, GlEOuEe, BIRMEREDLS R —
ALHDHE TR EMBEEY T ARTF LR 5,

PRI & b AREEERIR B D © MREE L 72 NI T I, H
HNCIEARIEC & - 7 I IRIBERE ST S 1, AR5
@ Hil (double contour) & L TIN5, BIRKL 72N
T AR S ER L ARBIHE RO R 2 5 5,
AH VX7 LIRSS & LT XY > X7 L1
WA ALND, HOIREREDZ L L A v X7 L1
THPEIRZE D> 6, Wb W 2 IRVERTE M R BRIEF 28 (MPGN) Ji
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:"n N A Rt iy I. : '
.*..:Sc.l:k- L U

RS R, / :
X 5 TMA Of/NENRDAEEEROREMRR

a:HEZE, b: Alcian blue-PAS &, ¢, d: Masson £&, e, f:EMG3E

BROIEELZAKEIC A D REYEDEE L (a DXREN), mucoid intimal hyperplasia & IEIEh 2 ZE{L% 2 L TL 3, Alcian blue PAS
FETEFLDC REYE b ORI IEK DEBICRZ, b DRREIL, BHEZMICLZ2MBEAENITE U LEFEE#SIEELZE
RS, SZREUEZ(E#V, BETZ2BRNEOARIEERL AR (c DER)NEB> TWd, MEEIMIME U N BIIRIC
&, SZEMEICIEE U 2BARMNEE (d DR PHEFIEE UL IET7 4 7Y YOI UIEE U 28RAEE (d DER) 2528 %, IBEURE
ARAIBEIC 1, BIARREIEMEIRZE & IEE7%2 D, elastofibrosis % 586H TWRW (e DR, IBEUEIRAIEIC T « 7Y >~ O DKXR)

ZRDBEME H B,

BT 5, 20X HRIRETIE, FEEHIMHEIZ
LWwigé, BEERERE LD, SEILOER, REFDHE
R 6 A% X7 LIEORM, 73 EMERZE L LT
WOR 2 5%3, IO ZALDTRGRER] I, RO I HNE
IS 2L, BILL7ZRBRRD R Y < v BRIAFC R Y < 5
PRI KRAMEAL DS 2 1, SRERIR & 2EitERILICKHE D,
HRERIE B LANER § %,

2, MEDKERR

1) [MEER(XS)

ANERIBIIRL MV NEIIR L L DR 2 Bk L LT, AEK
A &[RRI AR N BRI D IR & B N IPEDBIER, % i
X B IMEROPMEPBIEEI NG, FEENEEDOSS, N
BT D L WBIR EIRIIRZ IS > THIRIEZE ISR
MEL, MBS D72 BT 2o A a4 FEYE B3
L, mucoid intimal hyperplasia & WXL 22 bx 29 %,
DITRZEDREIC KR S &, MENKOFEBMEDTEIZ LD
W~ DR DB, 74 7V YO, 7479/
A FEGLZ OISR 2D 5 £ 912k 5, g DNk

EPAZE L, AN L L TR ER AR IS0 LA 72 PR
ZI, NERBIIRD K\ L)L O L 22 R TR S
BOLICE 2, TMAICE T 5 ML D TEDS, 7 /NER
BIRL NV ISR EEINLE 2000, E-E )b
o TR,

2) 1EHEE (K e6)

ANERIBIIRD NI O FZIEMEZ IE, IREREHE & & b IE
JE U 7o WIS it SEME S L, B RHE 2 £ > Tl
DHROMEZ RT % X 91274 %, Z4% onion-skin lesion
v, M NEIIRO NE IR IC X D, RECH
BEHSEE L D BR L 7285000%, 2 O ICHIPERHE D880
AR S E RSB D, Lb WS elastofibrosis %
O CEIIRNIE D SRMEVEILIE 2 TR T 2, Z DFTHIC &
D, BIIRNEEIC elastofibrosis % {1 9 HEIEMEBIARTEA IR ZE &
g 5,

