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ABSTRACT

We describe a case of giant cell arteritis
(GCA) of the female genital tract.
Fluorine-18-fluorodeoxyglucose positron
emission tomography (*F-FDG PET)
and CT-scan showed evidence of large-
vessel vasculitis involving the thoracic
aorta and its branches, while temporal
artery biopsy showed arteritis despite
the absence of clinical manifestations
suggestive of GCA. We review the
literature and discuss the relationship
between “cranial” GCA, large-vessel
GCA and female genital GCA.

Introduction

We describe a case of giant cell arteritis
(GCA) of the female genital tract, for-
tuitously discovered in the uterus. Flu-
orine-18-fluorodeoxyglucose positron
emission tomography (**F-FDG PET)
and CT-scan showed evidence of large-
vessel vasculitis involving the thoracic
aorta and its branches, while temporal
artery biopsy showed arteritis despite
the absence of clinical manifestations
suggestive of GCA. We review the
literature and discuss the relationship
between ‘“cranial” GCA, large-vessel
GCA and female genital tract GCA.

Case report

In May 2004, a 63-year-old woman
was referred to the Gynaecological
Department for a programmed hyster-
ectomy because of a uterine prolapse.
Surprisingly, on routine histology the
vessel walls of some medium myome-
trial arteries were infiltrated by mono-
nuclear cells. Giant cells and fibrinoid
necrosis were also present (Fig. 1). In
August of the same year she was re-
ferred to our Department for elevated
acute phase reactants (C-reactive-pro-
tein: 12.70 mg/dl, normal values < 0.5
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mg/dl; ESR: 120 mm/hour) raising the
suspect of an occult vasculitis.

No recent constitutional symptoms (in
particular fever, anorexia, weight loss)
or musculoskeletal manifestations were
reported. The patient denied cranial
symptoms (in particular headache, jaw
claudication, and loss of vision) and
limb claudication. Physical examina-
tion was normal. Both superficial tem-
poral arteries were normal on palpation.
Bruits were not heard on auscultation
over the carotid, subclavian, axillary,
and brachial arteries. Pulses in the neck
and arms were normal. In addition to
elevated acute phase reactants, a mild
chronic-disease type anaemia (Hb 11.9
g/dl, MCV 78.2 fl) was present.

The rest of the laboratory studies in-
cluding WBC, platelet count, serum
chemistry and protein electrophoresis
was unremarkable. A diagnosis of tem-
poral arteritis was suspected even in
absence of cranial and systemic mani-
festations. A temporal artery biopsy
was thus performed which showed a
prevalently inflammatory infiltrate in
the adventitia (vasa vasorum) and pres-
ence of fibrinoid necrosis.

To evaluate the extension of the vascu-
litis a 8F-FDG PET was performed. A
vascular high grade uptake along the
wall of the thoracic aorta was evident
(Fig. 2). An angio-CT scan of the tho-
racic aorta and its branches was also
performed. The thoracic aorta and su-
pra-aortic vessels revealed wall thick-
ness of 2-3 mm (with the same intensity
of signal of soft tissue), which had the
same anatomical distribution of FDG
uptake.

A diagnosis of large vessel GCA in-
volving thoracic aorta was made.
Despite the fact that the patient was
asymptomatic prednisone was started



Female genital tract giant cell arteritis / G. Bajocchi et al. CASE REPORT

at 37.5 mg daily and then tapered af-
ter 3 months to 20 mg. After 20 days
of treatment ESR and CRP decreased
to 50 mm/hour and 1.66 mg/dl, while
after 3 months ESR and CRP were 22
mm/hour and 1.23 mg/dl, respectively.
After one year of follow-up the patient
is still asymptomatic and ESR is nor-
malized. Prednisone was stopped after
10 months of treatment.

Discussion

Most GCA patients present with clini-
cal manifestations that are the result of
vascular involvement. Because of that,
a diagnosis of GCA in these patients
is relatively straightforward. However,
a variable proportion of patients may
present without obvious vascular mani-
festations (1). ®F-FDG PET imaging is
a new technique that may be particu-
larly helpful in the diagnosis of GCA of
Fig. 1. Myometrial biopsy. Medium-sized vessel with heavy transmural mixed inflammation and large arteries in patients with atypical
fibrinoid necrosis. (Hematoxylin and eosin stained; original magnification X 200). manifestations of the disease, or, as in
Two giant cells are shown in the insert. (Hematoxylin and eosin stained; original magnification X (he present case, in patients with “oc-
600). cult-silent” GCA (2, 3).

GCA of the female genital tract was
first reported by Ritawa in 1951 (4).
Including our patient, at the best of our
knowledge, 47 cases have since been
reported and their characteristics are
summarised in Table I (4 - 15). In al-
most all published cases the diagnosis
of vasculitis was made by chance on
histologic examination of surgically
removed genital organs for gynae-
cological reasons unrelated to GCA.
Histopathologic involvement has been
demonstrated in virtually any genital
organ such as uterus (myometrium,
cervix), tube, ovary and parametrium.
Our patient lacked clinical evidence of
cranial, systemic and PMR musculo-
skeletal manifestations. Therefore, GCA
affecting the female genital tract was
apparently limited to this area. How-
ever BF-FDG PET showed increased
vascular uptake in the thoracic aorta
suggestive of inflammatory involve-
ment. CT-scan confirmed the presence
of a large-vessel vasculitis affecting the
thoracic aorta and its branches. Large-
vessel GCA has been described in ap-
proximately 15% of patients with GCA
and it is characterized by the presence
of angiographically defined stenoses or
occlusions of the subclavian/axillary
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Fig. 2. '®F-FDG PET in coronal section. Increased FDG uptake in the thoracic aorta (arrows).
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arteries (16, 17). Upper extremity vas-
cular insufficiency dominates the clini-
cal presentation of patients with large-
vessel GCA.

