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A case of congenital factor VI deficiency was reported. The patient was a 48-year-old female who

complained of epistaxis. Her parents were not consanguineous. Prothrombin time was prolonged but partial

thromboplastin time was normal in the routine clotting test, and she had no acquired inhibitors in the extrinsic

system of blood coagulation. Factor VI activity (VI : ¢) measured by one stage assay and factor VI antigen (VI ;

ag) measured by ELISA were both at decreased levels of <1 %.
The VI : ¢ showed no significant difference when thromboplastins from different sources were used. Other

blood coagulation factors were within normal ranges. The patient’s mother, her two sisters, and a nephew had
30~44 % of normal VI ; ¢ and VI : ag. Consequently it was shown that the patient had a cross reacting material

negative (CRM") type deficiency and the four other family members tested would be gene-carriers. Shinshu
Med | 42 : 301—306, 1994
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#1 W2
{CBC
WBC 2,900 /mm?
Band 1%
Seg. 29 %
Eos. 4 %
Bas. 0 %
Lym. 55 0()
Mo. 11 %
RBC 342 X 10"/ mm?®
Hhb 9.3g/dl
Hect 31.1 %
Plt 30.1x10*/mm?

{Serological Test>

HBsAg (-
TPHA (-
CRP 0.1 mg/dl
1gG 1,500 mg/dl
IgA 461 mg/dl
IgM 311 mg/dl
RA (-
LE test (-

{Blood chemistry>

T, P. 6.9 g/dl
Alb. 3.7 g/dl
A/G 1.2

GOT 20 10/1
GPT 10 1U/1
LDH 356 TU/
ALP 100 1U/1
yGTP 11 1U/1
T.Bil, 0.3 mg/dl
Amy. 130 1U/1
Chol. 164 mg/dl
T.G 71 mg/dl
BUN 11 mg/dl
Crea. 0.8 mg/dl
UA 5.5 mg/dl
Na 136 mEq/l
K 3.9 mEq/l
Cl 102 mEq/1
Fe 21 ug/dl

MRl (cross reacting material : CRM™), HVIEF
BB EF (CRMY) %6 X OV% VI 71 A& T 4l
(CRM®) @ 3 BB L. LirL, BVIRFOD
IMERBEE L & b T TR o, TERECRED R L
EEOBEITE S Cikich o 125, RIA 2 ELISA
OIS X 0 R OPEEAAEE & To o 7%
IR BHRFIC D PURRE R TREL T2 b0l
g, VIR TR o FH MR vk — B v I
TR B EE TR

A, bttt & Ui CRM ko
SRV FREMED 1 FRYEERL 720 THRE
Ao

fiE &

Ftihs L 48R, Lok

FHF L B,

BEEERE | B0 T EBIECFUT L =g, 73T,
i R eI R S v o T,

REEHE | KRB MR L7 L a I
F L9 <, MABMTIHET LTV 585, okt
L EE b e b o 7.

I © G b, BRI, fTEEE, HHEAL
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Fbbhlthote (1D

Pl %
FEim de X OFIRO MBI #IR X v S, Eb

1/105RD3.2% 2 = v+ ) v AIREBFILC
3,000rpm TLOO R O, MIESREL e A7 UV —

EMNEEE Vol. 42



SERM VIR T K HE

#2  ALMARFEAHT

HA IR RS 3 4r30% (1~44D

PT 54F» 10~12%)
APTT 20%p (25~35%)

b rvET A 5 %LAF (70~100%)
SRR EE BRI (- (=)

Fibrinogen 336 mg/dl 200~400mg/dD)
BRI 84% (50~150%)
B VAT 93% (50~150%)
BE VIR I 14 1%T (50~150%)
VIR FiE 1 135% (50~150%)
B X F e 160% (50~150%
X R 60% G0~150%)
XIS 85% (50~150%)
HAEFHEME 180% (50~150%)
M-I i 121% (50~1509)
Protein C #&t: 80% (50~150%)
8 VIR - REL S v 0.lunit/ml* (0. lunit/ml BAF)

*Bethesada unit/ml

#3 FEHEML e v RT I 2F v PT I & SIEFEE

FAEE I A S

& b fEEAS (Thromborel S®)

v 4% (CRB Thromboplastin ®,

w4 Y - i (Simplastin®)
H A ENE (Thromboplastin E]®)
v % (Home made)

PT SEVIE TR
56.6% (13.3) 1T%LF
154.0% (12.6) LX%RF
29.28 (16.6) 1%BF

L%RUF
5 %L

= SRELA RIE ¢80 C iR E L, AR
WL CE S IEHE L. %7, SVET O cold
activation & B 7zdic 0 °C [ COMELYLI L
HSR B 2 Z e,

VIR TS VIR PR R 2 2 & LT,
FEMER b = v R F 5 25 (CRB thromboplastin
Roche>® , Roche Diagnostica, *1 &), FEME
T O b v v R P 5 2 v (Simplastin ® s
Organon Teknika Co, KED, & b a#H%EL = v
£ 75 25 v (Thromborel S ®, Behring, H[E)

R BRI TR LA, B VIER T A
Kasper &2 VIR B E i ¥ U 7z,
BVIETFHRREEE O TRl e F B IKE TR
W [gG 72 ELISA #Eic b #l5E Lz,

54 ]
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