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FXIIT 12X 2 B CHURORAERFIIRIEICAPAREDRZ VD, FRiCdHD
FEREPR FRAT X 2 S B ORIEC NI 12 X D SR DA LR ENEZ BN D,
FRREEREZR 2 198 T, T E TORE TITH RN AR B O &7
TRWRFEME L S o0, B TRIBERBOMRZERTLINELEXD, £
7o, W ERHITIIE O 2y SRR B MFAE L7 < Th £ DR ITHAER BN
LT 256D 570, BRBBROBRICEET 2 LENH 5,

%2 AHFXIII/138 O EBER 19
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1) A E (SLE, RA, = — 27 L USEGERER YY)

2) AT OE

3) ‘B i FE M A S

4) U o BEEMER B (MGUS & 1)

5) MDA G INH, <=V, FalA 73R, JustmEits L)
6) & Ofth (IR % & te)

SCHR 1 DFEZ —EHMELE

Q5 : AHFXIII/13 @ EEIER I
A5 . ZEHImIEREZ 2T 5,

AHFXIII/13 DREFRIERIT, ZHIEDBG - KR i) & Bsetk o RN H
MIZEDETEE T D, EFT, AOF D 2ERpEE ’?Dr.’rﬁé% (il 213
AL S D VIR ETE M OFRE . FXIIT-A 720 Uik FXII-B (2o 8 E‘j’—“
HRIZE D7 VT T AT E 49) H LT, ﬁ%/zfoai{“f“@mmﬁ%%
FERIZRIET D, ZHE TOHETIE, EIZEIEICHERZ < H D WITEWET
BEC XV R THMOHANMAENHEL L, BREE> 2 engne i
D, Tel2L. HlZH KD H 5L EFTICA L L TR H Y . BHENH M9
faEr i, #ERE R E 2235558005720, i U iire
MEZE > T, BEERBBEIELZEZT ZLNHD ., FHIFESENE RS2 &%
H5,

R U7 k9 2 e ek & IEfE D D BB TG 3 2 7201l g
il B A Ok 1 22 R s K MR M & B o i EE Al 2 2010 4R
(Bleeding Assessment Tools ver. 2010) 9% JTIZ/ERK S dL7c H ARGERR H M
Tﬂﬂ?&/*ﬂfﬁﬂﬁﬂjmﬁ’f?ﬁﬁ”) (X 38) #iEMAT 2 ENEFEHTHLIEEXD, F

. [ARFCEAEE 3 910 (R 3) ZIEH L CHIMEROEIEE ZHET H 2
c‘: XD, HEMZERRIRNEIIZEDHLZELEETH D,
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ISTH/SSC th M B¥ i R (BEARERMR)
EHID EAILES: WEFAR: 13- EER:
O) BEGEN - WBH - BWHN- AR - jamik - al®k -RRK - BERMRE
HMmZa7
— 0 1 | 2 | 3 [ 4
: . Wi » WEAEOLDR
~ESELLET A 5 IN A el =
AHm | A B8 | e PR/BEDH P Ay 3(,23‘153’1‘5”’ (h FRE
s | BB ELI LB
BROGHm) |wL b e [REBITES [Bx sE0n | |antnmcnnsE
; “ESELLET B . - Wi h WEBE (B TRE
BESMEDNSOMM (L A B8 | o s - BR/BREOH FHI“EDLLM SLvs)
i FHI-EHILM & 518 [ WD A MARE (B TAE
O (AEM)  |RL A 26 |FY BR/BREOH A Sl - I 7
HY G PIRE L5, - * (5
MBBm  |®L A B8 |H. DEBRREICEDL (BRREOH ThickoLn b B8 B0 5 BRME (0 TAE
)
i FHI-EHILM & BF WD A MARE (B 7AE
hR |L b B |4Y (R DR/ BREOH Y b
R B S TORMD25%ETT |2 TORMD2E%ELT ey |BIA RREE (0 FAE
MRBHM b ke | WE/SE RAA BE/BE RAA_|PREAERVT (5500
SH@am) |FUD BR (2 TORMO25%LUTT [2TORHD25%LLT|[FMHICLBILN A FMk [ i WERE (B TRE
DR |BE/BE RAA BE/BE RN BE TLyiy)
e
-2 3% AVIR " . 5 N
o RS F2EpL oK, &M | dEEestene (LN L
ASAR RemeRlanazessmun Boon o cenne [RORI ALLE [EIL7LIBE D
-EmEEFEF v —k2a |0 e Y FERAEREN N FER
710081 E BR H FEBHTLE
Wi D BERE (B | -
BR/REOH PR T OB P | RSk b FEAAGE
Eamm  (RUABR oo mma  |REESH FRTORELFE~ (ML PR ROIER, T
A% |.EULOER RS LY ﬁﬂ)g) HnFEIL—2
F—TRE R
E 5 A MBIECHE
BAME - ELEL [SERTRAR BRMETRAR i (h TAETLyY | B ABETERAA
V)BE
B 5t A SMBIE TR
WHm | —ELEL [ SERTRAR BRI TRAR R (h TAET Ly (RN B ABETERAA
V)BE
| PE#ERHL |—EoEL — — BETHM T2 TONA [BABMTETONA
. FRHICLALN b (i @0 o WIEAE (B 7RE
ETOMOHM*3 [FL A B |HY BR/REOH . L gy
T 2E1H O bE ABEMELLL, REOFEAS 15 5L EBBLI- B A EMET
*1 Vicenza groupMD B HZEFTHR., —BHETLI= (FFEHS) alm
*2 (B FRETL D) [FH K von WillebrandfEIRE A
*3 GREER (WREA . REPYEE) DHME S TIEL . BBRABICEAT S
RES, BAESRESABELR— XN —WOM. WHEABERESIE. XBHE AL HABERETRI-ERLT
BERAM:

B3 i A
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# 3 AHFXIII/13 O EEE 4 2014 (Schulman et al., 20059 ;
Baudo et al., 2012190 EEH LD EHREZ KE)

1. HEEHM :

(1) By i 72 i,

(2) EEHAr, EEfESmOEm (Flx X, EEN, FHAN. BREKAN., 2%
L. MEREN. REREN. HEERE. BEEIN. DZEWN. a2 3— b X v MEERE
ZE D AN I 7R &)

