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Clinically suspected arthralgia with immediate
emergent of what seems like classifiable RA
after Pembrolizumab

Author(s)
Abdelrahman Elshieckh 1 Dr Carl Orr 1 Dr David O’Sullivan 1

Department(s)/Institutions
1 Rheumatology department, St Vincent’s Unversity Hospital

Introduction

Pembrolizumab is an immune checkpoint inhibitor that is used in the
treatment of a variety of cancers in the adjuvant or metastatic setting.
Adbverse effects include non-specific activation of T cells, leading to
immune-related adverse events in downstream organs.

Aims/Background

72-year-old man.presented in July of last year, and at that stage he
had minimal symptoms, but some pain and stiffness, it seems, in his
right index finger. He is left hand dominant. It does not seem he had
any definitive findings on clinical examination at that time ,. His
symptoms remained relatively subtle until such time, it seems, as he
started Pembrolizumab, he thinks about 3 months ago. He developed,
pretty soon after his first infusion, pain and stiffness in his hands, such
that he could not make a fist, and debilitating shoulder symptoms,
which limited range of motion. No other joints have been involved.
His Pembrolizumab is following radiation therapy in September of
last year to treat metastatic lung cancer, adenocarcinoma on histology
in August 2023. Other than his oncology background, he has a history
of hypertension and he has been taking Aspirin and statins.

Method

Prior initiation of Pembrolizumab :his rheumatoid factor was
borderline positive at 9.7 and ACPA was positive at 13. ANA positive
at 1:400 and anti-centromere 14 units

Notably plain film radiographs of his hands and feet at that time only
identified degenerative changes and did not identify features that
would be compatible with rheumatoid arthritis.

Results

After Prednisolone was started at a dose of 20mg tapered over the
course of 4 weeks, his symptoms improved within 48 hours of
commencing steroids. He is essentially asymptomatic afterwards.

Conclusions

Approximately one-third or more of patients with preexisting
rheumatic or other systemic or autoimmune disease have experienced
flares of their prior disorder in association with treatment using
immune checkpoint inhibitors (ICIs) for malignancy. Many have
been successfully managed with glucocorticoids or other treatments,
but some have required discontinuation, usually temporarily, of their
ICL
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Unusual Presentation of Cord Compression
with Incidental Diagnosis of Scleroderma and
CPPD
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Introduction

This is a case report describing the most unsuspecting cause to
patient’s symptoms. A 59 year old Estonian male presented to ED
with new gait disturbance, fall, and 3-day preceding history of
central chest pain radiating to the back. He only had a background
of Duodenal Ulcer. Examination revealed truncal and lower limb
ataxia with reduced ankle reflexes bilaterally. Distal proprioception
was reduced in toes with normal vibrioception and fine touch. He
had no urinary retention, anal sphincter tone was normal with no
saddle paraesthesia. There was no axial weakness and cranial nerve
examination was normal.

Aims/Background

CT brain, CT Aorta and MRI Lumbosacral Spine failed to reveal
the cause of his symptoms, with no dissection seen. His symptoms
improved with physiotherapy. An incidental finding of sclerodactyly
to mid forearms was noted which the patient reported had appeared
along with symptoms consistent with Raynaud’s phenomenon 1-year
previously.

Method

Subsequent connective tissue and paraneoplastic screens documented
positive ANA but negative ENA and myositis panel. Capillaroscopy
showed dilated capillary loops. Hand X-rays did not show calcinosis
or tuft resorption. CT TAP was unremarkable.

Results

A subsequent CT angiogram of the aortic arch, MRI cervical and
thoracic spines identified extra axial spinal lesions at T1 bilaterally
with a large 30 mm lesion on the right and a smaller shallower 7
mm lesion on the left. These were of low signal intensity on T1 &
T2 and did not enhance following contrast. They showed significant
impingement on the cord with no abnormal signal present within the
cord itself. On CT cervical spine they looked heavily calcified. He
was transferred to Neurosurgery for a T1 Laminectomy for excision
of the extradural lesion, which consisted of multiple pieces of opaque
white/tan tissue.

