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TEREFEHEOKN 2% Th o7z,
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8)

B NABHE ITP ORI LA DT A K& LoD, H.Pylori BRERIE.
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EZlER. AL GRES—Fr 727 v 2{b), BEY VF I~ 7L ITP Ikt
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2015 4E UH SEIcBE & NTz, VI~ O ITPIZx T DB ih KICERE Lo
D, 2012 FIROUGTIEEZ ED 5 TIE,
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HEFRNT & ZICE S BWEDBRRB R MLETH D, Y ITP 7 7 — 7 EE
L7 ITP WA ERICE LT, 2% L 2 oBEHEO—kb, EEL, R
IREIC Tl CTHRETT 5,

[RIRFIZ ITP (281 2 HLi/ MREUEDIEMT & £ O tiiEDBA3E, ELISPOT assay
DER{b. MR/ R E SRR E ORI FAF RO RET, M/ MRIEAME D85
2, M MRIBAD B OBERERAIE DB R £ ITP ZRNED#KEFTR LU ZE DOk
DIRNTE DR 21T 5 TIE,
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5)

2EOEREEE D O AU NLUEE (TMA) FEFOERE L T L7, 2014
FEERE TTII2341, 20154ERIFFRIEER T,

S RMETTP (Upshaw-SchulmanfEMRHEE) FZWr D 7= O ADAMIS13E=FHET 21T -
oo USSHEERESIF CTBAR T HAT EMETE H57H,

TIPIEIRET A RT A4 VRBEMERR LTz,  (BfT)

U %<7 OTTP~D AR LK

014 ICEREEIRR 2 E L, IRBREBEEZER LT,

ADAMTS13tR A DR BRINEL & FITEMERIE % v b OIRSNZW KGR,

X v MOEINZWFERTE DI, BERKZE - ZERRMEERR A 2016451
AP 3AETEBTETH D,

YRE 2 8 AREE D

EFE1) ~5) OfkICIN A T, FEHANES M4 R e ERE (aHUS) 235 SRR A &
LTHIZN—THB LR FREE, BHFEP Moo TIMAZ L—7L LT
LTFOHEBIZOZFEETETH D,

6) aHUSOIEBIEETE & R REMEAT

7) FAETRER T OB R



YRk 2 844181 28K
TTP 16T A K () Version 5

A /N 2R B (thrombotic thrombocytopenic purpura : TTP)iZ, BE&IZIA
BENELTHEREETH D, FEERAHAOIM/MMIED & g 2RO HEITAR
REREZES ZENEETHD, BEHRODEEETIZ, ADAMTS13 &ML 10%3H D
FEFIDZH% TTP & LTWAHA, 1 0 %A EDRESIT S FEDOIRET IEN B2 ER b7
T 5, £, ADAMTS13/EMEDFRERSHIAT 5 E TIZBRTIIEHBZET 5729, FRIC
Ko T ZORRERF - TITRELHET ALERD D,

TTP (2135c R (Upshaw-Schulman JEfEEE : USS) &, $BRMENTFET H, LRMER
ADAMTS13 EETEFICL Y, %KX ADAMTS13 IZxI4 5 HEHE (f v eEd—)
DEASNDZ LICKVRIET D, ADAMTS13 {EHED 10%REITIET LTV BERTA
VEES—BEETIIIBRRETH D, FNLSOREHNL USS Mkbh 253, &R E
EHEOBRBLMBORETEREL OB N FRREENH DM, KRBT
ADAMTS13 B FBT BN BLETH 5,

BIA RTA L TRIBREZFLICEHE L, HRICEREZFIEE & LTERHET L, #
RMEZRAZOWTEH L TEBY  NNRICHT 2EADORIE - AEIIRBRA DRV oE
BZ#ET 5, ADAMTS13 {EMIEZERH (10%LLE) DIFRIZOWTIX, BA A R TiEIkb
TRV,

