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Summary : A 32-year-old man associated with factor XI deficiency and IgA ne-
phropathy is reported. According to his family history, the patient’s parents were cousins
in marriage and his younger brother was also affected by factor Xl deficiency. Twenty-five
years ago, moderate proteinuria (1-3 g/day) was first discoverd. A renal biopsy specimen
showed mild to moderate mesangial proliferative glomerulonephritis with IgA deposits.
Hemostatic tests demonstrated typical factor XI deficiency: marked prolongation of
coagulation time, partial thromboplastin time and absence of factor XI. In his past clinical
course he had had a transient cerebrovascular attack presenting with left hemiparesis 15
years ago. At last observation, his renal function remained normal although moderate
proteinuria persisted. To the author’s knowledge, this is the first reported case associated
with these two diseases. ’
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Fig. 1. The glomerulus shows mild cellular prolifera-
tion of the mesangium, without thickning of
the capillary and lobulation of the glomer-
ular taft. (H-E stain, X100)
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Table 1. Laboratory data on admission(I)

Urinalysis Biochemistry
protein ) total-protein 6.6 g/dl
glucose =) Alb 66.4 %
sediments Gb a 1.7 %
" RBC  3~5/HPF @ 8.6 %
WBC 0~1/HPF A 7.1 %
hyalin cast 5/au vy 16.2 %
GOT 15 IU/L
Hematology GPT 12 IU/L
RBC 554 x10*/ul  LDH 364 IU/L
Ht 51 % BUN 15.0 mg/dl
Hb 16.9 g/dl  creatinine 1.3 mg/dl
WBC 7,700 /ul  Na 138  mEq/L
Plt 35.7X10*/ul K 4.2 mEq/L
Cl 98 mEq/L
Serology Ca 9.6 mg/L
RA test (CD) P 2.4 mg/L
CRP +
ASLO <100 Todd
LE test )
HBs-Ag =
HBs-Ab +
IgA 231mg/dl
IgG 1,152mg/dl
IgM 231mg/dl
C3 93mg/dl
C4 35mg/dl

Table 2. Laboratory data on admission(II)

Hemostatic tests Fbg 413  mg/dl
Bleeding time 2.0 min s-FDP (CD)
Coagulation time  40.0 min  plasminogen 10.5 mg/dl
Recalcification time 5.0 min ~ AT-III 142  mg/dl
Prothrombin time 12.4 sec a,-MG  30.5 mg/dl
APTT >300 sec a-AT 215 mg/dl

Thrombo test 46 %
Coagulation factor

II 110 9% Renal function tests

V 140 % Cer 120  ml/min

Vi 100 % Conc. test 694  mOsm/Kg+H,0
Vi 170 %  Endocrinological tests

X 200 % PRA 2.5 ng/mi/hr

X 100 % AngiotensinI 129 pg/ml

XI 110 % AngiotensinIl 4 pg/ml
XII <1 %
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