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TIZET 62 Bl HAR NEFIAHERR S LT 4 (2016 45 11 A 30 HEAE). —F, FEHAAN
FEFNIHEF R TEE 35 B E SN TVWEDATH 5.

BRIEIX, MO THBEELEZ SN TWAD, BEEHHSICEEEL/-BARTIE, 21 HidwEE
L) ZOEENEIML 205 5>Y, EROMBIICERT LI L, ZLTAILEIRTOHR
EHOT NG AP RTYH, £ OREBINRE SN TN LIRS 5

Q4 : AHFXIII/13 DOFERER R ?
A4 HORIERE, BIRNE, S, SERIME, IR E05H 57, AR ESARDOH
5 WIERT S %\,

FXII (283 % HCHURDFERT IR IR L WD, BRilh 5 EEREICI L0
FEREHE OBAE RTINS & BIERDEAL R EHEAOND. FaikiEEs R 2YITRT. oh
T COHRE TIIH PR HBERBOWH S TR WIS E SN DA, SFl TEREOME * 5
MidHREEEZDL. Tz, BWHEERIZIZH S 02 R B L 7 { TH ZO®%RICHERER
BHBIEALT 2560 H 570, BBHBEOBICEET 2LEDNH 5.

Q5 : AHFXIII/13 O FZHERIE ?
A5 R MIMEREY 25 5.

AHFXII/13 O EERFERIE, ZIMWORLE - MR A & BICEOERPENBIMIZE S £ TEH
Thb. ERNE, GBT 5L WERHKEME (B 21X, EHELD 2 W Id g5 o HE,
FXII-A 72\ Ui FXIE-B IS SO HCHURIC L 227 ) 75 2 ATCHER &) 2 L C, K4



404

2 AHFEXIVI3 O EpEgHEY

1) BCRERE (SLE, RA, Y= — 7 L VIEfEREZ L)

2) & T OREIHE

3) 5 Bl T T

4)1) »osEEER E (MGUS % &)

5) B oK S-(INH, =2 ¥, 7ah A 7 3 F, Pz, &)
6) = O iR % & )

Rk 1 DFE—FHASIE

TR EAEE O MMER % ZSRICBET 5. CNE TORETIE, EITEHHEISHERLZ D SHVITE
WITEEIC X ) IRHE 2 B T e WANIME S L, Rt 2 e wnwe shsd. 72720,
HLE B EDH 5 W 5 EETICAE LA REMEA S O, BEZRN B R Ml A diifn, SR &%
ET5H60H 5720, MIMOE LA HIMEIC X > ClE, EECHEEEZKRTIL0HD,
FRICIEBIE L 25 28 b H 5.

LRk U7z &9 % 2% 2 BMEIR & IEFE D DR B G- 3 2 720121, I AR ] B if A 1k 1fn 27
&/ RBHEB & ORI B 4o HIMEFIZE 2010 4R (Bleeding Assessment Tools ver. 2010)® % J5 12
VERG & 7z HAERU M AFEAG 2L, e L M R ™Y (M 3) 21 A 2 E A TH B L E 2
. F7o, FERCEERSE (X3 2L CHIEROBEEE X HET A LICL), &
FEBIZ RS L NEHIIBDLILHEETH D,

Q6 : AHFXIII/13 D HiAHE L ?
A6 : H OSSR BILR FXI3 W7 A FIZHES .

H O o0 % FXI/13 2007 4 RV o AHFXIIY/13 Sk % # 4 17T, BERAHO M
MAER % B3 2 fEf] 2 29 L 72 B2, FXULEHOBME 2179 . FRCART A4 FMEREREZ &
DEMFINAKT 5 2 L 2 HETET 5. FXULEWED 5 WIZTUREIMET L TGI8 2411
ERERZ T L, 2OV FXIL OB 2 A 5. KERARBE CEZMBEORANC X 0/
xf B A% O FXIIL G PES ] S 72 0 P EXIT PUiA2Se i S 72381, Rk s 2E (12
D a e S 5. RARAWER T FXULEE2HIH S 03, U FXIT Pk & M S e Wi &
12, FFHCRENEORELXEZEBTLLEND L. TOL I REQEEMED 5 VI EAKT
%) O FXIT RZAETH Y, AHFXI/13 OEELEHRETH 5. HEHlZHr & L CEEZ kM
FXII R ZIED K & 70 5 iHEX K 5 1R T

LB, KERGRBIA ey — 2R T 27200 M IBETH Y, [EEHIA Ve
Uy —Hilix M2 DI N AR 2 ET 52 LT TH LY. 72721, Thb ot
IR T CIIRBREIC N CH S 2 LI BT 2L END 5.
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ISTH/SSC HH 1 B fli R (BAFEHMR)
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HY GR, PFIBRE T, _
MBS SEERRECEDS DR #E0H FR-SHLM A R B D HERL O TAT
{
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F47 (UM ) A

AR [BE/RE. W/ s L)

gro)mmmﬁ%urﬂ%m kAL A iR mn » ﬁfﬂli (B -r7~i|

-2 =AY 5 )
B3 JFeEn rorm, k| aERextee (G Ds g 0 22

ASAR WL b Em THEBE B |
RRE S SR : EILY ) B8
BB EFEF v—h A3 fﬁ'?ﬁ%g Eald BRI AR FERSREH D FEN

71005t B FERE ST
Bl A HERE (0
BR/BEOH B FAEILy ) A (RRARD THANGE
wL sy |27 RE BHEE B K e~ |, MRS, T
L B APV Sl e e LR o4 FmrogRLiEs E!ﬁﬂﬁ!#ﬁ&ﬁb\?sﬂ/—z
F—TBE i
ERIE A AMEIECHE
BRME | —ELEL [MEETRAR BRIETRAR Rz FAES LS | D ABIRTERTA
B E
B A SMELTHE
Bt [—ELEL |SMERTRAR BRETRAR Rz FAES Ly | D AGIETERTA
VB E
| EmERbn |—Eomy | — | — [ETHncecorA|EatnTeTONA |
SHICEHILM b R M0 A MIAE (B FAE
| EOMOHIn*3 |au, . |ﬁt) Isk/ﬁiam |§; |_,w..,>, 7 |
T 2EE OFE 5 ABEMA LG, BROFEAS 1% 5LE BB EME
*1 Vicenza group DB HEFTHIR, —BRATLI= (FFHS) et

*2 (M FRETLYDY) [F#HE #von WillebrandfE %2
*3 (KEEM (JRRM. BRI E) D ME & H THEL . BB AMICER TS
AE. BFEFRESAFELR—KN—NIR. ARERIEREOH. XBHP AL AERELRCERL:

BEREAM:

3 A 5

3 AHFXIIV/13 O EHEFE 434 2014 (Schulman S et al., 2005”; Baudo F et al., 2012'” O T i 1 L0 58 5% % (4 Z)

1. Hymihm :
OETTEEL
(ﬁi?#ﬂ HEEEZFO WM (B 2 1E, BEFN, TN, BRI, &N, BEN, RN, %I
HiN, OFEN, 38— b A v MEBERZ LD AN &)
@Hmﬁsym&?@ﬁm,@5wuzymﬁim%ﬁ&Hb@ﬁ?%%t%#ﬁm
(4)24 FRRLANIC 2 BOOZ DR AR R0 2 205 & 9 % Hif