1. %X TTP
1) e
JRRRHAD MM MR M E2 RO HE BRI TTP 255 Z ENEETH D,
TEAHET, RENCIRRERGB T2 LN ETH D, MEBREOEHNOTZOERE S — A
ARBREMLHER L., BRFRLROTFENLSEICR D, . SHEHITLIE A~ B
ICEBRTEPREEL 257D, baR=r2HRT 5,
A WHER
a) MEER#HE (1A)
P MAE (fresh frozen plasma: FFP) % EHE & Lo miEsc#is 1 H 1 EEA
MifT9 %5, FFP ORiX, BERRMIEED 1~1.5 & (—RIEERMITEIL 40~50
ml/kg E3ND) THANWTRHBRT S, MBERBRFENTHLERE LT, 1)
ADAMTS13 O#i7E., 2) ADAMTS13 A > b B X —Dkk%E, 3) ADAMTS13 THJ
Wi C X RVEBRE S & von Willebrand RFEEEKORE, RENTFHIND, 1)
DPHRDPEFFTE RN, TAT IV EBHREE LTER L TEIWITRY, 2B,
BRABEEHRIC FFP EiER To b Z L RH 55, FFP #BEHK & Lo MAERH#H & L
NELHAONCHRERNDENZ ERREIN TN D,

I HEAZ #2

FFP 50-76mL/kg ZE#iikE LT, 1 A 1 [EE BT 5,

HEL LI EEN A RIA U TRESNTVD X512, /MRS EF(L (15 HuL
k) LT, 2 BRECHEBMITTI S22 THEN, AAENTIHERER (18



FR2 81 A1 2RHK

IZ3E, 37 AET) ORMENSERICIIRETH D, 200, U5 AREER
MEAT 2/ B ICHEIT L. /3 & ADAMTS13 0 42 RN 6. miERoE
e A& HIWr 5,

b) A7 uA FEE (1B)
AT uA RSNVREE, AT a4 RRENBROWTNHERAITHAR, EH 65
BRAPNIAGNIZR > TR, BEFICAT A RANVABRIRINDERICH D,
A7 a4 REEIZL - T, BOHEOEENGIPHFTE 5, 2B, BnE CRERA.
ERERERE R ECIIRESBET 5,

2T aA ROV AERE (RS
5%7 FUlE E-34EEAEK 500mL
AFNTF L R=y o 1000m g
1H1E 2R CRMERFE 24 3 B ks
FDHBATuA FEEZHEIRT 5

27 aA FREAR (REEAN)
TV R=vyry lmg/ke/H FAEFLIZHR
B BEEKEG60Kk g DBEE FL R=Yrr60mg. 12 5ENR
HiobE, BadE, ¥ 288

o Hui/MEE (2 B)
/RS 5 5 /ul A EIZEE LB BT A ) U REDNTONDBEBEDNRH DM,
TTP OFFITXT HZRITA S TR,

P/ MR EREE  (PRIEE AN
TAEU Y 81-100mg 1 H 1[E, BINR AT wvA RHIEET

d) ZFofOIRE

FRIVEREG MR B D 22N EBE TIIAE 7 1 B UE 7.0g/dL 8 % B 220297 9 23,
DRBBFETIIL 8.0g/dL K2 BERET D (1A), 728, M /MREImiZA S A
7RI & D IGFEITITEG & R 203, FNUSOTEER T REL BB LA
BERHLH-DEREELX OGNS (1 B),

Tz, BEH, BEEBCF 7 u P FOEAIFE AL SIck Y ADAMTS13
TEMENERT D R TTP BEET 5, EFEOHEITERZF L, EREAEN
HOHEEIT, ERBOIREENRT 5,

B HHafl. RHIFERG
ERROSMEHDIEEZ 5 BILLE T > THM/MRED 55 /ul L EE 2B 20WEE. b



R 2 81 A1 2HK

L <X 156 B/ul PLEICEE U TH B M/ IMRELDS 5 75 /ul SRR T L2H&1CiE,
MBFLZHICINZ T Y F O~ T REZZERT D (1B), ZOHEIC, MERHICK D
ADAMTS13 D #5112 X - T, ADAMTSI3 £ > b B ¥ —» EH LTV A A (ADAMTS13
inhibitor boosting) TIN5 D T, ADAMTSI3 BRENKLETH 5, ADANTSIS
inhibitor boosting DIFEIL, U YV F P L ARENR LRI D, 23, TIPIZKT
DUV HRTTOMRNBALNC 2D ETOHBIL 10 B~14 B THHDOT, =D
b MR UL ERGEE R H D,