(3) Hb fEi 8 g/dL L F ORI, &AWL 2 g/dL UL oA, Hb K T4 6
72 59 i

(4) 24 BERSILLNIC 2 HALLL E o R i ER g . 2 B b 4 4 Hi i

2. ERFEHM* :

ERbAOETOH M

* A AZEI IS A E(BAT) b &9 5 2 & 2 HER

LM R OE RO iR, EEEICHE T TR A S E T &

SCHR 1 DFEZ —EHMELE

Q6 : AHFXIII/13 O2Wr kL 2
A6 : B OSSN IS FXII/13 201 RIicht o,

B st s FXII/13 24 B Voo AHFXII/13 2WrikiE%2 5% 4 12
R, JRIRARB O IR & B3 D EF 2 28 LB i, FXIT &0 RE
ZIT9, REICAT A FMERZEER EOEMFICHRT L 2 L2 HRT 5,
FXIII 7&M:3 2 WITHUREME T L W EAIIEZZRARBR 2 it L. »
Sft FXIT RO 274 %5, RARGHER CEE M OIRFNC X 0 /5%t
FRAE D FXIT EMER I &7z 0 | Bt FXUT SRt S &Sa1ik, K2
Wik EAZ S ZB TR A e ST 5, ZARAGHER T FXIUT EMEN G 47,
Pr FXIT HriE bR SN2 0EEICE, FEE CREMOREE BET 5 L EN
HbD, TOLIT WM QEEMED D VITEAK ) @ FXIII RZHETH Y .
AHFXII/13 OEBELRERIRETH 5, #AI2Hr & U THEEZR )M FXIIT K
ZIEDJRIN & 72 DIREER 5 ITRT,

k., BEREBARBRIIA e e =BT o700 TEMER] ETHY

[ERER] WA e X — iz mb 7=l [ ReERAXEA] #lETDH I &
LARETH D W, 7272, T O IFEHR AR CIIRRESH THDH Z &1
METHILENRD D,

®4 HOAEMHHIMRE FXIIT/18 (AHFXIII/13) ZkrE#E 20157

[# € definite] & TIFIEHEE probable] DIEFIZAKR L ZWT 5

<%\ possible >
UL FOIE B AT &2 EM T, AHFXIII/13 Z#Z BT & Th 5 :
(1) JFAlE U CHImER 2™ & 5
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(2) S RMEAEAAMEEEE S XTI A (FXIID) KZAE D FHEE D

(3) HMERDOBEERE (FIFooME, $hith, oif7e Eo kAR BEfER Lz
HLDEGTe) HE

(4) FUEEEFESCHUML/ IR 72 212 &k 5 HIER Z R4k T %

(5) #r b, FXIIT {&ME, XIFHURENME T LTS (B EMEED 50%LL
)

<I|ZIEHEE probable>

(6) Fito (1) ~ () Iz, FXIII A > b B X —B{E(ET A *[EHEM 72
T RS THEESRT I VR IARIE R EIC XA IEF M E O EREGR
BR(37°CC 2 RN #2) 72 & ORERER I CRAE

<HJE definite >
(7) ki (1) ~ (5) 2z, it FXIII BCCHAERFET DY (L7
7y bk, ELISA A, A L) 7 a~ MER EORIEFRIRA THIE)

RIKE O —EITPULLRE 7 1 7 ) TRV E WD OO RGBS EE D D
DT 121 G122 L ZIUTED S REMFIEKR G-I L 5 A EFFRICERET D

3F1; 8 XII/13 K+% [FXIII] EBEF3 5

3F 2 Pt FXIII Hific K 2% KM B CE Mt imm 2 T B 2 M H i
FXIII/13 (Autoimmune Hemorrhaphilia FXIII/13; AHFXIII/13) | & WEHFRS
5

# 5 WM FXIII K25 O R K& B

1) #&FEME A NEEEIEDIC) (2 X 2 E MR T

2) Fft, FMEIZ L A HE VLT

3) FIMIE 72 & O M MRS 2 K A 1HE e & PEAR T

4) FFARRE(IFR &, IR 2 72 ) DIK I L 2 EAIK T

5) ~/ iR - =T A VBN, BUERIEERER (BEEREX, 7=
— 7 E) I X BRERARHOIKT

~— ~— ~—

I & D 2 % SRR

1) B M ims FXI/13 B AMmA L2 B EREES - AR
FEVEH M FXII/13 WA K. BRI 177258 20155 261 658-68.

2) 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. 2011; 105: 925-27.

3) Ichinose A, Osaki T, Souri M, et al. Clinical features of 32 new Japanese

cases with autoimmune haemorrha-philia due to anti-factor XIII
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antibodies. Haemophilia. 2015; 21: 653-8.

4) Ichinose A. Autoimmune acquired factor XIII deficiency due to anti-
factor XIII/13 antibodies: A summary of 93 patients. Blood Reviews 2016;
in press. [Epub ahead of print]

5) Souri M, Osaki T, Ichinose A. Anti-factor XIII A subunit (FXIII-A)
autoantibodies block FXIII-AsBs assembly and steal FXIII-A from native
FXIII-AsBs. J Thromb Haemost. 2015; 13: 802-14.

6) 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. 2010;
8: 2063-5.

7) Ichinose A; Japanese Collaborative Research Group (JCRG) on AH13
Hemorrhagic Acquired Coagulopathies. Inhibitors of Factor XIII/13 in
Older Patients. Semin Thromb Hemost. 2014; 40: 704-11.

8) —i 7. Factor XIII. H ARk f1774355 20145 25: 465-74.

9) 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 non-surgical
patients. J Thromb Haemost. 2005; 3: 692-4.

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. 2012; 120: 39-
46.

11) Kohler HP, Ichinose A, Seitz R, Ariens RA, Muszbek L. Diagnosis and
classification of factor XIII deficiencies. J Thromb Haemost. 2011; 9: 1404-
6.

12) Lewis JH, Szeto IL, Elllis LD et al. An acquired inhibitor to coagulation
factor 13. Johns Hopkins Med J. 1967; 120: 401-7.

13) Lorand L, Jacobsen A, Bruner-Lorand J. A pathological inhibitor of
fibrin cross-linking. J Clin Invest. 1968; 47: 268-73.

14) Otis PT, Feubsteub DI, Rapaport SI et al. An acquired inhibitor of fibrin

stabilization associated with isoniazid therapy: clinical and biochemical
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observations. Blood. 1974; 44: 771-81.

15) Fear JD, Miloszewski KJ, Losowsky MS. An aacquired inhibitor of factor
XIII with a qualitative abnormality of fibrin cross-linking. Acta Haematol.
1984; 71: 304-9.
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V. 5%

1. M

Q7 : AHFXIII/13 OIGHIEIT 2

A

7. IkmREREEZRELL. ATRESCHHICHREMEIREZFEKT D,

HAEIR IS X LTI EIRIE 21T 5 (HELEEE 1-A),

- SRR AR VICEIET 5 £ T, REIIHIRIEEZ1T O (HERRE 1-A),
- HIIER Z2 ek T& 572 613, EBIREDOERZ1TH (HERE 1-A),
- MER ST, AR BRI e ERBRIEETT ) HERE 1-A),

UUTFD XD ITREICEDE THEREITY U,

(1) HmESR : FXIT {EHENE LR TF L TW D RIBEMEDS E WD T,
FXIT {&ME 2 I LT FXUT BiaRs 4« +oExk b7 5, FXIT &M
ZIEE (T0%LL 1) ICE AR 2 2 ENEE L, [FRFIC, %%
RO G5 5 WITHHEENLETH D, MIEFRIEOENTFVELES
2 (R 6) OB XTI OSEIE, FXIIT s8R o Hip
HoME ATV, M TH VUM R B X 2 Pk BrEEEOE
fibBET D,