2. g
FaRlstoecomm**
* B AU IMEHIEE (JBAT) 8 2% 12§ 5 & L 2 HE4E
LB X ORI, EREEICHE D CIRMEEE ZE TR E

Rk 1 OFE—FUEIE
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F 4 [T HREN IR FXIY3 (AHFXII/13) Z Wit 2015Y
[HfExE definite | & [(ZIZHEXE probable |DHEHIZ AW & B W4 2

(5E\> possible)

uT®ﬁEAT%ﬁK?rMTu,MﬁﬂWB%%%#N%T%%:
(1) J5 S:LT&JIM”HUJ »H5bH
(2) 5'6%]%/ SEATVEEE A XTI R (FXIN) K ZHE O RIERED 70\
(wﬁmrﬁm%@ﬁﬁﬁﬁﬂg,w@,%ﬁ&&@kﬂ%ﬁﬁ%%Lt@@%ﬁﬁmwwx
(4) PrEeESERLPUM/IEE 72 &2 X A B IMEIRE BRIV Cc & 5
(5)Mef b, EXII i, T3 PUEEAME T LT b GEREILEMED 50%LLT)

(IZIZHESE probable)
(6) L2 (1)~ G2z, FXII A > ¥ ¥ —HEET L EENZ 7 Y= 7 HGHER T 3 Y IY
RAF70 N2 K B IEE MR & O #IRARER (37T T 2 BREINRG) 70 & OFRBERIRAS TRy ]

(HfE5€ definite)
(7) Eito (1) ~G) 2z, PLEXI BOYEPHFERET 5% (4 4/ 70y M ELISAEE, {4 /70
< MER O GIEERRRA TR )

*EEEO—EIPUERRE T T ) TR E WD FCROIEDS RS 5 0T, ML ISR

% ?IH%IJ G L AR ERFIEET D

FE 1 28 XT/13 K% [FXIIL & WEFR9 5%

FE2 5 PUFXI PURIC & 2 KM H Co e MR s 2 [ Coe i M 9% FXT11/13 (Autoimmune Hemorrhaphilia
FXIII/13; AHFXI1I/13) | & W6H54 %

F5  RVE FXI R ZHE O 5 R

1) HBAEE I A IBERENE (DIC) 12 & & IR

2) FAly, IMGIZ X HIHEMEET

3) I 7 & OIMEEVEESE 12 X 2 {HEITHE & AT

4) & pche OB, HHE*CC E) DT & 2 AT

SINI vk - vy A VIR, BIESSENER R GEE IR
%, ra— 2 E)I X B ERAHOET

NEDE S

1)

2)

B ORI FXI/13 H AR b 2 i W R IR B & 0 B OO MR FXIIV3 W7 A K. iz 1k iE 26:
658-668, 2015.

Ichinose A, Souri M; Japanese collaborative research group on “Acquired haemorrha-philia due to factor XIII deficiency”: As many as 12
cases with haemorrhagic acquired factor XIII deficiency due to its inhibitors were recently found in Japan. Thromb Haemost 105: 925—
927, 2011.

Ichinose A, Osaki T, Souri M; Japanese Collaborative Research Group (JCRG) on AH13 (supported by the Japanese Ministry of Health,
Labor, and Welfare): Clinical features of 32 new Japanese cases with autoimmune haemorrha-philia due to anti-factor XIII antibodies.
Haemophilia 21: 653-658, 2015.

Ichinose A; Japanese Collaborative Research Group on AH13: Autoimmune acquired factor XIII deficiency due to anti-factor XIII/13 an-
tibodies: A summary of 93 patients. Blood Rev 31: 3745, 2017.

Souri M, Osaki T, Ichinose A: Anti-factor XIII A subunit (FXIII-A) autoantibodies block FXIII-A2 B2 assembly and steal FXIII-A from
native FXIII-A2 B2. J Thromb Haemost 13: 802—-814, 2015.

Rodeghiero F, Tosetto A, Abshire T, Arnold DM, Coller B, James P, Neunert C, Lillicrap D; ISTH/SSC joint VWF and Perinatal/Pediatric
Hemostasis Subcommittees Working Group: ISTH/SSC bleeding assessment tool: a standardized questionnaire and a proposal for a new
bleeding score for inherited bleeding disorders. J Thromb Haemost 8: 20632065, 2010.

Ichinose A; Japanese Collaborative Research Group (JCRG) on AH13 Hemorrhagic Acquired Coagulopathies: Inhibitors of Factor
XII1/13 in older patients. Semin Thromb Hemost 40: 704711, 2014.

—M A5 © Factor XIIL I 1EIMFS 25: 465-474, 2014.

Schulman S, Kearon C; Subcommittee on Control of Anticoagulation of the Scientific and Standardization Committee of the International
Society on Thrombosis and Haemostasis: Definition of major bleeding in clinical investigations of antihemostatic medicinal products in
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non-surgical patients. ] Thromb Haemost 3: 692—694, 2005.

10) Baudo F, Collins P, Huth-Kiihne A, Lévesque H, Marco P, Nemes L, Pellegrini F, Tengborn L, Knoebl P; EACH2 registry contributors:
Management of bleeding in acquired hemophilia A: results from the European Acquired Haemophilia (EACH2) Registry. Blood 120: 39—
46,2012.

11) Kohler HP, Ichinose A, Seitz R, Ariens RAS, Muszbek L; Factor XIII and Fibrinogen SSC Subcommittee of the ISTH: Diagnosis and
classification of factor XIII deficiencies. J Thromb Haemost 9: 14041406, 2011.

12) Lewis JH, Szeto IL, Ellis LD, Bayer WL: An acquired inhibitor to coagulation factor 13. Johns Hopkins Med J 120: 401-407, 1967.

13) Lorand L, Jacobsen A, Bruner-Lorand J: A pathological inhibitor of fibrin cross-linking. J Clin Invest 47: 268-273, 1968.

14) Otis PT, Feinstein DI, Rapaport SI, Patch MJ: An acquired inhibitor of fibrin stabilization associated with isoniazid therapy: clinical and
biochemical observations. Blood 44: 771-781, 1974.

15) Fear JD, Miloszewski KJ, Losowsky MS: An acquired inhibitor of factor XIII with a qualitative abnormality of fibrin cross-linking. Acta
Haematol 71: 304-309, 1984.

IV. B

1. %858

Q7 : AHFXII/13 DiE#EL ?

A7 ¢ IRIMRE R RS L, W R AR 2 (S SR I 2 BG4
CHAER IR LTI Fediil 2179 (HESEEE 1-A).
CRIEFINERICHET S 0, REBEIEIEE LT (ERRE 1-A).
CHIMEIRZ IR T E 57 H1F, EEEREOEE T (SR 1-A).
DB IUE, FRIMEREID 2 S RBIED 2AT ) (ESRE 1-A).

LT DX ) IREICEDETHEERZIT) .

(1) HER - FXILEYEAYE L KT L TV A REMED R VO ¢, FXIIL il % F8IZ 12 L C FXIII
IRAEIRA % TG 5. FXULIGEMEZ IEEE(70% L E) \CHH MR 2 2 L2 FE L
Vo FEIERS, REIHIE O S-H 5 WITHMENLETH L. WTREEOR RSV IGE R
W (F 6) DYFE T 72 3ERRIIINOY A1, FXII A O Ffift 5L E 2 T, LET
HIUT MBS & B PURIRD BrE R EOFER D ERT 5.

