3 mizEENMERE(TMA)

I*Jaﬂ: KAV |

ZIERETR !

W A AEARS SHREARDINE - 7 7V /A RIS, /\EARD AT FABIEEIC L SRR REH
HnEmeEM/NMERE (thrombotic microangiopathy : TMA) Z5>S. RKRIKMEREBOEAERD
IRMEKFSHR (glomerular paralysis), REKAFMMBEOALZMMEITIEDOREAEANIE, TMA OT
BEMEA SO

TMA OBBREEE, RS EUTRERY, 1BUHHBICAS & REAE(L, BERE(, BRE
LB EORREHETL, BRNICIEBEEE TSRO DL,

a. AHFRR
1) EEGTOHE
i) PAS #&

AR, RERZERICIERL, RMEREORAZRY 5, RMlE LM, ~SFHAL,
iJ%ﬁti EDQRMERMEFROGZRD 5 (B1: LK), ZRIEFITIREZFCTH 2. EEHITIE
JREIC RE L2 R, SRERIR I, Hﬁj( L, Bowman ZEREIZF/MELL Tw5 (F1: LER). HMHE
MEREDEST LT 20ERI T, SRERBIEIRIEDOUEIT 20 & DEBIEZL 228 3 R ERIEP, JRIE
BERDUBITH 6 75 2 BIMEEZLA E> (B1: FER), MEME T, 2MEHICAIEDIZIE,
LaA FEMEIC X0 /ANEIIR, MEINRE & IR RAMEZ 4 5,

i) PAM %
PR IR DiET, MEDRKRZ ERMEGEDEEZ 4 5.
i) Masson-Trichrome #&
HE SR E 2HEOFERE N Z 3T, EOTHTE, ROHFOMMLIT RN BRI NS,
2) SEGTOERE
AEENCE, SRERGE L EIMERZE, & ICNEMREGE»SIHE 2REZTT.
747974 VERIEZ, 747 EAKROREEMEZTL, eosin IS THBERME (K 7), PAS
P (#%), Masson-Trichrome RetaTlIARERNE, 74 7V VRETHHETDH 2. HEEYP,
W ARIMBR S A S5 5.,
i) PAS &
a) RIKAERE
AN, PRI O A N B T IREDBIRIC & 2 ABRBEEE O “BELBETH 2 (H
2), BHEICKZREEICZ LAY XY LEBOIKR, A9 X7 LEE (mesangiolysis) B
bARLNS, BHIEICKS L, IR LU ZRREEMIMERIRIMRDO RS (glomerular paralysis)
Be@D 5 (A3), RREBMMERENICT7 4 7Y ) 4 PEILZ2HE) MR LBEINDS (H4),
M, f" M PEPRBFEEERF (hemolytic uremic syndrome : HUS) T7 4 7'V ¥ 34k, ke
RIS BEWT  (thrombotic thrombocytopenic purpura : TTP) TIIIMRFR L b bt 2 23,
AR AT 22 SR 3 L v, BEBRRe, TR0 BT iR LBk 2 ke N, WEHENE T IE, X9y ¥
LI D B2 EbH B, TS, GFRBR, Y oSER, BERRE, EABBRLED 5
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E1 JEEEFT RSO
LERE PAS Rfa. ERUAEKAE, BHETRE ZHUCKRAEZHD. FREBIE, SHHITHORME SRERAE
ZHD (X40).
LG PAS B, HETE, WIRCBEEMERSTMN, BIEULRMEE (BT £#2 (X200).
TERE : PAS . MEMNEREDERD TMA. EHEZHORMEZHD (X100).
TER - PASEE. T TJU /A RIESEEMSHER (X400).

: \ - '
X2 JtTEEFRTRERS
PAS . 2EIHARMERRDERY, U)K, BEROEBZEHD (K X400, H : X1,000).
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E3 JEEFRREESHG
£ PASEE £ : Masson-Trichrome 2. XY UFILFREEDIC, BIRITHER U ARBREERMEREIC
FRINERDFE &R (glomerular paralysis) %Zd+2 (X400).