(2) HEREMREMORE « PUASEIN L TV D TEEMENFm WO T, fEi
FIE DB, WEHDHWVIILEENLETH D,

(3) tayEFHIMB MO RE - 5T FXII B COHEEREM L5581, HH.
TEMGISE OB &, EEE(TI,

(4) HpERAB . EEEEEND L5613, M2 OEEOIRR S [RIRFIZ 5
T 5, Bz, BORERBICALER T, TOKRBIZHEDH
DR AR D, B A0F L7 IER T b AVEHI U %2 & Te R 2R
G Z £+ 5, ARHNREEZINZ 85-A1%, FAMC FXIIT iR
BRI L D IEPEIREM A 2 M LT, LRI L AR T D & 9 BFE
THZENLE LV 2,

(5) HEBh#IE - JRIEJRMER, FrEEsE miE (FFP), &
Eomgin, 7R AR EOPRRRIEIER K 2T

Zifn/Mr (PC) 72
9

o
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#6. IEMGEOSIE (ER) HEXER (ML1EM 2014 £V HOHEE)

IR O FIL, EIRPMEAR 2 & OFRRIER OB, AllodEE S5
LCHIET 5, LTI, IEEENEG TH L Z & Z2RmT 0T, 1RO FEM
RTTEDER T T o 0ER D 5,

1) B G&®h) PEHM ; HAZRFRIY » okl GHEE) 28k L

2) RMERFFICH ST Hb LV ARZE, HHWITIKT

3) WBEENT TIRIERN. #8Elidds PN H .o 0 XHER

4) BIMEZRIRIR N 48 iR (B BT 24 FFf#) b iflkkid 2 Hifo
AIEHL

5) Ak &4 538 L UWOERL~ i

6) IEMIBHEIZ S 63 M EIZ B 2 TR DO K

7) HEER AR R e B e O LR B 2 O fS U I EHH2E 2010 EhR
(Bleeding Assessment Tool ver. 2010) @ HAGZERR (JBAT ; X1 3) Tk
SN A =T (BS) ONeH 5 3L

IVE 1 D3E IR

1) —WAA : Factor XIII. HAIMAR LI F35E. 2014 5 25 : 465-74.

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. (Erratum
to:) Successful bypass surgery for esophageal carcinoma under adequate
factor XIII/13 replacement therapy in a case of intractable autoimmune
hemorrhaphilia due to anti-Factor XIII/13 antibodies. Int J Hematol.
2016; 103(3): 341-7.

2. WREE

Q8 : FXIII EfERANL, HIMERNH D AIEDFE BRI L L TRV ?
A8 : B EIUKL L TRV (MR 1-C),

EAEESYIE LIS H T B EIE I OBAR, Fhi e S e an{i e 5 (2 5 72 i
B2 I 2 %A iid, FXIID A2 @R s L TR ~&E Th 2,
BAEHIMICIVN T S, BERHIVDE T FXIIL AR 4 5% 5.3 %, BYE M
(Zxk L CIE 25 BT kg, EAE LIS 5 L CIE 50 BN kg OFEE B2 LT
%, HE%, FXUIEHRZMEL T, BELVLVETEA LI Z L 2R T 5
TENLEE LY, ZLDBEE, BEDHDWVIT KRR M RN E SN D
(£6), 2721, BOHKICE Y FXILIZH s 5 W IZasdchkEsns T
O, HIEROFHED 2 WVITFEPERSND (F6), ZO70, Sl
WEOPMIZLATH S 9, 7B, AR THRSNTVD FXIIT EEHERAIC I,
T4 7aH I P (EH AME 240 mL &4 &L Eo FXIIT 2457, 4 mL
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DIRIE CIAfRT %) 9L BRI 2 M EeE FXIIT 8% ) RY—7F ¢ —
HEH 2500 GBI A : FXIITA Y7 =2=> k 2,500 IU Z#&4. 3.2 mL
DIRIE TS D) 9085 D0, AREBITREEIS N H D DITRIE OHATH 5,
W2 BEER N BT B A BEMEN S D DT, EHNORM CEEZBRTH 2 &,

Q9 : FXIII BfgdiAl o 58, K. #5HIRITEEIERZIE & [F—
THEW)?

A9 :  FXII EfEfigl ok 58, &5-HE. K588 GERZIE & B
% (HELEIREE 1-D),

HEeHAIZ L 5 FXIII OJEHESC 7 V7 7 o ATLHED S, < O%E .,
EONRIT B EOHIMIOBE 20 e FlSh 5, £7-. BEMDUAZEE
L. 7 U7 7 ATuEICxPn - B3 2812, @F A RERZIEICESGT 5%
XV REBORGVPVLETHD 1Y, LN THEEFXIT L~V EENRT 572
DIZFHE L&D 2 5 L2352 L2810 5, Bt FXIT-B A il
OHRERITIE, ko FXIIT i AN & £ 54 kMEo FXIIT-B, AlH
FXIIT-AsBo (2% 2 BEAE IS/ @ iR R (77— REhR) OV 27 25
T A2, Bia 2 R EEE FXIT A 2 i@E 5 5 ORI TH 505, R
B s 37 EEETH D, k. FXID MR o 51380 Q) Hif
BIEIESEDLETRT D Z L2 HERET 5,

Q10 : FXIII EAERACIEM L2RAWEE, E9 35002
A10 :  (FMZIENE S D FC FXIN EAERK OME S ZET 5 (HELEE 9
D).

4

FXIT ORI FXIIT EfE A & b A RO T, IR R 23550 50
TS (R 6) RGAIT. FORGEMKED D VITHEET S Y, HIC
AHFXIII/13 OIEFNT, 0 iR HIMOMGRICHICIBES N TWDL DT, AKEHE
E W SIIRE, EMHIRIE A AT X Th D, HLFXUT HUiR3HEEL L7
WER D . BEERABRZEE L CH FXIL L3 ekZE L= EFib L0352
TR CER VA, FBRLEEEDNDEANEITIFIETHZ ENEE L D,
RAOLAIE, MR OER S BET 5, (G IGIEE R b NS HHBEE
DIHZ )

Q11 : FFP X PC ®ANT LR & 5702

Al1l:
- HOHRED LM RITHFTE D0, KEEGHIZE > TH ORI EIL
Bohevy (HELEE 2-D),

« REHMEFZIE, HECARIZ L0 o R -2 <0 L/ MRE B35
DT, FXII il & FFP 2 PC L[ OOHANAE R Z L0135 (fElE
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|

};H: 2'D) o

FFP | FXIII #5495, #4537 FFP 28 £ 50 B0 FXIII E%
A4 e BEX —IC LV EZITRIET D72 0F DR IT—@aEThH 5, 2> FFP
THo7RED FXII 2R T DITIIZEOHARNLE L 72D | BF O FFP &
B¢l FXUT REORE EAIFHRFTCERned, < ETH FXIII
MK N BB T D ETORETH D 9,

