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Abstract

Acquired Haemophilia (AH) is extremely rare and potentially fatal bleeding disorder and it is associated with
significant morbidity and mortality rate between 7.9% to 22%. Upto 90% of people with AH experience bleeding.
It is mainly due to the spontaneous development of auto antibodies that inhibit the coagulant activity of factor
VIII (FVIII). Autoimmune disorders (16.6%) like Rheumatoid arthritis, Systemic lupus erythematosus (SLE),
Multiple Sclerosis etc., may lead to trigger acquired inhibitors to Factor VIII. In the case report we described a
70-year-old male patient who has history of migratory joint pains and swellings for five months and on physical
examination there was an echymotic rash over the left hand elbow and left groin extending into the left thigh
and we reemphasize that even though a series of effective treatment options available, a through workup, early

diagnosis and early treatment are important.
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Case presentation

A 70-years-old male from West Godavari district
presented to Rheumatology OPD with a history of
migratory joint pains and swellings for five months.
Recently he developed pain, swelling and redness of
left thigh, left knee and left ankle joints (Figure 1) for
one week, with no history of trauma or fever. He was
a cigarette smoker and chronic alcoholic but stopped
two years ago. On physical examination there was
an echymotic rash over the left hand elbow and left
groin extending into the left thigh. His left knee was
swollen but there was no tenderness or erythema.

On laboratory investigations complete blood picture
showed 5.3 gm% haemoglobin, 14500 cells/cumm;
WBC, 3.68 lakhs/cumm platelets. Prothrombin test
(PT/INR) was 13.3/1.12 sec, serum uric acid was
3.7 mg/dl and his activated partial thromboplastin
time (coagulation method) was 132 sec, inhibitor
screening (incubation method) was positive, factor
VIII (FVIII) -1.0%, inhibitor to factor VIII 179.2 BU
(Bethesda units). Complete urine examination was
normal. High resolution ultrasound of thigh and left
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knee joint performed at5 - 17 MHz linear transducer
showed evidence of a large heterogeneous collection
measuring 9.5 x 7.3 cm in the intramuscular planes of
themedial aspectoftheleftupperthigh (haematoma)
and synovial thickening with collection involving the
left knee joint.

Acquired Haemophilia

Acquired Haemophilia is extremely rare and
potentially fatal bleeding disorder and it is
associated with significant morbidity and mortality
rate between 7.9% to 22%. Upto 90% of people with
AH experience bleeding [1]. It is mainly due to the
spontaneous development of auto antibodies that
inhibit the coagulant activity of factor VIII (FVIII)
[2, 3]. Such acquired inhibitors are clearly distinct
from FVIII alloantibodies occurring in patients
with congenital haemophilia. The development of
autoantibodies against factor VIII leads to deficiency
of factor VIII, which results in insufficient generation
ofthrombin by factor [Xa and the factor VIIIa complex
through the intrinsic pathway of the coagulation
cascade.

There are certain circumstances that may lead to
trigger acquired inhibitors to factor VIII which
include postpartum period (2%), malignancies
(14.6%), autoimmune  disorders  (16.6%)
(Rheumatoid arthritis, SLE= Multiple Sclerosis,
Autoimmune hypothyroidism, Sjogren syndrome,
Myasthenia gravis etc.). It is reported that 40% of
patients with acquired haemophilia are associated
with above conditions. On other hand intake or
overdose of anticoagulants agents, acquired vascular
or platelet bleeding disorder or acquired deficiency
of clotting factors and certain drugs like penicillin,
sulphonamides, methyldopa, interferon alpha etc.,
[4 - 6] may rarely result in factor VIII autoantibodies.
However, more than half of acquired haemophilia
occurs without any underlying disease (idiopathic
AH) [1, 7].

Acquired haemophilia has a global distribution
and has a frequency rate of 1.3 to 1.5 cases/million
persons/year. In India, it has been reported that
the incidence of AH to be 0.8-1.52 cases/million
persons/year [8]. Acquired haemophilia occurs in all
racial groups and has no genetic inheritance pattern
and is seen equally in men and women [9], although
it is more prevalent in females with pregnancy and
males constitute majority of patients over the age of
60 [10, 11].

Age at onset for AH is distributed in a biphasic
patterns, with a small peak in young individuals,
primarily in postpartum women and those with
autoimmune diseases and a major peak in those
aged 60-80 years of either sex. AH is uncommon in
children younger than age 16, estimated at 0.045
cases/million persons/year. However, the prevalence
rates are underrate due to its low frequency of
incidence and it may be under diagnosis in elder
people >85 years [1].

The clinical picture of AH is presented by severe
bleedingwhicharespontaneous (mainlyinvolvingthe
skin (purpura) or mucosa) [6] they are usually painful
and cause significant drop in haemoglobin level [12].
The detection of abnormal coagulation tests caused
by circulating specific autoantibodies (inhibitors) is
the characteristics of AH. In contrast with congenital
haemophilia the bleeding patterns differ in AH. The
distinctive feature of severe congenital haemophilia
is hemarthrosis, this is unusual in AH. Prolonged
activated partial thromboplastin time (APTT) is the
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most commonly reported laboratory finding [4] and
patients are rarely diagnosed in the pre-symptomatic
state through identifying prolonged APTT. Deaths
are more frequent during the first few weeks after
its appearance [4], median 19 days from diagnosis
[13] and are mainly caused by gastrointestinal
and/or lung bleeding, whereas intracranial and
retroperitoneal bleeds predominate later [6].

Discussion and Conclusion

The case is reported a patient with acquired
haemophilia with no family history of bleeding
disorders and was critically ill. Due to its extreme
severity, complexity of diagnosis, treatment and
high mortality rate immediate consultation with
experienced physician or haematologist should
be done. Early diagnosis must be made to avoid
delay in the treatment. We want to emphasize that
even though a series of effective treatment options
available, a thorough workup, early diagnosis and
early treatment are important. Lack of familiarity
with the disorder may lead to delayed diagnosis
and sub optimal treatment. The lack of prompt and
appropriate treatment in India often leads to major
clinical complications, additional costs and even
death.
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