a) JUxv~<7 (1B) (RBERN)
U<k, CD20I2%dHE ) 7 u—FfET, BU VW SERICERATAZLT
ADAMTS13 1 > & V¥ —DFEAZIEIT 5,

VWL TEE
1EREE VYxi~T 375mg/m?2 A I THRAICERERESY EIF 5,
1AM 1 E#%E, &84

VY% <T PIME T RROIGENEIRM:., BRMEMICEDNREENH D08, &FI%
EREFTE DT TR, e RBREFERGINPREMNZLOETEHT D,

b) ¥7m7+RX773IF (2B) (RESERAMN)
AEAIEIK 500mL
a7+ A7 7 I N 500m g/body or m?
1H1HE, 2F#ETRS, @FI1T1EOAEE

c) BrZURFr (2B) (RBERN)
AFAEEIK 20m 1
27U AF > 1meg/body. 1 B 1ED- L VERES, @FET1EHOLEE

d YZ7uxRRY» (2B) (REREHMN)
I ARY Y 4mg/kg 1 H 2 [ENZAT CEHNARE S,
VIR ARY COMPBELZFHEZR L. T 7 100-200ng/mL FRE ZHEFFT 5,

e TOMOIER (RBEAN)
DR (2C), seEs 7Y VRBRIE (2C) BEHAH], BHRFIO TTP i
RLTEMSNTOES, VYRV~ 7REATES LRI LY, BURTIE
BIRS W BHENDTRL 20T,

C. HEfEH
ERRE L Tp o T BmE . AT uA FIBEIZ, ADAMTS1S IEHERB LU v b B X — DR



VR 284E1A12H%K

ERENLTEDRETRINCH IS D, ERHICHHIRBRIIEFE LRV, &KIE 1 £H
IREHIACERE L, /M3 ADAMTS13 &R ERITI T ENEE LV,

2. XM TTP (USS)

USS DR & LT 54 R 100 B 81 C AR 22 1 TV BB AN B B, T D,
I/ NI DS FESE 5 72 @ FFP O EHIBRED T T 5 BEIRIER 2 b 5, E 1= 1R,
Y7 & R BRIC D T TTP BAES B L. ARG S h o B b FEET 5, USS
DOHIZIE, FFP O E#IE SRR LB ERIA O, BERFO S FFP OBENLET,
EERIE IS ERRVER E TH Y . FFP OEHIEDLEMITIEFIC L > TRR B,

FFP &% (1B)
FFP 5~10 mL/kg % 2~3 B Z & ICHiiET 5, ERHBRENCIZ, 9 10ml/kg Z8EL
THREHERT D, ZOBRRTFT—ODAEBIR/NERDEHIZEET S,

BE E CIZ HAREN TRERIZZRVAY, USS T ADAMTS138 RfEFLENEEL SN2 HEITIT

FFP OBENEL 25 tBbhba DT, USS IZBWTH ADAMTIS £ > b B —DEH]
HRBENPNLETH D,
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BHHORBRHRIRBHS THNLEF > X
BIRCTs & HBEMLETET VX,
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ZFOREERTH D HREMRERROBBEER b NCBIENT A FOEREZEL T,
VTED T4 « FREOXIEMEIZ BAIE LT3, BEEANICIZ. DITO4EE 25 31E L
LT3,

(a) THERMMEMEREOLEEE] OERE
(b) THRMEMeEZERBEOBETA RTA V] ORE
(¢) THRRMEMBRERFREEOBNPZEIA FFA ) OKE
(d) MHREHERET T T A VSRIBIEBREDBREIA NT7A4 ] OFE

MERMEMARMERR ] IFEHAERBTH AL 2L LT EFEOREHEHRICRESINT
W, AEEIIRICEEERAREORGZ BB LT, [ERELEEEROBETE
| b N TEEESE] OREEIT-T,

