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b #B A& 7, ol ER
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I A2 P I /s 16 2 1% %8 36 9% (Thrombotic
Thrombocytopenic Purpura ; TTP) & 1)z
A, e E L, B, FEE, BRI
HEEER O S A 27 2iERBETH S5, TTP
Ly R & E R F B (Hemolytic  Uremic
Syndrome ; HUS) L O@ERIZEEE L = L 8%
$, T IR IERESE (Thrombotic
microangiopathy : TMA) £ WHEEELTE L
5z EH%, TMA b idmEBEER s A
AR R 2 B L L, M R e
ifil - BEEENAMGRL 2 B3 24 TH S,
MERHEDOFERAD 1 2& LT, I ADAMTSI13
(a disintegrin-like and metalloproteinase with
thrombospodin type 1 motits 13) JEPEOIE R H
hifensd, SMm, ADAMTSI3 iGHIET &1 >
by — Gkl -EE TTP Efl 2 25 L 7
Tzt s 2.

i 1

fER 40 @&, Bk

XK LOEEE, FEH

BEERE: SIE (=7 =98> (F7¥7—F L)
PEReRY, HI18  A5REE AR IR

HSERE . v 20 A/ H <28 #ER, E—n 500
ml/H KRB IEEH S KE

BHEE: ARt 0B Ly 25BRE2HE
LTz, ABE 4 HETIC 38°C & O 534, TEIEH,
FEH TROME S D fEZ#2, CDTR-PI(A 4

il AR
*E pREERNTE

= % o8 H OB
R E M

77 b)) L ahs, PRI SHS Tv5iER

Bhh ol sl kb7, ABNTHICHEYE
Ex%2., g, mRET, FEERE, 73
S—¥ FEREHY, BH, LUE~EAN LS,

ABEEEIRSE - B R 1605 cm, {3 60 kg, iR
38.8°C, IMfLEE 113/73 mmHg, SpO2 98%, M-HkEL
22 [\B1/4), WRdd 110/43, JCS I-1, GCS E4V5M6
WEREE (+), 8Mm (+), ELEAEE2L, R’
ke L, i, M TRERDY, EfMEAL,
M= e U, CAUHEWARES TR, IEERIER 2 L,
ks, ThRCIRD%ERH Y.,

AIRRHRERR ik (] 1) : WBC 4,500/ ul,
RBC 193 J5/kl, Hb6.6 g/dl, Het 19.19%, MCV
99.29%, #EtAFRIMER 7.8%, Pt 1.2 /5/ul, AST 599

;1 PR AR

M : WBC 4,500/ ] (Meta 1.0%, Band 5.0%, Seg
59.09%, Eosino 2.0%, Baso 0%, Mono 8.0%,
Lympho 25%)

RBC 193 Fi/ul, Hb 66 g/dl, Het 19.1%,
reticulo 7.8%., Pt 1.2 //ul

W : PT-INR 1.10, APTT 41.7 #, Fhg 624 mg/dl,
FDP 26.4 pg/ml

44k AST 5991U/1, ALT 1881U/l, LDH 3,183
1U/1, T-Bil 3.9 mg/dl, D-Bil 1.8 mg/dl, BUN
36 mg/dl, Crea 1.7 mg/dl, Na 140 mEq/l, K
3.9 mEqg/1, C1 106 mEq/1, Ca 8.2 mg/dl, AMY
169, CRP 11.3 mg/dl, HP 10 LLF

4 - PR €3 103.6 mg/dl, C4 21.2 mg/dl, CH50
58.1 U/ml, RF<5IU/ml

B : Pro(3+),Uro(+/-),Bil(1+),0B(3+),PH
6.0, SG 1.025
WBC 1~4/HPF, RBC 10~19/HPF, ¥akzM
FES0 LA E
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;2 RAEGUIAR AR

L7 AIgG(+), LT A [gM (=)

ACE 10.2

FUiEHLA 40 £ (PUEIBHAD) Bt ds-DNA Fifk 10 RUF

L RNP ik (=), 51 Sm Filhk (=), 5 SS-A fild(—)
ALy 4 ) ey g oGP Hifk(—)