3. RilE - BEOZEL

RGN 12 13 5 E D65 PRANE B E B0 E o A
FHEENDH, TMA DBAICIE 25 ORUNMIE R DR
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K 6 TMA QOf/NENROISHEEEHDORERR

a:PAM %, b, d:EMG 3, c: PASH#E, e:CD34 DHRELRE, f: a-smooth muscle actin DEELE, g: CD68 DRFHE
INERBERONEOZEEZ LI, BEREE &6 ICBRGEZE > TROMAROEE (a DK ZE L, onion-skin lesion ZLT
%, onion-skin lesion ZZE I 2IEE U fcEIARAIBRIC 1L, BEEREDIENZH D C LR REMIEH, Wk 2D elastofibrosis &
HRWEIIRAIEDRHEEILE (b DK 2T %, PAS #ETH onion-skin lesion(c DKEN) #HBTE S, 22EB1L LIEE L 781k
PRI S BEERICE 2TRARBRERA ORI MNESNZLSICRD, MRHE UVBRRIMKEIRSNE I EHH 5, TMA DO
NENRDIEHEEIRICIE, NEEOBEZH#L, CD34 BEiEDONEIEE (e DERR) ICBONMERIEIUIMEL, ZOREZH B
ROFIEFBHD L S I, MEREEEIC a-smooth muscle actin BBEMEDVELHREORR) B RE5N1 2, BBE U LEIARALEIC I& CD68

BHEOYIO77—Y (g DERR)DEREERD B,

FIRBEM R 2 0% v, BIMMEOZLE LT, KlEREE
BAHLND, AMEIRMEEEGEE, ZoREICLD, £
FERFHICIRBERT WYL 2 DT, Z1 6 DRz ki,
PRAE TRV e 5 O FREE & 2 HEW 3 210, TMA 854
&, —RIICAHPHICIRMEREZ 2T 2 2 E083% 0, 18
PERE M PEZEAY 2 B U CBEAGRR BEIR 2 T2 4401 L 72 IR
i PHEOMM L ZzRD 5 2 L b H 5,

4. BHRREPERNEE

TMA DS IO IR D 72 0 I & 11 2 Rk g
PR, FEEBMIME AMEDME, BRShi
MO L, WEMINEESE O OHEED 7o IcfTbh
%5 Z 3%, BEEBMINE AEMEO FEIC X, PIEH
HAD[FE O 72 8 0 CD34 %> CD31 D e, Bz kb
FEILDIEN T 2 NI D vWE, tissue factor, PAI-1 (plas-
minogen activator inhibitor-1) D & Hett, FEEH O HIHLIE
Z 589 5 TUNEL #eth, BEROMMEEEZHET 2
Ki67 %> PCNA Jetii7e EDSEEHUE D 72012 fThb i 5, Ifike
DR DOHYE D 72 12 TPAH $4t245°, fibrinogen, CD41,

VWF DG qe s v 6 405, N ECHIRERS 3 o By (< B
L7oiRfE L LC, BT TMA SRR FIBEE o 25
12 & 2IEERHUS D54, FilkCHikoEIc X 2N
FEMilaEEOMERD oIz, fEr a7 votfitkofit
Z, C4d% C3d ZEHdHTIT),

atypical HUS (FEE2%! HUS)

MUNRIA, SIEE L, aEEEEE2 2L, SE#HER
B L 72 HUS & ADAMTS 13 761D #F I & % TTP BAAH
D DTN & 25T WIEFNIZIEILA HUS & 2l &
N2V, JEHM HUS OFHICIZ X X ERRBERE TN
23, AT SR I X 2 HliRRRR S o TR X 5 b
DDVZ DD Ex 5D B E SN T 5, GiRHIEE L
W) SCRBRICEAEREH 11TV 5 D55, MPGN Th 5.
MPGN O 9 &, C3 BHHES dense deposit disease DFEHEIT 1,
WHAEHIEHEE PR CEG L T3 2 EbhroTETRS
D, TS DPEETIE, REREADHIEK (C3) DA LA
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i I -

a, f~h:MassonZ$&, b, ¢, e: PAM#E, d:EMGZHE

- P

s 13 i
k - E

X 7 EMSMEMSZE (malignant hypertensive nephropathy) & BRERE TMA OJRIEFTR

BHESIEEBEDCREIFM/NESRE EEXRICES NS, BHICIEZE( OXH), B Y7« 7YY Oift (a DRR) & # 5 ek
ROREZRD D, EEINRIKEICRIBEICIE, RREOMEMEBOEAMBRS S DBITEHZ EAHICIETZAE (b DRED) Z#51E
TEMERIREFLEETRT %, M/NBARDIFZE (ZIEMHAICHEITI B & onion-skin lesion(c DEEN) Z T %, IEE U I iRHEMEREIC (X
elastofibrosis Z R VW T W3, d DRENFEMOANEERZTRL, RBREROHEEEShTWS, iV VIRERAHEREEICL 5 TMA
Tld, WEZMZOEINZE &S EPIBTEMERZE (e DXRHD) PR R ZRD D, BT 2 MR ICREHIETL, BE/LMEFOR
) OB ERDZ LS5 IChD, EEEHBCEOSNEES S U —EORERRIE, BUESMEEBRESE BOUHONT, M/NERD

