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7% & Mk %8 9% (purpura fulminans, PF) & — Fl % UL 19
& B A A B ER G AR, LABRIE P 1M 45 P BE Il (disseminated
intravascular coagulation, DIC) il IfiL % PN L #2 & R A 43¢ AE 17
SR R RS Y, TR R R Z A8 R R AR L A
FE, WRIEREIL 18%~40%"", [ % 1k Bl R 1t 21 2 14 PR AE
(paroxysmal nocturnal hemoglobinuria, PNH) J&—F %= UL 3R
ks Ay, FERAE TN, JLEbBA M Y,
PNH ) i RIRAFEIE N 30~40 25 Mo Hlf RFH MR 5
P, b IE B PNH BB ST 0 FE R, RAERS
ik 40%, AT BUE H R IR RS, (B IR Sl kR 1
WA RaE ™, PNH A% PF IR T, AR S04 & AL A
B 22 BRI W —F] PNH A PF 838, #iT PNH &
PF W2 59697, DR ERHZm B9
1 ARSI

BERE, 9%, WA, BB R ZEAED
PR 6 d, B 4d” T 20184F 1 H 23 H AfEIL st AnEE
Bisiz®l. B 6 dRICIER I LI, Skl 38.8C,
PERZU . 0% P U R, T DU TR AR 25 (O
25T ) b PR, REMRAFRE, IR R 4 d TR R
52, FEiRi 39.4°C, FEL, SEHTE R/NA—1Y 220
k%, BHTERZIEG, R0, JoEPE. S s
BRI T RE, THREET . RAMLT KAk
BIT, RURKAE, BEAES . PNH 22 4F, [ RAEBEMRPTEE
IRIT2 20 4R, 3T 2 4R TARAF PR 5 000 U 4 H VRS
Polkia Ty, BRI IR JERS 10 mg/d I6YT 5 1IE KR 10
4., ABEAK : T 38.8 °C, P 140 YK /min, RR 30 YK /min,
BP 105/66 mmHg(l mmHg=0.133 kPa), #HzifsE, DAL
Yo, SKTE . SR K RORE R A AR HLNNBE, 1%
BLORIR, PG (B D) 5 Z2/NRAMIU R AT W— /N2y
1.0 cm x 1.0 cm ANFRIGEEE, Ol IS B bl 28 22 G 2 1A oK A
Wi i . ABSfbikds (FE5NASEE) - mEH B
41 Jf1 15.98 x 10°/L[(3.5~9.5) x 10°/L], 4L 41 il 3.3 x 10*/L

1026005 * FAREA K F W B L KR ER LS

[(4.0~5.5) x 10'/L], IfiL 4T 4K 11 106 g/L(120~160 g/L), Ifi
/N B 46 x 107/L [(100~350) x 10%/L]. IfL 3% A = ¥k 4 of
93%(50%~70%), kAN 1%(25%~40%), PRI JRAE
J33 wmol/L(3~16 wmol/L), HAFahr (1), 4tk AN
ZMf§ 25 U/L(9~50 U/L), WUEF 47 wmol/L(59~104 wmol/L),
A 3.9 mmol/L(3.5~5.5 mmol/L), H & H 34 g/L(35~52 g/
L), MAALT 2 50.3 pmol/L(5.1~22.2 pmol/L), 454 NHLT %
18.1 pmol/L(0.0~6.8 wmol/L), %% 2.08 mmol/L(2.25~2.75
mmol/L), %4 131 mmol/L(135~145 mmol/L), 7% %j 4 6.2
mmol/L(3.9~6.1 mmol/L), Ml & # A 61 U/L(24~195 U/
L), JUURZ 3% Bt IR T8 0.1 wg/L (0~3.6 weg/L), O JILILAS
14 0.002 wg/L(0~0.056 wg/L), N K i B 1 4 BR Bk JR
336 pg/mL(0~125 pg/mL), &EMLTIAE  ¥%E I A IR A A] 15.6
$(10.4~12.6 5), EPRARAEML HLAE 1.3(0.86~1.14), ¥ Ifi fiff I
15 B 62.6% (74 % ~120 % ), T AL 3043 BE ML 75 A i 28.9
$(22.7~31.8 5), 14k [ 5.22 g/(1.8~3.5 g/L), D- %
45.15 mg/L(0~0.55 mg/L). IS4 #Hr  pH 7.529(7.35~7.45),
PCO, 29.5 mmHg(35~45 mmHg), PO, 44.0 mmHg(75~100
mmHg), Lac 1.9 mmol/L(<1.8 mmol/L), BE 1.8 mmol/L(-
3~+3 mmol/L), FFF52 5 <0.5 ng/mL(<0.5 ng/mL), JKTEI%
PR I (AMBE ) ARLSH . ONEE R AR DL B . i, IR
BERLRI R W50 WIAL2 W - R, BRIy, J
RIRBE, 25927 {K3E, DIC?