Q) HEBEMMRAEORE - PUEDHINL TW 2 TREEE VO T, EHHEROKRS., MEd b
WIIEEDSLETH D,

(3) SR MARAME O F2H © PUFXIT H CHUEES I L 720613, #E, REHHEORS,

# 6  IRIMIAAORHR (Esh) H5E LS (e 1k 1 2014 47 22 & %)

ILIMER OB RN, FIFCIER 2 S OBRBRIER O, AIMMOWHELSEIC L CHET A, LTI,
IEIMEEDS R TH L 2 LA RTOT, HEROBIEMPLHEOLEE LT T L0LENH 5.
1) 58 (WG E)) M BAZRRRD Y Y o el GRED) 1221k 7 L
2)RIMERAHFSNA &9 Hb LAIVAZE, 55 WIHET
3) BHEFENT CIRIEN, #E Taa o4 4 X8R
4) S 72 (G IR 48 e 1% (EEEERAL 2 ©1F 24 BRI £2) O kfe 3 2 ML FEHL
5) IRIMEE IS S 30 & 3785 LR~ i
6) ILIMIEHR L b 0 & IR L2 B 4o 2 g DB K
7) ERR AR 1 154 B B X O L B & o R ETAT 52 2010 4E1 (Bleeding Assessment Tool
ver. 2010) O HZAGERR (JBAT : |4 3) TREAf & L7z LA = 7 (BS) DRNSH 5 32 bz L
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WE, BHELT).

(4) Fetfbpe i BB D D81, MO ZORBOEEL FEIRFICERKT L. flziX, HOMN
BERBIZAEIELERNTIE, ZORBICHROD LHH R AL, EHEE A0 L 7 ER
THNEU % & O EFANER > EST 5. YRR EZINZ 2561, a2 FXI
FREA SRR X 2B A EM L T, IR L NV RS S X ) FTE TS 2 LA
g Lw,

(5)fiBhAR - JRIEARIMER, HrEESURS S (FFP), IR/ (PC) 7 & DI, & T & ¥4 Ak
% EOPMERE R AT

IV ¥ 1 DBZ Xk

1) —H#f 7 @ Factor XIIL AR ILIMEY 25: 465-474, 2014

2) Kojima M, Ichinose A, Souri M, Osaki T, Kawai H, Amaki J, Numata H, Miyamoto M, Ogiya D, Tsuboi K, Ogawa Y, Ozawa S, Ando K:
Successful bypass surgery for esophageal carcinoma under adequate factor XIII/13 replacement therapy in a case of intractable autoim-
mune hemorrhaphilia due to anti-Factor XII1/13 antibodies. Int J Hematol 103: 341-347, 2016.

2. #WREE

Q8 : FXII iEHa3ANL, HIMERD D 2 ARIEDFE—EIRFEE L TRV ?
A8 @ BRI L LT R (HESREE 1-0).

FEAEE S VIS B A EERMOBE R, Tl 2 &4u 2 2 28 7 ILiE % 5Hl 3 2 556
(1%, FXI@AE A 2 5 —BPEE L L THATRETH L. BERMIZBWTY, LEFHN
VXM E FXI A A & P59 5. BUE ISR L Cid 25 Hif7/kg, AEH IR L CTld 50 Hi
fikg OEEX B L3 4. $#£5%, FXIMEEZHEL T, BELANVETER LI L 26
FFTLIEDNLEE L. £ OBE, 5ted b WIE BNz LM RN s (Fe). 7277
L, HCHRICX ) FEXULIEHA S 5 IidBasIc ki s s 720, HIIERO RS 5\ Id 5
DEREND (F6). TD70H, GENFHREDOHEHILETH LY. &b, AFTHBENT
WA FXIEMRANCE, 74 704 3 P (IEH AIMSE 240 mL H & A & 2L Eo FXI % & ¢,
4 mL O TS %)Y & B85 TR 2 g E FXIS4E] 2 Ry — 7 1 — " #iEH 2500 G
ETHAMEZ FXIDA ¥ 7 2= k2,500 1U 2 &4, 3.2mL OEETHERT )78 555, Rk
BUCRBEIS DD 5 DIERTEDO AR TH 5. BMAREIEHAHI T 2 WaEDH 5 DT, HEHOR
ftEE ST 52 L.

Q9 : FXIII &5

R

A9 : FXIII %

A O¥ G5, RGHE, RGEIEEERZIE L F—TRW» ?

i
K O Gm, G HE, G WHEIEERERZAE & 2% 5 (HESEEE 1-D).

HOHUKIC & 2 FXI OEWHER 7 ) 79 v ATED -0, % OB4, BiEoshfid
FFECIIMICEBE 2nwe S NG. 72, HEWETR2ZEL, 7077 Y AT0EICH - 19
4 B0, WELEKERZE KRG TR L) KEOHRGILETHLY. Lo >TH
EEXIL L ANV A ERT L7205 Lm0 2 5 L2 WG 5 2 L 2 #o 4. $LFXII-
B HOHUEDRERTIZ, IMAEHRO FXI i EAN & 27O FXI-B, 3 7% b5 FXIII-
ABy IR 2 BEAE RS, SRIEIER R (7 — A PRI OV A7 5 72012, #Hin TRz
IR & E FXTI 34K % 8k 5 2 OGN TH 255, REEISIE 2 BEETH L. B, FXII
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TRt SR D ¥ G- LB TE GBI B 2 F 1R S5 Tl 5 2 & 23329 5.

Q10 : FXII MK CILM L 2 WG, £ T 50 7?
A10 : IRIMED RS S N5 T C FXI MK OB & % £ 5 GEIEE 2-D).

FXIII O FE12 1 FXIL &5 A2 e b A 2 0T, LM E2550 B 5\ WId R (K 6) 23
B, FOHG RS S VIIHEET Y. S 512 AHFXIIVI3 OERNE, #0 Z3 Mo fEk
WCHICBESNTWDOT, REBLBHSIVKE, RIENTREEZRET X TH5H. HLFXI
PUADHE L 2 VR Y, EERAREEH L TH FXIT LAV SEE L) EWIL Lz $42 8
IR T E WS, FHELALEDLNAEHS NS EEE LW, Baogaid,
M OED ERE T 5. (REIHIEDLZ 5 CICHBIEEOHSR)

Q11 : FFP X° PC AN IL MBI RA D % A ?

All :
- HLBEEOIEMAEIIAFTX 508, KEHKGIZL > THO oG RIIES N
LR 2-D).

CREMIFEIZIE, EERLAHIIZ & 0 Mo E R T < /MDY K A3 45 D¢, FXIII
IEARSLK] & FFP X° PC L OBFHDE R 72 2 L 2% A (HESESE 2-D).

FFP I FXIII # & AT 575, &G EN/ZFFPICEENLLEO FXINE®IZA Y By —12k
DEFZKIGT B2 0F ORI —BIETH S, HD FFP T4 ED FXIL MY 512134
EHOMFIEALEL 70, lH O FFP %5 Tl FXII EEOKIEZ LA SR T 2wz,
&< ETH FXULEMEADEET 5 TOHRETH B,

—h, Wik oK BMEEIZIE, IRMICEET 28 LABUS L 1 Moo & R 7 B R 1V
BAWEAT 5 DT, FFP RIS IM/IMIEH] (PC) 12 & BHFEALEE 42 0, FXII EHHEEA & 0
BEHDPEN R Z DB 5. JEATE LT FFP OFfiFEIE PT-INR 7% 2.0 L Ed %\ & APTT 23244
EBRD 2 UL ETRIfE L, PCIEIM/IMKEL 5 H/uL LUF CRItGS 5.

Q12 : FIMMALE DS LE G E D) T 50 ?
A12 : FHENC FXULE A2 5 LT, Toa bl NV 2 RS 5 X9 FHl§ 2 (E3EEE
2-D).