PR-3ANCA 10BTF
MPO-ANCA 10 LLF

POPMASHAR (—), #03 b3 1Y 7H ()

IU/1, ALT 188 I1U/1, LDH 3,183 1U/1, T-Bil 3.9
mg/dl, D-Bil 1.8 mg/dl, BUN 36 mg/dl, Crea THREHET 23 A7/ B0 o OEHRHEED
1.7 mg/dl, Na 140 mEq/l, K 3.9 mEq/l, Cl1106

mEq/], Ca 8.2 mg/dl, H
ié3

(3+), PH 6.0, SG 1.02
FEFEE 50 BLE

Mg > b4 > CTR
EhHb

SE~RHLM CT : R OWfIMK, LR
by, BkbD, AR, GEOLES

D, EEZL
ABrRiZl: {11075

OZWiIc T AR, EhichHABREBIRCAY T —TF
WEHE L, FERESmEE (FFP) 44 #Eific Tl

iEM : Pro(3+), Uro(+/-), Bil(l1+), OB

3 HIHED.
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SacHuttT, % OBRBEIAME (PC) 10 67 %
FEL?Z, BRAEXFRATHAAREXHLERLT
MINO (3 /<4 ¥>) BIGL 7.

F2H H Plt3.57/ul, Hbb52g/dl, LDH
LI5TIU/ & & A RREOE D H S 47z, 2 [0
M&EATHasEsT, MEZEPIZRRERED Y, &R
38°C B~ L&H, JrE, SPO2ET, (HEUET,
TV F -G E#E Z CndzfiEduk, Ero
anFVy (2 V) BERUERSEET 3,
iz, AbRficRen/ B TIRERCEL CHS
BlEWC I Licws, B FBER I Ticifl L, 5

Sl Y HhOERLANVOETHD B
P10 LATES: Cooms & # CT iz THATHEZE, ARuEEICEBRSAS
flz, MRLIZT b & FfE A s (H2),
B|3mH Pl 2.0 5/ul, Hb5.0 g/dl, LDH 602

5 IU/1 L@ L, 55 3 Mg e T,
Ritdr . WBC 1-4/HPF, RBC 10-19/HPF, ¥ ¥ 4985H Plt 1.8 7 /ul, Hb4.8 g/dl, LDH 592
IU/1 e 7z L, Cheyne-Stokes FFEASHHELL,
579 ASNHEFICEREEIEE  EImL LT JCS3 HTICEE L L 7s. ABERFIMAEIC
T ADAMTSI13 i 0.5% LT, ADAMTSI13 A
e Ey - = fBF L, FFP 8 BA7 f i
L, 2794 Fs AR (mPSL 1,000 mg/ H %
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B 2-a,b. MRI Eif§ (552 fH) : SMHGHRER TAREE, Gl HFLTEESEL D, m#V] R
TR &, TEEEC R - N OB {E S ANEUE.

LHBR UKL ELLIY, VALY —F —
EEE LT,

HodwH Plt 1.2 F5/ul, Hb 4.4 g/dl, LDH 757
[U/1, %5 mm#Ezc#atis. £/ 3HHODAT 2
A4 F 300 ABET.

FTHH Pt 04 J/ul, Hb 5.3¢g/dl, LDH
1,322 IU/1 & i MEUE T, 28 6 [BEEsciimiT, A
T4 F20AiF—HET L, PSL 60 mg ~riE
L7z,

#F8MmH Plt0.7 /1, Hb5.1g/dl, LDH
1,646 IU/1, 2 7 [BlMSE2cEETT. B> oK E %
EEEHMARE & 5, MEEREBWPICmMEETL, O
BE T8GR Ty 7, ST ERAHAH S
iz, fvMEmmiE i & 2 —@tEo A e EikiZ%E &
Ezohiz, TOBRLAEMMEETSALNS
L, BEAFT I ITTHLLT:,