RERDIRHEMEREE (9 DRED) P, REREDOMEFBEO MASFIRL (h DKRED) 2588 %o

S FERBEICR 5, T, AT I X 5 IR HUS
DEEITIE, B NEMEEEORBA SN S H D
D, —MAHiEOUE Xk T, EEETOHL 1R
BEYEBEs s nEINTe2Y, LaL, i HUS
DFERAIF X I F T, AMEREIC X > TEMMS~ DRI
HOAMIIRL 2RO H D, SBROEL 2 MRt uni
Ltlbhz'?,

BERMmE

MEDEED E5A (% < 1% 180/120 mmHg B 1) 12 k- T
4, L, B, KINE 7% £ OB I 2k RE 4 Ui

T9 2L EMTEEE L ERL, Rl e B ik
BEEIREE Sk I N 5, EHEEIHE (B 7) 13 2 ORREIC &
Fi, AFTIRMEE E, EESMAEEEYE (malignant hyper-
tensive nephropathy) & U C# 9, kSN TMA OPEE
FHCEEN TV 5, JWEEIZ TMA LHUTH 555 MM
BRI, FHENZREE, e 7 2 7 v ol zE)
WIRDIIE23Z D & 0, 1BHEHICEITT % & onion-skin
lesion Z TS %, MEJE L 72 BHELE NI elastofibrosis 2 X
VT 5, BEEAVRERIRIC S EITIE, SRERIR O I f
Dl AHHEINRD> © ORATE 2 T4k & U 7 AR BRIARSH
BT 5, BINEDEIEDS G, BRI X 25
WA BRI IRANE D O F A DS ZTER T %,
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LS

X 8 EmErlfaBiEk TMA ORERR

a, b:PAMZE, c:CD34 DRFERE, d, e EMGHE, f: BHER, X6,000, g: C4d DEEMMERR

EIMBEBERD TMA &, BORERO TMA &RER(IC

REF CHNBIRICARMBRREE 2380, REREORBEERO_E((a

DREDPZREA Y > £ ARBERE #BH D, BT 2 XU ARBEOBEL (b DR NZFDEXEFT DREkEK
HE 5N 2, CD34 DEERETIE, BEICKLDREEEED SERH LU LEMNE (c DRR)ZRD D, M/INEBRTIE, BHEEZLP
74 7)Y OIMHEZESERNEDORER (d DXRFR) PZEEDIER (e DXH) ZRH 2, BETIE, BEERREALMEIMREFEEE
MSEEEL, BERU fenestra DIEKR%ZEROH D, WETEEIFFEMEICHAL, REMETICIESEVWHTEEEROER(f DRR) 23
%, C4d DBIER%E REEFRE (g DRED) PERMASEMME D—2F (g DERR) ICBH Do EIMBHIEERIERZ D TMA O—EBOIEST
HERDEEEHRE S, chronic humoral GVHD DBIES L7z TMA DFELER T ZNENH D,

B EREE TMA

PRI I B L 72 TMA (K] 7) Tle b BHE S DU, 4
S ) 7= F—F A(SLE), R\ TaL M hE TH
2, BB TMA O] 2 H155 ADAMTS13 18§ % [
ORI X D ADAMTSI3 FEMEAE T 5 TTP & S
TWw32%, ZhBSD%  DEETIE, ADAMTSI3 iFifEA
RE» P EEDORTICE EF D, FiikbEEDIEIA
HUS & SNTW3,

1. 25%TYFY~—FA(SLE)

SLE &, RIEMINRIEZ fEb 2 if b IAENNZ & LT
lupus vasculopathy 23|} 541 %, noninflammatory necrotiz-
ing vasculopathy & b1, TMA & OFERIDSEEIC % %,
i AAEIAR /N ZERI BRI S0 7 a 7)) v iR D mas-
sive ZINEDIA S, MAENPEEE L WIMLZ2R O %,
WEAIEIE LIE LSRR L, 74 7V v olriib#o 57
®, TMA & DFHNICIFHOLTURE TREE 7 v 77 o ohlifk

