Connective tissue neoplasms and allied conditions

Malignant vascular lesions:-
1- Angiosarcoma :-
Rare neoplam of endothelial cell origin arise from either blood or lymphatic vesseles. More than 50% occur in head and neck with scalp and forehead being the most common site. Oral cavity may be involved in rare instances.
-Hemagioendothelioma is a term used to describe vascular tumors with microscopic features intermediate between those of hemagiomas and angiosarcoma.
Clinical features
Angiosarcoma affect elderly patients resemble a simple bruise continue to enlarge resulting in a nodular lesion which could be multifocal.
Histopathology
An unencapsulated proliferation of anaplastic endothelial cells enclosing irregular luminal spaces.
Treatment
Aggressive clinical course leading to poor diagnosis.
2- Kaposi’s sarcoma:-
It is a proliferation of endothelial cell origin. Recently discovered herpesvirus known as human herpesvirus 8 (HHV8) or Kaposis sarcoma herpesvirus (KSHV) is found in all Kaposis lesions, as well as in acquired immmunodeficiency syndrome (AIDS).
Clinical features
Three different clinical patterns of Kaposi’s sarcoma are described:
a- Kaposis sarcoma in older men living in mediterranean basin appear as multifocal reddish brown nodules in skin and lower extremities, Oral lesions are rare.
b- Endemic Kaposi’s sarcoma in Africa which affect skin of extremities mostly of black people. Oral lesions also rarely seen.
c- Kaposi’s sarcoma in patients with immunodeficiency states especially (AIDS). Skin lesions are not limited to the extremities, oral and lymph node lesions are common, younger age group people is affected.



Histopathology
Hypercellular foci of bland-appearing spindle cells with ill-defined vascular channels and extravasated red blood cells are seen in Kaposi’s sarcoma.
Treatment
For localized lesions surgery with low dose and intralesional chemotherapy could be beneficial, while for larger and multifocal lesions systemic chemotheraputic regimens are being used.
· Neural lesions 
1- Reactive lesions:- Traumatic neuroma:
Caused by injury to a peripheral nerve, such as a tooth extraction, from local anesthetic injection, or from an accident. Transection of a sensory nerve can result in inflammation and scarring in the area of injury. As the proximal nerve segment proliferates in an attempt to regenerate into to the distal segment, it becomes entangled and trapped in the developing scar, resulting in a mass of fibrous tissue, Schwann cells and axons.
Clinical features
Pain ranges from occasional tenderness to constant, severe pain. Injection of local anesthesia relieves the pain. The mental foramen is the most common location, followed by extraction site, in the anterior maxilla and posterior mandible. The lower lip, tongue, buccal mucosa and palate are also relative common soft tissue locations. 
Histopathology
Bundles of nerves in a haphazard or tortuous arrangement are found admixed with dense collagenous fibrous tissue.
Treatment → surgical removal.
2-Neoplasms:-
a- Granular cell tumor:
Uncommon benign tumor of unknown cause. It is believed to be of neural origin (Schwann cells). A related lesion of dispute origin is the congenial epulis which is composed of cells that are light microscopically identical to those of granular cell tumors with slight differences.
Clinical features
· Benign tumor of neural sheath origin,
· Any age, females slightly more than males,
· Any site, usually tongue.
· Asymptomatic submucosal mass (1-2 cm).
· Same or lighter than mucosal color.
· Intact overlying epithelium.
Histopathology
Large, uniform cells with granular cytoplasm, with indistinct cytoplasmic borders, overlying pseudoeptheliomatous hyperplasia. Cells are positive for neural-associated proteins and negative for muscle protein. Treatment —> excision, no recurrence.
b) Congenital epulis:
Clinical features
· Benign tumor or disputed origin.
· Infants only, gingiva only, usually pedunculated, non ulcerated mass.
Histopathology
Large, uniform cells with granular cytoplasm no overlying pseudoeptheliomatous hyperplasia. Cells are negative for neural and muscle proteins.
Treatment : Excision → no recurrence
c) Schwannoma (neurilemmoma):
Is a benign neoplasm that is derived from a proliferation and Schwann cells, or nerve sheath.
Clinical features
The lesion is an encapsulated submucosal mass. The tongue is the most common site
Histopathology
Encapsulated tumor, spindle cells exhibiting two different patterns: in one pattern, the so called Antoni-A areas consist of spindle cells organized in palisaded manner. These cells often surround an acellular eosinophilic zone "Verocay body", which represent reduplicated basement membrane.
The other pattern is the so called Antoni-B tissue consisting of spindle cells haphazardly distributed in a delicate fibrillar microcystic matrix.
Treatment → surgical excision
d) Neurofibroma:
May appear as a solitary lesion or as multiple lesions as part of the syndrome "neurofibromatosis" (von-Recklinghausen's disease of skin) which is inherited as an autosomal-dominant trait.

