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A Case of Factor-X Deficiency in Primary Amyloidosis
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A 52-year-old man who complained of general fatigue and weight loss, was diagnosed to have primary
amyloidosis by rectal biopsy. These symptoms improved spontaneously without any specific therapy in
approximately 2 months. He showed a blood coagulation disorder due to factor-X deficiency of 9% of normal
activity, other clotting factors however being in normal ranges, His past history did not reveal any hemorr-
hagic diathesis, and no bleeding tendency was noted in his family. Consequently the coagulation defect in this
patient was thought to be acquired.

During the clinical course there occurred a spontaneous bleeding into the spleen accompanied by severe
pain in the left upper abdomen. The size of the intrasplenic hematoma gradually decreased.

The patient died of renal failure 1 year and 5 months after the diagnosis of primary amyloidosis was made.
The pathophysiologyvof a single blood coagulation factor deficiency in primary amyloidosis was discussed.
Shinshu Med, J., 39 : 313—318, 1991
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protein(3+) 1.0g/day
sugar (=)
urobilinogen (N+)
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occult blood : (-
Sediment
RBC 5-7/HPF
WBC 10-15/HPF
cast -+
Feces
occult blood =
RBC 54377 /mm?
Hb 15.8g/dl
Ht 48.2%
Plt 29.35 /mm®
WBC 10,110/mm?
band 11%
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TP 7.3g/dl
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P 5.6 mg/dl
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Ig-M 124 mg/dl

314

EMNERE Vol. 39



XARFRZEZH>TEFEMET S v 1 F—v R

BER
H—IgG

#—IgG
BER
JL—x

i—2a
BER

1 BER GBHEL0013) DB ESIKE
BER L Hi—x & OElic M—bow %
%}Jﬂ\kb 5 o

139 1U/1, GOT 36 IU/1, GPT 29 1U/1 & fH:EREESE
BRI DB DITHEERE 3 L 0%, T. Chol 400mg/d],
TG 308mg/dl & BIEIMIE 23R D7z,

BUN 21mg/dl, Cr 1.2mg/dl, R 8.5mg/dl, 24KF
BRAEREZ v75=v27 )75 v 213139 1/H L &E
o te, 1 HREH 1.0g/dl, MEREs v s ) v
T3 Ig-G 900mg/dl, Ig-A 114mg/dl, Ig-M 124mg/dl
TH H REETIKE L M-bow 2 Tein- 1o hs, R
DHRBEKIKBCE T, x-& 1 7 D free light
chain #Fd 7 (® 1), BEEZERI TIL, BLMEEK
98,000/mm?®, E#ZEk#L 140.4/mm®, G/E It1.6, &
HIAZI33.2% & BN L T e 33 RCERBEI T H
sto BBEEMTIE, av—Vy FBEDT s v
F OuE w BB 78, RCHEMEE T cHRE
PR LERITEEE L (M2), WEEMER L,
LEREE56%, (BT, 11, I, aVeckd T,
B X MEEMERIZRD T, == —F, EKHZE0.69
EERERL, EEMERCEITIREBRL, By v
F7 574 —TCHEEEBRRZRDIad 1o,

MEEERERIRE DR IIE 2 1R Lic & & < HiMf
M 12308, LMEEREI2SEEETH s e
b e ve v EFERS.3F, EE A rr v RS S AT
V2.6 L IERAR bR, FrYART A +8.4%,
~RT S RF VT A 26% LIEEER T LI,

FEERFEECIEXRFOAR IR EEETH -
720 EXAFEHEETORRLE LT, EXEFRE
b L < 38 X EFIO3 5 fEBRPLEINSE DIF/ELE 2
LIUATOME 21T ot TbbR 3Rzl

No. 2, 1991

EH g
P—r b 2IE

IEHIME

IEFIE

2 EEEROFHIAENEEER
2v I — vy FREELE

 BEIMAE & IEEIMAE 284 0EE TREA L -mific
OWT, 7rbervEVER PT) 88X OVEELES
SrryvRTS2FVERE (APTT) 28EELRE-E S
5, APTT (XABF M 8 WIEF M4 2 DRG M
FWTIEFELL PT (314,30 L ERHCEE L. L
2o TABI OEEEEE OFRIEE X BERTFRZIC L
B5b0EFE 2z bR, TeRHlAMIMIC D CEEE %
(BEFEIER) PEREE 2 DhERERCL B2y =
— vy FREIFRETH - T,

FRERRE | AR DORE X THh T ITRRERE L
Tk 2 A, 2FBER, KERS T EoBRER
XE X NHEAN624E 8 H28HIBRE L fo, FMSR TRREE
KL T\, FEEI0HOREE CT cREA (BRI
DEREAROEREY 2D ®4), ARRFD=
a—, CTTREZLATHEWEDTH T, Y
v 4wV I FEREEAOERITR CT {EX b MnlE
LWL, 7 A, —EER-ERhEE, Mmoo
TERDTEY, ARFEECEZZR L b 0
LHEE & i, IBAI63EL0H OfFE CT ClLiE 3B
ShES LTuvic (®5),

BFI62EARERF X h EHREFTRD T e’ EHI64
WA » CBERENABETL, ¥Rk 1415234,
BAREDIDIT Lic, 7 324 F—v 202kl
E£5 2 HOBBRBTH -1

m = &=

FEHMT I v 4 ¥ —v 2B XERERFRZNEH
T35 L3, 19624, #1% T, Korsan-Bengtsen 5?2

315



FEF - BRI - HPE o B - THE - A - S

)
60 I @ 559
APTT
50 -
452
o 432
®
40 -
30 |
21.2 PT
20 |- O\
14.3
11.3 113
10 o ©
} } }
10:0 5:5 0:10

AR ¢ EF MR
K3 R&mitwkits PT, APTT

ok o TERE X hte, Greipp bic X il 3 R
T s v -z LR S 05l 6 FlicsE X
AFRZxBDIE D, ThERZEF LT
m vivo LR AEXRTFEERMECRAL LT, ¥
23 VKRSEEMFOBRERT - elEN D BT
NLFSRHRIIB LT TW299 —F in vityo
TR ARIERBICK T, Be ofEF LR, i
P EHMBELML 200 CERERRERLT
599, Furie L, W1 T <A LEXETFEH
V, BECRESLAEXRFIOF X 0 BE RS T
HEL, BEFNICHBEINRD Z 2RI, R
D P HERE DA LR, oS cRETH
ofe EHIFEHIEXHEF LT I v FigiEL DM
Bl e EF S in vitro ILR\CHBA L BEXEFR
ZHETAERE LT, BXEFIOERCEL L
Tiwd NEEERESLIMRL hHEL T L T
BHEHEEL T2, EEEEXERTFRENERL
T WOHEENRHD, T v A FEELEXETFINE
G5 L CHEENRAE {EEL T A THEESTRE X

316

#F2 AREFRERSE (2

=g ik 2l

Bt 98, 000/mm?

%Rk 140.4/mm?

M/E 1.6

TR 3.2%

BEERRE

HA IR 12308

42 IMTEE 124y

PT 28.3%
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FRVEFR 8.4%

~RTF 2RI VTR b 26%

T4 TV =Y 400mg/dl

ATII 89%

BEE TG
BUETF  (62—127) 87%
BVETF  (50—150) 128%
BMIET  (65—135) 77%
EWHERTF  (50—150) 232%
EXETF  (60—140) 84%
EXHTFT  (56—138) 9%
BUHETFT (65135 68%
BUAF  (50—150) 84%
BXIETF  (72—144 101%
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