ABEJG FHRUARE 5, e R 1.0 g/d & ki e Pk
Yoo MRAFIFE 6 000 U/d B2 N EMHUEERTT . ZIRE AL
R REAZIR LI, AR FEE CT . LI 75 5 A6 o U A Affy
YLLK SE AR RGN BR b . ABEHS 2 HBE T
e RN S IEME 2.0 g/12 h F K TEPURSSATT . 58
E PSS RS IR e N TS B R ) | SN
R REATPERAR  RG R K, A A
LR - DB A (AT- T ) A%, 92T 4 oy et
L ERE AR ER 5 FERIE R /MRS AE (HIT) Bid
AL C HEHT (APC-R). BLOo#ER B (ACL). $i B2
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Wi 1(B2GPL), IRIEHUEEY (LA). LT o8 [ A2 i vk
(IgA+G+M). IMIEE LK IE. BI7 T Mg,
B vk R M T B, ZMEEEIRBEARGR . T R
IR RN, PJEHs 30 mg/d IR HIA L, #hFE A
A R R A AR A IE . WK 6T, B RER
B AFE , I/MRAERRLE 50 x 10°/L PLE, BRIl hAEZE i i
B, RRARMERIER . ILLEACERET TR, I HEAS
WiTl e . BEK B R, CD55( %48 MiE 1 )/CD59( L
NPV BRI B ) 45 2R R ] AR TR, R
FIHEN 6 000 U/L2 h B TS IRITEEAY T . B A
SRR MERSR . BEOKERFRAS RN, dkgikA e
MRHURYGETT, ABESS 13 KB E ML, ki, 56
FERRERERTANo ABEES 16 KR BRI (B 2), &
B AL B, BRZ FE A B R A A
HEFRERFEMAIE A, 58 S A ., £F4 PF
LW, AR 17 REFHRIRIER, AMaERIErfR. Ab
28 d AR R R IR IRPE A A, R A R — 2R
J7, T3 H 5 HiFfehbe (F 1),

A BE RO BEN s B - A IS BN s C . B
{EBE 30 d e PIENL 5 D« B &M 60d (HBE 20 d) G

LI i Vos R i) e

2 itip

PF NARFETE 580, fci AT 1~3 B 840 )L 16~18
BT AR . PF 2 1 Guelliot 76 1884 4E 56k ™, &
Ry A T AN B e B TS M E . IR LT AR C IR
FI S = FREUs A Bb, DASGRARIERR I CL R S ik
Z B EA CIR—RIEIFRES BN R K AR T,
1%ifb#E H C(activated protein C, aPC) FEHA YLt LIGESS, i
A PCITEVE B ARG P B A g . S R AR
F KM T, Hon] 2 aPC AHIVEA .. PF L
PR I R AE I, DA SR I AR 1 R O . U
MR AT RE R FIN AR 0 AR ), e & &k DIC,
FETA Ay BRI AR o A R kg 1

PNH J2 i T35 I~ 40 A £ 5 i 1k AL SRl A= 0 &
A HE (PIGA) 2878, FEURHEALBEARBEALEE (GPY) &
BB AT, DT 30 GPI i 4 #5 11 CD55 Fl CD59 k=, X
AL 200 i A LA AMATE VR, BT B T B
PRSI, AT M I . JERE A TG Ak B i B i 2T
RS — R 50 B BEAE Ak, DA O o i A TR 1
PNH [fil#4: T SR AL 3= Z A4« (D MARCHLH] . ¥ i
SO RV B 0 T 2K R R NO BRI RS I 21 R
ORI NO $FE, BN I/ MR TG LR EM IR H R, (2)
RV AR DAL . N B AR AZ 300405 5 1/ NB Ak R 2L A
FHiZ ; CD55 1 CD59 = ; #MATE AL 5 RS ",
M C RIS GBS AMAIR F1 Cab 454 i R HEHTEEIE
TE PNH B E N LN F (TF) £k B L | 2T R aUF
Dyiits, FECE C RS 1B PEINFE, PRI {2 ks i A
TER

AR PAES M, SRR IR R I R A K
FEHAT PRI, SR IR IR B IRIRBE, A BB )
PRFE. DIC, Bk Js B G A6 b /s B0 R 42 2 0 40 LS N
SUERFEMAIE A, M B RIERIE RS, £4 PF 2
Wr. BETMEERGL L, CD55/CD59 B RISAR, HisE i wf
M., A C. HA SIHAK; BEFE PNH, T DVT K[ 1H
ks s, AIAGER L s, 0% IS PNH #H2G PF 217,
75 LUF B %50« (DIFZEIES 00 1 MR E (HIT).
HIT J&— e R8s, &4 THFERIBITE 5~10
d, 2 G RAEAHE W, HAfE 2 Wik HIT S, %
A HIT BUIRBAYE, ST HEBR 20 . (AR & 1 R ik

