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#1 19984F7 A H 520084 120 £ CICHBRE A CRMLI-0 19D TMADADAMTS13E LAV EES—DER

Congenital TMAs Acquired TMAs

(n=108) {p=t/n=1) {n=221)

{n=t/n=1)

4 23

{) Ssmple number determined

22 Upshaw-SchulmanfEEB41FIOEED

Exchange blood

Year : Plasma
transfusion Thrombocytopenia . ADAMTS13
No Patient bior:h SeX  guring newborn  during childdhood ADAM(;I":;S.AC gene  mutations

period

2 8 1986 F + + <0.5 Homo

4 D 1978 F + + <05 C-Hetero

8 F 1993 M + + 05 C-Hetero

8 H 1951 M - . 06 C-Hetero

12 K-3 1976 F - + <0.5 C-Hetero

14 L2 1967 F - - <0.5 C-Hetero

16 M-3 1969 F - - <0.5 C-Hetero

20 [ 1971 M - * <05 C-Hetero

C-Hetero

26 u 1990 F + * <05 Homo

Fo - ¥ <05 C-Hetero

30 Y 1980 F . * <05 C-Hetero

34 ce-5 2004 M + + C-Hetero

36 EE 2003 M + * <0.5 Homo

38 GG 1931 M - - Homo

C-Hetero: € d h yo , Homo: Homozygotes, 3%: Not determined.

P
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Severe deficiency of
ADAMTS13:AC (<3%)

Non severe deficiency of
ADAMTS13:AC (= 3%)

(n=324) (n=1240)
ADAMTS13:INH assay l No underlying diseases Various underlying
diseases and clinical
conditions
Negative Positive Familial l “Pantad” | | “Triad” I “Triad”
ADAMTS13:INH ADAMTS13:INH occurrence but with
(<0.5 BU/ml) {20.5 BU/ml) or repeated a varietry
but occasionally episodes of degree
negative TMA-bouts, of organ
usually from dysfunction
childhood
(n=25-1)
Familial Episodes of Episodes of Acquired Acquired
occurrence TMA-bouts TMA-bouts Idiopathic Secondary
or repeated without with TP TMAs
episodes of underlying various (n=89) {n=376)
TMA-bouts, diseases underlying
usually from diseases
childhood
(n=40+1) N\ i\
ADAMTS13 Acquired Acquired
gene idiopathic secondary
analysis TP TTP (TMAs)
I (n=195) (n=88)
Disease-
causing AN N\
mutations
identified A AN
(n=37)
Non-TMAs
(Excluded from
this study)

1.
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HBRME « #3M TTP 12381 B ADAMTS13 {EMEEEH] &
LAY b 8 TR S L E R o EhE kR R

MoenHE NS RRBSZERKRE fim#l 2oz
WHFEt & - AR RERSZEMRY i i

MAEE

ik P i/ RIS PESRBIESR  (TTP) 1 ADAMTS13 {EMEF R TR S LD K ) It/ o7
N, [ENEMEIEZERGITH TP O M 5 MELROLIGE1H Y, ZOHA IR
FWZ TTP L2l & s, REREREMES CIEaEOERERE O OKIEIZ L 5
ADAMTS 13 it 218 U C, MRy E BEEE (MY figth o2 — & LTEEI L T
77o 2008 4E 12 A F TITMT AT LI TMA919 filD 5 B, %KM CEBEEB D2
BEFEMENT 390 I T o7, T D 95, ADAMTSI3 FEMEDS 3% KTl L 7= EH 195
B & TTP @ b {8 {& & £ 89 Bl 24 KMk - Rtk (ai—) TTP L2 L7z, FED D 106
181 VR A R B B B (HUS) Td o 77, ai-TTP 284 HlD4EERE, 8 » AnG 87 F
FTIELSHH L, 60 FTICKRE R~ 085V, 46 FFEICHE D 1 2OE—I )
HWOLNT, WEEZ T 5 L, IEEFERGIIFEFRRE <, /MK,
XM RRIE E R Cd o 7o, 20 F 2 & OAEEBIIC ADAMTS13 1EMEZ B 0 HL R % bl
44 &, 20 Fi 21 #1851 (86%) , 2040 ¥ AR 38/51 (75%), 40—60 ¥ 64/85
(75%), 60 F LAk 75/127 (59%) & milndE 1E EVEHEERBADNFEICD R o7,

