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Secondary Erosive Arthritis in a Young Lady — A Rare Manifestation of

Primary Antiphospholipid Antibody Syndrome

Sathish Muthu'*3, Girinivasan Chellamuthu', Thiruvenkita Prasad Gopalsamy?,
Velmurugan Kandasamy’

Learning Point of the Article:
Secondary erosive arthritis of knee as a rare presentation of primary anti-phospholipid antibody syndrome must be kept in mind and its
treatment involves multidisciplinary approach forits effective management.

Abstract

Introduction: Arthritis in primary antiphospholipid antibody syndrome (PAPS) is a rare manifestation that is much more common in
secondary antiphospholipid antibody syndrome (APS), particularly those associated with systemic lupus erythematosis (SLE), and has been
reported to be non-erosive responding to conservative management. In this background, we describe a case of secondary erosive arthritis of knee
(SEAK) in afemale patient with PAPS.

Case Report: Thirty-seven-year-old working women presented with chronic right knee pain for the past 2 years which was increasing in severity
and interfering with her activities of daily living for the past 3 months. The patient was a known case of PAPS with a history of one early and one
late abortion. On radiological examination, Grade IV secondary osteoarthritis knee was made out. The patient underwent total knee
replacement. At 2 years follow-up, the patient had a good functional outcome. To the best of our knowledge, this is the first report of secondary
osteoarthritis in PAPS requiring arthroplasty. Perioperative management is crucial in PAPS to prevent thromboembolic complications.
Multimodality approach with strict patient compliance is akey to achieve good functional recovery.

Conclusion: SEAK can be arare presentation of PAPS. Secondary causes like SLE or rheumatoid arthritis must be ruled out before a diagnosis of
PAPS is made. Perioperative management in APS is critical and challenging. Multidisciplinary team approach involving internal medicine,
anesthesiology, orthopedics, and rehabilitative departments is essential.
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Introduction The most common musculoskeletal manifestation is arthralgia

Primary antiphospholipid antibody syndrome (PAPS) also [4]. The other rare manifestations are arthritis, avascular

known as Hughes syndrome is characterized by venous or ~ D€CIOSIS of bones, bone marrow necrosis presenting as

arterial thromboembolic manifestations or miscarriages
orchestrated by the presence of one or more antiphospholipid
antibodies [ 1]. Although these are the typical manifestations of
the syndrome, it is essentially a multisystem disease of varying
severity with a spectrum from sudden multiorgan failure
catastrophic antiphospholipid antibody syndrome (CAPS) to
subtle manifestations such as thrombophlebitis, livedo
reticularis, transient ischemic attack, hemolytic anemia, skin
ulcers, and pseudovasculitic skinlesions [ 1,2,3].

hemolytic emergency, muscle infarctions, non-traumatic stress
fractures, and osteoporosis. Arthritis in PAPS is a rare
manifestation that is much more common in secondary
antiphospholipid antibody syndrome (APS), particularly those
associated with systemic lupus erythematosis (SLE), and has
been reported to be non-erosive responding to conservative
management [4, S, 6]. In this background, we describe a case of
secondary erosive arthritis of knee (SEAK) in a female patient
with PAPS.
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Figure 1: Pre-operative radiograph of the right knee showing Kellgren and Lawrence Stage IV
osteoarthritis with completeloss of joint space and sclerosis of the joint surface.

Case Report

Thirty-seven-year-old working women presented with chronic
right knee pain for the past 2 years which was increasing in
severity and interfering with her activities of daily living for the
past 3 months. The patient was a known case of PAPS with
obstetric history of one early pregnancy loss (8 weeks) and a
second trimester pregnancy loss of an otherwise
morphologically normal fetus.

On examination, the right knee was warm with moderate
effusion. The range of movement was 10-90° with a fixed
flexion deformity of 10°. Movements were associated with pain
and joint crepitus. Patellofemoral movements were painful.
Distal pulses were felt equally on both sides.

Clinical markers for SLE, rheumatoid arthritis (RA), and
Sjogren’s syndrome indicating secondary APS were absent.

The patient had high anticardiolipin and anti-p2-glycoprotein
antibody confirming the diagnosis of APS (double positive).
She was negative for antinuclear antibodies panel (anti-double-
stranded DNA, anti-Smith, anti-U1RNP, anti-Ro/SSA, and
anti-La/SSB), anti-CCP antibodies, and rheumatoid factor. Her
blood counts, urine routine tests, and liver and renal function
tests were within normal limits. ESR and CRP were slightly
elevated.

