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ABSTRACT

Identication and treatment of vascular malformations is a challenging endeavor for clinician. 

Hemangiopericytoma is highly malignant over a life time, the recurrence rate varies with the particular organ-

system involved. Arteriovenous malformations (AVMs) are high-ow malformation, characterized by direct 

communication between arteries and veins, lacking normal capillary network. AVMs are usually congenital. 

Acquired AVMs are reported to occur due to trauma or hormonal changes.

The goal of this article is to provide a management of arteriovenous malformations arising from 

hemangiopericytoma. Only by developing a clear understanding of the clinical aspects, diagnostic tools, 

imaging modalities, and options for surgical intervention should be taken with appropriate care be provided.
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Introduction

Vascular malformations are asymptomatic 

lesions, found within the bony skeleton; they do not 

regress with age and may be associated with severe 
1

life-threatening hemorrhage .

Hemangiopericytoma is a rare vascular tumor 

composed of capillaries bounded by peculiar, 

elongated, and contractile cells, rst described by 

Zimmerman as pericytes. Hemangiopericytomas 

can be either begin or malignant, seen in all age 

groups with equal gender distribution, and have a 
2high chance for  metastasis . The clinical series have 

conrmed the widespread distribution of these 
3,4tumors .

Arteriovenous malformation (AVM) is a 

congenital vascular malformation with direct 

communications from arteries to veins with lack of 

normal capillary network5. The peripheral or extra 

cranial AVM are usually locally aggressive causing 

cosmetic and functional disturbance. AVM if 

untreated can destroy normal tissues and can lead to 

complications such as severe disgurement, 

uncontrollable bleeding, ulceration, pain and 

cardiac volume overload6.

We present a case report of  hemangio-

pericytoma with incomplete primary surgical 

exc i s ion  had  r e su l t ed  in  s econda ry  AV 

malformation arising out of the lesion .

Case Report

A 42-year-old male patient reported with chief 

complaint of a swelling on the upper right side of the 

face above the cheek and lateral to right eye since 2 

years. Patient had history of swelling since 

childhood and had undergone surgery for the same 2 

years ago. Following the surgery there was a 

recurrence of the swelling, which was gradual in 

onset, progressively increased in size, not 

associated with pain and systemic condition.

FIG. 1 - SHOWING DIFFUSE SWELLING ON RIGHT 
TEMPORAL REGION OF FACE APPROXIMATELY 3.5X3 CM 

WITH PRESENCE OF CENTRAL SURGICAL SCAR

On examination, swelling was diffuse with a size 

o f  approx ima te ly  3 .5X3  cm,  ex tend ing 

superioinferiorly from upper border of orbital 

region to ala of the nose. Anterioposteriorly from 

lateral orbital region to anterior of the tragus, 

surgical scar was present. On palpation swelling 

was pulsatile in nature, non-tender and no increase 

in local rise in temperature noted and all inspectory 

ndings were conrmed.

Based on the history and clinical ndings, a 

provisional diagnosis of AV malformation (VM) 

was made, and in differential diagnosis, pyogenic 

granuloma and vascular tumors were considered.

Complete hemogram revealed all the values 

within normal limits, Electrocardiogram was 

normal, CT angiography was done to check for the 

feeder arteries, which showed the lesion was of low 

ow type with predominant feeders from supercial 

temporal artery.

The treatment plan was surgical excision of the 

lesion. Intraoperatively ligation of supercial 

temporal artery and its collateral feeders to the 

lesion were performed, followed by surgical 

excision of the lesion in total. Reconstruction of the 

surgical defect was performed by using temporalis 

fascia and muscle coverage which was done under 

general anesthesia.  
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The patient when reviewed after a month, 

surgical wound had healed completely. The patient 

was asymptomatic when reviewed after a year.

Discussion

This case report presents a extracranial 

hemangiopericytoma associated with AVMs. Cases 

of hemangiopericytomas in association of AVMs 

have been reported6. To our knowledge, however, a 

hemangiopericytoma of this intensity in association 

with AVMs in head and neck has not been reported.

According to biological classication of 

congenital vascular malformations given by 

Mulliken and Glowacki it is based on the main 

pathological characteristics of the endothelium and 

the natural course of the lesion.   Later this 

classication was redened by Mulliken and Young 

and taken by the International Society for the Study 

of Vascular Anomalies (ISSVA) in 1996; today it is 

FIG. 3 - EXPOSURE OF THE LESION

FIG. 4 - DEAD SPACE SEEN AFTER 
SURGICAL EXCISION OF LESION

FIG. 5 - COMPLETE EXCISION OF THE LESION

FIG. 6 - RECONSTRUCTION WITH TEMPORALIS 
FASCIA AND MUSCLEFIG. 2 - ALKAYAT BRAMELY INCISION GIVEN FOR 

SURGICAL EXPOSURE OF LESION

FIG. 7- CLOSURE OF THE SURGICAL SITE
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the most widely accepted classication with 

minimal changes to the original version which 

states7. Vascular malformations are localised 

defects of vascular morphogenesis and should be 

differentiated from hemangiomas, which are true 
8neoplasms of endothelial cells .

Lesions of vascular tissue in head and neck are of 

importance to Oral and Maxillofacial surgeons. 

Vascular lesions, which are broadly divided into 

Hemangiomas and Vascular malformations, can 

result in signicant cosmetic problems for the 

patient. AV malformation is a vascular lesion that 

exhibits high ow resulting in severe hemorrhage 
9with signicant morbidity .

Hemangiopericytoma is a rare vascular tumor 

composed of capillaries bounded by peculiar, 

elongated, and contractile cells, 'rst described by 

zimmerman as pericytes Total incidence of VM is 

about 1 in 10000. These lesions usually occur in the 

head and neck with a predilection in the oral cavity, 
10

muscle groups and airway .

In this case, patient had undergone surgery for 

Hemagiopericytoma, for which incomplete primary 

surgical excision had resulted in the formation of 

secondary AV malformation arising out from 

remnant lesion. The treatment of surgical excision 

was performed where complete removal of lesion 

with reconstruction of temporalis fascia and muscle 

was followed.

Careful meticulous pre-surgical workup in the 

diagnosis of the lesion with the recent available 

diagnostic aids (CT angiography with contrast) for 

identication of the feeder vessels will help in 

denitive and complete surgical addressal of the 

lesion.

Conclusion

Acquired AVMs are very rare in the head and 

neck region. They present cosmetic and functional 

disturbances. They may result in alarming 

hemodynamic manifestations such as venous 

engorgement, distal ischemia and high-output 

cardiac failure. Hence, early diagnosis and 

treatment of such cases is must. A good clinical 

history with imaging usually delineates the lesion 

well and gives a chance to make a careful decision 

of intervention. The surgical management is 

complex which requires elaborate planning and 

multidisciplinary approach. This case report 

provides surgical management of secondary AVMs 

arising from hemangiopericytoma in the head and 

neck.
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