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®1 BHRRE (1)

ENEIRT eS| (i A bR AT
WBC 4,400/ul  CRP 0.23mg/dl
RBC 454 x 10%ul TP 7.6g/d1
Hb 13.4g/dl  Alb 4.11g/dl
Ht 40.1%  GIlb 3.49¢/d1
PLT 23.1 X 10%ul  A/G 1.18
MCV 88fl ALP 306U/
MCH 29.5pg  AST 1701
MCHC 334%  ALT 1001
Nuetro. 53% LDH 178U/
Eosino. 3%  S-Amylase 97mg/dl
Basophil. 2%  Glucose 126mg/dl
Lympho. 31% BUN 11.3mg/dl
Mono. 11%  Creatinine 0.78mg/dl

Na 143mEq/1

(%t [ R AT) K 3.9mEq/l

PT (INR) 420 Cl 102mEq/1

APTT 78.3sec  CA19-9 51U/ml

Fibrinogen 310mg/dl  CEA 1.3ng/ml
FDP 3.0ug/ml
PIVKA- I <lug/ml

138cm T, JEGE]A % 52 B LAY, IEE % &
BRI BE T RIZRRO 2 o 72, IR O MR
TOMSE, 70 bho ¥ UEER (prothrombin time,
PT) @ it & (PT-international normalized ratio, PT-
INR; 4.20) B ONEMALER G b a > K77 25 2k
i (activated partial thromboplstin time, APTT) DL
£ (783, IEH 26358) #ildizizd, B
H4F 2=z Lz (B, IhE TS, 50
RIS 7 ) T AOFAM L EF2 Mo HE (R
i) ERERL T 575, SRIOIEE TONE
MAEOE S &, BaBimoBEAIL R, MiEE
DOHFTIE, AR T OB IZEEEE O H i fE 7] %
TSNS Lus, A TH Y, Zofiic
B 2 7R F T 2o v, WL MRS Tl
Zeus, MR FEEFI DA OFFNIPIR L Tz,

M MAE T, PT & APTT DAL TlE, CA19-9
AEREEME (S1UMmL IEH 5 0-37) 2R3 D0,
IPMN % $54 S M CTLER R & 22 LIERED T 7z
V. BEEIR T OREICBWT, BEIAT—FO
HERRHE CTIEEE V IRT OFH R EHET 3% LT
RBDLOIKRTHY, oM, HVIHETIEERImL

*2 HKRRE ()

M/ HeEedere (RoREEEES) B G
Collagen 3.0pg/ml : 92.0% FEIRT ; 88%
ADP 2.0umol ; 66.0% EVIRT  <3%
Epinephrine 2.0umol ; 74.0% EBVIAEF 5 200%

EXEF 77%
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M1 7O0XIF%S>9FXb
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L, BEBREICH LT, HriEsid s (fresh frozen
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HATEER HEICK 4 153, 354 188 L CTw
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X3 &8 (VEFEHE APTT)
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FVIRRTL, M s E oo
DAL IR Y, throm-
bin 12 & o TiHHEAL & 1iF
TRV R FIC 2 Hfg, f

VIR PT APTT PTERLZE XN T & & b 12 pro-
(%) (INR) (sec.) thrombinase #H &K % T2 L,
2009/978 (?)J%‘%\H)( T 420 8.3 prothrombin % thrombin |2 %
2009/9/24 (@aﬂ)j@ 2 ART%) <3 Wt 2 IS RO RIS & L
2009/11/24 (JG#FHITH ) 4.53 81.4 .
20091125 AN H) T =%, prothrombinase {7 T4
2009/11/25 (2) ; PPF il 30 45-1% 32 ABICHERT A BV
2009/11/26 (EIE#=H) 16 153 354 W ORIE T35 1 Rt bk
2009/11/26 (2) : PPF iifiik: 30 43714 41 Wl AriE L, ZRES 5 D3 E
2009/11/27 (i 2 H%) 1.93 41.8 WCREFEAER T 3EE~T
2009/11/30 ({6 5 HR) 3.21 66.7 AR TH LY. LREE
2010/12/10 (%) 1 4:1%) <3 474 87.9 VIRTXZRE ok Fkn
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NN. |1 2 3
PT(INR) 420 |1.04 |1.00 |1.22
APTT(sec) 78.3 |28.4 |26.6 [35.5
FV activity(%) |<3 53 85 38

N.N. ; patient.
1 ; daughter of N.N.
2 elder daughter of 1.

