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INTRODUCTION

Hughes—Stovin syndrome (HSS) is a very rare clinical dis-
order that is characterized by thrombophlebitis and mul-
tiple aneurysms in pulmonary and/or bronchial arteries.
However, other aneurysms in the systemic circulation can
also be seen. There is no definitive criterion when con-
sidering the scarcity of this disease.l'l The pathogenesis of
this syndrome is still unknown. It is thought to be similar
to Behget’s disease (BD) with systemic vascular involve-
ment.) Owing to the rarity of this disease, there is no
standardized approach for treating it.l'® The aim of this
study is to contribute to the literature in light of our case
of a female patient who underwent right lower lobectomy
due to recurrent life-threatening hemoptysis.

CASE REPORT

A |6-year-old female patient presented to our clinic with
a complaint of hemoptysis, which was recurring for the
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Hughes—Stovin syndrome is an extremely rare autoimmune clinical disorder that is character-
ized by deep vein thrombosis with multiple pulmonary and/or bronchial arterial aneurysms.
This syndrome is an important cardiovascular status that may manifest Behget’s disease with
systemic aneurysms. Here, we present the case of a | 6-year-old female patient who suffered
from recurrent life-threatening hemoptysis episodes due to right lower lobe pulmonary
artery aneurysms and was finally treated with pulmonary resection.

fourth time since the previous year. On physical exami-
nation, her blood pressure was |10/75 mmHg, heart rate
was 95bpm, body temperature was 36.5°C, and respi-
ratory rate was 25 breaths/min. Her medical history in-
cluded a recurrent oral resuscitation of topical corticos-
teroid therapy in the three years since childhood, as well
as an untreated genital ulcer six months earlier. Her bio-
chemical laboratory parameters were within the normal
limits. A posterior—anterior chest radiograph showed a
minimal increase in intensity in the right lower region (Fig.
I). Thoracic computerized tomography (CT) revealed a
36mm round cystic lesion in the right lower lobe with
suspicion of organized pneumonia, intraparenchymal cyst,
or arteriovenous malformation (Fig. 2). Fiberoptic bron-
choscopy revealed small bleeding and endobronchial le-
sions in the right lower lobe. There was no evidence of
malignancy in the bronchoalveolar lavage and brush sam-
ples. No acid-resistant bacilli were observed. Agglutinin
test for hydatid cysts was negative. No abnormality was
detected on biochemical laboratory tests. CT angiogra-
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Figure 1. Minimal infiltration with a suspicious round-shaped
lesion in the right lower zone.
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Figure 2. Thoracic CT revealing a lesion without caudal closure
of about 36 mm in the lower part of the right lung.

phy revealed multiple pulmonary vascular abnormalities
similar to arteriovenous malformations but diagnosed as
pulmonary artery aneurysms.

The human leukocyte antigen (HLA B51) test with pa-
ternity test was negative. The results of the perinuclear
anti-neutrophil cytoplasmic antibody and circulating anti-
neutrophil cytoplasmic antibody were also negative. The
causes of the pulmonary artery aneurysms were investi-
gated, but no standard approach to the etiology of the
disease was recommended. After the diagnosis of HSS,
the patient was started on systemic prednisolone and
azathioprine therapy, and spiral embolization of the pul-
monary aneurysms was performed. After eight months,
massive hemoptysis attacks were detected. Recurrent
CT angiography revealed two aneurysms in the right
lower lobe; therefore, a right lower lobectomy was per-

Figure 3. Right lower lobectomy specimen with a pulmonary
aneurysm.

formed with thoracotomy for life-threatening hemopty-
sis (Fig. 3). Histopathology revealed a multitude of giant
cells and granulomatous vasculitis and patchy laminar
medial necrosis in all layers of the pulmonary wall. The
patient was well and asymptomatic at || months post-
operatively.

DISCUSSION

BD does not have pathognomonic diagnostic laboratory
tests and is diagnosed on the basis of clinical findings.
The most useful criteria for diagnosis are the Interna-
tional Working Group criteria published in 1990, which
include recurrent oral ulceration plus two of the following:
recurrent genital ulceration, ocular lesions, skin lesions,
and positive paternity test results.’! Pulmonary artery in-
volvement is rare, which affects approximately 5% of pa-
tients with BD and carries a high risk of mortality (25%
at seven years). It usually consists of pulmonary artery
aneurysms associated with pulmonary artery thrombo-
sis. The similarity between pulmonary artery and vein in-
volvement is thought to be caused by thrombosis. Indeed,
several anatomical and functional features of large venules
are shared by pulmonary arteries: a thinner vascular wall,
lower pressure, and greater compliance when compared
to systemic arteries of comparable size.!!

Similarities can be defined in BD when thought to be re-
lated to thrombosis and aneurysms. Some authors believe
that HSS represents a cardiovascular manifestation of BD.
HSS is described in the literature as a “cardiovascular man-
ifestation of Behget’s disease,” “incomplete Behget’s dis-
ease,” and “a rare case of Behget’s disease”® However,
our patient technically met the criteria for HSS during the

first visit for hemoptysis, confirming the diagnosis of BD.

Treatment of HSS is not standardized given the fact that
it is a rare disease. Given the similarities between the two
syndromes, HSS is usually adapted along the lines of BD,
whose treatment includes glucocorticoids administered
as intravenous therapy followed by oral steroids. In ad-
dition, immunosuppressive drugs, particularly cyclophos-
phamide, are needed. Other immunosuppressants may be
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used, such as cyclosporin or azathioprine. The aim of this
treatment is to stabilize the small aneurysms and even
provide their stretches.”? Anticoagulation is a dilemma
that can prevent the progression of thrombi but at the
same time increase the risk and severity of hemorrhagic
complications. In fact, anticoagulation is contraindicated
because of the increased risk of lethal bleeding due to the
potential rupture of the aneurysm,!! but in some cases it
can be used with great caution in patients with deep vein
thrombosis associated with life-threatening pulmonary
embolism associated with an intracardiac thrombus.[*¢
Surgical treatment is indicated for massive hemorrhagic
masses due to a large pulmonary aneurysm composed
of lobectomy or pneumonitis.®®! In our patient, there
was no positive response to medical treatment and em-
bolization, and hence surgery was performed because of
the hemoptysis attacks and the patient’s life-threatening
condition.

In conclusion, one of the rare causes of hemoptysis is HSS,
whose clinical, radiological, and histopathological findings
are similar to those of BD. There is no standard treatment
guideline for this disease, as in BD. Anatomical resection is
one of its treatment options, which should be kept in mind
in medically resistant and life-threatening cases.
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RekUrrens Masif Hemoptizi Etiyolojisinde Olaganustl Neden: Hughes-Stovin Sendromu

Hughes-Stovin sendromu, ¢ok sayida pulmoner ve/veya bronsiyal arter anevrizmasi bulunan derin ven trombozu ile kendini gésteren son
derece nadir bir otoimmiin klinik hastaliktir. Bu sendrom, Behget hastaligini sistemik anevrizmalarla gésterebilen énemli bir kardiyovaskiiler
durumdur. Bu yazida, sag alt lob pulmoner arter anevrizmalari nedeniyle tekrarlayan hayati tehdit eden hemoptizi ataklari olan ve son olarak
pulmoner rezeksiyon ile tedavi edilen 16 yasinda bir kadin olguyu sunuyoruz.

Anahtar Sézciikler: Akciger rezeksiyonu; Hughes-Stovin sendromu; masif hemoptizi.
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