1. MeRMnEEREODEEE | OKE BIELE)

AR - /NI 2 Res AR iE O, FEhE L ONEEIEOHESLICE T 505
I OMERBRTH L ILORFOREE—FLREDOH ST EET, NEHOFEERNEMEE D
TRRER SEERT —FFER L, [FHREEMEE (GCREMRERRICES) | 02
WrEER OO TEREESE] 2ER L, ERLEDHEES LU0 EEESEIT, H
A Az Ik i A2 SSCI e E R REH S, FlRMARE/ZERERSIC TREW W20
b, BESOAREEZ, 72, R LUZ2HEELR D NCEEESES AW T, BE
HROHRFE LT o/, 4%IT. BARMKRFESH 2V H AR R OBETEIC. &
EEMREOZWEELZER L, KBAMESNhDZ LZBET,

2. HRAEHERET 0T A VSKRIBIEBEDZENA FI7A V| OFRE (UK, EE. &

i)

BRI T T RMEPSKIBIE B OITREEHR L O R Ve AERICET 2
BENA R TA LV ORE] 2D L, MITEIEANERLERERGAHE (PMDA)
DT —FR—=R % Rz BARIZEBIT 5 0BHTEOC) DEIfER & LT oM E~RED
RN 2AT720 . BARDOCHIRAE OMARERIEDERKENY 27 B CHTHL MR




o7z, SRITMARNRREZE T 256 OMAT 24TV, EE 2 T HEEZE Y AATEDE
A RTA LV OREZ BT,
3. SERMMm e RE DR AT

ERIEFSEE LT, 7o F hu v (AT) KEBJE 10 FIOBETHERT (Mg, 7'm7
A > S-K196E ZROBERFHFN (BH), ATIEFERS LI OT 0 7V 2 7 UG
TR VEERAP R LUELEFRE e by U B (Prothrombin Himi) ORéEef#
B GRT. BR) 728, MRMEREROFEERF OMHAORE 21T o7,

TERR28EENT, THRMMEMRREBEDORET A RTA ] X HHREEHFHEREPSXK
BERBEOREIA FTA ] EREMRERREBEOBRMBET A NS OFK
EETFTELTND,
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TroFhursE VBRI T 7Y ) FIEEETIC L D BERER LIZER
Mo b U BERE (Prothrombin Himi) OOHSREREAT

BRRFRFHREEREFZREIERIFEMRESY R TREF. FHKL, BHRBETF
S BRFR B E R IR R, /NEE A

[BR] EXETa b vy (PT)EBEEILES HMERZ 252528, EEEOES]
LIE SN TWD, ITE, 7oF bur ey (A1) (2R UlitedEm & e 5 B
b U RHE S, BrLWMmARERR & LT TAT EHilE] SREShE, &
VIR, BEEEMEOERME PT BESE (Prothrombin Himi) HB#H OBEIEFINT 21TV, 2
FEXE OB TR g 8751T>C, p. Met380Thr 33 TN g. 8904G>A, p. Argd31His & [EE L7z,
S, 202 BEOERT 0 b EUERERL, AT BRI T4 TV 25w
TEMEALRE 2 et L7z O CTHiET 5,

[ FiER O 2] B AR M380T ZE A R4SIHEER D 3FED Y 2 50 b PT %,
CHO #EREZ FAWVVTHHL X1, WEEREIT 21T o7, BEE— Bk & F WO T2 JE MR E O 5.
M380T 2 RE DEEVEMIIMIBRELI T TH VD | RA3IH ZEEIFAR D 20%/KT L
TWiz, —F, AREEEE AV THIE LziEEL, AR E 100%E 45 & M380T &
FHAT 61%, RABIHERTNT 6% L ORET L TWe, ZEB b BV DATIZE DR
EALBREZ AT 272012, huar ey - ToF hur EVEEER (TAT) E2EIEL
ToAER, RA43IH B REICIL, TAT OB AR & LB LT 40%2/KTF LT, — 7,
M380T A3 120 /3 DORIEILE T TAT DFEREBAIE & A LFBO LR o7z,