AL, MBI R B H C i, TR R
PR RBEIRS, REASBUTZIEMCIEER. ZaH O

AL 2 4F, il DLHERR . ()TN 255 1k (APS).
APS JE—Fh A B RPN L RGPIN, T mURAERFSATAEDT
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2 ARG I/ MR AEAI SR (HE x 40)
BEARHURMIEOL R, Bk, #bks/ e e ke 225
PR (5) FHRATNR. 2R EHLOBEIEPUA (ACL). T B2
B T 1(B 2GP1) BIME s ARIEHUEEY (LA) 1.13( < 1.2) Bk,
RIS Sapporo Frifi U ATHERS . ()i A8 i /N sk
PESER (TTP), TTP J&—F M 1 A F 5~ (VWF) 246
ADAMTS13 i 1 5 B 5 kS 0 il A2 Pt . 3
CEAE R S e P A PR B L L it /AR | TR S
OB . B RRFI 2 Rt R B, Al B RR il &
5 A A FERIR T BN S SATRATF o (SR BRI 4 4%
FERR M T R Y . 25, SE4RALU . BRI S L
PP E e, RPR B AT SR R e R
WEARTEBE, SRRZSE, IS E I B RIS KR . DT
HEZEFEIRIE ; QR A SR I RE M) 5 PRI . AR
W e R B T HEBR XIS WG

PF WIBYT AR E T X2 AR . BRI
KWG . VEIMTIRE S A MRl ©, DU FuAr Sk
BT, WARBEWNIRIT, EH VN EBIRITIGEN T
(W RIRIRIT . PF AT A T2 E SN N 2B #
PNH Z4F, K KRR I A B R F K AT R 3 1. 7R
Jrr . DO EA ST (eculizumab) 7] LT PNH ¥ Ifil 1Y
IRYT M PNH IR T i ", (HAAS B 5t QM
FER, RBEG TR L. BRI R FE M E
A RETE TR SV MUk, SRR Je A T mT LA
VL P R R ). OBIBEHAYT . Skl ST
BFRPUEE ; PNH & A IR/ NS, i M2 b
TETT AARRTAS M A R LG X 1Y, 38 3 A i A IR R
ARG, AR A FPERAYT ', 2009 %H DIC 274
FE RIS TE DIC B (45 PF) hi FUF 3407 1. Bl
IRA ST RE PF B TIFRPIEERIT Y 5 FRIAYT T RE
S3U/0 PFHCH I B RRIRSE M B M, PUBIRTT . 2
PRI 28 e P SR DL, AR SRR R %
IRE T AL, (H R RIRFELE RIS AR BRAN, HeT 3k
T SEMEGURYSAIT . BIMBHATT . ATARYE B U 75 R

e ARSI OCE RPN AR . N AR A5 iR
B R TC I e, RN, BRI N T AR
KPHBFFARTI @HUR X RE SCRHAYT . 1B
BLCAY . MEAR . LRSS R R, TRWIRIRE 75
BEEASWETE s T2MUIREEINGE . T R AR AR
TRIFFIGIT 5 #h70 FAR FA BOR R A IE IR A I AE . D 7k
SEIRYT o

Lx BT, w015 &N PNH MG PR, TEIRIR T
PE I, AR IR BT E, NSRBIk 2 W
HER U VAT 2 8 TR RAF A OCHE
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B SAE N BERBEHIS I B IR, ARG X
R TPREPEAL DU B A T i S R 5.
SL—ESER MBS IS RGEAT IR B A fir e 42,
AR M4 g R AP N B B0 AR, 3 AT LA B R IR 2%
B AT DIEAR B E AR b B H R E] 2. A 20
22 90 AFAXHD, RRIGHE X [E % C LI H R T2 Hil A 14 2
LS RIIFARMA TR Y, RIS T R,
ARSOHE X X 88 [ bR ) 22 08 R GEHEA T AR B A I x)
FORHIRCR A T4

1 2USVLERTMPIEIME

oM, A RULTE LI G Y, EER
BEREIRU, AT T B AR 2 izt
EROER K, (FF (reliability ) BV F S AP BT T H &
B — RS X G I AR AT A A — St R . T
FRIME T HL e A5 e Hh 2t BT e sl AR o, A SR AR a5
SRR — SR, WZ T HA SR sl O M2 THE
(G R B MM R R A, RITFSr & [ —2hE (inter-

Ziik -

reliability ). ¥E5rE AH—EtE (intra-reliability ) ©7. K4
R IE N LR P R E B i, RS s
B . IS0 RS, AHRE TR, LAtk
FAGHRE RO Y. U (validity ) HEIH 454 Rk
SRR, BIRE—0FE T e B AR s S R
QNSRS WML SRR R R, AR AR AL
JEE 40 5 MR A R R B TR A % . FEBER . RAER
LB B[R] X432 A UE (mis-triage ) [ HLB) (AL 45
LAY RIS ERA L) defii ik U (HE SRUER
FIPR Z IR T A AR OC R AL CAniFA 5 BE Y Kappa {6 ),
PRI FE I A 00T 1 R, T O TR 2, (HIE A 2
NI RAE

2 EEREAMICIERNAMRITEMN

21 B KX F I 4 i2 £ 5% ( Australasian triage
scale, ATS )
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