Conclusions

The biopsy showed fibrocollagenous connective tissue associated
with numerous large deposits of coarse basophilic granular material
felt to be histologically consistent with Calcium Pyrophosphate
Disease. He attended our Rheumatology clinic 2 months following
surgery with no further ataxia. Our plan is to investigate for CPPD and
start immunosuppression therapy for his underlying Scleroderma.
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VEXing but not VEXAS

Author(s)
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Department(s)/Institutions
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Introduction
Below

Aims/Background

WM, a 66-year-old male, presented with a five-month history of
intermittent temperatures, mouth ulcers, generalised arthralgia and
weight loss. Background history was significant for Prostate Cancer,
Type 2 Diabetes and COPD. He was admitted under the Infectious
Diseases team for workup of pyrexia of unknown origin (PUO).

Method

Examination revealed mouth ulcers and a diffuse salmon pink rash.
Bloods identified a normocytic, normochromic anaemia with high
CRP. Extensive screening for infectious causes were negative as
was screening for connective tissue disease. A CT-PET scan showed
a hyperactive bone marrow. Subsequent bone marrow showed a
hypercellular marrow with myeloid hyperplasia consistent with
myelodysplastic syndrome (MDS).

Rheumatology were asked to review WM during a subsequent
admission. He was commenced on Prednisolone for a presumed
diagnosis of Adult Onset Stills with improvement in symptoms and
inflammatory markers. Subsequent attempts to taper to below 15mg
of Prednisolone resulted in recurrence of symptoms and Tocilizumab
was introduced. This again resulted in a dramatic improvement in
both inflammatory markers and WM’s symptoms initially however
he remained refractory to attempts to wean Prednisolone below
10mg.

Results

Detailed review of notes and investigations at that point identified the
presence of vacuoles on bone marrow and a neutrophilic dermatosis on
skin biopsy which in combination with the apparent refractory nature
of his autoinflammatory disease lead to a provisional diagnosis of
VEXAS Syndrome. Testing for the UBA1 gene to confirm diagnosis
was negative however analysis identified somatic mutations in the
ZRSR2 gene located on the X chromosome and EZH2 gene on Chr
7 both of which are associated with MDS and autoinflammation. On
this basis his Tocilizumab was switched to Ruxolitinib and since then
he has been maintained on 5mg Prednisolone and remains symptom
free.

Conclusions

Despite our patient having almost all the clinical features of VEXAS,
the mutations in the ZRSR2 and EZH2 genes made this the incorrect
diagnosis. UBA 1 testing remains mandatory to confirm a VEXAS
diagnosis. Almost 50% of patients with biopsy-proven MDS can
have an auto-inflammatory phenotype mimicking Stills Disease.
Detailed genetic testing in such patients can confirm diagnosis, alter
treatment and inform prognosis.
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Diagnostic and treatment dilemma of a
suspected case of Primary Angiitis of the
Central Nervous System, in a patient with post-
transplant lymphoproliferative disease.

Author(s)
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Introduction

We present a case of suspected Primary Angiitis of the Central
Nervous system (PACNS), in a patient with Ebstein Barr Virus
(EBV) driven Post Transplant Lymphoproliferative Disease (PTLD).
We aim to highlight the importance of multi-disciplinary (MDT)
approach to diagnosis and management.

Aims/Background

PACNS is arare paediatric disease, now better recognised as a cause of
cerebrovascular accident in childhood1,2. There are no standardised
treatment protocols. Many reports and studies show a better response
with Mycophenolate Mofetil (MMF) maintenance therapy, after an
initial cyclophosphamide and glucocorticoid therapy?2,3,4.

Method

15-year-old female presented with left-sided limp and facial droop
and weakness of left upper limbs eight days post commencement of
PTLD treatment. This is on a complex background of renal failure
secondary to congenital urogenital malformation, peritoneal dialysis
in 2020 and haemodialysis until 2022. First renal transplant in 2021
failed immediately intraoperatively. Second renal transplant was
successful in 2022, with MMF and Tacrolimus maintenance. MMF
was discontinued in October 2023 due to PTLD diagnosis.
Magnetic Resonance Imaging (MRI) showed multifocal acute
infarcts in the right middle cerebral artery territory. Patient was
treated with high dose intravenous Methylprednisolone followed by
oral Prednisolone. Over the following two weeks patient had two
more left-sided neurological events. Repeat imaging showed new
areas of infarction relying on blood supply from collateral vessels
consistent with PACNS, with no evidence of systemic vasculitis. A
brain biopsy was deemed too high risk at present.