A. BFEDER
AP I /RS SR B (TTP) 02 /NI REEE (TMA) JEBI DT — & N — 2
WiFEYE L UC, ADAMTSI3 TR PR B AR L7 CREE, TMA Y7 7 —
ENTWb, —FHT, FIFREEEER  ToRSR), 919 flo ™M oI,
BIZIUNTE TTP O 5 UBEAHT 5 SEFIAS  ADAMTS13 fEMEZERGIS L < X d Al 5
FAEL, TP LZWE 2252 VER  BURIC K > TRW SV B RYE - Ktk
HIFET D, TP IFEEICHMIEARTH  (ai-) TTP 23 284 BIfE(E L7 DT, 25
HEMEINTEY, RHIIRETHHE ICX KRB EO AT T2,
BTHHZ LMD, 1 R TEEME2E
FETAHZ L TERholz, £0k®, B WRFE
ADAMTS13 JEPEZE RG] & IEZ B ORK  WE:1998 £ 7 A D 2008 4E 12 HE T
B 2 5 T 5 Z LI CARBRERBME CER L 919 B0
ThoT-, TMA T ai-TTP & 22Wr Si7z 284 6], 3%
HEEXEIMICIE, @BE 10 FEIZ K~ ADAMTSI3 IEMHEZERW 195 #1 &,
b=y, BAZENG ADAMTSI3 EMEE WA 5 BRI L - TR2lr S 47z 89 f,
Are X —ORELZBEC T, MMM HHA b B8R (DELEER (~E7
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e <12g/dL), (i) f/hviiEid (<

100 x 10%/L), (iii) HBEE (MRE
Haate), (iv) FER, (V)3
2 > 37C

(fHEE~DEE)

BEERBUCER LTl EREL D +072
A ATV, FEZ ST,

R, BE

1 {2 ADAMTS13 {& 4RI D TTP DFIE
WA AR, FIEFEN, 8 - A )
5 87 FE CHEICEND -7z, IS
EOvr—71%22080, kb RK&7pe—
2713 60 F RIS &R 45 FHitE Th o 7=,
Z D2 WEMED ©— 7 1%, ABFFREE S
i /NI 1 SR B (TTP) Ty S 47z
FIEFEM & ARD THEEIL TR Y, FEFIC
B, F70, BREH & S Twnie
30 FREGTHL—EDORIEMHEN DV,
ADAMTS 13 &M 2RI D BEFE DS & 7> o T
BRI, 2 FARIEIT ai-TTP 2 FJE L 7= JEH
N5 iy, XM TP THD
Upshaw—Schulman JEBERE & ORI B E
ThdrEEBELLNT, £, 5HEHIT
ADAMTS13 {EHEN R L TR Y, S %G
ZITHOTETH D, 72, 710 FLLEDE
EhETb ai-TTP ORIENED S,
ADAMTS13 JE I FEZ R DEIE D32 D> -
T2e 2T, B1OWARMDO L SIZ, %
JEFERZ 20 ¥ THEZF S &,
ADAMTS13 JEMEZRBI OFIETE, 20 FR
iiti 86%, 20—40 ¥ C 75%, 40—60 ¥ T
75%, 60 FLLET 59% & 4Emns ERH4
HIFEIET Lz, 20 RO ADAMTS13
TR DOAEELE, 60 F LA BT~ T
BIZEWI ML,

I B I BN R SE ol 2 bl U 7z (Y

2)o ARWFFETOEMEDOEIAIL, ai-TTP
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2k 284 R 163 1 (54%) Th o7z,
WSO OHWE T, LHEOE A
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WO DEIE L 195 Fit 105 4
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1 ADAMTS13;EERI D ER R IR

Median age at onset of TTP, year:

Renal involvement (%) 76 100 <001

Median BUN, mg/dl (25, 75 percntile) 230(16.4,35.6) 53.2(24.5,748

NS: not significant difference (20.05)
Overall p values were calculated by Mann-Whitney U-test or chi-squre test.
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