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Temporal arteritis, a panarteritis occurring in the
older population, with female predominance, may
present with localised scalp pain and tenderness.
The triad of visual disturbances, jaw claudication
and new-onset headache, also in combination
with scalp symptoms and signhs, should arouse
suspicion of temporal arteritis. The patient’s

sight and life may be preserved by early diagnosis
and management.

KEY POINTS

e This article describes three patients with biopsy-proven
temporal arteritis, all of whom presented with scalp
symptoms and signs before developing vision loss.

To prevent sight- and life-threatening complications, early

diagnosis and emergent management of temporal

arteritis with corticosteroids are of paramount
importance.

e The classic triad of symptoms of temporal arteritis
comprises new-onset headache, visual disturbance and
jaw claudication; however, scalp pain and tenderness can
be early features of this condition and recognition of these
can aid the clinician in making an early diagnosis.

e Awareness of the differential diagnoses for scalp pain and

tenderness assist the diagnosis.

A template summarising the 42 symptoms and signs of

temporal arteritis, including three newly recognised signs,

is useful for guiding diagnosis.

Temporal arteritis is optimally managed using a

multidisciplinary approach with input from the GP, a

rheumatologist, an ophthalmologist and a pathologist.

emporal arteritis (TA), also known as giant cell arteritis,
isan immunologically based granulomatous panarteritis
of large and medium-sized vessels that occurs among
the older population with a female preponderance.! Its
diagnosis is important because, if missed, patients may rapidly
become blind or even die from their disease. Thus, prompt
recognition and management can be sight- and life-saving.

The classic triad of new-onset headache, visual disturbance,
such as diplopia (double vision) or amaurosis fugax (transient
unilateral loss of vision in either eye), and jaw claudication is
key in making the clinical diagnosis of TA. However, scalp pain
and tenderness are also important features of TA.

This article describes three patients with biopsy-proven TA
who presented with a variety of scalp symptoms and signs (Box 1
and Figures 1 to 3). The differential diagnosis of scalp pain and
tenderness is highlighted, and guidelines on the definitive
diagnosis of TA are included, which may assist the clinician in
making a clinical diagnosis of TA rapidly and confidently.>*
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SCALP PAIN AND TENDERNESS continued I

1. THREE PATIENTS WITH BIOPSY-PROVEN TEMPORAL ARTERITIS (TA) WHO PRESENTED WITH SCALP PAIN

Case 1. Change of sleeping side due to new scalp pain

An 82-year-old woman with a background of alopecia totalis was referred by
her GP with a four-day history of visual disturbance in her right eye associated
with diplopia. This was on a background of three weeks of malaise, weight loss,
jaw claudication and proximal muscle weakness. Three weeks before
presentation, she had changed her sleeping side from right to left because of
right-sided scalp pain. At that stage there were no other features of TA.

On presentation, her scalp was tender to light touch over the temporal and
frontal regions, but there was no scalp necrosis. Her visual acuity was 6/6 in
both eyes, but she had a left relative afferent pupillary defect (RAPD). Her
erythrocyte sedimentation rate (ESR) and C-reactive protein (CRP) level were
elevated, at 109 mm/h and 100mg/L, respectively. Fundoscopy showed a pale,
swollen left optic disc, especially inferiorly (Figure 1). This is typical of arteritic
anterior ischaemic optic neuropathy (AION), the most common cause of severe
visual loss in TA.

Figure 1. Fundus photograph of the left eye
showing a pale and swollen disc, especially
inferiorly. This is characteristic of arteritic
anterior ischaemic optic neuropathy.
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(Figure 2). Her ESR and CRP level were
both elevated, at 130 mm/h and MD24-2: -30.01 dB P < 0.5% P5D24-2: 293 dB P < 2%
130 mg/L, respectively. A diagnosis of Figure 2. Humphrey visual fields showing superior field loss in the right eye (top row) and
bilateral arteritic AION was made. generalised field loss in the left eye (bottom row).

Case 3. A painful ‘perm’
An 85-year-old woman presented following a painful ‘perm’ at her usual
hairdresser. The left side of her head was severely affected. The pain was so
severe that she intended to change hairdressers. Although her main concern
was her scalp pain, on specific questioning she described a monocular visual
disturbance. She denied other symptoms of TA.

Her visual acuity after recent cataract surgery had been 6/4 in each eye.
At presentation, her visual acuity had deteriorated to 6/60 in the left eye but
remained 6/4 in the right eye, and a left RAPD was present. Fundoscopy
showed a pale, swollen left optic disc with cotton wool spots in the surrounding
retina typical of arteritic AION (Figure 3). Her ESR and CRP level were elevated,
at 97 mm/h and 119 mg/L, respectively.