3; ; younger daughter of 1.
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RZIEDFF L FERIZ, M2V RTEEOR
DOENLZWY AT 1 LEVRTFEHZ RO D
HEOBERTLTWEY A T 21203, FEALE
DHE & SNBY. EVHTRECFHTEKS
N, £ o) 80% MMM HIZ, 20% A3/ a 4
FEPNCEEIES Y. BRUEVRIRZEDNS <
&, HAEREE 723D RET 528, KR
R LA E & L, S, 8% A8, Kkto
IR % E03% <, AP iR B &P H i i &
e L MAHRIE EWCEE RIS, HL,
BAES 12 BT b FAT Lk 7 & OB A AL E £
BHEBMO) A2 LR, EEFLETH LY.
ZWEEIIESTH Y, WERRKOYHRARTE O
B BEEIZL D, PT, APTT & D IZHEE L, PT
B N— AL LB RE— BRI & B8V IRFIEE
D10% DT THIUIAIEZEE) Y. SERIBH L L
T, ERMUEBV, MHRFEMHRZRE, HEZRIFE
£ OFRAE NS N EERE (Disseminated Intravascular
Coagulation, DIC), Z L CHRMUEVRTF A
Cy —EGD S BHY. RSV, IHETA6EK

ZHRENE, BERE RS LD, RS R DIC
FREEICE Y, ZLTA vy —JERIZZ T A
IFTVUTEBICLVEN S NG, mEIZE, B
XK F- & AR I A SR D3 72 & FRP % F W
B985, EZREOWMICK 3 2369, F 7213l
FHEMTHEHA SN LD, V—F ¥ TOTFRHYS
FThb N,

RIEFNL, 77 FEV)ERTHY, TNILET
WZFAT R MO H ) Ss, HS Ry

iz BT, 72, HHOEREE OB
ATHICHHLLT, BEREELZRIEIN TV
hofz. AHL, PT R APTT % & Lo ft[H Al %
FEhi L 720 2D W T ORI EY,. EESO
R L 725 V IR R T2 SR 2 B 45 1 o 2
AT OIEA 11 JER] & BERFEIRARH  (unknown)
AR E30BIE e BHS, FDHIZ asymptom-
atic FEFI S 2 FIOATH HARENTWT, 5
5HHVHETFIEEIZ1% LT ThsY., HL, i#
(L TFFENT D 7 S NTEBNIEAE A H HHEE O I
EREZET AN S o725 ThAH bokd
FEETAREXE, INFTERPESESHTHL S
E0S, BVHETA ey —Ef L OENTH
0, REERNZZ T A I X2 73BRIC XD EEER
TRZNG =B, BWHEE L.

BV HFRZIEDGHFR N E IO F H By
X, IR X DI FFP A H W S, EV RFE
% 20-25% LL & HEELZ, 12-15 W] & S 4
B EE LTRSS s HL, BEVHT
W, RERHHE CICEM s ET L0, &
H1% 4585 M T O FFP ORI R E L E 2 BFIZ1E
APTTAVEHTH A L &N b, FRPHHIZ Y472 -
T, AEAMCEHYE, EMEamot, 71
V¥ =7 EO— N i N R S 5 EEDS
VETH 5.

4L, EFERILHERE web 22 5 1983 4F 4 LA
B TR S NSRS VIR KZHE DR LD
HC, BVRTEED 10% L ED b D% FRA L,
FATCBIMALEDOITTO N EBE T L DD
DTHAH REBZED 1361dH 1), HILALE
DOFERE T Tk 2 & BEEE A 8 B Y Bl £ CIEA
Vo RIEBIO 77 F SR Cd S5, No.9, 10
DI FEED, Nob, 11, 2bIhFT, HE
HIMOBEEZ RV T Wb, #rEmzEH L 72—
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x4 BROZECERMEEEVEFREBEMNDE & (Fifi £ & CHMAVNLE EFEH])

G QLT (487) T ILEFHROB |,

No | a5 | 1| B iy B ER RO | VI | e RO il A
(%) (ml/fFE kg)** | H (%) | (ml/FEkg) ™

17 2 30 | LA 2 Ptk 5/(15) 22 10/(30) i i3

2¥ WA | 30 | B | A 5 vk 5/(11) 23 10/(22) Fic 4

3” ARFF 27 | B F 8 Ptk 5 33 11 fl3 Filz

40 F 60 | B | A 4.7 Tt 5 223 5 Fic 4

5 e 7| B A <1 [RE=EA5 15 2%(18) 35 4/(36) I 4

6" LHE 37 | & | <3 i YR 15 ND 58 " i

7% il 36 | | H 1 i 6 ND 10 Fl Fz

8" = 46 | | B3 FHEER 18/(27) 32 116 /(180) o N - BEAK

9" il 71 | & | 8 Tt ] 8" 28*0 14*¢ fLc i

107 | HH 71| | 9 A 1B 1" 20 20 Fl Filz

e [t 64 | B | 8 JEEBE+ 4RI b 16"""7(28) 22%? 40/(71) pii3 i3

7| N | 67 | B | 9 RRERTIIR I | 4 21 12 i e

13 H B 77 | & | E <3 PRSI polyp BEX | 6/(14) 32 10/(24) A i

ND ; £Htif7. * 1 EICHHZG SN TWE25, AiTH £ TSRS SN T 2EE130 H 75O AR G-mI2 2 7.
% 45 HTH 10 AL, M 5 HAL % 5 i I FKE®D 2,020ml. % 6 HEERH IR

DAHFH - FR L7z, % 30 O KK & OHEN.