Clinically: 
Solitary neurofibroma ▬► present at any age as an uninflamed asymptomatic, submucosal mass. The tongue, buccal mucosa, and vestibule are the oral regions most commonly affected.
In fibromatosis ▬►it includes multiple neurofibromas cutaneous cafe-au-lait macules, bone abnormalities, CNS changes.
[bookmark: _GoBack]Histopathology: Spindle shaped cells, with fusiform or wavy nuclei found in a delicate connective tissue matrix, the matrix may be myxoid, mast cells are characteristically scattered throughout the lesion.
Comparison between Schwannoma and neurofibroma
	
	Criteria
	Schwannoma
	Neurofibroma

	1
	Cell of origin
	Schwann cells
	Schwann cells and perineural fibroblasts

	2
	Site
	Any,especially tongue
	Any, especially tongue, buccal mucosa or bone

	3
	Number
	Solitary
	Solitary, or multiple


Treatment → Surgical excision
e) Neurofibromatosis
Common hereditary condition and at least eight forms have been recognized but the most common is neurofibromatosis type I (NFI) or von Recklinghausen disease of the skin
Clinically
1- Six or more café au lait macules with variable size depend on puberty.
2- Two or more neurofibromas of any type.
3- Freckling in the axillary or lingual regions   4- Optic glioma       5- Two or more Lisch nodules
Treatment
No specific therapy for NFI, prevention of complication which the development of cancer, most often Neurofibrosarcoma and malignant schwannoma
f) Pigmented neuroectodermal tumor of infancy
It is rare benign neoplasm of primitive pigment-producing cells. Like melanocytes and nevus cells.


Clinically
it is found in infants usually younger than 6 months of age and occurs typically in the maxilla, although the mandible and the skull have been involved. This lesion usually presents as a non ulcerated and occasionally darkly pigmented mass due to melanin production by tumor cells.
Histologically
This neoplasm exhibits an alveolar pattern (i.e., nests of tumor cells with small amounts of intervening connective tissue) . The variably sized nests of round to oval cells are found within a well defined connective tissue margin. Cells located centrally within the neoplastic nests are dense and compact, resembling neuroendocrine cells; peripheral cells are larger and often contain melanin.
Treatment → Surgical excision.
g) Malignant peripheral nerve sheath tumor:
  Rare malignant tumor that develops, either from a pre-existing neurofibroma or de novo.
Clinically
Appears as an expansible mass that is usually asymptomatic, pain or paresthesia may accompany the lesion in bone.
Histopathology
The lesion is composed of abundant spindle cells with variable numbers of abnormal mitotic figures. Streaming and palisading of nuclei are often seen.
Treatment → wide surgical excision, recurrence is common.
· Muscle lesions
· Rhabdomyomas:
Are rare lesions, but they have a predilection for the soft tissue of the head and neck. Orally, the floor of the mouth, soft palate, tongue and buccal mucosa.
Microscopically
The neoplastic cells closely mimic their normal counterpart in adult patients. The fetal type, the neoplastic cells are elongated and less differentiated.
· Rhabdomyosarcoma:  have  three	principal microscopical forms :
· Embryonal type consists of primitive round cells, spindle cells. Botryoid  types
· Alveolar variant consists of round cells, but in compartments.
· Pleomorphic type consists of sharp or spindle cells.
 
When it occurs in the head and neck region, Rhabdomyosarcoma is mainly found in children outside the head and neck, it is mainly found in adults.
Treatment → surgery, radiation and chemotherapy.
· Tumor of Adipose tissue
· Lipoma
Uncommon neoplasm of oral cavity, tongue, buccal mucosa and floor of the mouth among common locations. Appear as asymptomatic, yellowish submucosal mass, overlying epithelium is intact and superficial blood vessels are evident over the tumor. Histologically it composed of a well-circumscribed lobulated mass of adipocytes in various degree of maturation.
· Liposarcoma
Is a rare slow growing malignant neoplasm of soft tissue of head and neck, variation in its microscopic findings led to subclassification of liposarcoma into four types:
· Well differntiated
· Myxoid
· Round cell
· pleomorphic
Treatment of liposarcoma is by surgery or radiation and prognosis is fair to good.
· Tumor of smooth muscle origin
Leiomyoma and Leiomyosarcoma
In the oral cavity both are rare smooth muscle neoplasm, appear as a slow growing, asymptomatic sbumucosal masses, usually in the tongue, hard palate or buccal mucosa. Occur in all age groups. Histologically both composed of spindle cell proliferation shares many similarities with neurofibroma, fibromatosis, myofibroma and shwanoma. Treatment by surgical excision with unexpected recurrence.
· Metastatic Tumors
Metastatic disease to the jaws is unusual, approximately 80% of these metastases are to the mandible and 14% to the maxilla. Occasionally metastatic deposits are seen in  gingiva simulate pyogenic granuloma. Occur in older age groups (5th & 6th decades of life) associated with bone pain and swelling, loosening of teeth, lip parasthesia, gingival mass and pathologic fracture.
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