REFHMMEEETHY), TELLTREZBT L EDFAITH 2. EEREERRDZOD
AR, BEVEERE % B2 5 FlT, Ay D7-90H b\ I EREE % LS 5 720 O MR A 72 &
2B L CUE, FERTIC FXIL MG S e 5 5Bk 12 & 2 BB REMAE 2 6 L ¢, +o &1k~
RS AL )FET e E LT,

FXII i PE % /ANFATCld 50% Dk, KT CIE 100% LL EICE H IR 2 2 L 2R s 5.

IV % 2 DSE Lk

1) —HEE - BRMES X3 NTRZHEDOZW & iHE—ECOMFRIRERE O 72D 12—. BRI 56: 2110-2122, 2015.

2) HOSEMIS FXI/13 H AR MR IR M52 W8 R Z B 4 0 B O His FXI/13 27 A 8. ek e 26:
658-668, 2015.
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3)
4)

6)

77 Factor X1 Iif% IR IILEE 25: 465474, 2014.

T4 TaTI VP RACE

R 2 MR S XTI (13) R385 R — 7 0 — 2" §EH 2500 RACE

H AR IR 11 L4 2 AT A L 2 B 43 DIC #5843 1 AHEIIRIMC B D W 72 IS ) DIC RO ZF A/8— b a v R,
AR 1 ILEE 20: 77-113, 2009

Kojima M, Ichinose A, Souri M, Osaki T, Kawai H, Amaki J, Numata H, Miyamoto M, Ogiya D, Tsuboi K, Ogawa Y, Ozawa S, Ando K:
Successful bypass surgery for esophageal carcinoma under adequate factor XIII/13 replacement therapy in a case of intractable autoim-
mune hemorrhaphilia due to anti-Factor XI11/13 antibodies. Int J Hematol 103: 341-347, 2016.

3. Ok mEE

Q13 : FUASI L IL M) A 5 7> ?
A13 : PURRESELC £ 2 o Ik sy R SRR © & v (ESRRE 2-D).

FXIE, 1) 7 4 7)) YT ERET D IEEERH, 2oa-7IAI VA ey —% 7471 v
ZZEERE A S A PURIEIEN, 3) 74 7)) ¥ - VIR OBl EH % i8>, —J, 79 A
3 U OER I B PIRAESR I 1D)3) OTERA 2720, FXILKZISHE S iz 510 5 ik 1
WRITEL VW EEZOND, HHTHEEIE, 1.0~3.0gD T FFHFLMERDH B\ ILE
RIS 5. LA L, bIARFF2MeEOPBRERICIMRED S 2 BADH 5 2

ZEET Y

Q14 : ANV 7 1 M IR ED D B H P
A14 : EIMAYFITIREC & v (HESEEE 1-D).

AHFXII/13 122 59, —fIZH VN7 a s (7 FF" 487 B+ F) ORI 72 1R 1 sh
B35k < % <, B/ NEIICE L CTEM E ENTWAEDS, KBIMIZE$ 2 BPEI K.

Q15 : B fn - 2 5 PR I AR [E 25 VI K1 (FVID) #5108 4 W 13 I & R 7Pk E [\l
AR IEIME) EASdH 5 2> ?
A15 : AHFXII/13 1203 2 IR MAI 1L, PRI C X 2w (HESEEE 1-D).

WFl & FAEES VIIVS AT (FVIID A Y ¥ — 2R L CHW SN, EE T30 2 iH R
FVII #5#] (2 R 7 UNEELFVIL TH ), MK FOfFAHET 5 & 2 A THIR R % &1
L7 4 7)) Y2 T 5. —7, MEEER PR NEERE AR (7 7 4 2 NEFH) &7
ObhoryEy, FVIL, BIXORF, EX0RFIIMATINEORFOERMMAED EHF L,
FVII ZNA NALT7 4 7)) Y% FHT 5. AHFXIIVI3 T, EHEN7 17D VI
FXII AMERA L eviz0, ZEfb L7274 7)) YRS TELRY, HEVIEEHICTIAI VI
FOFRENLZEDHEESNS.

Q16 : IEIMIGEEDORY R E Z WUTIZT L _E D ?
Al16: RN L=, BT —FTIVORIAE»S & Eo g, ~NE7rav M, (MFEE
TaH HE)ME LA, BEGEITROWELR &2 SE127 5 HELEE 1-A).

F B2 ORI 2 LMD R OMRES 121, HAEEIMUH AP0 52 B L i B R 5 (4 3) 2 F v
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T, HIMOYEE 25§ 5. @A, WA FL—>, 17— 7 VORI AR5 % ol
&, NEZOEUE, (MERTAH 256) ME LS, BEFRO%wELZ EH»S, Fitkobimo
FREE & MG L, IR & HE T 27

IV ¥ 3 DZZ ik

D) FIAFT LM RNSCGE

2) BRI RIS &AL ZE B 4% DIC ¥4 © BHAAYIRILIZ ZE D W 72 G E I ) DIC RO X A/8— b a vk U H X,
A 1R MLEE 20: 77-113, 2009

3) BRVEMAEIE A BRI A T4 MEREES - RIS A BT A F I 4 >, I ikIiEs 22: 295-322, 2011.

4) —fA5  Factor XIIL. IIA% 11 EE 25: 465-474, 2014.

4. SREMHIEE

Q17 : £ X ) ZIEGN SRR L & FEhE I < E A ?

A17 : HARIMA RS2 o B gt s FXIV3 SR EEREE S OB 1 N2k
DWCTIZITHEEIPHEEITH S LB S ud, SRBEIHIEE L3R 22 BG 3
ETh D (HEIERE 1-A).

FXII-A & %\ & FXII-B 2/ 3 A1 4~ O HOHuUA R S X0, RIEIZER 4 72 L~V @ FXII
DD D VIIPREOKR T2 & 72 L, SR MMERZ 25 5. AE LI @EY) 2 1k 1 iG
EEATH T LI X o TIEME T X ZIEB DL\ 25, —TBOERF T EE DR 7 HIAER
R L. AIICBT 2 32 GIOWME" TI&, 7HI7BEE 1 EUMIZEE L2 20N 56(71%)
EHIMBIEIE T TH V), LRI SNIESIDY 4 B TH - 72, PLFXUL PUESFIET AR
HELIMMOTREMNEA D Y, [1ZIIHEE 1D HEE IAVHIA L 72 & 0] 1Y R0 2 | Sl i % B
BT RETHAY. UL, NFFWEIOFXILA > L Y — 2o, IR e3kE s
07 ) N X BEBIAHE SN TWA 720, HUELSLO EWE P EAET 5 W HELEIR G E T
v, L7oAto T, Sl % BaG 3 A ANo Pt FEXUL SUEDFEEZ MR T 5 2 LR T L
W,

B, % ORIEBNFFEHE & RIEIIHIERED e S, 2P I #ERL L 93 B+ 68 51 (73%)
ICRSN, RIEMEEREOAEAVRIE SN ST,

QI8: BIFRE AT A F(FL F=y Iy : PSL) #4— RN L L TRV ?

Al8 : BHHESFTHHTE 2 WEAEL RS, BIBREA T A FEE B L L TRV
1B 1-0).
FIEFNZBWTIE, WHEZR & Z DM GEflH %2 o L, RUH O HE3%5 % 8
\F % (HERERE 1-0).

[$25-771%]

RS 7L F=va 2 (PSL) 1 mgkg/H OB G- %2 AR L L, FRRAHELERE LT

0.5-1 mg/kg/ HIZFH#ET 5.

