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INTRODUCTION:  Type1  Neurofibromatosis  (NF1)  is an autosomal  dominant  disorder  with  a  great  variety  of
clinical features.  Vascular  manifestations  appear  in  less  than  7%, and  venous  complications  are extremely
rare.
CASE  PRESENTATION:  We  report  a  case of  an  enormous  cervical  hematoma  caused  by bleeding  from  the
internal  jugular  vein  in a NF1 patient.  As  the patient  refused  surgery,  natural  evolution  was  marked  by
spontaneous  fistulization  and  drainage  of  the  mass.
DISCUSSION:  Several  cases  of fragility  of both  the  vessel  wall  and  the  surrounding  tissue  are  discussed
ematoma
nternal jugular vein

and  two  jugular  vein  aneurysms  were  reported.  Management  of  such  cases  remains  unclear  and  some
reports  describe  defective  hemostatic  control  at surgery.
CONCLUSION:  Surgery  in  NF1  vascular  involvement  should  be considered  on a case  by case  basis  especially
when  the  risk  of  iatrogenesis  is  high.  Surgeons  need  to be aware  of hemorrhagic  risks,  which  could  occur
because  of  vessel  friability.

©  2020  The  Authors.  Published  by  Elsevier  Ltd  on  behalf  of  IJS Publishing  Group  Ltd.  This is  an  open
 artic
access

. Introduction

Type1 Neurofibromatosis (NF1) is an autosomal dominant disor-
er caused by a mutation in chromosome 17 in the 17q11 region. It
epresents 95% of all neurofibromatosis with a prevalence of 1/4500
ithout sex distinction. Oto-laryngologic involvement occurs in

–10% of cases [1,2]. Vascular manifestations appear in less than
%, and venous complications are extremely rare [3,4].

We  report a case of an enormous cervical hematoma caused by
leeding from the internal jugular vein and its spontaneous evo-

ution. The work has been reported in line with the SCARE criteria
15].

. Case report

We  present a case of a 27 years old woman with a NF1 who
resented to the emergency room for a left cervical mass evolving

or 48 h and rapidly increasing in size. The condition caused her
reathing difficulties and dysphagia due to limited mouth open-

ng. Physical examination revealed a 20 cm soft, non-pulsatile mass

f the neck extending anteriorly from the pinna to the left supra-
lavicular region and shoulder and posteriorly to the back of the
eck. There was no thrill or bruit. The skin over the mass was hyper
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le under  the CC  BY  license  (http://creativecommons.org/licenses/by/4.0/).

pigmented and saggy in favor of plexiforme neurofibromas (Fig. 1).
Puncture brought a hematic liquid.

Doppler ultrasound revealed a large heterogeneous hypoechoic
mass with a slightly increased vascular flow without a clear visu-
alization of the carotid artery and internal jugular vein.

CT angiography showed a large mass of liquid density extend-
ing from the peri-auricular region to the left clavicle and shoulder
compressing the oropharynx but the rest of the airway remained
permeable. No arterial involvement was detected. The hematoma
extended along the length of the internal jugular vein which was
thrombosed. It measures approximately 22 × 16 × 11 cm (Fig. 2).

Surgery was indicated in consultation with cardiovascular sur-
geons. However, the patient refused surgery when the risks of
uncontrolled bleeding were explained.

Evolution was marked by a spontaneous fistulization of the
mass after two weeks and spontaneous progressive drainage of the
hematoma thus disappearance of the compressive signs without
necessity of transfusion. The patient did not have any recurrence
or local complication at her one year follow up.

3. Discussion

Neurofibromatosis represents a heterogeneous group of seven
diseases sharing the same cutaneous signs due to a common embry-

ological origin [5].

Neurofibromatosis Type 1 (NF1), or von Recklinghausen dis-
ease, is an autosomal dominant disorder affecting one in 4500
individuals. NF1 affect mainly connective and nerve tissues yet,
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Fig. 1. Enormous left cervical mass in NF1 patient with saggy hyper pigmented skin.
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Fig. 2. a: CT scan coronal section showing distal extension of the mas

ny organ can be involved [6]. Even though vascular involvement
anges between 0.4%–6.4% in NF1, vascular complications are the
econd cause of death, after malignant peripheral nerve sheath
umor [3–7].

On a review of the literature, several cases of fragility of both
he vessel wall and the surrounding tissue are discussed [8,9] and
wo jugular vein aneurysms were also discussed [10,11]. Oderich
t al. showed a predominant arterial involvement, in renal artery
lone 41%, neck and head vessels (19%) and abdominal aorta (12%)
4].
Yilmaz et al. confirmed by histology the vein wall infiltration
y NF1 which was mainly responsible for difficulty in hemostasis
hus led to severe intraoperative bleeding [12]. Vascular inva-
ion was the main cause of fatal or near fatal hemorrhages [13].
xial CT scan of the neck showing the mass with a permeable airway.

Despite that the NF1 infiltrates vessels, malignancy, cellular pleo-
morphism, or mitoses were not found in histological examination
[14].

Regarding management, some authors reported surgical resec-
tion of venous aneurysms in NF1 patients [16]. However, other
reports describe excessive vascular fragility and defective hemo-
static control at surgery [17,18].

This case study describes a patient with NF1 who developed
a venous bleeding causing a neck mass without aneurysm or arte-
rial involvement. The natural evolution was marked by fistulization

gradual decrease in mass’s size and without complications. This
probably treated her condition better than surgery would. It
avoided a serious threat of massive hemorrhage as major vessel
thrombosis would enhance morbidity and mortality.
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. Conclusion

Surgery in NF1 vascular involvement should be considered on
 case by case basis especially when the risk of iatrogenesis is
igher. Surgeons need to be aware of haemorrhagic complications,
hich could occur because of vessel friability. More importantly,

he patient should be informed of the risks and involved in thera-
eutic decisions.
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