Results

As a result of increasing concern for further cerebrovascular injury,
she underwent cerebral by-pass surgery. Six weeks post-surgery,
patient had left-sided hand tremor, with new areas of acute ischaemia
on MRI of brain with contrast.

She has now completed her full treatment, of two doses of Rituximab
and six doses of Cyclophosphamide. Remains on oral Prednisolone.
We now face a treatment dilemma, as maintenance options are
limited due to the risk of EBV reactivation and PTLD recurrence
with additional immunosuppression, especially with MMF.

Conclusions

PACNS is an exceptionally rare condition that can lead to permanent
neurological damage and often proves fatal. Patients with co-
morbidities pose greater challenges. Prompt diagnosis, aggressive
treatment and comprehensive MDT approach is paramount.
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Not so “SAVI” after all! A diagnostic and
therapeutic conundrum

Author(s)
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Introduction

Interferonopathies are a constellation of diseases that cause recurrent
pathogenic inflammation, arising primarily through antigen-
independent hyperactivation of immune pathways. It is primarily
due to abnormal production or signalling of type I IFNs. A disorder
of both the innate and adaptive immune system, this condition is
relatively new with the first case only recognised in 2011. Currently
there are more than 20 interferonopathies recognised with new
interferonopathies are with SAVI.

Aims/Background
We present a case of a 11-month-old female with a SAVI like
phenotype but unsupportive genetics.

Method
Clinical data was obtained from patient files and collaboration with
subspecialities

Results

Our patient first presented with a severe panniculitis rash, swelling
of her limbs and hepatosplenomegaly at 5 weeks of age. She
developed significant respiratory distress requiring non-invasive
ventilation. A CT Thorax revealed diffuse groundglass opacification
suggestive of interstitial lung disease.She had elevated inflammatory
markers, a transaminitis and positive cardiolipin (low positive)
and B2 glycoprotein antibodies ( 74 U/ml). Clinically SAVI was
suspected as the most likely diagnosis.Her interferon signature gene
assay demonstrated exaggerated IFI 27 and IFI44L levels. A Trio
exome sequencing and IKBKG sequencing to dateh however have
not been indicative of any currently recognised interferonopathy.
Further genetic analysis has been requested to explore possible
novel pathogenic mutations. A reasonable clinical response was
seen with corticosteroid therapy in combination with Jak Inhibition.
With worsening of her cutaneous disease and an increasing need for
corticosteroid use a trial of anti IL-6 therapy was initiated. This was
subsequently discontinue and escalating doses of ruxolitinib, pulse
high dose corticosteroids and epoprostenol infusion instituted when
she recently presented with severe acute digital ischemia.

Conclusions

This case enhances our current understanding of interferonopathies.
Although the phenotype and course of the disease is compatible with
SAVI, genetic testing is negative to date. Presently there are eleven
heterozygous gain-of-function (GoF) variants for SAVI, with JAK
inhibition as the most successful therapeutic option to date. Our
case possibly represents an as yet unreported genetic variant, further
studies are awaited.
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The Boy who Cryo’d Wolf

Author(s)
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Introduction

Type II cryoglobulinemia is a mixture of monoclonal IgM (or
IgG or IgA) with RF activity and polyclonal Immunoglobulins.
It is associated with Hepatitis C (less frequently with Hepatitis B
and HIV) and autoimmune diseases (SLE, Sjogrens, RA) as well
as Lymphoproliferative disorders and 10% no cause is identified,
“essential”(2)

Often constitutional symptoms, fever, fatigue, myalgia/arthralgia
(Meltzers triad —Purpura, arthralgia, weakness)

It is a difficult diagnosis to make as collection of samples to isolate
cryoglobulins require optimal conditions on collection and analysis.