— 5. Wi o REHIMERC X, IR BE T B I ELARIC L 0 oo K[
IR FE S i/ MR 384~ 5 D ¢, FFP RR0ig 21/ M A] (PC) 12 & B4
FERME L 7oy O FXI IBHEHMAI & OOFHB BN Z LB 5, FAIE LT
FFP O##ifeid PT—INR 728 2.0 UL E& 5T APTT 28 5L ¥EE EFR D 2 504 LT
FAsE L. PC i/ MxEk 5 J7/ul LR TSI %,

Q12 : HBMMLENLERGEILE DT D12
A12 :  EHEC FXII &AL FEi LT, o7k b~V 2R3 5 X
I RHET S (HELEZEE 2-D),

AETHMMERETHY , TELRTRELET L ZENFAITH D, K
RIBIRER D T2 O DA, BMIEEZ RET 2 Fi,. BanDzddH 50 Id%kE
i % [RIBES 2 72 O O MAERR BT 72 EI2BE L Cid, FRllc FXIT JRfE AR 53K
BRIZ & o BB A A B LT, okl LV AR T D KO EHEIT D
TEMLEFE LWL,

FXIIT &M %2 /NPTl 50%LL B, KPR TIE 100%LL Bk H MR35 2
ERHEREI LD,

IVE 2 OB % THR

1) —#EAM. %RMESE XI/13 K KZIEOZE &5 —2 T ORI EED
7oz —. FRR MR, 20155 56: 2110-22.

2) HofEMENInE FXI/13 HAME L FS2 R EEEREES AR
e M FXII/13 22Wr 74 K. HARMIAR kM5 20155 26t 658-68.
3) —#E M : Factor XIII. H A k152458, 2014 ; 25 : 465-74.

4) 7 47 aH P U SCE

5) AR FREM X MREEE 25 XIIT (13) K7-HA ) A —7 1 — 2 #EH 2500
INEp

6) HAIMER M2 FEREL R E S DIC #4% « BHEARILC RSy 72 R
JEICFE D DIC WG DO % A 8— har oY A, BARIMERLEMFEEE 2009;
20: 77-113.

7) Kojima M, Ichinose A, Souri M, Osaki T, Kawai H, Amaki J, Numata H,
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Miyamoto M, Ogiya D, Tsuboi K, Ogawa Y, Ozawa S, Ando K. (Erratum
to:) Successful bypass surgery for esophageal carcinoma under adequate
factor XIII/13 replacement therapy in a case of intractable autoimmune
hemorrhaphilia due to anti-Factor XIII/13 antibodies. Int J Hematol.
2016; 103: 341-7.

3. Fofolk gk

Q13 :  PURRIAIKIT MBI ENH D2
A13 1 PUBRIEIKIZ L A58 I BT e & vy (HESEE 2-D),

FXII 1L, 1) 747V U ERERET ZREBEEH. 2) a7 T7AI
A e —% T 47 ) NBEERES S EAPURBIEN. 3) 747U - 1
/AR DIRMEEH &2 O Fr>, —H . 77 A I U OARCE T 2 FitE S
1213 1) 3) OERANRWZS, FXII RZI24E S HifLlc B 5 1k fgh B ixim
<pnweEzZzond, HHTHIEAIE. 1.0~3.0g D~ 7 32XV LBERAOH D
WITEARNEE G325 D, LovL, R 73580 A7 & OPREERIZIZMARTE D
R RIS D Z EITHET D 2,

Ql4 : BNV T o AMFIEMBNENH DD ?
Al4 :  IEMZHEITHIFFTE vy (HELEEE 1-D),

AHFXII/13 120 63, —fRich A"y 7 ak (7 RFHER,/ 7 R
®) ORI ki zh B35 < 22 <, BRI L TAR E ST
D05, RHIMZ x5 A 20T,

Q15 :  BEfE A 2 MR MR EEE 5 VILT K+ (FVID) #%]H 5\ ik
EE[E K HuARE REEE SRR M R & 5 5> 2

A15: AHFXIIIV/13 iZxf9 % Ik mzhFiE, BRI C& vy (HELERE
1-D).

WA & b FICEEE S VIIV8 R+ (FVIID) A v A B4 —IZxtLTHWS,
LT 2 TEMER FVIT &K (2 Rt 7 o) 135 E FVII Th Y | fHikR
TOFET D L ZATHKRERZTEEL L7 0 7V Vi EERT 5, —H.
MR EEE K - FUR T ENEEE AR (7 7 A ANEHHA®) 1T7'r hrey
FVII, %5 IX/9 K+, % X/10 KFIChz T b oRFOFEMLE L &4 L.
FVIII Z /XA NALT7 4 7V ik z=EAT 5 3, AHFXIII/13 Tik, 4Rk
éhk7479ymanﬁ¢%Lﬁmtb BEAL LT 4 7 e T
TR, HOIWERDICT T AI LD GREND Z ERHEEEND,

Q16 :  ILMIAHONEHEZ ST BN EH 2
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Al16: IRAIRCRL—r | AT =T VORAENG R EOHME, ~E7 L
VE, (MWEETAS556) mE R Biga RodER L2251
5 GERE 1-A),

B OFEM 72 1L MR OMFH I, A AGERR LA A2, A A
fm (K3) ZHWT, Hlow#ELFMT 5, MBI, A KL —,
BT =T IVORAEN L2 EDOHIME, ~T7 el (ERTRH 58
&) MJE B BHEATROEER E G, itk O H il OFE 23 L, k{2
REHET D 9,

IVE 3 D3 E R

NN AN 1 N h e

2) AARMAEIEMZSZAMERELZE S DIC #%  BHEARILC RSy 72 R
JEICFE S DICIBED = F A/8— har oA HAMRIEMFESTE 2009;
20: 77-113.

3) HAF—ER, REFFm, T 1Eo. BRMEMAN ABETA K74 2. HAM
¥k I 274256, 20115 22: 295-322.

4) —¥WEEA : Factor XIII. HAIMM M 524558. 2014 ; 25 : 465-74.

4. SEEMHIRE

Q17 . ED XD RIERNI S HIREE A TR & 0 2

Al17 . HARMER RSSO CmEMEH R FXI/13 2R REERZE R
2O A RIZESNT NIIEHE] 2 THE) Thd ks
AT, SIS IR I TE O BE T R X Th 5 HELEE 1-A),

FXIIT-A & %\ i FXI-B (23 5 F 2 O H APk Elc k0, RIEITHEA
72 LoV FXIT OIS A2 WIFHUREDIKR T2 72 L, a7 MiiER 2 2
T 5, AMEITHIMEHIEY) 72 (MG 21T 9 2 &2 L > TR E# T X S 5EH]
DN, —EROIEFI TIZEESESEH HIERZ 295, AT 5
32 BlDWE VTIX, 7 FIRZEE 1 AN Lie, £OWN 5 #Hil(T1%) X H
MBSHIE L TH Y | LI SNTIERD 4 Bl TH - 7=, B FXIIT HLEH
FET DR BEEZHBMOFRREERH Y . NIIFHEE) » (e AHB L
O A AN REIRIRIE L BT _RETH D 2, LorL, NITHE] O
FXIII A b B —IZOW T, FEPUR 3900k 7 a7 ) o 501 K D HEH]
DHE SN TWDT72D, FUALISNOBREME RN FET D AR R E TE 20,
L72M o T, Ik % Bth 3 2 R0t FXII SUROFELE MR 52 &
NEFE LU,
7B, 2 < ORFEFNAHFIE & S IGIFEN 72 S, At OB 93
Bl 68 1] (73%) TR B AV, S INHRIED AN R I D 7,
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Q18 : HEIBEEATuA R (FL F=vyuor :PSL) % HREKL LT
Buwne
A18: AOHELECTHERATERWEEERE, BIRKEAT oA REH—
PERE L TRV (HELEE 1-0),
FIEFNCIB VT, AIREZR B Z OO ImEI Al 2 0FH L, KW
O ERG AT D (HEREE 1-0),