Figure 3. Fundus photograph of the left eye,
showing a pale and swollen optic nerve with
cotton wool spots, consistent with arteritic
anterior ischaemic optic neuropathy.
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Scalp symptoms and signs of TA
The three cases in Box 1 highlight that
scalp pain and tenderness can be not only
the early features of TA, but the reason
for patients presenting for diagnosis. How-
ever, there are various other causes of
scalp pain and tenderness (Box 2).* Most
of the other disorders are not rapidly
sight- or life-threatening.

In patients with TA, scalp pain and
tenderness are usually localised over the
cranial branches of the external carotid
arteries, particularly the superficial tem-
poral and occipital arteries, which are often
exquisitely tender.® It can be useful in some
patients to demonstrate to them the sig-
nificant tenderness they experience when
aninvolved artery s digitally compressed,
compared with the normal response to
compression of the artery in another
person.

In TA, an inflammatory cascade
occurs, which may result in vascular
ischaemia of the scalp, rendering the scalp
hypersensitive to minor stimuli, as in the
three cases described.’ Patients typically
state that brushing their hair engenders
new pain in the scalp. They may also state
that because of scalp pain, they have
changed their sleeping side.

By the time of definitive diagnosis of
TA, which is made by histopathological
analysis of the superficial temporal artery
biopsy specimen, some patients may have
already developed scalp necrosis.’ Spontan-
eous scalp necrosis is well documented in
the literature, and may precede TA and its
recognition**” Reflecting the pathogenesis
of scalp necrosis, our group has noted
abrupt termination of the superficial tem-
poral artery in the scalp during a superficial
temporal artery biopsyin a patient in whom
the biopsy confirmed TA.?

Steps to clinical diagnosis of TA
Symptoms that are strong predictors for
a positive TA diagnosis include jaw clau-
dication, visual disturbances (diplopia and
amaurosis fugax) and new-onset headache
that may be associated with scalp pain
and tenderness.**’

In TA, jaw claudication results from
masseter muscle ischaemia. It is charac-
terised by jaw pain that develops with or
soon after chewing and subsides with rest.
Asking a patient to chew gum is a simple
method of evaluating jaw claudication;®
however, the patient can otherwise be
asked to open and close the jaw rapidly
and forcefully 20 to 30 times.

Amaurosis fugax may affect one or both
eyes and is characterised by a partial or
complete visual field defect, often described
by patients as being like a curtain closing
and opening. The visual loss spontan-
eously resolves after a few minutes.

The headache in TA is typically new
and located over the temples but may also
be frontal, occipital or generalised, and is
usually bilateral.” More than two-thirds
of patients experience such headaches,
which can be associated with tenderness
of the scalp, for example while brushing
the hair (Box 1, Case 2). Unilateral head-
aches are uncommon in TA; however, they
may prompt patients who experience them
to sleep on the opposite of their preferred
side, especially if there is associated uni-
lateral scalp tenderness (Box 1, Case 1). We
observed a recent case of a patient with
biopsy-proven TA in whom the superficial
temporal and occipital arteries, bilaterally,
were visibly dilated and exquisitely tender,
standing out like ‘fingers’ in the patient’s
frontal and suboccipital regions.

In TA, an inflammatory cascade
occurs, which may result in
vascular ischaemia of the scalp,
rendering the scalp hypersensitive
to minor stimuli

Our comprehensive proforma of the
23 symptoms and 19 signs of TA is pro-
vided in Box 3.2*!" The last three signs
have been added since the proforma was
originally published: tender fungating
breast lumps mimicking breast cancer, the
murmur of aortic regurgitation and tongue
ulceration.' "
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2. CAUSES OF SCALP PAIN AND
TENDERNESS OTHER THAN
TEMPORAL ARTERITIS*

¢ Herpes zoster ophthalmicus
* Migraine

* Tension headache

* Psoriasis

* Allergy-associated scalp rash
¢ Infection

e Trauma

* Head lice and insect bites

* Acne

e Sunburn

* Melanoma and nonmelanoma skin
cancers

Practical guidelines for
diagnosis and treatment of TA
Diagnosis of TA

The diagnosis of TA is made clinically, and
the initiation of treatment should never
be delayed for the purpose of performing
diagnostic investigations, especially in the
presence of vision loss. Visual acuity
should be assessed in each eye because of
the risk of bilateral vision loss. Vision loss
may not be ipsilateral to the side of the
headache." Urgent same-day measure-
ment of ESR and CRP levels and platelet
count should be carried out, all of which
are usually elevated in TA.