Aims/Background

A 69 year old female presented to the Emergency Department having
been, febrile at home,38°C and unwell for a week and being fatigued.
As it was during the pandemic she was swabbed for Covid-19 and
found to be antigen positive a day prior to presenting. She had rashes
to bilateral lower legs, non-blanching, purpuric in nature that were
associated with numbness to both hands and wrists.

She also complained of arthralgia to both hands and feet associated
with swelling, diffuse large joint arthralgia, to her shoulders and hips
and difficulty mobilizing secondary to pain, swelling and numbness
to feet.Her extremities were cold. She had a dry cough.

She noted that the lower limb rash relapsing/remitting for months.
Seen in Rheumatology outpatient clinic on 4 other occasions with a
rash associated with arthralgia.

Complements specifically C4 was found to be <0.02 with a normal
C3. Her Rheumatoid Factor was elevated at 293.

Her complements were further studied noting absent Clq with
negative Clq antibodies. Small monoclonal IgG band with a likely
mixed cryoglobulinemia type 2.

Nerve conduction studies showed, abnormal findings supporting a
mild-moderate length dependant large fibre sensory-motor axonal
neuropathy, reassuringly motor and sensory nerve conduction data
from both upper limbs were normal.

She was treated with high dose prednisolone 60mg OD, which was
tapered over 6 weeks. Given her prolonged sensory deficits she
received 2 doses of rituximab 1g. Her rash has resolved but sensory
symptoms persist.

Conclusions

Mixed cryoglobulinemia is a challenging diagnosis with varied
treatment options. Isolating the correct subtype of cryoglobulin
can lead to a very differing diagnosis and treatment plan as well as
varying outcomes
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PET Project
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Aims/Background

Case

A 63-year-old female presented to the ED describing a 3-month
history of abdominal pain, arthralgia affecting the large joints of the
upper and lower limbs as well as her spine, 10kg weight loss, fatigue
and generally feeling unwell. On a background of fibromyalgia,
as appraised by a rheumatologist years previously. She denied
any fevers, rashes, hair-loss or mouth ulcers. Her symptoms onset
immediately followed an emergent sigmoid colectomy.

Her symptoms had improved somewhat a month prior with a one-
week trial of prednisolone 20mg, initiated by her GP, considering a
working diagnosis of PMR.

Method
Clinical examination identified mild discomfort on internal and
external rotation of the right hip, but it was otherwise unremarkable.

Results

Laboratory indices identified a CRP level of 163mg/l, normal WBCs,
moderately abnormal LFTs, lactate 4.1 mmol/L, fibrinogen 7.04g/L
and normal complement levels. Serology on ELISA/IIF was negative
for RF, ACPA, ANA and ANCA. LDH and ferritin were >1800IU/L
and 3519pg/L respectively.

Plain film radiographs of the large joints as well as a temporal
artery ultrasound were normal. Contrast enhanced CT-TAP
identified low volume retroperitoneal, cervical and supraclavicular
lymphadenopathy.

The patient subsequently had a PET-CT, which identified extensive
multifocal uptake in the bone marrow with multiple avid lymph
nodes.

She underwent a bone marrow biopsy and was diagnosed with
diffuse large B cell lymphoma. She is now in remission having
received appropriate therapy.

Conclusions

Learning-points:

* Whole body PET-CT imaging is becoming increasingly important
in identifying pathology presenting apparently with rheumatologic
symptoms. It is superior to contrast enhanced CT and assists in
identifying a relevant target tissue to biopsy.

* This patient’s heterogeneous symptoms could have been attributed
to her diagnosis of fibromyalgia, but for her abnormal acute phase
reactants. However, not all patients will mount an acute phase
in this manner, and this would contribute to diagnostic delay or
inaccuracy.

 Destination is Destiny? This lady was referred to rheumatology due
to the nature of her musculoskeletal symptoms, her fibromyalgia
diagnosis, the attribution of her symptoms to PMR by her GP
and her partial response to corticosteroids (a common feature of
lymphoma), however, it is important to vigilant and remain open-
minded.
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A challenging case of Checkpoint Inhibitor
induced autoimmunity

Author(s)
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Department(s)/Institutions
Beaumont Hospital Rheumatology Department

Introduction

Immune Checkpoint Inhibitors (ICIs) are the most commonly used
type of cancer immunotherapy but can cause a number of immune-
related adverse events due to immune activation and inflammation.

