
Isolated FX deficiency is a hereditary or acqu-
ired condition. Acquired FX deficiency is generally
observed in primary amyloidosis due to the irre-
versible binding of amyloid fibrils to FX[1,2]. Selec-
tive FX deficiency which causes reversible h-
emorrhagic diathesis has only been defined so far
in some malignancies. The reported cases are as
follows: 1 adrenocortical carcinoma case[3], 5
acute myelogenous leukemia cases[4], and 1 me-
tastatic gastric adenocarcinoma case[5].

Selective and transient FX deficiency has be-
en observed compared to FX deficiency accom-
panied by amyloidosis and malignancy. In the lite-
rature, only 11 cases have been reported. In the
these cases, massive hematoma or ecchymosis,
epistaxis, mucocutaneous hemorrhage, hemarth-
rosis, gross hematuria, and parapharyngeal or
mediastinal hemorragia causing acute respiratory

failure by obstructing the airway, and intrapulmo-
nary hemorrhage have been detected. It should
be noted, that in all these cases there is no histo-
ry of hemorrhagic diathesis, hepatic and autoim-
mune diseases, and exposure to toxic substan-
ces[6-10]. 

There are some reports in the literature sug-
gesting that acute viral infections or pneumonia
are responsible as an etiological factor in transi-
ent acquired FX deficiency[11]. There is another
case reported in which FX deficiency due to
mycoplasma pneumonia normalised after treat-
ment for pneumonia[12].

The pathogenesis of transient acquired FX de-
ficiency has not yet been clearly explained. FX
deficiency cannot be explained by a lack of produ-
ction of FX because in these cases the level of the
other coagulation factors (FII, FVII, FIX), also pro-
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duced by the liver, are normal. In early reports, the
existence of the inhibitor against FX were not
mentioned[8,9] , but, later on, two reports describe
the existence of the inhibitor. It is shown by recent
studies that the anti-FX antibodies cause FX defi-
ciency. In these cases, sequential plasmaphere-
sis, together with intravenous immunglobulin (IV
Ig) and a steroid, has been found therapeutic[13].

CASE REPORT

A 58 year-old woman, complaining of gingival
hemorrhaging for 4 weeks, in spite of no anamne-
sis of hemorrhagic diathesis, was admitted to our
clinic in August 1998. The patient had not used
any medication and was not exposed to toxic
agents. The patient also informed us that she had
no bleeding problems, either in the delivery of six
children or in the 4 times she had had teeth ext-
racted.

Upon physical examination, the skin and mu-
cous membranes were pale, the oral cavity was
not hygienic, and gingiva was hemorrhagic as oo-
zing. She had extensive ecchymosis on her arms,
legs, and the abdominal area. 

In oscultation, the heart sounds were rhyth-
mic, and tachycardic. S3 gallop was heard.

Organomegaly was not detected in the abdo-
minal examination. Peripheral lymphadenopathy
did not exist. 

Laboratory findings are summarised in Table
1.

Serum protein electrophoresis and immuno-
electrophoresis were normal. Proteinuria and mic-
roalbuminuria were not detected. Rectal and gin-
gival biopsy for examining amyloidosis could not
be performed because coagulation tests were ne-
ver normalised. However, the laboratory findings
did not support the existence of amyloidosis. The
results of the coagulation test performed by com-
bining the patient’s plasma with normal plasma in
a ratio of 1:1 are as follows: prothrombin time 33.6
sec. (N : 10-15sec), activated partial thromboplas-
tin time 63.2 sec. (N : 25-45 sec.).

After infusing 6 units of fresh frozen plasma,
the coagulation tests were performed and a PTT
and PT were found as 86.4 sec. and 45.0 sec.,

respectively. While supporting the patient by infu-
sing fresh frozen plasma and fresh whole blood,
the patient started to complain of abdominal pain
and distention on the 5th day. Ultrasonography re-
sults showed that a mass occupied the right quad-
rant of the abdomen. In a couple of days, abdomi-
nal distention progressed remarkably, so that the
distention could be seen by the naked eye. By
examining the CT, a retroperitoneal haematoma
was found, which caused the displacement of the
right kidney by occupying the right posterior para-
renal area. At that time, the hemoglobin level dec-
reased to 4.2 gr/dL from 10.5 gr/dL. Together with
acute haemorrhage, acute renal failure occurred
as a result of the rapid increase in urine and cre-
atinine levels. It was planned to implement plas-
mapheresis and was started with 500 mg IV ste-
roid. In addition, it was intended to apply IV immu-
noglobin, but the general condition of the patient
became rapidly worse and the patient died.