DILFE, BT WM T electron dense deposit DINHE % TR 9
22 EDHEETH D, £, DHETIE SLE O 1 HIZHL
Y v IEE PUAKE R (anti-phospholipid antibody syndrome :
APS) AT 5 L INTWV5A%, APSICK % TMA ¥, 4
By PEREUAE S Sjogren JERHE E DA —N—=F v FTIT Kk 5
TMA 2 F8E S 5 2 L0355 5, APS TlE, SKRERABEAIME
WO D & BEIEHIRD ke £ THix DI L ~ LT
DIME R %280 2 DR TH 5,

2. 2EMBRE

BEVERPOE T BB RO T2 Z 7272 L%H
D, WMBEIEE 7 ) —X EEENTW» 5, ANCA B} H
MR R 2 29 2 IFEIMEER 7V - b i ST
WY, L IFEMTEERE 7 ) —¥ T, M8 N BTk
ISR L 72 TMA IC K 2 2B REZFIE T %, Sk I
EWEOBRICED L=y - 7y Ty - TVRA
71 YR systemic ICTWEL, FHAEMEZR2T 2,
DEIMED S S I AE N R 2 B UEIEER 2 5 <, W



1040

B9

BBER TMA &
a g:PAMRE, b:EMGR®E, c d:C4d DEXFMENMR, e PASREE, f h: BEMR,

TMA (HUS/TTP % & t5) O B A%

EHIE TMA OFFIEFFR
X 7,000

EBiER OEMEIARBERIEIE G IC & 5 1 B I8MEBHE R ERAE (chronic transplant glomerulopathy) (&, #E#ZFRIIC IXIBIERRD TMA
BzE2L, REEEEROVTAMDZE(a DR) ZHH D, EHEBHEIELE (chronic transplant vasculopathy) (&, elastofibrosis
HERHBR VR O BIIRABEDIEE (b DKEN) 23R8 %, Cad VTR AKICRIRKREEE (c DK & ER\EEMME (d DRR) IC
BHGRERDHTWD, 1 VEGF Hifkz BUWcAYEF OBIERDO—DICIBEFEN TMA DS 3, BHEKRZ (e DXRR) ZHL, REE
EEOD_E{(e DERM) ZRHZ, BEIETIIHNE TROBAEXTYFILABAFDRR)ERBHTWS, FBEOTLYFTEVIT
KD TMADRIET 22 &ENH D, RIKFICITRBERBEOVCEFAMDZE (g DRENHAESN D, BBEBTIEREENRSARWZ

EDRIFREMIDBINCERZROHTWNS (h DR, AT YF7U ABRICEFAREGOhDOERR)HRE5N1 3,

BRAIC IR S I BORE & #2092 & L IdNEETH 5,

EMEFHHREBER TMA

TG TMA (K 8) DJRFE & LT, BAihi Dk
SRS, A 0 E E (GVHD) TR D72 D AL
=Za—Y VIAEFE, BHEO GVHD 23H 1T 55,
WHHz X 2 b Dld, WK, BhH~1FRICHIET 2D
D% acute, % 11LA%% chronic radiation nephropathy & 3%
CEDH v, L FmEiE, EHK, BEEBETZEL,
HEAT I3 AR TR ©, BRI 7 TMA S (/B A 501
MPEEIZ &) Z b 22003, #EEEIICIE TMA %%z 2
¥+, GVHD FHICHE N2 AL = 2 — Y v HESE

Ik 2 EREES, mOREIIHRE X > Tl g I IS
74OV ARYHEIC X B TMA b FIET %, B A k2
GVHD ORISR & 72 D, FHRAIC TMA 2895 2 &
bbb, Any=a2—1) YHFERICK S TMA X, FEHlO
W F 7213 1k% T 228, GVHD D& EiflsE o mH
B E 2 a4 2, C4d DHFELMIC X D chronic
humoral GVHD 25B5- L 7 L B 2 5415 TMA b E(EL, i
K% £ L 7REOIHRSBETH 51,

BHEB D TMA

BRmkIc b, HERKIGEHET 27200h 0y =2 —
) VIHEIRIC X 5 TMA, (BRIt - 72 REE O
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K 10 FIRREGE TMA OREARR

a, d, f:PAMZE, b:PASHfE, c: BEMRE, X8,000, e: Masson

RIKMARFEZE (F glomerular endotheliosis GRIKEAREE) & Wi, REFEEED ZE{t (a X)), NEMEOER SIEM (b DRE) %=
RHD, BETIIAR TREOZEEZ L ZHESIEK, REREAEMIZOEKRY fenestra DR, XYY FILBA(c DRED), {RE
HEEBEOZE (c DRR) ZRH 2, M/NBIERICINE (d DR ZRHZZEHHD. REKEARMIEESNS DZREX YV F UL
BURIC & DAY VX0 ASEISOFENERA (e DK P, BEMNRBT 3 & NEHERE (f OKM) BRI %,