[BE] U EOFERNG, M380T ZERAIERERENIZ & A EHFEYT, AN Tl
I3 R43IH ZRAUDHH > TV D Ll S 7o, BIURE D E o 72 < i 2R S 2o 7z
BB LT, RBIHEEAIEBEIEMENMET LTWAR, AT EOFBEEREIZLY ATO
FERICER T 5720, BEO b v 0 bEEEIMEZN, FORRIEMIZY
R BEERESHERF SN TV D EHERI S,



i AEPESR IR OFRENTFE LR ME AT RIBIE DBEI=F BT

H T BRFRFBREERFFER NEEA

[IZU®ic] ohE T, EREMRERROFRR L2257 F har ey (A1)
TuiArC, FurAy S RIBECELGTREFEMIT., S bICH 2Rk tEER
D AT VPRF VADRRNBEFREEL LTI e ba BV EEELZRE L TEZ, 4
B, AHFZEHEOD 2 £/ AT RIBFERE 10 JEGI OB FEIT 21T 2O THRET 5,

(k] FEF O ) 2BEFEZRV. 2N SERPINCI DET7 V2 EFEDA Vb
o b OBESERE S O TPCR HiEk, BT — 7 o AEIC X 0 \EES 2 fi#r L,
EBIL, BRTFEREZRE SN2 72AER Tid MLPA (Multiplex Ligation-dependent
Probe Amplification) JEIZ CEBFREMEITZITV, KRIGEH| D breakpoint [FIE Z1T
o7, BB, AFRITALTRRFEFHHEZESOERBO S LHIT LT,

[FEEB L OEE] SERPINCI =7 Y PR BEMIDF A Lo hLr—r v Z¥ETIE 10
B, SIEFNC AT RIBEOKERK & Bbh 2@ TERZFEE L, £, &Y 7TEH
2DV C MLPA JEIZ TR T R AT 21T o TR, LEFICT= Y V2 3-5 OXRKE 2
RNy Vv T RKREFRE Uiz, BIEIL. SERPINCI 8N (1> hmrr2 LA b
T 5) \ZTFET 5 Alu BB O RS HL 2 DFERAE CTex 7 Y U 3-5 DRIJERF] &
HIBA UTe, 72 123 2 EFNIEF01C FEFE AL 2 %42 V IR$ FoSTeS (Fork Stalling
and Template Switching) T /T TE 5 THWEF AL D SERPINCI DA > b r
¥ 6 25 T 35kb IZ K SKRBUER KM & HEA LTz, 780 4IEFIO AT IEHART I, R
A 0FDVT P RIREA DVT I X B VHEEE, HDWITHTERBOEARTICEI2b0EEX
bz,

[FEim] RPRMEMAREE % 30E U AT RBEZ RO EFNZIBWN T, SERPINCI AR T#
WraiTo e iR, 6 EFICEX OBRETFER - REZFE LTz, 2. SERPINCI BinT
BEFFECTERPoTERAO ATIEMHERT I, thOREOFEN R S,



AARANDOBHIRMAEERIED Y X7 ThHhD a5 A S-KI96E ZEED
% S5 SO FRAT

[E]

MERSRIIEE A —  EHEEIT. LLETF. KILES, HaiET

a7 A S(PS) K196E & (PS Tokushima ZE8&) X B ARNEA DOIMEERRTH 5,
PS K196E 2513, HAANDHKI 55 NiZ 1 ADBEE THFET D, ABFFTIE, Mtz e b
PS-K196E ZRIKDEERFHIMEHT 21TV, BRIC K 2 MRERIED ST A N = XL %K
B L7, ARG LOZREM PS REME KEREL, BEEENOT 70 =7 14—
AT 5, BEOHREEMH SN PS 2RBRTEL b2 A A VR8N 7 2%
W, BPAERIPS CAEEAB PS AR Lz, ZNHORBR L PS 2T, APC RTFEME
PLEEERERS L OV TFPL (K EMEPLBRERE A BIE Lz, T ORER, BRI PS 1, APC {RfFME
PLEEERE DS B AE AN L~ 46% SR T LT 22y, TRPT EfEMHIBREREIZIER Th -
7o F72. PS OFUEEEREREICKE R Y VIBE L OFES (Kd : FAR! 77.09+6. 45 nM,
R 78.25+7.61 nM) <0, PS OHIEEREFEZRAE T 5 C4BP L OFEA (Kd : B4R 8.15
£1.10 nM, ZE&EH 8.22+0.78 nM), PS ZRIFEEE S b I X 28HHE, WT©
NHBEETHoTz, U EDRERELI Y, KI96E ZEEN VIE DU X 727325 D%, APC KT
HEFUEEREDIRTIZ LD LB X T2,