CATFOA FIOVAIRE AN EEXAF VT L =y aryF by A (V- & Fa— V" EEH)

500-1000 mg/H @ piii##c5-% 3 H M EAE THAT S 5. @ERIH S iud, 488 T & 128

7 —VOFEEERET 5.
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Kiip

« PSLCIEEGSE, HALMESs, MR, &I, R - 5 DR, s, HNEREH
BIER EORA EWER D S 5720, BWEHORBIIEE S 5. PSL OMHkS-813, BE
DIERER 2 IRRE, GPHELZERE LT, MBI RETHSH. PSLIEHIHEE 2 EPHE(T > K
O — VR BERE, BEE, B DEET A A, KHEYSE I L TREBEEEE

9%,

- O EHERR 2RI EHERE - ki A 2 &, BRI EEWER A MEE L, E Y)W
TERET 5.

R AT O A PG40, BHEO FHOLDIZEAT 4+ AT 4 A — e &P
M3 %,

- AT A RSV AFEEIZEFRPUE Y 7~ F SIS L CGEsEIn S v,

PSL % SR O —EINE & | CHESET 5. PSL 25— L LARILE, DIT o3 4
THhb. OPSLIIAIBIZB W CHE—[EER T OEEIC X 2 HMERR N3 2 REEIG % A
LT3y, QFEEDEREL T L7857 C, PSL 0% 5% 93 il 68 5] (73%) T, AFT
ORENEREE LT PSLA IR DL CBIREN T2 Q6 ER, 81%). Tz, OARBEOHEFE
BCTH B BREMAE AAHA) U5 M/ IR A 4305 (ITP) (25t 3 2 R OBIES 1 K F
A 20Ty, PSL HUMR D 2 AR O GIEIIHRIFE L LTwh, L LEROWRE T3, AE~R
(2R3 5 PSL BT O G IHIEREOEREDEII AT TH ), PSL HARIER CEM % EmW L
72DUE, 9REBIHF 1 BIOATH 572, 1TP Tid, 9 80% 1M1 & 5D PSL OIEERNEAL S L5 75,
PSL Z B CX 2 DIZ 10~20%THh 5 L SNTWBY., Z0i-%, HAGAE CHEDREAR TS 7%
Bifrid, WIEHZ ZRICENTIREEOEFE LA ZHE L2 iz o 2wv. La L, Akl
OWEBLIE 93 Bl 68 11 (73%) 12 517, PSL A% < DFEFIHRG- SN TWB T & H 5, PSLIC
MO DPDOGENRED L EEZONL. 72, BEHE L CIEEICL AT 3 61(32%) 12
RON72A7 BREMARAICHS TR WEEZ 5ND. AT 04 ROV ZEEIZT61(7.5%)
AN, BRSSP R N, EEROFEIL A STV RS, PSL MRS L ) I3A
MEEZHENS.

Q19 : B E AT O A NOMER) T 7213 HREER G EIZE )T 507
A19: A7 0 A KV RIEE, r7a7x A7 573K, VX< 7, Y2OAR) UL
RO IS PIHEE 2 FEiE 5 ERE 1-0).

ARIBIZBW AR L CTRBEEIS E L TRRO SN TV HEANL, PSL DA TH LHHY, ABEH
(2%t 3 % PSL HC O S B L ORI RIIA T CTH D, PSL ARG TR % Em L
72DIE, 9EFIH 1 BIOATH 72", KFOEREL Lo WE"TIE, £h > FIA Vibme
LCERENZFEANE, 2707+ A773IR8HI025%), VX ~78%1(25%), ¥ 71X
K1)V 461(125%), AT HA 2OV AL 461(125%) Th o7z, REOEMPBOREFO F &
DT, 20742773 F3461(366%), )V FEL YT 1961(204%), 7 OAKY ¥ 7
B1(7.3%). AT A ROV AFETB(73%) Thotz. Ly rua7 4+ A7 7 3 F&EEHIO
88.2%1, PSL OBFHZAT - TV 7z, AREFERETH V), KU ORIk % 29 2 sl
BLITLIEHFET 5. T0720, 2704 FIHEIZ) VX 70V A, 2 7u 75 A7 7
I PERHH L THEEEITo2MELHA SN, UL, CoRBEEBIRT L,

H AR A 1F 122 058
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CTOMMELRIEIL R 720, BE T L OfFE#EL S M ORIIIE U TRFTRETH L. *
EHIEEOMRILDOSER & LT, WIEEHE T PSL 1 mg/ke/ H OHAMUHEZ M L, 4 HEEE
CDOEBE MR LB TA Y Y —H 5 WIEHFXIW A LT id i, v o a
THAT77 IR IOARY) VIIEHTLPHHTHIE2EBRET L (KR AT Y T T
THGE) . T2, BYIERHERE - AR - ISIE 2 EOEAE L CAT O A RIERHK L
BiE, VYF VTR AT OAL POV AREOERE BT S (b TF Y )

Q20 : RGIEMFIREL ED X ) ICFERT &0 ?

A20 : DLT O - 8H %% 2 5 (HESEE 1-0).

-y rua 73 A7 73 K(CY)

WIRHE S (HESRRE 2-C) . e 5-(avey) GEilis 2 7> A% L).

< ua AR NS (HESEE 2-C).

)Y E YT (HERRE 2-C)

- FOMOEEIFRE (T F AT Y, Fra ) LA, I AT ) = VBEET = F V) (G
it T A%1L)

- FERER S ESE SLE 05613, SLE OEHRIEEHIIE, 2O AT a4 F7OV A
IVCY i, Vo ~<7, o7 uAR) v EREBEORENGERDE FEd 5\ I iEH
35 (HEFEREE 1-C).

[#25-77]

U7 A7 7 IRCY Y FEFY V)L, 1-2 mg/kg/H (50-100 mg/H ) O PRk THE i
5.

- IVCY # #1213, bi-weekly IVCY (2 3 Z & 12 500 mg/body), monthly IVCY (4 3 Z & 12 500
1000 mg/m®) @ fii %, 6 Al LA G T

YU AR Y (AA =TV, 3-5mgkg/HE 1 H 2 BNIG T TROKS TGS 5.
)R T, 375 mgm’ O RERG A 1, 48 7 — VERIT S,

[ /2]

AR T/RLTOAAEGERIL, BERET CTIIAEICH L CETHRREBITH L Z L ICHE
5.

CCY BETIE, L IERERE - TEREEEO D 2 BE T L, B REHIHIR dfn s b 25
ODEEZEEMICESZH). =2 FEY U HORMNTEY TATF oA FRFEO R 70—
PREBRER LT, FHIE LT, IS5 EIE300mgkeg T TETLLEHEENTWEL-0
70— BREGEEE IR A TR ISR 5 2 & 2R 5. Y AN, RMETEE
B OSBRI § 2 B L BT 5L TN H 2"

CIVCY L, W T ABROEHBEAFEE L COREY 7Y FFE(ACR)ZHETA F I
A 22X, bi-weekly IVCY % monthly IVCY 233 ST W 5.

c YO AR Y ORNTEY O EOEET, 512 H72o T b5 7 EERET S
CLEDPHRENT WS, BRI B CRIEEMIEIRE T H 2 FFVEIM MR A PSR B O 4T
DEBRBETA FOTIE, 7o 2R CHIRERICE LT, IId -5 7% 100~200 ng/
mLIZR5 E)ICHETLEENTWS, Z020, RETHATALED, 7 7% 100~
200 ng/mL 127 % £ ) ICHGEEZFEL THHT 2 2 L2 HET 2

S )Y F VR TEARITRMBE S S, 201346 HIZ Y o F —RFERE, BMENL TR
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M FABEIARE N VY F o< 7K LTI, infusion reaction (&2, M, HJ,
BEBEE) DL WBL, 774 7% —MERSMESE, LEEFOREZEEH L #HE S
NTD 720, FGHIENA SN A L EOTHRBEILETH LY. Tz, MMEIHEL
LCBEFLY AV ZAOFEMHALIC X 2 A4, IC 7 A )V ATEHALIC & 2 AT L R EE
FpiiE R0 B FEMERF BRI A E S D FED S SN TV B 700, BETHLEND 5.