FHRIC X 2 TMA, 2MEREMEREOGIC X 2 TMA & L,
4 DIFFIZ X 5 TMADSA S5 (B9), ALy =a2—)
VBHEIRIC X 25000, AE SRR 11 5= N R A e 1
DIFEHT, EOREAMFEESBEEL T2, ALY
TP SOE DB A 12 1E, ISP MHC ik X 2 JiftkEd
HREH ORI & 2 WA E OB A D%, i
FIZ X 5 TMA TH 2 DPEHSISIC X 5 TMATH % D>
TN 270, JREDINIC IZEENBETH 5,

EEI%E TMA |

HIR L 72 2 v s = 2 — ) v BHE DS Bl EE > A
vy =7 zu IR EIC KD TMA(K9) O H %,
FROEFEGESEM L CTw 3 b L LT, BEEEOR
B S 115 VEGF HEHRIC K 2 TMA 3HIF 65115,

RNY A= 7 7% £ D VEGF HEHRIC X 1, 20~64 % IZIRE
M, 3~36 % I IMEDREIEHAHELT 219, g7 — %
1Z TMA 2R 2T I Z L, ST RIS TMA 2 &
LT3, RERMKIND VEGFE 13 R Bk Mk L fligcred: &
h, LR Z YA TERITS 3 2 N O EL R O H
WHAEMR L C\w5b, VEGF ZHET 2 2 LIk, WK
MR EENE RSN TMA ZFHIET 2 LEZ 6N TV 5,
PRS0 2R IS X 2 TMA O I L T
W3,

I EIRESE TMA

JEHR S fLHEAE (B 10) T, VEGF ZAETH % soluble
fms-like tyrosine kinase 1(sFlt-1) %> TGF-B OZZAKD solu-
ble endoglin 3 CREBICEEIN S Z L THIETO



1042 TMA (HUS/TTP % & 0) Oy AR

VEGF % TGF-8, 2384 L, SRERIRN B Ebe & 234 S
N5, ATl ZEED H PR b TER S 1Rl o Il
I ICBIE Y 2 22 &, EREIMEORF S S s 3
DO% %, HEPFRLIZ, glomerular endotheliosis GRER{A N EZ
fiE) & b>2")ﬂ%ﬁﬁflﬂ"]iﬁ?"ﬁﬂ?ﬁiﬁ\]ﬁ%ﬁﬂﬂﬂ@ﬂijﬁ, B, N
TREDFIRPARELIE IO —HL 2 RO

)

BUNIAE ISR ENTEE L, BN O P BB E IR §
5 TMA I32HERE B9 2, FRCEMIE, TMA o138k
@E’Jﬂ;ﬁﬁ%‘%f&)b 5T H IR A e WG D 5 4B U B IEA

KED MR TH 5 L) Fitkd o, B AMBEIIR
P Z DFMNALE T 2 RERAEBANNE D N Bk Z &
52 L%\, —J5C, AR 05 PRANE B A,
BEOEIMNE R % E, SRR AMBINRA N O IS
ITIFFEED A LN\ T L%, KRB AMIEIRD
N B I 2SS S B A3, KIS 20 & T8 L
7RG EZ 2L, WA TMA & L CoOREZR TR
T2 EDTREIC 2 %, EOTREIECRLEE, SR
PERMEEEI ORI Z AR, PRZHENT 2, TMA IZ
1% TTP %> HUS, JEILEI HUS JHK D & 527 TMA 7 &
% DBEEPEEN TS, JFERIC X D IREG PR
Wi 57, IEHERIFEROHHRZHEICIINHTH S, L
22U, JRET LD S R O IX N2 2 L 23% <, il
PRI B2 0 7GR e M S b B2 22 . TMA O R 295
OOV THIERA L L TAHMERIRED S\, 58
ciﬁﬁ%ﬁﬂﬁtﬁ}ﬂﬁﬁ% FAREI N A A~ — 2 — DBFE 72

XD, BEROFERKZ b &R HI AR 72 5
i?,TMAwﬁﬁéﬁmﬁM%T%éo

FIZEMSCH TS« T _RE b DAL

X #

1. FRETA M VR AR GRS WIE R E R 2, JRIRNE
IMPEPRFHEE GRS WA NE, H B 23620135 55(2) 1 91-93,

2. Moschcowitz E. Hyaline thrombosis of the terminal arterioles and
capillaries - a hitherto undescribed disease. Proc NY Pathol Soc
1924 ; 24 @ 21-24.