Radiography of the right knee showed Kellgren and Lawrence
Stage IV osteoarthritis [7] of the knee with complete loss of
joint space and sclerosis of the joint surface and valgus knee, as
shown in (Fig. 1). Hence, a diagnosis of SEAK with PAPS was
made.

To provide a pain-free mobile joint, we decided to do total knee
replacement (TKR). Hematologist and physician expert
opinion were sought. The patient was already on low-dose
aspirin (LDA) of 100 mg. We decided to continue the LDA. We
added a prophylactic dose of low-molecular-weight heparin

Figure 2: Post-operative radiograph at 2 years follow-up.

(LMWH) which we stopped 12 h before TKA. The patient
underwent TKR following the standard operative protocols.
LMWH was restarted 12 h after the procedure. The patient was
on intermittent pneumatic compression (IPC) device
perioperatively.

The patient was under regular follow-up for 2 years post-surgery
with good radiological outcome, as shown in (Fig. 2). The range
of motion was full and free form 0-100° with an Oxford Knee
Score of 44 indicating satisfactoryjoint function.

Discussion

APS is an autoimmune hypercoagulable state characterized by
the presence of one or more of the antiphospholipid antibodies
(APA) - anticardiolipin antibodies, anti-beta glycoprotein
antibodies, and lupus anticoagulant [1]. Every organ can be a
target of APS [3]. The diagnosis of APS ismade when any one of
the laboratory and one clinical revised Sapporo criteria was met.
The clinical criteriainclude (1) three or more early (<10 weeks)
pregnancy loss or one or more late loss of a morphologically
normal fetus and (2) venous or arterial thromboembolic event.
The laboratory criteria include presence of one or more APA [8,
9,10]. APS can be primary or secondary to conditions like SLE
orRA.

The orthopedic manifestations of APS are not usually clinically
significant to warrant an orthopedic consultation and are
successfully managed with analgesics and immunosuppressants
used to treat the primary pathology [4]. Rare events like
avascular necrosis warrant orthopedic intervention [10].
Severe secondary arthritis of joints requiring joint replacement
surgeries has not yet been reported in the literature. This is the
first such report to our best knowledge which was essentially a
diagnosis of exclusion as we ruled out other secondary
etiologies.

Management of SEAK in APS has its own challenges [11].
Perioperative management is critical [12]. Surgery can trigger
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thrombosis (second hit hypothesis) or even CAPS [13, 14, 15].
The first step in management is to analyze the antibody profile
of APS. The presence of lupus anticoagulant or high titers of any
of the two APA shows a high-risk antibody profile with an
increased risk of thromboembolic complications [11, 16, 17].
Being a rare condition, the literature on standard perioperative
management guidelinesin APSislacking [11].

Saunders et al. [12] stratified procedures into high-, moderate-,
and low-risk groups. Orthopedic interventions are classified
under high-risk category. Surgery can precipitate CAPS. Hence,
extreme caution should be excised in their management and a
multidisciplinary team approach involving internal medicine,
anesthesiology, orthopedics, and rehabilitative departments is
essential.

Preoperatively, anticoagulation therapy in the form of LMWH
till the day before surgery is essential. Counseling should be
given to the patient regarding plan of care and need for long-
term compliance.

Intraoperatively, epidural catheters should be avoided. The use
of lower limb for venous access is restricted. Vascular
interventions to monitor anesthetic parameters should be
avoided [12]. The use of tourniquets is avoided. Measures to
decrease blood loss like use of tranexamic acid are
recommended. Physical devices to prevent venous pooling like
IPC devices or gradual compression stockings should be used in
the oppositelimb [ 18]. Combining the benefits of both physical
and pharmacological anticoagulation measures is essential in
PAPS management [19].

Postoperatively, anticoagulants should be started at the earliest.
Period without anticoagulation should be kept minimal. When
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Conclusion

SEAK can be arare presentation of PAPS. Secondary causes like
SLE or RA must be ruled out before a diagnosis of PAPS is
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Clinical Message

Secondary erosive arthritis of knee as a rare presentation of
PAPS must be kept in mind and its treatment involves
multidisciplinary approach for its effective management.
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