Aims/Background
To describe a case of ICI induced autoimmunity.

Method
Review of patient chart, labs and imaging.

Results

MH, a 57 year old female, was diagnosed with metastatic lung
carcinoma following left adrenalectomy for left adrenal mass in
December 2020. Past medical history included HTN and COPD
(ex-smoker with 40 pack year history). Following surgery she
commenced treatment with Carboplatin/Pemetrexed in conjunction
with Pembrolizumab - anti programmed cell death-1 (PD-1) antibody.

In September 2021 she developed PR bleeding with sigmoidoscopy
revealing colitis. She was treated with IV Methylprednisalone
and tapering Prednisalone on discharge to good effect. Following
her next course of immunotherapy she developed periorbital
oedema and exophthalmos. She was again admitted for IV
Methylprednisalone and tapering Prednisolone but noted worsening
visual acuity (6/60) on tapering in the community and was admitted
for urgent ophthalmology review. She was treated with pulse
methylprednisolone to good effect. Lacrimal Gland Biopsy showed
acute and chronic inflammation and interstitial fibrosis in keeping
with dacryoadenitis. There was no evidence of malignancy (MRI
Brain and PET CT). A diagnosis of checkpoint inhibitor induced
dacryoadentitis was made. Rheumatology were consulted with
Methotrexate introduced as a steroid sparing therapy. On reduction
of Prednisolone to 15mg patient developed new onset shortness
of breath. CT showed pneumonitis. Bronchoscopy was negative
for infection and symptoms improved with increase in steroid.
Methotrexate was changed to Azathioprine given the concern re
pneumonitis and to facilitate use of Co-trimoxazole. Her eye disease
gradually improved and she has successfully reduced prednisolone
to Smg and remains well on follow up with no cancer recurrence.

However the prolonged steroid therapy resulted in multiple
complications including cushingoid appearance, exacerbation of
anxiety, oral thrush, compression fractures, stress fracture of distal
tibia and bilateral AVN of navicular bones.
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Conclusions

ICI have improved cancer outcomes but are associated with the
development of autoimmune complications. Early multidisciplinary
management can aid diagnosis and reduce complications associated
with therapies used to manage ICI associated toxicity.
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Not All “Fava Beans and a Nice Glass of
Chianti”

Author(s)
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Meath.

Introduction

We present a 66 year-old male with ALT derangement, four
years after a diagnosis of undifferentiated inflammatory arthritis
treated with Methotrexate. Following an initial presentation with
a left ankle monoarthritis in 2019, remission was rapidly achieved
with Methotrexate 20mg + Folic Acid 5mg weekly. His medical
history included hypercholesterolaemia, for which he was taking
Atorvastatin 10mg nocte for 7 years.

Aims/Background

In February 2023, routine bloods revealed ALT 144U/L. Other LFTs
and inflammatory markers were normal. Methotrexate was stopped
but ALT continued to rise with ALT 631U/L in April 2023. There was
no history of alcohol intake or new medications. Liver ultrasound
was normal. Metabolic, immune and viral liver screens were normal.
Atorvastatin was stopped. The patient was referred to hepatology
while remaining clinically well.

Method.

Results

In May 2023 the patient was admitted with proximal muscle
weakness, dysphonia and dysphagia. Bloods showed ALT 772U/L,
AST 567U/L and CK 9193U/L. FBC, renal, bone profile, CRP
and immunoglobulins were normal. Myositis panel, ANA, ENAs
and ANCA were negative. Liver biopsy was normal. CT TAP was
unremarkable. MRI femurs showed symmetric muscle oedema in
both thighs. Right rectus femoris biopsy was taken. Prednisolone
80mg was commenced.

On review three weeks later, the patient reported no improvement
in symptoms and new upper limb weakness despite steroids. Biopsy
results were consistent with an immune mediated necrotising
myositis (IMNM). Further antibodies were checked and HMG CoA
reductase inhibitor was positive. The patient was started on IVIG
therapy and Methotrexate with a plan to taper steroids. After two
months of treatment, the patient was asymptomatic. CK and ALT
normalised.