A superficial temporal artery biopsy is
still the diagnostic gold standard, and
we aim to obtain 20 to 25 mm of artery. We
also recommend that if an adequate biopsy
hasbeen performed and the histopathology
is negative for TA, then corticosteroid ther-
apy for TA can be stopped immediately.
This spares the patient from the side effects
of unnecessary high-dose corticosteroid
therapy, which occur especially in the first
few weeks. An explanation for the patient’s
clinical presentation needs to be further
sought, often by the GP in conjunction
with a rheumatologist. Further, if there is
still real concern about the clinical diag-
nosis of TA, the pathologist can be asked
to confirm the diagnosis by re-reviewing
the histopathology or examining more
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SCALP PAIN AND TENDERNESS continued

3. THE 42 SYMPTOMS AND SIGNS OF TEMPORAL ARTERITIS (TA)*

Symptoms of TA

¢ Temporal or occipital headache’
* Jaw claudication®

¢ Scalp pain and tenderness’

e Amaurosis fugax’

¢ Diplopia®

¢ Blurred vision

¢ Photopsiae

* Vertigo

* Hypogeusia

* Myalgia or stiffness of neck,
shoulders, limb girdles
(polymyalgia rheumatica)

Arthralgia
Transient ischaemic attack or stroke

¢ Chest pain (from coronary arteritis
or aortic dissection)

¢ Abdominal pain (from mesenteric
ischaemia)

¢ Haematochezia or melaena

Calf claudication

Peripheral neuropathic symptoms

Affective symptoms or indifference
* Anorexia

* Weight loss

* Fevers

Malaise or fatigue
* Night sweats

sections. This is because a negative biopsy
precludes TA, but suggests that other
arteritic processes, or possibly systemic
neoplasia or infection, may be present.

Recently, positron emission tomography-
CT hasbeen recommended as being diag-
nostically useful in TA. Its place is not yet
clear, but we consider it may have a major
role in diagnosing recurrent TA."®

The clinician and the operating surgeon
should remember that removing a section
of superficial temporal artery could cause
a brainstem stroke. This may occur if the
internal carotid artery is already occluded,
leading to the patient’s intracranial arterial
supply being provided by branches of the
external carotid artery (typically the super-
ficial temporal arteries) with retrograde
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Clinical signs of TA

e Tender and/or swollen superficial
temporal or occipital arteries

Preauricular oedema

¢ Scalp necrosis

Diminished visual acuity
¢ Loss of colour vision

Visual field defects

Relative afferent pupillary defect
e Cranial nerve palsy lll, IV, or VI

¢ Optic disc: pallor, oedema, and/or
haemorrhage (arteritic anterior
ischaemic optic neuropathy)

Retinal cotton wool spots
* Central retinal artery occlusion

Branch retinal artery occlusion

Cilioretinal artery occlusion

Proximal limb girdle tenderness
(fibromyalgia)
* Proximal muscle weakness

Peripheral neuropathy

¢ Tender fungating breast lumps
¢ Aortic regurgitation murmur

* Tongue ulceration

* Adapted from the Temporal Arteritis Proforma

previously developed by the authors.?® Three newly
recognised clinical signs associated with temporal
arteritis have been added at the end of the list.***%

T One of the top five most common symptoms of
temporal arteritis.>*

flow intracranially along the supraorbital
vessels. Stroke can be prevented by deline-
ating the superficial temporal artery
intended for biopsy and occluding it by
digital pressure for one minute. Ifthe patient
becomes anarthric or loses consciousness,
biopsy of that artery is precluded. In our
experience, a good technique during arterial
compression is to ask patients to recall their
life story from birth, which allows the one
minute to pass quickly.

Treatment of TA

Patients without visual disturbances at
diagnosis should be commenced imme-
diately on oral prednisone 1 mg/kg once
daily to a maximum dose of 100 mg daily.
By contrast, if any visual disturbance is
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present, then immediate pulsed intra-
venous methylprednisolone at a dose of
500 to 1000 mg once daily for three days is
recommended. This is followed by oral
prednisone at 1 mg/kg once daily, depending
on the patient’s progress. TA is optimally
managed by a multidisciplinary team with
input from the GP, a rheumatologist, an
ophthalmologist and a pathologist.

Although methotrexate has tradition-
ally been used as a corticosteroid-sparing
agent, recently tocilizumab has been
shown to be therapeutic in patients with
TA in clinical trials, and is now listed on
the PBS.'S Furthermore, worldwide trials
of upadacitinib, a janus kinase-1 selective
inhibitor, have been commenced in
patients with TA, with Australian centres
included.