LEER I PAS R, SRIKAEEROTE(L (X400).

LE&H : Masson-Trichrome 268, RIMAEMMEBFEADME (X400).
TERE | PAM 8. REFERIROTE(E (X400).

TERA | HE 8. ARERGEEMMEREADMmE (X400).
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¥ e ’1 ! Nas | s H oeJe T, MBS T =
P '/I‘ D% % ‘wgt’i ¢4 ; . -l.: : - ¢ ""V' 5 tﬂﬁFﬁEgﬁi‘ﬂ@
.','»: LR -V%h',ej. ; p :;'.:‘«3. _FERF : PAS 28
T O 3 R r;\. s ¢ /.., LB Masson-Trichrome &
Ba B B i B T B 2% T TE HEZRE
“ 3 LR AN D el NS e P o = o -
gt '@?-_ “ (A R f_;,_..'g‘;»',; A MBEIRE SCMETEEOMBIRIC T « TV /AR
o SN NN e e BT WEORIESS. T4 T/ 1 KB, HE R
" o o el R e S N &, 7%, PAS (+), Masson-Trichrome REBETHETHD. AR
Rl A G 53.%.?%.‘“ »q'fwmgrkmﬁﬁva%@MEwmﬁfbtma(a
Yoo A Sl Sl N ASENSRENEN ~T x200).

BEICR 5 L, FEAHEEDOGEE, RREEEBEOMTCER, &% \wIidotitkml, 2k
b Ao,

b) MERZE

i A ENR % & e A RRE 5 O MBEIIRIC 7 « 77V 2 4 VB DBtz A% (H5), kR
Y, TEDERNI-WREARIMER D & bIcA %D, RAEMIEEEIERAD 2%\, SRENR, NERBIIRIC X
TP, LA FEMEICX 2B NROBMEEREAED» S 2 NRBEZ 22 (E6). @<
T ORREMREA IC X 2 NG LIZRD 5D,

i) PAM #8&

RIRBIREDOBIEICHHATH 5. RREEEED — BB I NS, A% X7 ARG,
PAM BHED X v X7 LEIROIER TRRTE 5.

i) Masson-Trichrome &

7‘?:3521?{2& HBENRTD 7 4 7V ) A4 FEROZAZ REGIEEY TR TE 5. HIRENR, i
MBIRICIZ, 2E, &aA4 FEEICXZNEREZENEOECHERTE S, ZoRAETIE, ARIK
IR, Ifll’“““‘f“ir Z, TEDMNI ARk 2 Bk L9 <, MR, $AMb U 72 i N
ABIN5,

iv) Elastica e

NEIRIRZE D L a4 FHEIBE Tk, MEAREOFIMEZ D %23, elastofibrosis 1% H 3772 7
28
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X6 YETEFTREREH®
£ PAS £ 75 : Masson-Trichrome 32
INBIARICIE, 208, L0 REMICKDBENEQRMHEHEEN SIHDNEILEZ#2 (KA F). MERICIET «
JU /A RESEDGZEHD. KRR, WHARMERDHD (B T2) (X400).

v) HE #&
TEYE GRf) D74 70 7 4 FERZHERTE 2, B BRR MR Z 383 L 3.

Ev bk 22—)b SHEme ) mEE OBk

REAETlE, BEEREZE(CERL, XYY FOLBBEME SICAY Y FOLIKASRD, BIEE
TEMERIRABNBLDGEE2T 5. ERRE, XYY FHLAMIEOEBNICS LOKREENESETE
BRBUFRENTOI L, BETREBESHIOLBEIN TV ETHD. BUHETRIEZTFHEEDD
%, 2HMRREBELEA3. ROEESHREBAERELLED. NMBERETIE, @ABBRTIEE
BB L IcME%ERD, RARAFMMEDKDICHZ DI, glomeruloid EIEEND. /\ShARK THREE
DIIMEZRTHBEF, RERHEAEOARDERESEZRL onion skin &% 29 3. %R
BAFBIIfR0.