Conclusions
An abnormal ALT is not always indicative of liver pathology, as
demonstrated in this case. Anti HMGCR positive IMNM is rare. The
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incidence is 2- 3 per 100,000 patients on statin treatment. Median
duration for statin exposure before symptom onset is 32-38 months.
Upto a third of patients do not develop muscle weakness until after
statin discontinuation. Atorvastatin is the most commonly associated
statin and doses as low as 10mg have been associated with IMNM.
Clinicians should remain vigilant to this serious complication of a
commonly prescribed medication.

ALT (U | CR{UAL) | Bl jumeliL) | ALP (UAL) | GET [UAL)

18/02/19 0 22
16/02/23 44 65
[ 23 73 78
14/03/33 214 74
27/03/23 278 11 75 18
13/04/23 383 10 7 17
2T/04/23 631 1 76 1
0&/05/23 72 9193 68 1
16/05/23 123 BT8O0 78 1
15/06/22 630 3243 ] T
26/07/23 267 1854 50 15
02/08/23 191 1633 1 46 15

| 80 255 50 iz
27/09/23 25 177 a6 17

Methotrexate stopped on 16/02/23. Statin stopped April 2023,
Steroids started May 2023 IVIG startied June 2023.
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Case of Neuromyelitis Optica (NMO) in
Systemic Lupus Erythematosus following SARS-
CoV-2 vaccine
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Introduction
We report a case of Neuromyelitis optics (NMO) as a manifestation
of SLE following SARS-CoV-2 vaccination.

Aims/Background

A 31-year-old female presented with eight-day history of worsening
ascending bilateral lower limb weakness, inability to weight bear, neck
pain associated with ascending altered sensation, facial dysesthesia
and right sided blurred vision. Her symptoms commenced one day
following third Pfizer-BioNTech mRNA SARS-CoV-2 vaccine. She
had one year diagnosis of SLE following presentation with arthralgia,
malar rash and positive anti-double stranded DNA (anti-dsDNA)
which was treated with hydroxychloroquine. She was unfortunately
lost to rheumatology follow up and discontinued her medications.
On examination, she had asymmetric spastic quadriparesis involving
bilateral lower and upper limbs, worse distally with brisk lower limb
reflexes and positive Babinski sign. Sensation was reduced bilaterally
to a high cervical level worse on right side (C2-T12). She had right
relative afferent pupillary defect (RAPD) with right optic nerve head
swelling. She was clinically in urinary retention.

Method
Case report

Results

Creatinine Kinase (CK) was elevated, 233U/L, anti dsDNA
positive with a titre of 350IU/ml and positive p-ANCA but
negative myeloperoxidase (MPO) and anti-proteinase-3 (PR3)
antibodies. Cerebrospinal fluid (CSF) pleocytosis was identified
with mononuclear predominance (99%) but negative infectious
screen. MRI brain, cervical and thoracic spine showed long segment
intramedullary cervical spinal cord signal abnormality extending
from the medulla to C7 level with cord oedema and heterogenous
enhancement and involvement of most of the cross-sectional area of
the cord, consistent with transverse myelitis. {Figure 1}

A diagnosis of SLE-induced transverse myelitis was made
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and was initiated with intravenous (IV) methylprednisolone,
IV immunoglobulins  (IVIG),  hydroxychloroquine  and
Cyclophosphamide. Her power improved but asymmetrical weakness
with spasticity persisted. Aquaporin 4 antibodies (Anti-AQP4)
returned positive, prompting the suspicion of Neuromyelitis Optica
(NMO). Rituximab, the anti-CD20 chimeric monoclonal antibody,
was commenced and significant improvement was noted.

Conclusions

There is an increased rate of demyelinating disease in patients with
underlying auto-inflammatory conditions, including SLE.1 Prior
research proposes vaccinations may trigger NMOSD. This patient
with SLE presented with NMO following SARS-CoV-2 vaccination
and we hypothesize patients with underlying autoimmune disease
such as SLE are a cohort at particular risk of developing NMO
following SARS-CoV-2 vaccination.