FKED 970g. * 75 HERFOHIMO A (500cc #ilfil). * 8§ ; FEEIM 400cc % & A, FFEP2 Hifir &[4 X L CRl L7

* 2 REOLRO D BIEHT

* 9 FAFEH (%7 0l

HEEH) O data. % 10;FFP6 HALEGEZ O I IR MAS B &FIE S A, TR s & 512 5 BALEI S A, &5 11 B2l s« 10aiH 8,24 H 8 Hifir,

% 12 FVAETEI, 8 BRI H (Tl H OMHD) o data & b,

B (No.9)'™ & &, 4fIFHiiIC FEP 3% 5 &
T, fifdc g itk & i S /- fE BT
FFP O3B b7z —61 (No.10) ™ 12N 2.,
HFERELZ 970g I L 72—# (No.7)"™, Z LT
FE Y BB L 2,020ml H11fL L 72— B (No.6)™
MWEENLDS, RO 2ERNL, HERSE O
YR HIMEE LTiEZndon, [kl
M (A9 5 3D > 72, L722%-> T, #&
B &N FFP O=® I, &FICB W THED TR
Molz& vz %, FFP #5108 V KFIH L
ETEBI TP 20% iz B, HEIE
HiZ7% > 72 24E6] (No.9, 11) b FHEETH 575,
O CEEERICIE0%EZBZ TW/2THH )
ZEDHEMTE S, K - JEKDTFED & 7z —H
(No.8)'™ Tld, # FFP #5875 100 Hif7 2 8 2 |
FFP O s O m A 25 E K & b7z 28, Fl
JRA Ty b ua— )L T&72. No8 OFMEIED
FFP ##% 5813, aEfTRATH Y, LT
MR EEOFEE L B IS No.ll O 3 5128 <,
WEEGTH o 2 WHEME X %E D . No.5 DIERIZ
7 7 TIRE 16.6kg O/NEFHERITH V), FFP %5
%O APTTH LBV RHF O & 26 Lo
%5 FFP & & (k72 L, K kg &7z 1) O V% FFP
B (m) ZHELTHEHLTYAY. FEEE
L5 6 FEFINZIR Y FEINANIZ A EH 72 1) O FFP

% No.5s IZfiivEt A L7z, 6 SEBI P AT H 12 D
FFP O#5- 8 Tw5 No.l1l < &, %5 FFP
G HOVIRTEE L 2L, HLRED L
BERASAL LT B 2 E 5 AHILA. Nob, 9,
11 Tld, FMarH £ T2 FFP A G- shTw
T, FHMEEETE, YHITICEETLV
WL 2, BEGEEzonl Wkds
b4 Y EY —DFFENLHEY bHY, T
BELROHMETELIENET LVA, EVRTIE
PHEORERBENTE RN L, T/, HETE
7oE LT, M &EIR & OFBIAHHRE T v
Z EDHEIE S FEP RGO IC > T h . il 4
DIEBNZ BV TZENZNUT APTT fE DHERE R IR
FER % ZE12, FFP i Gm0E% X5 TIH
EINLb0LEZ L. HL, EFHEFD AT
HDHN, FEHNOKEHILO) X7 PHETE R
WELE, B AR E 5T O I B2 T 7okt
B #EETAHI LI R ELRVERDRS.
RIEFNZBVTD, HBIBMIZEA ST, 24l
WHEHIEEAERTE 72, HL, BEHinoREE
DN Z & L OHEAE COAM % & & NS
DBIZO BEIMO RSN TR WEEEEL T
b, BEMTIED A, FFPHGEIIES fE
WHETH 5722 LA T E B, WD CTHIIHHE
ELZARBEBIZ BT, SR ORERDS AR
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BT % <, EE 2 MIMER 2 R 3HERI 2 5,
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£ OB S NS,

W, AEGIO X 92, M AR W HD S
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ThbI L, IM/MEa SR HICHFIET 28 VKT
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Abstract

Congenital coagulation factor V deficiency is a rare autosomal recessive disease with a relatively

mild bleeding tendency. A 77-years-old woman with no history of abnormal hemorrhagic episodes

visited our hospital for endoscopic treatment of gastric adenoma. Preoperative examinations dis-
closed marked prolongation of PT-INR (4.20) and APTT (78.3 sec.) and a marked decrease in factor
V activity(<3%). There was no other clotting factor abnormality, liver disease, or DIC, and factor V

inhibitors could be excluded by a cross-mixing test. Among her relatives who could be examined,

factor V activity was mildly reduced in the patient’s oldest daughter and second daughter (patient’s

granddaughter) (53% and 38%, respectively). They were considered to be heterozygotes, and the pa-

tient to be a homozygote. After the administration 6 units of fresh frozen plasma (FFP), factor V was

increased to 32%, and endoscopic treatment could be implemented without adverse events. However,

many aspects of FFP administration before invasive treatments in patients with factor V deficiency

with a mild hemorrhagic tendency remain to be clarified before its establishment.
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