EImH KREEFREE k2, P8 EER
g mAFEET L, KESh, #BEORHE#ET
WHEEHS T .,

BIRFTR : HIBAIRATE : FIR IXIEHE 14 FRFfE
#ifTbhiz, 25 SRIBIISEHAEL THE Y, H
MEFTME Sl B (1,470 g) EAERERES

E3. KMAiRE; H@mEie il b b %52
Ba (1)

HMULKEL Z->TH D (A3), AMEEICAR
UHEE |2 b ORI Wb A FE D 7, 0 (450 g)
AL, E#lkiE 3 kb ER L, PRI
(i SRR DT, S ARG RS
oot (F4), B (£210g, H170g) OFKME
EFHE, e dicg8nflcho. mHElE
YIRS KRS s, Mi(AE 6208, A
470g) WEEDI -M-KEZEL Tz, HE
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4 ARG LREEDRofmEe R T
5, B S i SRR IR O o,

E5. KhshEsgil (HE 30, $5800)

B 6. ZefeAREIoR I Ol MG (HE e,
HEA)

MoK ADA 30ml, £ 150ml B8 L Twfz, BF
(1,110 @) TIFHEE 5 > MAFED S h, EIERE
ERORETH -7z, B (140g) HAZFD I,

SRR AT R . B EE st & TR e T
SRR L IR T h - 72, BIETEOGUME
FEHE Y ARSI b > TR s (J5), B
ELOEEEMOITIIKE, MEOZEEE Y
A BRIHMAEE A H T > 7o, & 512, G, K, 15,
FEREL b MO EE LD Tz, AT O®
KBRS (B 6), FZETPNO UM TR,
T EEARE B o MR i MR B L R S h
ic.

HERIE 3 BRI NIEOBEEENEER L, O

E7. ZALEOmNoMBikn s (HE
&, s

D $50 wm Fij O E M AN I /MR M %
SEERD (F7), REEOO/INEIEHE % % Bl
KU, BT ABREOMLIZBETH > 128,
HIEIIRAI IR, SR RETAME & F Az (= 8), i
FEEAEHIL L, BFIRARR T 1 B SR
JEHSEAL - Tz, — I M A R 2 REFR L 72, iF
TiIBEORIZEMEE Bizhs, Hul R0
Mg tERs N, T a— R L
B2, 7V YV UBTLHHENEREEIZIE LA
ERinotz, 2V YEAOEIRA R
SRS (E9), HOFRE T i o83E,
B, M Za L T e fe, B s v T Im, 74
EHEEN R 54, FEEEROMBESLHEED, L
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L, fOIESEOMmE L PR RA D, MRk
LRFakmol,

HURRR L IR PR O R 2ox L, HEANO
BRI ke % Rz, BB IERERET OB Rk H3
Roh, @IERrmee, 0% 5 PHEEIRA
BERH Tz, MR TIERRE TR 2 duG i AED IR
NI % S BB L, Biihaiic, SR
FEPE LR 6 N tn - I d5, R @Bk,
IRMOMIIREI-TE Y, M/ELIZIZITESR
=, EEERY 1-2 (8/HPF Th- 7, HHIMN
MENME S ED 7z,

iR ICBELTHL pRMEROBRITHES N
¥, OBREE TR T2 L I0RbEShE
ot BIERMIC 2% 2 B H 255, TTP OF
HizEETE Lot

* O, BTRERREREE IR 1.5 om A ORE TS
BEH 5, EHETRIEEEETH- . K
ik s L U EhIR B O MR R RE S B - 7
23, BEBMRCIZERELE RIS TR, B
IR HIEES sahvlihote, EHOETIRT
XSO S & eI ERESH 0, RE
FaiEtiid = S BB ThH - 88, BRI e
B A SWEED T, SEPEE T , HTIRER
DOFRBAET, AL EERASC L 2 #E
mEbEZ bR,

87

- = - = L e
9. HFZ7 U v > BP0 BT B AR P /045 i 4 {6
(t) (HE R, HIEK)

% =

AFEMTIE, HEESEDEEn (N7 7o
AR, EFeRINER, #RRIMERO EF, LDH
@ L5, E# Cooms [BPE), MM DA 51,
TMA Th 2 L¥rL7, 251 TMA OBREE
LT, ADAMTSI3 £ ¥t B ¥ —»iE, o
[« M £ B EERT I L LD, B3 TTP T
HD LB,

