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Tow Cases with Congenital Factor Xl Deficiency
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Tow cases with congenital F. XI deficiency from tow families were reported. A
64-yers-old female (case 1) were found to have a markedly prolonged cloting time
and aPTT in preoperative coagulation tests. The F. XI cloting activity was 9.2% and
F. Xl antigenwas 2.5% (cross-reacting material negative). This case was thought
about heterozygote. And in this case DDAVP was infused 10u#g/body. The levels of
F. VI was increased and aPTT was reduced markedlly after infusion. And F. XI acti-
vity was slightly increased. A 49-yers-old female (case 2) were found by nasal bleed-
ing and to have markedly prolonged clotingtime and aPTT. And the F. XI activity
was less than 1%. We also reviewed 23 families of Hageman factor deficiency previ-

ousiy described in Japan.
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1. KEMEEE 4. BERORE
WBC 4500/l HH it R P 2 53308
RBC 4.84%10%/ul B R 2547 308
Hb 14.8g/dl PT 13.5%
Ht 44.1% aPTT 99.3%)
Plat 140 X 103/ pl yYav PTT 4208
(E#Ex R 100%)
2. Ak Ca FBBEER  202.4%
TP 7.8 g/dl (IEH* R 100%)
alb. 58.2% Fibrinogen 169 mg/dl
argl. 2.2% Prothrombin 70%
agrgl. 9.1% B/VHET 85%
B-gl. 21.2% FEVIHEF 729%
T. Bili 0.9 mg/dl VIR T 80%
D. Bili 0.3 mg/dl HEXHETF 127%
GOT 37 mlU HEXAET 78%
GPT 29 mlU FNRT 104%
ALP 167 mlU HXEAHT 9.2%
LDH 579 mlU CEXAFHIRR 2.5%)
7-GTP 20 miU o)l 88%
T. Chol 125 mg/dl A RV GV (1] 74
BUN 12 mg/dl
Crt. 0.4 mg/dl a— a7 R
BE EHE
3. MmFEFEHRE AV (=) 3645 21049
CRP (—) AAU Y (+) 375 364
ASL (—)
RA (—) fERB (aPTT)
Wa-R () BEMHE 0.5ml+
HBsAg (—) EHMm 0.5ml 49,08
HVRFRZMmEE 0.5ml  56.88
MR T/XRZMEE 0.5ml  49.78
BURFRZMmMEE 0.5ml  59.8%
BMHEFRZMmMIE 0.5m]  87.68
5072, DDAVP of 5% RABMEFOELEZRA L. &

FUEFI, BMRET - L TRRERERELORA HICBESFRAEFIOSRIBE B 2T > O THET 5.

LB, BER, FovRELREFEROERIC
LEBEAREE R LTE D, 1-deamino—8-D-argi-
nine-Vasopressin (DDAVP) O#t&5 THEIMRFERED
ERERDDHEDH B2,
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ahb.
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W76/45r, ¥ EECHMMBEREDT, B, HER
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FHREWCT GOT, LDH OoBE O FRAZEDLMN, *
DI BT AR,

MEEEEAEE C, HNKE, Yooy vl
B IER TH - 1o D BEIRFH] 932547308, aPTT 99.3
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CESPRESTEIAER Lokt L, BETREE L LEY
IZFafE T LERRD bhih - T,

DDAVP #51 L 2 5BFOEL (B 4) @ REM
% L DDAVP 10 pg/body %5 L, #5481, #5#30
ar, BBEMHE], 4R ORI ERME T, BET,
SR TFER, aPTT, >V ay PTT #ME L. #
58 3BRR ©— o WBVIRTEEOEW e FRE, B
MHEFESEOBED ER2ED L. o 85#305~3
BT aTPP, vV o v PTT Offix#AD .
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B 49%, ik R
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BEFERE - fadd <& o ki L.

BHRRE Bt & D ke L. MRS, HMIERLE
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BUFRE 0 1988 114, BHEMAEDERSZE. ki A
7 ) —= v S TRERRERE SRR, YBER L
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BUE © A, FE, HMERZEDT, WESCREY
B, MRENCREZRD RV, PRIL v i
R RS T I,

BAEMR (F 2): KigMm, H{FRBFCREL, B
MEEHE, 7o bove vERERNERR o, BRERM22

* 2 ;AR (EM2)

1. #{e¥HE 2. EMMmMwRE
TP 7.1g/dl WBC 5000/ ¢l
alb 66.1% RBC  4.15%108/pl
ar-gl. 2.4% Hb 12.6g/dl
az—gl. 7.4% Ht 40.1%
Bgl. 7.9% Plat 171 X 10%/zl
r-gl. 16.2%
T. Bili 0.6mg/dl | 3. BEE¥AHRE
D. Bili 0.1 mg/dl HH afit B Fid] 25
GOT 13U/1 Y5 ] R AT 225y
GPT 8U/1 PT 14.0%
ALP 36 U/1 160.6%
7-GTP  8U/I aPTT 201.0%
T.Chol 165 mg/dl Fibrinogen 232mg/d!l
BUN 9 mg/dl HEVIRT 82%
Crt.  0.5meg/dl BXRT 104%
BYXRT 88%
EXRT 120%
EXNAET < 1%

4y, aPTT 201 B L FRAERZ RO . BERTEE
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59, HAM BB T1 v e €2 —OFERBRDH LT
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2% Cross Racting Material negative fl& &2 Hh
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Heterozygote ORERIE#E 2 bl

FEFI2 1, AHMAZEBCRRIh TV 58, Bt
EC IR A RS T L. REREI STtk
b, BETEEE 1 LT EERRETLTER Y,
Homozygote DFEFIEE 2 Hh b,
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1, 50RILAPBOETFIEMCHERL CERTE
Ld EHRBEINT VS5, FHMITAHETH 5.
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BB LORBEHETAR LTS T, BEEE,
inhibitor OFFELRENEBIEH LTV 2E5F1bh0
%3030 DDAVP B AOBMAFERELY LR EE LT
FDBLIMARA, Von Willebrand O IR~ D
EHISE ST b ATV 5288, SIVIETEY, plasmi-
nogen activator ®_E5 & BXAEFIEEOBE S BRT &
hTwab, 2 THEF 11X L DDAVP 10 ¢#g/body
G Lo A, BMRTFEEOESR L RS, B
AFEHOBRED FRAAED . ¥ aPTT, ~ VU2
v PTT offEr@oi. L LEIRTOEE
EThy, BHMRTEYE, aPTT oF{ks oBI#ILH
L TRich ol EFOBROBEAC KT AR TLE
WHEFEE, AE&OTIEE A Y, plasminogen
activator DB L HATEEMNE X bR,

ES & B
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