b. EXRFEMR

REFRZZ, 7479747977 OEMEGD, RERECHBIRKICAS NS, RERkiE
WEZHIRICIR 9 2, b L Rk OIE 2R S, RE7 7)) v OBEFRIE, V-7 2AER%
EDQRBEWMANTIEENTH S, C3, IgM 25, SRERIBEETAICIFRRNICREL L0 H 3,

c. BHFR (B7)

FEAP A N B ARERE R & NI T IEDBAIRTH 5.

WEZHIRZIZIER L, fenestra DIEKRZRD 5, 72721, BEEATD M T, WEMEDE
RBATINCA L 2 DT, HEHCIZEEPILHETH 5. WM TR, BT EOROWGERZ M
WBIRT %, RIMERSLT7 4 7V v OWiRZEAZZE(H D, 747V ViE, BFEEDOEVEHRD
WEYE LTRMTE 3, AV ¥ A8HED EFHEOROEEZ FOIEEZ R T (XX
LRME) . AR, Iflll,l\frﬁ, 74 70V, RIMROEELZ A5, ME T, FEHlEoZEz
A THHEIIR % o ‘I“E"”]@ﬂﬁ‘f“ I, AV X0 LEECHEMBE TR TOREEORE (FrEiEK
i), Xﬁ/%"]lxﬁ'aﬁ]\%)wu



7 RS
K ARMBSIEEERL, KRB\, fenestra DiEkZEE3HD (X2,000).
4 M TRREREAL, BFEEDRVESZMVBIATS (X6,000).

=1 TMA D948

I. WEDESHEHD

ORPEICKDFEREIND DO
Shiga toxin @ & U verotoxin (Shiga-like toxin) E4E : BE HMIEAIZE, Shigella dysenteriae type,
Citrobacter, FfiRERE . AfiREREID neuraminidase [C &% T-antigen BREE

OMIFREROES
BEHEE ) factor HBETFEE
BRHNEE : ) #ifactor H Fifk

®ADAMTS13 (von Willebrand protein cleaving enzyme) Ri8
BEIGHRS
BRHOXRIE  BoRE FRFERE (FoOEIYVRE)

@NS=RHIxE

OF ZVFERIE

2. BRRMIBSEMED G ED (REIGAEA)

@OHIV

@FMEE, LFEE RaHRIRS

@AY =Za1—U VEEE, BiE

@Yk, HELLP fE(REY, ROBHTE

®SLE 8&UHY VIEETAEREE

(®transplant glomerulopathy

OFREE (1. [CZENFVHD)

®FRH%E, ZOfth (VEGF HiiFiFE)

(Besbas N et al : Kidney Int 70 : 423-431, 2006, t4%)

|gRIORA V|

TMA &, T4 DJiskas D MUNIAE 1R % 42 U 2 B ZN Z2ERETH 2. TMA OgHikk
/B ET (FR1, 2). TMA OWEEZRTRRBEE L LT, TTP &L HUS 23% %23, EHKRKZ
SERNLEE L WA D%\, TMA OBEMPTRZ IR L 2R EoHETE, — B IZRWEETcd 223,
WREZEAEbH D (F3).
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2 TTP/HUS DEREHE

I. [GED TTP/HUS [FUTD 2 IBBZ#SHDET D
OWHIRIMERZ 4 SAmMEEms
@HE MO M/ RIEA

0. SEMRKUTOREHEIERE 1 DLLEES
OEFIR S DFEHHIRAEIR
QEEE
(O]=%:

. #BHESHRIER : UTDEODHFZETHNIE, TTP/HUS hiigl EEhbnad
DADAMTS13 /E4H D VIFIREDZER, ADAMTS13 A EES—
@O MY VEERS B L& 0157 BERO2HA
®factor H DEGCTFEEGDVFET

(V28 5 1848 L ] P 1 B 9 5 TS )

3 TMA OfRIEFHIIERISSIR

LS| XA HERE RO

s YABRRAYYC, MVYZa—UVEEE, fi-| VA1 YA YV CPRHRTE, AYYFIL
VEGF, YRATSFY, KGR BUERNEILD.