DISCUSSION

Transient FX deficiency is a haemostasis de-
fect causing a wide range of bleeding problems.
This defect has not been clarified yet, although it
was described in North Carolina University in
1956, and reported in 1959 for the first time. 

It was suggested that the abnormal clearance
of FX could play a role in physiopathology of this
defect, but endogenously circulating inhibitors
against FX have not been determined by the stan-
dard methods. However, the existence of circula-
ting inhibitors was detected by Russel viper ve-
nom time (Ig G). FX inhibitors make viper venom
time longer. Light chains of Ig G type antibody in-
hibate the activation of FX with TF/FVIIa, FI-
Xa/FVIIIa, phospholipid complex or Russel viper
venom by binding intact FX[8,9,13]. 

Although the existence of this acquired inhibi-
tor has been demonstrated in recent literature, its
etiology is not yet known. In the cases in which
the existence of the inhibitor was demonstrated,
any viral prodrome or upper respiratory disease
has not been determined in contrast with the other
coagulapathies. 

Bleeding of various degrees of severity may
occur in cases in which the patients have no h-
emorrhagic diathesis. In these cases, the severity
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of the bleeding is not correlated with FX defici-
ency. It is very difficult to treat hemorrhagic diathe-
sis in these cases. Fresh frozen plasma, if it is
used in conventional doses, reduces PT and nor-
malises FX activity. However, in our case, active
hemorrhagie could not be brought under control,
and improvement in the results of coagulation
tests performed by giving 15 u/kg/day, was not sa-
tisfactory.

Prothrombin complex concentrates (PCC) are

given as replacements in cases of acquired defi-
ciency. The improvement in PT and the increase
in the FX level is observed by giving PCC. Howe-
ver, a case of multiple cerebral infarct, caused by
higher coagulability due to PCC, was reported [6]. 

The last report, which includes two cases of
acquired idiopathic FX deficiency with severe life
threatening bleeding, suggests that using a stero-
id and IV Ig, together with plasmapheresis is an
efficient and life saving treatment [13]. Plasma is
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Table 1. Laboratory findings

Hemogram findings Normal range

WBC 6.800 K/ML 4.600-10.200 K/ML

Neu 84.8% 37-80%

Lym 9.87% 10-50%

Mono 4.82% 0.0-12%

Eos 0.40% 0.0-7%

Rbc 2.16 M/µL 4.04-6.13 M/µL

Hgb 5.53 g/dL 12.2-18.1 g/dL

Hct 16.4% 37.7-53.7% 

MCV 75.8 fl 80-95 fl

MCH 25.5% 27-31.2%

MCHC 33.7% 31.8-35.8%

RDW 24% 11.6-14.8%

PLT 385 K/µL 142-424 K/µL

Coagulation tests

Prothrombin time > 60 sec. 10-15

APTT 100 sec. 25-45

Fibrinogen 4.3 g/L 1.8-3.5

Factor II 78% 60-150%

Factor V 95.69% 70-140%

Factor VII 83.62% 70-150%

Factor VIII 150.03% 70-150%

Factor IX 91.6% 70-140%

Factor X < 10% 70-120%

Protein C activity 82% 58-201%

Biochemical tests (Pathological)

Glucose 144 mg/dL 75-115 mg/dL

Urea 38 mg/dL 11-37 mg/dL



used as a replacement during plasmapheresis,
but the risk of viral and bacterial transmission and
allergy or anaphylaxis should be considered, due
to the use of high volume plasma in this process.

We believe, that in these cases, steroid and IV
Ig treatment should be immediately started, even
when the initial symptoms are mild, because the-
se cases may progress rapidly and become fatal,
as in our case. Plasmapheresis should be imme-
diately applied if hemostasis cannot be brought
under control, even when infusing fresh frozen
plasma in conventional doses, together with the
two agents mentioned above. In our case, the pa-
tient came to our clinic for mild gingival hemorrha-
ge and was died within 18 days. We accepted the
patient as an idiopathic, isolated acquired FX de-
ficiency case because she had no history of ble-
eding and we could not find any primary patho-
logy which caused the FX deficiency.

There has been no standard, accepted treat-
ment for such cases. However, we believe, that
the treatment should be started immediately with
plasmapheresis, IV Ig, and IV corticosteroids.
This treatment is also supported by the literature,
even if the number of cases is limited.
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