[ 55 1E]

A& E . LU =Y (PSL) 1 mgkg/ HOHMERG 2L L, Fif
SLAPHEZR LT 0.5-1 mg/ke/ H I FHIET 5,

c AT A R2NVARPEE  anIBAFALT L R=yarF R oA R
R e —/L®§EH) 500-1000 mg/ H O S 5-% 3 HfEkE CHefTd 5, 18
BEHNRB GO, 4 B Z LI — LV OE_EEBET D,

[ 2]
- PSL (TI3UGYE, EALMEIEE, BERRP. it REAZEam - 5 R, e
iE | EWh%ﬂﬁ RIE7R EORR 2 RBIWERR S 5729 9, BIEROFRBICE
B9 5, PSL ofnlEbEIL, BEOFERSETINE, AHEEZEE L T,
T RETh D, PSL HEHNBREERAOHE(T > N v — LR 7228 PR
BIEE., RBHEB)PNFEET 2581, WHEEASBIZ L TRERIELZIET 5,

- IO A EIRR BN SR - ki 92 2 & 72 < TRRENER & BIEM 21
AE L, YN A ZE T D,

- RHIRAT v A R2RET DRI, BHRIED T DIZOICE AT + A7
X — N EEOHT 5,

« A7 A K2V ZEEIRIREREGUE Y v~ TR RIS L CEIS B S v,

PSL Z oS MfilRE DS BRI & L THER 5, PSJ%%—%ﬁkL%
BRAT, LLTFD 3 8 ThD, OPSL IR THE— TEEE N T DR EIC
émmﬁflj;ﬂﬁéﬁﬁﬁm%ﬁbfwé$o@Kﬁ%@iﬁ%iEWK
i V0T, PSL 01T 93 fild 68 il (73%) T, A TORENEHR & LT
t PSL 23 b < BR & Tz (26 JEF], 81%), 7=, OAKEAB ORI
BTHLIBREMARR A (AHA) SCREFEME M/ MR R BER ATPIZ %95
AIOBIRITA RT7A 2 NOTY | PSL BMBEEZ FEAROGEMGIRELE LT
W5, L LRENRO#HE DTk, ARBICxH 5 PSL B T O M ED
BEDRII A+ TH Y. PSL HMEE CHRAFZZER LI-DiX, 9 EFIT 1 4]
DHTohH-oT-, ITP TiX., K 80%IZMT 522D PSL OIRFENRD A 535 D3,
PSL ZBEBL CTZX 2 D1 10~20% THDH L ENTND 9, ZDi=s, HIMIRET
RIS RA 7285 681%, WIEEZ S RIS MEIEIEOE B0 2 et Le
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AU B, Laa L, SR OB X 93 #ilF 68 1] (73%) IZH.HL D,
PSL 23 % < DIEFNZIEEG- S TWD Z Eovd . PSL X 50 DIRERE ) &
HEZEZLND, £2. BWEAE U CIRRYEIC I D512 3 61 (3.2%) ITHRD
Tl D BRMEMAR A 2 ThRneEEZ6hb, AT A RV AR
FX 7 B (7.5%) 14T D, JEFIEDS DI nTod | IR OFIL e S
TV, PSL HMEE X0 ITAEh B2 o5,

Q19 : HIBKEARAT vA RREE I IIMEHRERIGEILE DT 5002
A19: RTuoA R/2VLVREE, Y 7ud3x A7 7R, VYR~ T, v
7 a AR U7 ERBOGIEMGIRELERT 5 (HEREE 1-C),

AFRIZ B TAIEIZ % L CTHRBEI & L TR BTV A AL, PSL D7
TH DM, AEBITKT 2 PSL B TOREMEHIELEOIBEENFII A+ T
&V, PSL HMIBE CEMA ER LT-DIX, 9 MEFIT 1 floLTH-7- D, K
HOEREELZF LO-HRE VCIE. BRI A4 U158 E L GERIRESNZHKANL,
a7 A7 7R 8HMIQ25%)., UYF~T 8H#1(25%), /AR 4
B1(12.5%), AT A RV AL 4 $1(12.5%) Th o7, HIEO LM OER]
DELEDHTIE D, /a7 4+A77 I K 34 #(86.6%), VYF~7 19 f
(20.4%), > 7 a ZRY > THIT.83%), AT 1A K290 2 E 7 6H1(7.83%) T -
T2 RlZYv 7 m 74 27 7 2 REEHID 88.2%1%, PSL OHFHZE1T> Tz,
AIETEIRETH O . BRI OREIMHRIEL BT S UL UIZEFEET D,
FDD, ATaA RBEIZV Yo~ TR0V REE, /a7 3 A7 73
REZOFH L CTIREEZITo oG b LSS 1113, LaaL, CofRE3Es s
2B L CORRERHELR I 220, B 2L OEBE L & ik ok
BUZIS CTRETT RETh D, EIiRiEORILOZBH & LT, HENRR
C PSL 1 mg/kg/ H O ML Z M L, 4 B Z OIRE & ke L7 BT
A e —H2WIH FXIT i35 LWt i, > 7e7 4277
SRRV I e ARY ANEETLNHFAT L2 2BETL (—RIRAT >
TT oy PNE) . ETo. BRYYEHEIRF - FEMEE - MARER EDRFEL TR
TuA RIEREPREERGAIL. VYU~ HRERAT oA RV AEEDHE
MxEBETD (hy X0 RE) 19,

Q20 : AREGEMHIBIEILIED X HICHET REN?