Conclusion

Scalp pain and tenderness may present
early in the course of TA. Presentations to
GPs with symptoms and signs of TA, and
especially with otherwise unexplained
scalp pain, tenderness and ulceration,
should prompt investigation to exclude
TA. If the patient has the triad of new head-
aches, jaw claudication and visual distur-
bance, a high index of suspicion for the
diagnosis of TA must be considered.
Immediate and appropriate management
at this point may prevent loss of sight and
loss of life. M

References
A list of references is included in the online version of
this article (www.medicinetoday.com.au).

COMPETING INTERESTS: None.

Studying medicine?

Or know someone who is? For our
special subscription rates for medical
students, contact:

Katrina on (02) 9908 8577 or email:
reception@medicinetoday.com.au


https://medicinetoday.com.au

MedicineToday 2021; 22(8): 400-400

Scalp pain and tenderness

FIONA S. LAU Bsc(Adv), MB BS, MMed(0phthsc); BRENDON W.H. LEE Bmed, MD
ALEXANDRA ALLENDE rrcpa, phD; ANNA FINNISS BscMed, FRACP
IAN C. FRANCIS 0am, FRACS, FRANZCO, PhD

References

1. Simon S, Ninan J, Hissaria P. Diagnosis and management of giant cell
arteritis: major review. Clin Exp Ophthalmol 2021; 49: 169-185.

2. George A, Lim NS, Jain NS, et al. "Diagnostic algorithm for patients with
suspected giant cell arteritis" useful, but no substitute for thorough
histopathology [letter]. J Neuro-Ophthalmol 2016; 36: 343.

3. Lim NS, Amjadi S, Chong CWK, Francis IC. The temporal arteritis proforma:
the 39 steps to clinical diagnosis. Presentation at Neuro-ophthalmology Society
of Australia (NOSA) Annual Scientific Meeting; 2015 Sep 16-21; Auckland, New
Zealand. Available online at: https://cdn-links.lww.com/permalink/wno/a/
wno_2016_04_06_george_00432_sdcl.pdf (accessed July 2021).

4. Palmer VE, Young-Zvandasara T, Vusirikala B. Forehead necrosis, one of
the many facades of giant cell arteritis. BMJ Case Rep 2015; 2015:
bcr2014207804.

5. Ly KH, Regent A, Tamby MC, Mouthon L. Pathogenesis of giant cell
arteritis: more than just an inflammatory condition? Autoimmun Rev 2010;
9: 635-645.

6. Alba MA, Cid MC. Scalp necrosis in giant cell arteritis. Mayo Clin Proc
2014; 89: €99.

7. Akram Q, Chinoy H. Scalp necrosis associated with giant-cell arteritis.

N Engl J Med 2016; 374: e6.

8. Sim BW, Karaconji T, Bhardwaj G, Dubey R, Harris JP, Francis IC.

Scalp necrosis in temporal arteritis: abrupt termination of the superficial

temporal artery as a possible precursor. J Dtsch Dermatol Ges 2013;

11: 551-552.

9. Ling ML, Yosar J, Lee BW, et al. The diagnosis and management of
temporal arteritis. Clin Exp Optom 2020; 103: 572-582.

10. Salvarani C, Cantini F, Hunder GG. Polymyalgia rheumatica and giant-cell
arteritis. Lancet 2008; 372: 234-245.

11.McKendry RJ, Guindi M, Hill DP. Giant cell arteritis (temporal arteritis)
affecting the breast: report of two cases and review of published reports. Ann
Rheum Dis 1990; 49: 1001-1004.

12.Martinez-Valle F, Solans-Laque R, Bosch-Gil J, Vilardell-Tarres M. Aortic
involvement in giant cell arteritis. Autoimmun Rev 2010; 9: 521-524.

13. Truffaut L, Lefebvre P. Tongue necrosis in giant-cell arteritis. N Engl J Med
2018; 378: 2517.

14.Singh N, George A, Tan J, Ewe SY, Francis IC. Giant cell arteritis with
arteritic anterior ischemic optic neuropathy is bilateral until proven otherwise.
J Neuroophthalmol 2016; 36: 479.

15. Sammel AM, Hsiao E, Schembri G, et al. Diagnostic accuracy of positron
emission tomography/computed tomography of the head, neck, and chest for
giant cell arteritis: a prospective, double-blind, cross-sectional study. Arthritis
Rheumatol 2019; 71: 1319-1328.

16. Stone JH, Tuckwell K, Dimonaco S, et al. Trial of tocilizumab in giant-cell
arteritis. N Engl J Med 2017; 377: 317-328.

Downloaded for personal use only. No other uses permitted without permission. © MedicineToday 2021. https://medicinetoday.com.au/mt/august-2021


https://cdn-links.lww.com/permalink/wno/a/wno_2016_04_06_george_00432_sdc1.pdf
https://cdn-links.lww.com/permalink/wno/a/wno_2016_04_06_george_00432_sdc1.pdf