W

A7 O PICHROEREE T LOZREOWRE"" T, £ ¥ R4 Vi LTERSR
72EFNL, a7+ A7 7 I N1861(30.5%) 7% H NI 34 H1(36.6%), VU F <7 11(18.6%)
52 1961(204%), 70 AER) ¥ 661(102%) % 52 7HI1(7.5%), AT HA K7L A
P 6 191(10.2%) 7 & N 7 B1(7.5%) TH - 72, EEIHIFR DB AE ) EIEIC X 558113 3 6
(32%) THh o7z, KEOEHGEE TH L HERMEMKIH A TIE, MEREHHFE L L LT,
PSL+CY BFHBIEZ R T 28E L 400 Lal, EIEBEICBLTIZCY Rbo T
W FALENC & 5 EG4E 7 EORIEH O A S\ 720, 1 H¥G &% 50 mg B IZHHE L
FSHIM% 348 E T2 L0 MELH D, G A7 ERO 20, CY WIROREHR L
LTIVCY bFBENS. IVCY #iEIL SLE D)V — T AFREMEOEMEAREL L TIY
FUANHY, ACRBIEN A FF 4 > Tlid bi-weekly IVCY % monthly IVCY 753 S LT\ 5
)Y XU TEEICE LT, AN TRIEQBRIE Th B AHA (6T 5 T8 T ¥ A
% ¢ #1E L, International recommendation®” %> Consensus recommendation”’ T, & —#R D i
WL O RS 5 a0, HEPELHH TE R WIGEEOEEPEL LT Y F >
YT RMEMTTED, MOREGEE L) SHEREPE L oT05E, 4B, ZTOMORE
flgEE LT, 7THFATV Y, F7Uu) LA, 3372/ —)VBET 2 F VG ENMERSNTY
%,

FIE I HEAERE L L CSLEFOHURIERREEZFET A2 L0855, HEMADLELZAD
GV 2 G 0F L T B IEBNI 0T 2 S PIdlEI, S E CRENREORTOT A FF
AR, EGNIL TR 2 REINRIEEL BIRT 2L 20 5.

Q21 : PURIHAFELE OB LH B A ?
A21 : BEOWEA T MR % T3 5 (HELERE 2-C).

WER PR Z 2o 2 e LC, BRI RN 71 T L % F o 7 YUk bR 2o B DY e
ENLYGELHDL. TOHEBCED—BETIEHLH25, BFHICFXINI A Y e ¥y —fliavk T L
FXII M AN & 2 IO ED T T 2 WL S 5. R CTIIRIEWSE 7 T L HH T
Xz, MHEREIHRET SND. RIOEREL T L o285 Tid, 2 61(6%) TS
FEp I Tz, EELZBMEREZEL, IRMGERICEERT2ERATIE, ey —ffiza
I &4, 220 FXI 2 78 T & 2 MR Z M 5. Mk MR 1 58 5895 0
WEESE L LT, BEoemiie (1 MiEs) ~1.5 BoiEa s Hv CiiEcifia 17, 2B,
1 4 (L) = /K& (kg) x1/13x (1-H/100) THER 21 5. L2 L, RIFIZBW ISR 51
BRI E IS WS E ISR ETHLEND 5.

H AR A 1F 122 058
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Q22 & SRIEIIHE L DR AH B T W12 R E D ?
A22:

ARHEFBANNICIE, FXIT A » b B Y — ORI 7 5 NI FXI B Ok o 50z 5
AIRRAS 2 TR R DFRIE & 3 5 (HESEEE 1-A).

- FXUIE M - PR L, RO ORI E ORI % ) #v s, e EmELERICIE,
FXIT P - PUREDSTRER R OIBIEIZ 7 5 (HESEEE 1-A).

[ R ZE BE D FRIE § 2 B MH e e (R 1)V 2R T, DT O X912 3 BB CEMOIEE A
EHEEZOLND.

1) ERPRAG B G i B MIMEIRDSTEE % . 2) BEREAY IS G g 1 7)) HIfRER &
FXIII £ > & ¥ ¥ — G P APuR) 03Bt 3 4. 3) Soeseny i (e i) ; WimEk, 1 >~
vy — &mFMHEEhﬁ#ﬁ%?é

WY LM 2 AT) L1 X ), @I H ~EOBEM CHRRIEMRIG SN L. REIHE
&%ﬁﬁt,%ﬁkﬁﬁ#éﬁ%fi,u A OBALCHRBEMEMR 2 ZRKT 5. 2612, ¥hrH
DR\ THRIFEAWERICEEST L. 2720, FEXUWEEEMEEPEREILT S 01%, @, #it
FXII HUAEDTEE L2 2TH A I L ICEET 2LENH LY. BEHEBOHOBCHE, (b
Yy —SKEICHEA L T 2R CE, FXI MR FXII Prii= 13085 EA-E9, ikt
RRIELRETH O AR UF/E L RO RZICWO TLEA L T AT, FXILEES FXII UE
HOWED AT OEERSE %2 5+ 5 D3 L. 20729, FXIII A ~ b ¥ ¥ —Dkkhg
BIARAT & PU FXI H CPUE O oI 0 % ML b CRIEIIHIELE O EEN R Z HET 50
N D, {HEBBEIE 4EIC 1 RPLE, FXIL A >~k ¥y —3 5 Wi FEXII B Ok % M E
#«%T%é FRAEAYEE R AR g 1D 1S RER I, FXILENE - PUEED EH LT 5720
EENROIBIEE 2 0154, 72721, FXII M - mgiﬁﬁ%wﬁéif i, &%W%ML
&mé% CEHIMEETAGAELH B

Q23 : i % SRR ORI P (R L, B OB E T H?
A23 : (BRI 46 WES T FXIN A ~ v ¥y — i, FXIT HCPiEE % BEIE 5 (4
JE1-A).

FIEGEHE T PSL 1 mg/kg/H O BB 2 206 L, 4-6 AL Z OGHE % ke L 72 BB T
EXII A B ¥ ¥ — & 5 WP FXIL HOHE O DA T THhIuE, RBEEL ZEETRE

7 R RO R EEERE (I 1R 2014 457 22 5 %)

D) RIEFI i iE G o IMREIR, (4 > e ¥s —, FUFXI B OHARDHE IO b s G, J,

EOHAL) 2720, FXILEYE, M=o Ew a2 %5545
Q) KRBEMY MR (B B 1 /) IBIEIR S A o4 e ¥ ¥ — DD LN AA, PLFXI H L

PukA ey A GlH, 8, HOHAL)

3) [

PREYERE I 1) BIMEROM I RO 5N b Y, Mt bA e sy — P FXI H O

RS % GEE, H, HOHAL)
MRS EFICEL RS LRV L O

St

W, B2 IEMBEEIC XD 3, PUABGERIEIC LD 2), DAEED

528 & A 3 0y
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Thb ZITEELZINIZLZ2VODS, REBISHT 2 PSL HHGEOR RIIA 5T
HY, AFOEERE L2 L PSL HMIER TEMZ ER T X200, (9EFIHF)1 HlOHAT
HDHEVIFETHL., D0, %L DREFITIE, HEBGE 46D 1 3 2 7 THRIEWIH
WEORILE R T A LENE LD EFHEING. T/, SHEGEIHREOMRILZ 1T - TH
BIETHY, EMEOGEIHEEZEST2EMANDL LIELIREET 2"V 0, BETORLE
BRI RO MEEMR L, WICEREORREER L, SUREENMAZLSITHRETH
%,

Q24 : i & SEEIPHIEE O E - FIEOHEIE & ?