RS v T A v S RIEERE DIHIREHE X ORIV E o FIfERICEET 5
PBERTA RTA4 L DRE

WELEE . ERERE VY —BER B R
WM . EREMRKFEECSESRERE BRE RZ
A EETNRFRFGREELHERHA W T

BOBHTE (=X huFfre 7 AF L 0OE%| : combined oral contraceptive ; COC)
B U AR ERIEOHREIIEA TEZ VL OO BERANCRIT 2EEBIIAHATH S, =
DERERE L L Thvbiuix 2 DO EIT> T D, —2iF [LtEFRE VA & eE
WZBAT A REFAENE]. b O —0oik HNATEREAERREREESRQRAH#EE (PMDA) o
T —E R 2 AW BARICBT AR OBERORBER L LToMBRERIE| Thd, &
Bl 3% E DT R Z|mET 2,

bhvbihii PMDA OEEROBEHERICET 57 — & X—2 % HW\T 2004 £ 4 AR
2013 £ 12 A £ TloHs Shiz COC ERICRIE Lz MAfE (FHRMARZERIE : VIE B X
VBRI ERSE : ATE) OEEBIOEDY 27 25 f Lz, BV 27128 5EH
*FRREFSED = > b v — /U3 BARDE R - KERE (20124F) OTF—F AV, FBER
EWETDHODOHRNEIT A b s DAV DT —F (ZEOLGE) &RV,
AT ER R FEOMBEEROAREZ T TTof, TOMEE. 10 £/ 581 o
WEERHH Lz, ZOWRIZ, VTE394 £, ATE154 {4, EARHAOIMRSE 33 thTh -7,
VTE Ti&, DVT & PE b oL %< 784%% 5O THEY, MEIRMAAEX 11.4%. %
DOMOFARMASIED 40 HFTH o7z, ATE Tix, BEFEENKHEL 76.0% T, TEIIRER
X 17 5, ZOMOBARMARTES 20 T - 7=, ARABRLE 90 B LINIZRE L7234 Tom
e ZARIE DML 45.5% TH D, 360 HLUNDOFRIEDR 81.2% Th o7z, T3TD COC B &
VCFaFAF UV EHEZEE U-REMEE X, VTE 28 1.11, ATE 28 0.37, T3 TOMmig%E
BAEN 1.56 TH Y . BESHEIIFKA LY DT DIBEWVEE ThH -7, IEME (BMI>25)
® COC A CIMERERERICLL L VIE U A2 2Ll ETh oz, V) F R &R
< ARAEEREEOEREENFRESEEIL, 2 VIE T, BARANCZBWTHRCKA L H
BICEL, A0 BZBECOLAMICEMT A2 LBHALMNIRoTz, o, F4 T
AT OREHEEL, BCEARESE 1 7o X 2AF L0 &L, Zo[ERmiE VIE TF
ETholz, 2B, ATE OREHEICEL TiE, 50 R TIREL o= bDD, FulR
F UHRIC L B ERITNE D o7z, S EIOFENTIE PMDA IC#E SNTEFICER S5 b0
O, BARD OC RAZOMEEREDERER NI R NI LD THLNI o7z, FETE
IO TR 723, UR7 THDIBES FICKEICENT, BaRAF L ARTED R
XA - BHRZE 2 LN 2 2 EBRHETH L, S®RITNEERREZE T 556 OMITE
TV, BERTMFEEERVIANVIEBERETA RTA LV OREEITOTZ,



/R IE# R M TTP OF % % BE(L S50 2

RERSNERRY:  #Hif i
EHOHE, BEE, RACHR]

B REFFEME TTP (TTP)EE T3 5 /MR IIERER L E X LT
X2, EECIIHIMER 2580 5 BEICK LT, HIKEO /Mm%
WCEELLRNEORE LD D, SEIF~ I, aTTP BFITRW T, M/ MRE A3
FRITRIFT BT OV TR LT,

20004 3 HH 5 2013 4F 12 A ¥ TIZ B ALE DO EEHEEAN & X 5 R ~RT
FRE ST 1211 B At e L B EE(TMA) BE O 9 5, ADAMTS13
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