A20: LDITORE - HAIZEZ S HESEE 1-C),
a7 A7 573 R (CY)

NARE 5 (HESEEE 2-C), mMili#&5-(IVCY) GHli¢ 25 A7 L),
- ARY NS (HEREEE 2-C),

UV xR U~ (HESRE 2-C)
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- FOMOGIEMFEIIRIET VY FA T, X a ) AR, S aTdx ) —/)LfE
E7=2FN) GHUET ST R L)

« JLEEE RN EE SLE O3A1%. SLE OIREFEHICHEV., D AT 1

A KoL 2L, IVCY s, VY v~ v 7 n ARy v EREOR

FEMHEIEEZ D 2 VX0 T2 (HESEE 1-C),

[ 55 1E]

a7 A7 72 R(CY: =2 R4 U8®)1%, 1-2 mg/kg/H(50-100 mg/
H)DOANIRCTHEIET 5,

- IVCY L1210, bi-weekly IVCY (2 i Z & 12 500mg/body) . monthly
IVCY (438 Z &2 500-1000mg/m2) 5% . 6 [FLLPN ] T,

c 7 AR (XA =T A®)NL, 3-5mgkg/H%E 1 H 2 [EIZH T CTROKS
TRHtET %,

- U XTI, 375 mg/m? O R G-A M 1Bl 4-8 7 —VFERET D,

[ 2]

« KT L TOWAREBTEEIRIL, BUEARH CIIASEIS T L TAa TERERE IS
ThHhdHZEICEET D,

- CY JRIE T, FRCmEmEF - HREEDO & 2 B 1T L, B
M PEREE R E O EEZRFVERICIEEZL S, =2 FXV UBERO I E
WTRT7TuA FEFIEOR 7 o —BEEICK LT, JRAlE LT, BE5
(% 300 mglkg EFTETHEHRIN TS, X7 —BEBERECT
HAE RIS 5 2 L 2 HELE T 5, CY ARSI, MM O %8
BLOMERRIC T DB S Z T D MEN B 5 1510,

- IVCY JRIEIL, V— 7 ABROEMENFLEE L TKEY v~ F52(ACR)
BT A KT A4 2 1280, bi-weekly IVCY X° monthly IVCY 7234 X i
TWn5,

- I ARY CORMIE WOFH EOFET, HHICHT - T 2
TEERETH I ENRIIRENTWS, BRMEDH CHREENKRERTH
2 RS I IR PSR BER D ARFLOVRIES T A R 10TX, 7 m AR Y
PIIRIBFIZEE L CiX, A R 7 7fi% 100~200 ng/mL (2725 K 9 IZF%
THEINTWS, ZOH, KIETHEHTHESL. b7 7E%E 100~200
ng/mL 2725 X IR G EEZRELHERTLZ L 2HET 5,

- YR TIIAITRAFMHBFENH S, 2018 F 6 HIZy =/ —RIEE
SE. BB R MAE RIBIER I 19, VY~ 7MRAICEEL X
infusion reaction(F&#\, HFE M. RIBHE)NEZHEBRL, 7FH7 4 7%
RREROIE S, DEESOEERENEH bHRESI N TN DL, &E
HIIARA XN A O+ BENLETH D 19, Fi=, BHIEOHESE L
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T B AR A NV ADBIEHAIC X D A4, JC U AV ATEMERIZ X Sk
TTVEZ BME M SR MR TP BRIBAE S DFIENHE ST D 19720,
METHLENRD D,

AL WNNCHROEREE F LD REO®RE VD TIEX, BRI A 98

RE L CGERIRENTZHANT, v 7a 712277 3 F 18 #(30.5%) 72 5 NE 34
B (86.6%). U>YFi~7 11(18.6%)7c HNZ 19 fil (20.4%), 7 v AR
v 6 41(10.2%) e NS 7641 (7.56%) . AT 1A RV REE 6 451(10.2%) 72 &
I 7 ] (7.5%) Th-olc, SIEIHIBIEIC E O BYUEIZ L 5 TIE 3 fi
(3.2%) Thotz, MEDHEZEETH HHBRIEMAR A T, #lEIGEE
filgE & LT, PSL+CY fFHEIEZHELET 285 S 20y 92020, Ll F
IZEEE BV TIE CY o7 v VAN K B IGYE 72 EORIER O3 4E
BEEENEZD, 1 HEEG &% 50 mg fREEICE L, BGHME 3-4 B &5
LHEWOoHELHY 2 R R TEHOH, CY AIROMERIREE LT
IVCY & ZE SN 5, IVCY #iElT SLE D /L— 7 AL A HE O AR AR 15
ELTCZET U ARHY, ACR VA R7 A4 1DTiX bi-weekly IVCY <°
monthly IVCY DRI CTW5, U Y F o~ T7iREICEE L T, I CAE
DEBZFEERTHD AHA Tt T 5287 VAN KN EZ S FEL,
International recommendation29<°> Consensus recommendation2? TiL, #H—
BIROPZIMEIRIE DN RN AT 0G50, BB ELEH TER20WGE
D BPGE L LTI YR~ T2 MEMT B, thOREIREIEID L#
RBENEL 2o TND, B, TOMOREMHEELE LT, 7HFFA4A7V |
AV AA, SaTdx ) —LABET 2FARENMEAENTWS,

AJET R BALE LT SLE S0 ot EMERE26T 52 R 5, AR
AP E 7 H O MER B E AP L TO D IEFNT T D s a4
YHOSEMRBORFONA RT74 bR U, JEFNTS U TRl 722 4
A RINTHZ EE2ED D,

Q21 :  PUABDIRIEDEISILH D)2
A21: BEOLEITMERHE LT 5 (HEREE 2-C),

MBS HUR 2 BRE T 2 5k & LT, MBSt E D 7 L% Wi bt
KREREDNEBINLILEA G H D, ZOBEKEICLY —@BETIEH D08, 2
2 FXIII £ > b B X —OflinME F L, FXIT AN K 2 i ia o gh F
BEDAREMEND D, R TIIRERIE N T ABMEH TE 72072, MIEA
DRI S D, REOFEEE £ LDOWE VTIE, 2 51(6%) T EA #2723 i
EN TV, BEEARHMAERE R L, MBI H#RT 5EMTIE, A et
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S — il BORICAR T S, 2o FXIIL 247 & 5 MRt £8 4 5,
AR M /MR MR BR DR A 25 L LT, BEO2MFEEQ MEd) ~
15 fEomfE&Ez2zH N CmMEREEZITH, 2B, 1 MEEQ =KE
(kg)x1/13x(1-Ht/100) TEEE v 5, Lav L, AFIZEB W TIEAEICX T 2 1
HERS W DR ST RN E I ET AN ERND 5,

Q22 :  HIEHIHPEIE O R E XM RE 0 ?

A22 .