A24 : RIEIIHEEOEE - FIEIc oW TIE, BEOFERmL S FIREE, WIER, FXII B
Bl (G5, PURRR A v b ¥y — BIFXILHUAD ), 3R 0353 F 0% E,
BIERRABHEZR E2BIE L, BRI & IEINHITT & TH B (ERE 1-A).

WIAlG#E GEE 1L PSL) % 4G, 4 AROERE THBICKS LT FXIT A ~ e B4 —, Hi FXII
HOPEDNERIIKT L TWwb 2 L2 HATENE, A701 FORHELTEET L. 20H% LG
BOMPEBEEFEM L, BIF23EPE S CwiuE, PSL OFGEFHHEL TV <. OO
HIEA R, FXIL A e ¥ —Jiffi& FXII HCPUAE K T 2 I8ZE & 3 5. PSL O,
— B B CRERR L FRICIT ) 25, BEERCEGIRE, AOHES 2 ZE L5 5o
bz LAST 5. %L, 8-16 AT T 10 mg/HLLUFIC F Tl L= L 35, MHF=ICT5
BEIE, BRAEOEM (RO EM IR OERE BRETHIEDNEE LW (X 7Y, £k FXII
W - PUEEOREEZE=5 ) 735, PSLOHIRE, D & %% L CRIBFNER (5
EEMR) OER R TE IR TEET S, FXULIGEN - UREOEEILEEREO T L %
ETH 5. HEFFEEFR D 5 VIEFEP IR ISP FXI B OPUEROF B, XU GO FET %
RO AR M IMER 2SS L7 A1, REBOFE L% 2 T PSL O &5 o Rz
BEORILEBE T RETH 5.

IV 3 4 DZE Lk

1)

2)
3)
4)
5)

6)

Ichinose A, Osaki T, Souri M; Japanese Collaborative Research Group (JCRG) on AH13 (supported by the Japanese Ministry of Health,
Labor, and Welfare): Clinical features of 32 new Japanese cases with autoimmune haemorrha-philia due to anti-factor XIII antibodies.
Haemophilia 21: 653-658, 2015.

—WHE ¢ Factor XIL I 11 MIFS 25: 465-474, 2014,

Lewis JH, Szeto IL, Ellis LD, Bayer WL: An acquired inhibitor to coagulation factor 13. Johns Hopkins Med J 120: 401-407, 1967.
Lorand L, Jacobsen A, Bruner-Lorand J: A pathological inhibitor of fibrin cross-linking. J Clin Invest 47: 268-273, 1968.

Otis PT, Feinstein DI, Rapaport SI, Patch MJ: An acquired inhibitor of fibrin stabilization associated with isoniazid therapy: clinical and
biochemical observations. Blood 44: 771-781, 1974.

Fear JD, Miloszewski KJ, Losowsky MS: An acquired inhibitor of factor XIII with a qualitative abnormality of fibrin cross-linking. Acta
Haematol 71: 304-309, 1984.

Ichinose A; Japanese Collaborative Research Group on AH13: Autoimmune acquired factor XIII deficiency due to anti-factor XIII/13 an-
tibodies: A summary of 93 patients. Blood Rev 31: 3745, 2017.

TUR= "8 5mg R GE.

PRRVEIMAN A BT A BT 4 VERER R GREMITR A BHETA 74 2 ik igs 22: 295-322, 2011

BEASIRE, H)IkE, AH#L, Z4I0E, BILER, R, R4S Hn M D O IR 7825 S i e [ S 1B
LIRSS, ITPIGH OB A FMEREE S © SR ZEVENV IR A R BERGHR OZ IR A 1 2012 ML BRI 53:
433-442,2012.

Ogawa Y, Mihara M, Souri M, Yanagisawa K, Hayashi T, Kobayashi N, Shimizu H, Iriuchishima H, Ishizaki T, Handa H, Osaki T, Noji-
ma Y, Ichinose A: Complete remission achieved by steroid pulse therapy following rituximab treatment in a case with autoimmune haem-
orrhaphilia due to anti-factor XIII antibodies. Thromb Haemost 112: 831-833, 2014.

H AR A 1F 122 058
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12)

Kotake T, Souri M, Takada K, Kosugi S, Nakata S, Ichinose A: Report of a patient with chronic intractable autoimmune hemorrhaphilia
due to anti-factor XIII/13 antibodies who died of hemorrhage after sustained clinical remission for 3 years. Int J] Hematol 101: 598-602,
2015.

Kojima M, Ichinose A, Souri M, Osaki T, Kawai H, Amaki J, Numata H, Miyamoto M, Ogiya D, Tsuboi K, Ogawa Y, Ozawa S, Ando K:
Successful bypass surgery for esophageal carcinoma under adequate factor XIII/13 replacement therapy in a case of intractable autoim-
mune hemorrhaphilia due to anti-Factor XII1/13 antibodies. Int J] Hematol 103: 341-347, 2016.

—WHER RS XUY/13 R REZIEDFBI & IHFE— 2 COMMIREE D720 12—, BRI 56: 2110-2122, 2015.

IV FEH % 82 s0mg  iRATOCE.

FESHT Y RE9 0" 500mg IRAFCE.

Hahn BH, McMahon MA, Wilkinson A, Wallace WD, Daikh DI, Fitzgerald JD, Karpouzas GA, Merrill JT, Wallace DJ, Yazdany J,
Ramsey-Goldman R, Singh K, Khalighi M, Choi SI, Gogia M, Kafaja S, Kamgar M, Lau C, Martin WJ, Parikh S, Peng J, Rastogi A,
Chen W, Grossman JM; American College of Rheumatology: American College of Rheumatology guidelines for screening, treatment,
and management of lupus nephritis. Arthritis Care Res (Hoboken) 64: 797-808, 2012.

U ARY) CEE R ICE.

)y ¥4 % E 10mg/mL RATGE.

Huth-Kithne A, Baudo F, Collins P, Ingerslev J, Kessler CM, Lévesque H, Castellano ME, Shima M, St-Louis J: International recommen-
dations on the diagnosis and treatment of patients with acquired hemophilia A. Haematologica 94: 566575, 2009.

Collins P, Baudo F, Huth-Kiihne A, Ingerslev J, Kessler CM, Castellano ME, Shima M, St-Louis J, Lévesque H: Consensus recommenda-
tions for the diagnosis and treatment of acquired hemophilia A. BMC Res Notes 3: 161-168, 2010.

Franchini M, Lippi G: Acquired factor VIII inhibitors. Blood 112: 250-255, 2008.

Fi% - HRHE

Q25: HE /FHBRTLIENH LN ?
A25: 5/ HRT AT DY, REIIO2EHENLETH 5.