* Figure 1; Magnetic Resonance Imaging of cervical spine,
thoracic spine (4, €, B} and brain (B}
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A Myositis Mimic
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Introduction

Metastatic tumours presenting as a soft tissue masses are relatively
rare and can be a source of diagnostic confusion both clinically
and pathologically [1]. This case report describes a patient with
primary adenocarcinoma of lung presenting with upper limb muscle
metastasis.

Aims/Background
To investigate arm swelling presented with feature of infective
myositis

Method

A 50-year-old woman presents with right upper limb pain and
swelling for two months, worsening in the two weeks prior to
admission. The pain was concentrated in the forearm and aggravated
with movement. She had no history of trauma, cuts or bites, fever
nor constitutional upset. Review of systems was otherwise negative.

Results

Swelling of right upper limb (UL) around elbow joint with extension
distally and proximally with subcutaneous edema (Figure 1). There
was no neurovascular compromise.

Doppler US RT upper limb:

Doppler US (Figure 2)—defined a heterogenous lesion seen in the
subcutaneous tissue of the anterolateral aspect of the right mid
forearm measuring about 4.9 cm x 1.6 cm.

Differential Diagnosis (DD) haematoma or beginning abscess
formation, for clinical correlation and further MRI assessment

MRI SCAN RT UPPER LIMB:

Multiple intramuscular abscesses (figure 3), the largest within the
flexor carpi ulnaris and digitorum muscles.

Associated oedema throughout the muscles consistent with an
infective myositis.

US guided aspiration is advised.

US GUIDED BIOPSY:

US guided aspirate failed — solid lesions, not amenable to aspirate.
Open biopsy was done — C&S negative, AFB negative. Blood
cultures negative and HIV negative as well.

Biopsy and histopathology:

Fibrous tissue infiltrate by poorly differentiated adenocarcinoma.
Immunohistochemistry shows variable positive staining of neoplastic
cells with TTF1 which raise possibility of lung as primary.

CT TAP:

Multiple bilateral lung nodules involving all lung segments in keeping
with metastases (Figure 4). Large right-sided pleural effusion.

Conclusions

Although skeletal muscle comprises nearly 50% of the total human
body mass and are well vascularised, metastases in the musculature
are rare [2]. The reported prevalence of skeletal muscle metastasis
(SMM) in autopsy series of cancer patients ranges from 0.03% to
16% [2,3,4 and 5]. Soft tissue metastasis in lung cancer has been
considered a devastating prognostic indicator with a median survival
of less than 6 months even on chemotherapy [6].

o

Figure 1: Shows unilateral right UL Swelling

Doppler US RT upper limb

Figure 2: Doppler US
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Granulomatosis with Polyangiitis Presenting as
Isolated Cerebritis - A Case Report
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Background:

Isolated central nervous system involvement in granulomatosis with
polyangiitis is rare. There are limited accounts of such a presentation
in the literature.

Case presentation:

A 61-year-old gentleman presented with right upper limb and lower
limb weakness, slurred speech and confusion following two instances
of mechanical falls while at home. A cerebrovascular event was
suspected. He underwent computed tomography brain and magnetic
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resonance imaging brain which demonstrated leptomeningeal
thickening of left frontal region with vasogenic oedema. The
differential diagnosis included malignancy, infection and contusion.
He initially commenced on Dexamethasone 8mg, Keppra 250 mg
and a combination of Ceftriaxone, Linezolid, Metronidazole to treat
vasogenic edema and a possible infectious cerebritis, respectively.
His vasculitis screen demonstrated a positive p-ANCA, positive
for high titer PR3. He was diagnosed with cerebral vasculitis
secondary to granulomatosis with polyangiitis and commenced on
immunosuppressant treatment.

Conclusion:

Granulomatosis with polyangiitis with isolated central nervous
system involvement can mimic the presentations of acute stroke,
cerebritis, malignancy, and traumatic brain injury due to ambiguous
symptoms. In the absence of other symptoms of granulomatosis
with polyangiitis, isolated cerebral vasculitis often leads to delayed
presentation, diagnosis, and treatment of this rare disease.

Key Words: granulomatosis with polyangiitis, cerebral vasculitis,
vasculitis, p-ANCA, PR3
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