« VEEBEHIEICIL, FXIII A > b B X —ORERRA 7 & NPT FXIII B
CHUERDRIEFHIRE ZIRE DR OFRE LT 5 (HELEEE 1-A),

- FXIIT 75 - PR £, BRI O FHE OFEEEIZIZ 72 0 B, BERE
HO BRI RERR (21, FXIIL 16 - PUREDSRE RO/ 5 (HELEE
1-A),

JEH R IR EE DS 3 2 WARHE R (£72) 2R, LLFOLHIC 3
Bt CHMORBENER B X D,

1) EERAYEMECH 0 B T RY) 5 e RS ER T 5, 2) BEEERYEMFGH 4y wfif
) 5 HffiEdk & FXUL A > b e 4 — QR P bR 3 et 4 2%, 3)
PHIEMGERER ;. HIER, 4 e ¥ —LH FXII B EHiRNHEkT 5,
WE) 72 IEMEEZAT O Z &LV, @FILH ~EO AL TR NG S
b, SEMEPFREL AT U, IRRICRIGT 206 Tl H~H O TR
MR AZ R T D, S BIT, A Okl CREFRIEMICELRET 5, 72720,
FXIII {&M: & FURENIEF LT 2001, @, ft FXUI FuEPSHE L% TH
L2 EICHERTLOHERH LD W, FERBYIHIOB iR, £ e EZ =K
BT LTV DRI TIE, FXII {EMES FXII UR 3@ EAET, HEE
HIRR A CE PRI AE CH O N B EZ RO 2RI O T EA LT 5D T,
FXIIT 35S0 FXIIT HU 2O HIE O & THIEADOIRESOGE % 7-l 92 O3 L
W, ZD72, FXIIL A b B X —OfRervfd & Ht FXIIT B ik oz
KRR A 2 kG o THRIEMSRPRIE DR R ZHET 2 0LENH D, 1REE
B3 4 12 1 BILLE, FXIII A > b 4% —5 53t FXIIL A Pk 2 e
TRETH D, WRREMRGR S EM T AICBERIIT, FXOT 15 - s
L EA LT D720, REDROBIEL /20155, 7272 L., FXIII &M - HiR
BONIEFLT D F TR, MM ERE S OICRIEZ2EZT 2568055

2)
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R7.EEDROHEEERRE (MWLM 2014 £V O KE)

1) %P CEamME)  HER, (> b & — Hiu FXIII 3 PR
DOWENBHHBND (GEF . A, FEOHAN) 72770, FXII M. $UR
BOEFLIITEMN 2545

2) PERERVTEMRE (ERor Tifig 1Y) mmﬁ%kﬁﬁi®4yta&~®%%ﬁ
AHOHILHA, L FXUL B AP’ s 5 %, . A OHAL)

3) FRARREME G EM LAY ;o HiER O %A 28 @Ehé@ A b A
e Z— P FXI A PR Foed o (@, B, HOHAD)

4) B RFICES S LRV O

WH ., EY R IEMARIEIC LY 3) ~ PURRIERIEICL Y 2), 1) ~LiE

Q23 : (M REMHEIFRIEORBIEALE (L, BN OBREEF~E)?
A23 :  JRIEBALG 4-6 T FXIIL 1 > & B4 —J)ffi, FXIIT A CHifkE
ZHAIE TS GERE 1-A),

WIEEHEE T PSL 1mg/kg/ H O EE Ehi L, 4-6 HEEFLE = OIEH % ik
fe LB, FXII A > b X% —55WEH0 FXIIL B EHUROBD B3R 14y
ThiuX, BREEZZETREThD, I TEELRTNTRLZRVDD,
AFRABIZ 5 PSL EAMVEE O FIT AT TH Y . AFOEREFE Vick D
& PSL BV CHEMAER CE 00N, (9 JEFTF) 1 florTHD EN)
FBRETHD, TOED, < DIERITIE, 1RIFEGE 46 HOX A I 7 TH
EHEREOBIL AR T 2R ENE LS EPREND, £o. SREGEIHE
RIEDOFILEIT> CHEHRIETH Y . BHIMOMEMHIREL I HiEH S L
EUISHEET D W0, JiE TR LIRS R OFNRE 2 @£ L., &
ICIEREICIIR 2048 L, OB AZ LRNTHRETH D,

Q24 : (TZRELIHFEOWBE « HILDOHFI LTI ?

A24 ;. SGEMHIEEOWBE - FIEIZOWTIE, BFOFRCESREE, il
fﬁ\ﬂm]%@ﬁﬁﬁ(Ei\#ﬁg%4/tt5~\#FMH
%WWHWR FAIOFGIELE TORR, BIERSAOHER &2 B %
L, JERIZ @B ~E TH D5 (HERE 1-A),

WE%?(@%&P&J%% 1%, 4 W% OB CIHRIZRIG LT FXIIT A
yevZ—, i FXII B OHUAEDIEFIZE T L TS Z &2 TEnid, A
TuA ROBEZZET D, TO%BIRFEONR LB AN L, B0 580
BEonTuniuE, PSL oF5EEZ#NE L T <, ZOBEOEEDRIL, FXIII
A e —Jiffié FXII B A EDIKR T Z2EE L 35, PSL O#NEIX
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RN I thoo B e R & RIBRICAT 9 3. BEFERSS2TIRE, SIHES %
ERE UE B i b 2 AN T 5, @iIE. 8-16 2T T 10mg/ H LR IZ F Cilljk
LHERF R &35, HMERFEICT DRI, WREREMCGT y E g 1 B ok % H
BETHIENEE LW (RT72), 20#%IiT FXII & - HUREORIE A
=2V 735, PSL ofikix, D7 & LE L CRIEFHERGER AR
DER TR TEX RN TEERT S, FXII & - PR &0 IEF L2 HRED
FNREVEETH D, HEEREET & A VITIBE R IE#%ICH FXII A CHROH
MEL, FXUL IEMEO PR T 2580 723560 HMAER 23 B L7258 1%, A%
O E S 2T PSL O ES O@EMHIRIEOBILERGTT & TH D,

IVE 4 D 3E IR

1) Ichinose A, Osaki T, Souri M. Clinical features of 32 new Japanese cases
with autoimmune haemorrha-philia due to anti-factor XIII antibodies.
Haemophilia 2015; 21: 653-8.

2) —WEEAT : Factor XIII. HARIMAR LM P58 2014 5 25 : 465-74.

3) Lewis JH, Szeto IL, Elllis LD et al. An acquired inhibitor to coagulation
factor 13. Johns Hopkins Med J. 1967; 120: 401-7.

4) Lorand L, Jacobsen A, Bruner-Lorand J. A pathological inhibitor of fibrin
cross-linking. J Clin Invest. 1968; 47: 268-73.

5) Otis PT, Feubsteub DI, Rapaport SI et al. An acquired inhibitor of fibrin
stabilization associated with isoniazid therapy: clinical and biochemical
observations. Blood. 1974; 44: 771-81.

6) Fear JD, Miloszewski KJ, Losowsky MS. An aacquired inhibitor of factor
XIIT with a qualitative abnormality of fibrin cross-linking. Acta Haematol.
1984; 71: 304-9.

7) Ichinose A; Japanese Collaborative Research Group on AH13:

Autoimmune acquired factor XIII deficiency due to anti-factor XII1/13
antibodies: A summary of 93 patients. Blood Rev. 2016 Aug 11.

8) 7L K= #¢ bmg. (www.info.pmda.go.jp/go/pack/2456001F1310_3_18)

9) HH—RB, KEFFH, MTESL., BRMMANR ABEITA K74 2. HARMAR
1B 5456, 2011; 228 295-322.

10) BRFTIRE, W)IFEME, BHFEZ, F41EME, & WLER, FmiE, EA 57
TR R AR S AR 70 S 2 I RE ] S e L2 B3 2 A ZE, TTP VIR DB
A FMEREZEE ST ARNFRFEME I MR PESRBER IR DS RIT A R 2012 4F
IR, ERARIMIE  2012; 53: 433-442
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11) Ogawa Y, Mihara M, Souri M et al. Complete remission achieved by
steroid pulse therapy following rituximab treatment in a case with
autoimmune haemorrhaphilia due to anti-factor XIII antibodies. Thromb
Haemost 2014; 112: 831-3.