B PR A A (36 7)Y MR B B IR DR TR L 72010 d B (E5RHIFBERT 4 k3 %6 7 —
5). i, A a7 70y MEGEMERTUAEL) CREFNER PHEREI NS, £
OBFFR L CHIMIE L 22 EBIAEE S TwaY, 72720, Z 0RO RIEFERO B IE
FXII{EVE & PR OTREED D 1), G K2 - 720 T, FXULPUE - P& (B a1K)
AL L T2 b 0 LHEM SN2 (FIEGNIZE < OEFHOPLFXI HCIUE 2> TBY, 2h
SRR & JEhFIBIPUR IS E NS, EHRI O P HIPUAD DYWL FXIIL A Y e E Y —Th
B, 72720, FXII & SEEAGRZIEH L 2tk ob L b —Hixr ) 77 v 20Tt
FoTEEIIRESNLZOTHERELET 27, JEPMAPUAIZE S FXIN & UEEAKZ
L CEEICKRE SN, BENRECIRHE SN AV LIEETS). L VBREOFVRER
B, Bl AL ELISAY R 4 4/ 7o~ MEAEY CRIBSMER LR T LI ENET L
WS, SRR 28 4F 6 HBITEREHKRE S T,

AHFXII/13 13 H CRIERETH 5 OT, [ DR S N72BE 7. RIS TR L,
3AERICIMIMIE L TV AERY L FEAET A DT, AHA L [AKE, SIBSAIEMBR D 7% < &b BIERH
SR ELRORBBRDSLETH D ()", WRIEMR 4 2124 4/ 710 v b CHRIBSEN R
DMER S N7HET R0, HREEAYTE IR 9.5 4E 212 HIMTE L 7261 (E 5 RHIFERF 22 R 56K 7 — 4 ) 0%
50T, R B X ORERRIE MG CIE RN (BUF) ORBBISEPLETH 5. BRI T
BThoThH, R FXIIEE(TREZ S IXPURE T T) 2 HE L, WEFHRIIGLTI el
7 —DPIE (1 1 RERARERZ &) LY EXIT HCYURIZHE T 2 EREZ ETRETH 5.

428 A3
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F s FLBBIGIN & EMIROMAE RS (e 1R 1 2014 45 2 & T0Z)

B O FXIIT {514 FXIIT $iJ5 &
6 71 HLLA A 5 H
6~127H 2, 3 AHE 2, 3 AHE
127 P E" 6 71 H 15 6 71 1

R GRS

Q26 : % Rbe, WEEIEDOHEE T H &0 ?

A26:

AHEIE I AYS B AR ) R IIEIRE 2 L T2 5A I ABREEZ #HETRET
HY, BFEICHEE L TIE, FXIIBEERAOM, REIIHIZEOME & BEOF# - & 0IKE -
ATEBRBE S A A IR L C, Ahsklbe D Z U - et R G A (SRR 1-A).

BEE - HEEEEANORATICE L T, BEOIREE (BIAER, FXIIT BERAEOCEDORE, i
FEIHIF ORGRM, i, SR8, AEREZ ) 2 REAIICHE L TEEICRE L 2T
X7 6%\, ZBERE CABREHARI LIRS E R 2720, B—WREEL IO L 2 &L E
THhDLH, Vi & SIHHMERIMAFRA T 2 KPR HUMEEK % # 0) J& L T 2 K00 T ol BEhniE
ANOBATIIHER CE 2 v, HARFEMUBIMEEIZE O E O H) ) (&, W IMIERGCE O &R 7:
L 2 5. RS T O THIUL, FEXMEESH A21EE LA T L2002 /AL T, k2
AT T H T EDET L\, B, R FXUL RZIE TR 30% DD H IUTESEIR TH
bEEENRTHLY

Q27 : REBOWIG FirIL?
A27: NETH 5.

AHFXII/13 DT RIFABRTH 5 L b s, £t oRMEET— ¥ TIEHARNES 61 %44
7 b 194 (31.6%) DL R IHARM) LT\ 2 (E55 R ERfsE k5% 7— 4 ). $72, FXII
DA L CHEEB WA NG L 72607 %, MEDHte CRMATNIC MImE L 226l Sk
CFR L CHIMAE L7267 &3 1), A &b 84 (13%) DIMIMIEAFER STV B"Y. F72,
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FXIII factor XIII (%E[E 45 XI11/13 [HF)

AHFXIII/13  autoimmune hemorrhaphilia FXIII/13 (H C e 1 H LR FXII/13)
FXIII-A FXIII-A subunit (FXII-A ¥ 72 = v )

FXIII-B FXIII-B subunit (FXIII-B 7 2.= v )

EBM Evidence-Based Medicine

PT prothrombin time (71 b 1 > & > )

APTT activated partial thromboplastin time GHEALES b 1 > R T'F 25 V)
SLE systemic lupus erythematosus (&4 7~ b —7 A)

RA rheumatoid arthritis (B & 1) 7 < F)

INH isoniazid (4 ¥V =7 T F)

JBAT Japanese Bleeding Assessment Tools ( Fl ASFERRHA IILFFAT 22)

ELISA enzyme-linked immunosorbent assay ([ 4% 35 Se 2 ) 72 1)

FFP fresh frozen plasma (7 fif U ML 45E)

PC platelet concentrate (/171N

FVIII factor VIIT (% [E %5 VIII/8 K-

FVII factor VII (%E[& %5 VII/7 AT

PSL prednisolone (7L K =>'1a )

AHA acquired hemophilia A (#2 KM AR A)

2 HFEDES
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=
TEFR

HOPUE, BHOREMERE Ak, duFid, BCZH#Ed 272012, FEHCICH LTEESND LD

THLY, RERORFIZLY), BOCOWSII LTS % HOHUE
WA SNLYAEDTH L. BORENERER T, HOIUKIZ X - T
BB F 73 &SRR ENEA T 5. AAEE, FXILICHT 5 HOH
RIZEVIIET 5.

Bl A7) — = v FRAT WIRRIMBEEE DA 7 ) —= 2 FHAETH A 70 b v VB (PT),

FXIII f b ¥ —

AR, FXIIT 345

SRR R

RER L) Rt

NRAMEEF O A 7 ) — = 2 7i&ETH LGS ba v K77 2
F VIR (APTT) 2 84 02—k <TH 5. FEAE LT, KIETIEI R
DEEA ) — =2 FRREORE IIFRO 5N\,

FXII OERWNIC BT A2EWEEZHET 250 TH LA, FEEMWIZIX
FXILIZX T 5P EHFETHSH. FXUML I, AV 72=v & BT
2=y b6 5NERE L THELTWAD, NEIX, IN5I1Hd
LA ey — HEHKIZL D FIET 5.

LR e [ T O KRABIE IS BT, S AU & 2 s LU CIkImiEED
BRYER T 2 & ORI R ALE 120 L CHIM T 2 51l 3 2 412
13, RELTWAEBERTZ#MTT ALEND L. RIEIKT LR
Fo7-012, & N FXIEAMEA], a0 2 FXI 35 (SRR
DA EE I NS, BEARICI, FXUI % & T oG mAE 2 i g &
N 5D, EHRPICFXIIOMP LNV E AL EIEREETH 5.

EERMINA D A6, AE & I S AUREE, Pt FXII Hufd % A3
D720 DERPLEN 22 575, 2O B TREIIRRDS: (RIS R A 7
AN, 427074+ A7 73 FaE)PHiTENs. &b, HEED
WCHLDP) VX TREN LD H 5.

BRI A2 B4 BB, WA OPUERE % 8D &4 5 HE 1T
IGEMH L. TOHMTIZMAERIE ST L LTiTbILaH, Wy Cld
BN AEREPERINIYGELH 5.