ADAMTSI13 & (11%E von Willebrand factor
(VW) OFFERITINERO Z L TH S, M vWI
RIMENE» SEES TS, EEEEDO vWF 12
HBEASFREZLTED, BOLEMEESH D,
NN THE U5 BT DS & - TEgl A s
LR LilleE o< 5. ZOEKEZ vWI 2
I3 3 0»8 ADAMTSI3 TH D, ZOEESE
b5 ETMA 25|55,

TMA OEZ 2FEAEL T @ HOREER-IC
X BIMER, @ FEGEKBESEN T ~0 b
FyrickaMEANERESE (HUSHD, @ Hiss
Al EORER], @ BREHEEH %Y, @ M3k
ADAMTSI13 B HEER (TTP &), hiFehns,
DO~@ FEENEZEES S izt ) TMA
ZEZ L, ADAMTS13 iHHEOETFREH LT
A SN,

AR T 1d ADAMTS13 @ S 12 05% LT
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WWEHLTEY, AoVfEnEE SRz %
DERETEE /- E52 5, ADAMTSI3 4 >~
EEY—EAEORRE LT, R E Y (Ec
Fruryy), Eik, HIV By, ik, BE
B EBHLLEEbhLTWwE, RER TR CT, H
HgH T B RER s T, BFRE LB
IZEES TR, BHS s 2 & 4 R L
o fo FIFER E L THTIRERS H - i 48,
L7 A 1gG (+), IgM (—) LEUEYRRTH D,
g TIIEHEROGERE L Tnizh, BHHT
BRRPRRRNIEREE o ko 72,

TTP 1245 OMBIRI IR IR % R L i
INFEEER IS I L TERAERERT S, 1/
MM X RS 2 7z O FHBEE L3 <, ilhiiRaE
RizBL THEBEICEREET 2 2 EDBF 0,
FEFATRIEGEEICO: 2MEEE S LTE
N, TTP OREEZE - U TIEIAH» D EE T
HEEBbNhI, ¥RFKEFTHE, OEBRETO
ZAbid—BE T H o208, SO L #vh
BHFL, FNLEEERZE I L Tni,
TTP TOLREEEHHEIIL 18% FRE a3
NTED, ThTEVESR %Y. KEFTH,
ZOHFEL I HUINLETEFELSSEE O S - o—
HELTHZ SN, HRATATIEZ DML IRE
2 S FER/INIAR DS 20 & 7o 08, FF - AR S A R
s, KRR, LITERORLIC 1208 S R
FiERIZES b ot, £, MEEHML RS
fixdnotz, Z0HEMELTIE, LiOERUsLT
bIMAEFE L Th - o, T, hoRE
BEBERERICIE bl L Eh
7z,

BEM TTP ORI L7788 - LT, 1Mz
Hanidp 29, MR ERLEE L THELENhT
Mo, BEEHEE 945% 6 13% L EWICHE
LIt T AT 4 HH 2, 21z, REFEF
MW ZFTEAT O, FYENTHSE Lnb
NTW3Y, MIME Tz 2 BT ol
i R3S TH D, MM OFHTE AL
BB A RMmEcEE{To BT 5, mig
TRERAT O FERSBHEHTH -7 TTP GEHF
IZX3 2 HES Uiz ihE R A\ 0s, HEd - BFRANIc

ExZNAF o, vdaA R, 2afAly
IR, UVFywT, HoreFao7) rofs5ic
TWEFLzEWIFFEbRanT WA (M8
RO LRGSR 3 [B]/38 & 75 5 TV B 4%, AfEH]
@ k5 ZEAE TTP Tl H O MmAEZe s L EH
Ezof, FHUYFYIRESE RN T X
TholtBbhnil,

F & B

mi#xficcbm/hifiz LEHE S,
ADAMTSI3 4 e E7—BiEDiDIicAT o
A4 FRVR b T epEEmIE e Roh T,
u] )4 REEE, S5 OMmBE%: 27 L T3HT
L e EE TTP il 2 L.
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