IR RS RS IESAE ClE, ARZHMIROZATERK (en-

dotheliosis) Zd+3.

aomrz  |SLE BESMIE, BRRIT, JAILIFUEY SLE TR, RIKEBROGZEHS.
S B2 BUESMETE, BIRELREZHD.

VEGF : vascular endothelial growth factor

4 TMA OEEEE¥ (BMT CTN SHSHAERER

Grade 1 IRFAFRINIRDIHSNDD, ZDMODERKRATRZZRHEL

Grade 2 EHIRIIERDIHBN, MET L7 FZEHIEE LROD 3 BLUAD LR ZHS

Grade 3 WHRIIERNH SN, MBI L7 F-UENESLROD 3 528 D EEZ/#S

Grade 4 RFAFRIIRND'H SN, BHZEET DERERES, F/FBMEDORRZHD
) Grade 1 DFITIFHIEED TMA DEMIBEEZ e S FEL. LicH> T Grade 1135 < FTH TMA DATREIEICER
FEb, EREREERA® registry data & L Tld TMA ERE LWV &.

(Ruutu T et al : Haematologica 92 : 95-100, 2007, $(Z5)

|=EEnE|

BB D TMA OEEEHE 25k T2 (F4). BlEOAOREELAE 320D, KH
MR DOIEMAE L WS, BEEXNEELOREDH 5. MEWE L PRIZEIRL, FERLH%
T, SIMENDOER EBERL Tw 5, RREFEDADLEE, MBIROFEZZMEIGE LD,
TFHRRIFCTH 5.

T2, FRBICKDEZR S, 0157 213U ® & T 28 I ARSE (Shiga toxin-producing E.
coli : STEC) @ TMA T, 2EBARE Lo T, KEDIEHITIX, BHEIZIERICHET 5.
AFSE A REIER EICX 5 TMA O FPRIZART, 50%REIRIER2PESEZ 2L,
25% AT T 5 & INLTWw b, ADAMTSI3 (a disintegrin-like and metalloproteinase
with thrombospondin type 1 motifs 13) KEIZ X %2 TMA (Wb W2 TTP) KB L TiX, MEGRED
BAITIZ 90% LA EDFET T 503, MBESHEE CHEHE 2P I LT ENTE 5,
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|samnsstoirTs|

BETENE, BRIk > THRAR2, RENRLDZRRT 2.

a. STEC BREED TMA ICXHT DA

1997 CERL9) FI HANRE AR 6 sz 4 F 74~ (http:/ / www.jspn.jp/ gaku-
jyatswhtml#al) %2 & &7 (PR 12 4F 6 HWET) ., BEUEER O TMA T REXHRIRET 5 &
EZoN, RFREOERIIZRFETDH 5.

b. #HAHABERREICESD TMA ICXT DA
factor H, factor ], MCP (membrane cofactor protein) 7% &'IC & 23523, MHHTEDH 5\ 1%
MBS HED M TOND T L%\,

c. ADAMTS13 Ri8ICEkD TMA IC¥IT DA
ADAMTS13 {5 FARIC X 2561213, MHHEFESHETH 5. HOPUREARIC X 285581213,
FFP % A\ 7z USEASHRE A T H 5.

SCHR
1) Besbas N et al : A classification of hemolytic uremic syndrome and thrombotic thrombocytopenic pur-
pura and related disorders. Kidney Int 70 : 423-431, 2006
2) Ruutu T et al : Diagnostic criteria for hematopoietic stem cell transplant-associated microangiopathy :
results of a consensus process by an International Working Group. Haematologica 92 : 95-100, 2007