3. Baehr G, Klemperer P, Schifrin A. An acute febrile anemia and
thrombocytopenic purpura with diffuse platelet thrombosis of
capillaries and arterioles. Trans Assoc Am Physicians 1936 ;
65 : 43.

4.

10.

11.

12.

13.

14.

15.

16.

Symmers WS. Thrombotic microangiopathic haemolytic anaemia
(thrombotic microangiopathy) . Br Med J 1952 ; 2 : 897-903.
Gasser C, Gautier E, Steck A, Siebenmann RE, Oechslin R.
Hemolytic-uremic syndrome : bilateral necrosis of the renal cor-
tex in acute acquired hemolytic anemia. Schweiz Med Wochen-
schr 1955 5 85 * 905-909.

Habib R, Mathieu H, Royer P. Arteriole-capillary thrombotic dis-
ease of the kidney in children. Rev Fr Etud Clin Biol 1958 ; 3 :
891-894.

Barbour T, Johnson S, Cohney S, Hughes P. Thrombotic microan-
giopathy and associated renal disorders. Nephrol Dial Transplant
2012 ; 27 - 2673-2685.

. D’Agati VD, Jennette JC, Silva FG (eds), American Registry of

Pathology. Thrombotic microangiopathies and coagulopathies.
Non-neoplastic Kidney Diseases (AFIP : Atlas of Nontumor
Pathology) . Washington DC, 2005 : 481-516.

Fukuda K, Shimizu A, Kaneko T, Masuda Y, Yasuda F, Fukui M,
Higo S, Hirama A, Mii A, Tsuruoka S, Ohashi R, Iino Y, Fukuda
Y, Katayama Y. A case of secondary focal segmental glomerulo-
sclerosis associated with malignant hypertension. CEN Case Rep
2013 5 2 © 68-75.

SR, KRR Pare 1 ERRHRGR 5 BOWEE. RIHERE
&, IR () 0 AKT(RPEERE) 0§ ~T HEilH» 5
iR £ TORMIAII, Hut @ ML, 2012 : 38-53.
Bomback AS, Appel GB. Pathogenesis of the C3 glomerulopa-
thies and reclassification of MPGN. Nat Rev Nephrol 2012 ; 8 -
634-642.

Manenti L, Gnappi E, Vaglio A, Allegri L, Noris M, Bresin E,
Pilato FP, Valoti E, Pasquali S, Buzio C. Atypical haemolytic
uraemic syndrome with underlying glomerulopathies. A case
series and a review of the literature. Nephrol Dial Transplant
2013 5 28 : 2246-2259.

Fujimura Y, Matsumoto M. Registry of 919 patients with throm-
botic microangiopathies across Japan - database of Nara Medical
University during 1998-2008. Intern Med 2010 ; 49 : 7-15.
Laszik ZG, Silva FG. Hemolytic uremic sndrome, thrombotic
thrombocytopenic purpura, and other thrombotic microangiopa-
thies. Jennette JC, Olson JL, Schwartz MM, Silva FG (eds)
Heptinstall’s Pathology of The Kidney. 6th ed, Philadelphia :
Lippincott Williams & Wilkins, 2006 : 740-753.

Mii A, Shimizu A, Masuda Y, Fujino T, Kaneko T, Utsumi K, Arai
T, Ishikawa A, Wakamatsu K, Tajika K, lino Y, Katayama Y,
Fukuda Y. Renal thrombotic microangiopathy associated with
chronic humoral graft versus host disease after hematopoietic
stem cell transplantation. Pathol Int 2011 ; 61 * 34-41.
Eremina V, Jefferson JA, Kowalewska J, Hochster H, Haas M,
Weisstuch J, Richardson C, Kopp JB, Kabir MG, Backx PH,
Gerber HP, Ferrara N, Barisoni L, Alpers CE, Quaggin SE.
VEGEF inhibition and renal thrombotic microangiopathy. N Engl J
Med 2008 ; 358 - 1129-1136.