12) Kotake T, Souri M, Takada K et al. 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 2015; 101: 598-602.

13) 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. (Erratum
to:) Successful bypass surgery for esophageal carcinoma under adequate
factor XIII/13 replacement therapy in a case of intractable autoimmune
hemorrhaphilia due to anti-Factor XIII/13 antibodies. Int J Hematol.
2016; 103: 341-7.

14) —WAE . $ KM XIT/13 K1 KRZIEDZ K & 15 R —2 T ORI EE D
72—, BRI, 2015; 56: 2110-22.

15) =2 R¥ 4 §E 50mg IR 30H

16) {EH = R4 500mg Wi 303E

17) Hahn BH, et al. ACR guidelines for screening, treatment, and
management of lupus nephiritis. Arthritis Care Research. 2012; 64:797-
808.

18) v 7 n AR Y UEE U SCE

19) U %49 7% 10mg/mL  ¥R{ASCE

20) Huth-Kuhne A, Baudo F, Collins P et al. International recommendations
on the diagnosis and treatment of patients with acquired hemophilia A.
Haematologica 2009; 94: 566-75.

21) Collins P, Baudo F, Huth-Kuhne A et al. Consensus recommendations
for the diagnosis and treatment of acquired hemophilia A BMC Res Notes
2010; 3: 161-8.

22) Franchini M, et al. Acquired factor VIII inhibitors. Blood. 2008; 112:250-

5.
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V. T#& - ZIRHEE

Q25 : FHERFEHRTHLZLENDHDLN?
A25: TR/ FHRITHZLERHD., EHICOERBBIENMLETH D,

GRAIE MR (R TV) OMBREREMRT OBICHR LN EEL D (EHFE
WFHERFZERFER T — &), £T-. AL/ 7oy bE (BFEEERHUARE) THhZ
P EMR S PHER S NIC L BT, T OBER L CHIMAE U7 IER S5 S
NTW5 2, 127120, ZOREROmEFREMROKEHIZIT FXIIT &M% & PR
DTEEER BV | HIEMEDME > 72D T, FXII Hii - LA GEE A1)
TR L CWieb o LHEl S LD (BIERNIEZ < OFEEOPT FXIT B Chiikz
FoTkY ., TR L IERAlFURIC SN D, WEEER o ik
NWpps FXIII e X —Thb, 72720, FXII L@ KERR L
T FnBiA D7 L —EIE 7 VT T U ADTLEEIL L o TRHICBEREIND
OTHIHFE LK T2 8, FEFFAGRITES FXIN & @@ e Rz mm L <
PIEICERE S, HEEPRE CIIMRH SN2 NWZ EICERT 5.)., LVEED
EWIEE S RHEE, #1213 ELISAYROA A/ 7 < MEATE 9 THRIESRD
BRAMERT DI EDNEE LW, AL 28 F 6 HBUEIEFAGE I TR,

AHFXIII/1313 B C BB TH DL DT, R NHER I NFIER, &
FEPHEMRA TR L. SEBICHIINIE L TWARERP L IFET 5D T, AHAL
[FEk, S0E PRREMRSG D70 < & BEERITRE RRHEBIEILETH D (K8
), ERRBVEMRAERICA L/ T 1y NETRIEZITREDHER S - @D
0. HERERYEAZY. ST HIMSE L= (EF BB SER R T — %) Db D
DT, BRI X OMRENEMRA CIXREHM GF) ORBEBENILETH D,
BRI HMOFRTH-> ThH, BIEICFXIIIEM: (fREZe HI3hiREE T) %
HEL, MIEMKBEICISCTA v e X —DHIE (L1ZZERARERR E) 0H
FXIII A CPiRIZBE T 2B RAE L FEiiT XE Th 5,

#£8. MIBBEYM L EHOREHER (ieibm 2014 F Y 5 5%KE)

B fR% O 1 FXIII & FXIII i &
6 » H LN i H i H

6~12 » H 2,3 7 Af 2,3 7 Af
12 » AL E* 6 »r A 6 »r A

5 BRIk 2

Q26 : & BRE, WPEREOBEIE 5 &0
A26 :

36




AREWEH AN B 5560V kS HIER 2 2 L TW 2 55 I3RS HE

kLT N E TH Y BERICER LT, FXIID BERAEOHE, Sl Ko
SREE L B OF L - ESIREER - ATREREIE AR A AR LT S kil
DAV - eV D (ERE 1-A),

1BPE < BEEIRRA~OBATICE L TiE, BF ORBHMER, FXIIT B
DUFEOREE, FGEMEIH OB 5RUL, i, EFIRE, BRRER O 2kE
AR L CIEEICIRE L 22T IR b7y, A2 hia T AR BLAH] UK
DR BT2 D70, B —H R LR D Z LIIREETH 508, D & bihi
PEH L2379 2 IR TR AR 2 e 0 A L T B4R T OI@BENIR~ D AT
(THELE T E e, AARREMGE I REAR S OB O 2B (Bid) 13, ek g
DEBII IR L 725, FRARTLATFS O THIUT, FXIIL {H0 & 58K E
ATLOZMBL T, IKEREABITTLILENEELY, B, KRM%E
FXIIT RZHE TITAI 0% DIETER HAVTEIER TH 5 L AT STV D 9,

Q27 : AEHOERT S THRIL?
A27: ARETbA,

AHFXIII/13 OFH%IIRRETHD EEbNnD, EitHORMEET — % TlidH
ANEF] 61 4072 < &1 19 4 (31.6%) 2% (JRIKAR) LTnws (&
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i = &Y

FXIIT factor XTIT (BERE %5 XII1/13 [X+)

AHFXIII/13 autoimmune hemorrhaphilia FXIII/13 (B C %% ME H 5
FXIII/13)

FXIII-A FXIII-A subunit (FXIII-A 7' === k)

FXIII-B FXIII-B subunit (FXIII-B 7' === k)

EBM Evidence-Based Medicine

PT prothrombin time (7' & k7 & > IRFfH)

APTT activated partial thromboplastin time GEMEALE bR
T AT L)

SLE systemic lupus erythematosus (£2& TV 7~ K —F X)

RA rheumatoid arthritis (BI&i Y v~ )

INH isoniazid («f ¥ =7 ¥ )

JBAT Japanese Bleeding Assessment Tools (F ASZE il H ifi 371 22)

ELISA enzyme-linked immunosorbent assay (& #H & 50 7% 1 € 12)

FFP fresh frozen plasma CHrffsifs 4%

PC platelet concentrate (J&/Z I/ M)

FVIII factor VIIT (BERE %5 VIII/S [AF)

FVII factor VII (B[ 25 VII/T [K)

PSL prednisolone ('L K=>" 1)

AHA acquired hemophilia A (# KM A7 A)

ff#2 HEOESR
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o 2
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