However, inflammatory involvement
of large arteries could be more frequent
in GCA patients at diagnosis, although
most of the patients will not develop
stenosis or occlusion and related signs/
symptoms during the disease course.
Recently Blockmans et al. (18) per-
formed ®F-FDG PET in a consecutive
series of 35 GCA patients at diagnosis
before steroid treatment was started.
Vascular FDG uptake was observed in
83% of patients, especially in the sub-
clavian arteries (74%), but also in the
aorta (> 50%). Unfortunately, *F-FDG
PET for its limited resolution is not
suitable for evaluating the presence of
inflammation in small diameter vessels
such as pelvic/uterine arteries.

Brack et al. have attempted to identify
the characteristics that distinguish the
patients with large-vessel GCA from
those with cranial GCA (17). The pa-
tients with female genital tract GCA
have findings common to both main
variants of GCA. The distinctive char-
acteristics of the 3 variants of GCA
are summarized in the Table I. For
comparison the characteristics of total
GCA patients derived from a popula-
tion-based study were also reported
(17, 19, 20).

Similarly to large-vessel GCA cranial
symptoms are often absent, as they
were observed in only 27.6% of patients
with female genital GCA. However,
differently from large-vessel GCA, a
high proportion of patients with female
genital tract GCA had positive find-
ings on temporal artery biopsy (58%
versus 93.7%) and systemic manifesta-
tions (34% versus 57.4%). Arm clau-
dication, present in most patients with
large-vessel GCA, has been reported in
only 2% of patients with female genital
tract GCA (7).

The absence of systemic and/or cranial
manifestations raises the possibility
that inflammatory vascular changes in
some patients with female genital tract
GCA may be restricted to the pelvic
area. However, a more extensive re-
course to temporal artery biopsy and/or
BE-FDG PET in these patients could
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Table I. Comparison of the characteristics of patients with female genital tract GCA, large-

vessel GCA and cranial GCA.

Characteristics Female genital Large-vessel Cranial Total
tract GCA GCA GCA GCA
Mean age at diagnosis, years 68 66° 728 75.6°
Cranial signs/symptoms (%) 27.6 22-29* 73-80° 54-72¢
Systemic manifestations (%) 57 342 702 55¢
Arm claudication (%) 2 78* 0? 0.6"
Polymyalgia rheumatica (%) 28 41° 46* 51¢
Mean ESR at diagnosis, mm/h 99 61* 84+ 82.5°
Temporal artery biopsy 93.7 58¢ 100® 90¢

positivity (%)

Cranial signs/symptoms: headache, visual disturbances, jaw claudication, abnormalities of temporal
artery at inspection; systemic manifestations: fever, weight loss, anorexia; ESR: erythrocyte
sedimentation rate. “Brack et al. (14); "Nuenninghoff er al. (17); “Salvarani and Hunder (16).

show, as evidenced in our patient, a
clinically silent inflammation of tem-
poral arteries and/or of large arteries in
some or most of them.

Similarly to the findings observed in
large vessel GCA, patients with fe-
male genital tract GCA had a slightly
younger age at diagnosis compared to
that observed in patients with GCA (68
years versus 75.6 years) (20) .

The high ESR values observed at diag-
nosis in the patients with genital tract
GCA are more similar to the values
observed in “cranial” GCA, compared
to the lower values observed in the pa-
tients with large-vessel involvement.
PMR appears to be independent from
the pattern of arterial involvement and
its frequency in patients with genital
tract GCA is similar to that observed
in patients with “cranial” GCA and in
those with large vessel involvement.
Female genital tract GCA may be a
variant of GCA different from “cran-
ial” GCA and large-vessel GCA. It is
probably underdiagnosed in the clini-
cal practice because the vasculitic in-
volvement of female genital tract does
not apparently cause local clinical
manifestations.

In patients with signs/symptoms sug-
gestive of GCA and/or PMR, the ad-
ditional finding of GCA of female
genital tract does not pose diagnostic
or therapeutic problems. In these pa-
tients treatment with corticosteroids
is mandatory. In patients without
systemic, cranial and musculoskel-
etal manifestations the unexpected

finding of GCA of the female geni-
tal tract should prompt the clinician
to perform a temporal artery biopsy
to confirm the diagnosis of GCA. In
case of a negative biopsy we suggest
that 'SF-FDG PET be performed for its
capacity to reveal an “occult” inflam-
mation of large arteries, as shown in
our patient.

In the case of GCA limited exclusively
to the female genital tract the useful-
ness of corticosteroids remains unclear.
Although treatment and follow-up of
patients with GCA of female genital
tract have not been reported in detail,
we reviewed all the available data (4-
15). Eight patients were not treated with
corticosteroids, 4 of them were asymp-
tomatic at diagnosis. Seven untreated
patients did not develop GCA-related
complications, while one presented dur-
ing the follow-up aortic aneurysm with
dissection.

In conclusion, we feel that female ge-
nital tract GCA is a variant of GCA,
which may be underdiagnosed in the
clinical practice because it is usually
clinically silent. In a group of patients
the vasculitic process seems to be lim-
ited to the female genital tract. How-
ever, temporal artery biopsy and/or
BE-FDG PET should be considered in
these patients to identify coexisting
asymptomatic systemic GCA which re-
quires corticosteroid treatment.
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