Section 11: Regional dermatology

Chapter 55: The genital and perianal regions

Common symptoms and signs in the anogenital region

Anogenital pruritus

The common causes of anogenital pruritus include eczema (irritant, allergic, atopic, seborrhoeic, lichen simplex), infections (herpes simplex, erythrasma, candidiasis, tinea cruris, phthiriasis pubis, scabies), dermatologic disease (psoriasis, lichen planus, lichen sclerosus) and diabetes mellitus. Less common causes include dermatologic disease (urticaria, dermographism, Fox-Fordyce disease, dermatitis herpetiformis, Bowen's disease, extramammary Paget's disease, Langerhans’ cell histiocytosis, senile pruritus) and psychological disease (delusions of parasitosis, dermatological non-disease, dysaesthesia syndromes and psychosexual causes).

Anogenital intertrigo

The common causes of anogenital intertrigo include eczema (irritant contact, seborrhoeic), infections (erythrasma, candidiasis, tinea cruris), and dermatologic disease (flexural psoriasis, pseudo-acanthosis nigricans). Less common causes include eczema (allergic contact, atopic), dermatologic disease (Reiter's syndrome, lichen simplex, lichen planus, lichen sclerosus, Haily-Haily disease, Darier's disease, extramammary Paget's disease, Langerhans' cell histiocytosis, Kaposi's sarcoma) and infections (streptococcal dermatitis, mucous patches of secondary syphilis).

Anogenital hypopigmentation

The causes include vitiligo, striae, lichen sclerosus, leukoplakia and post-inflammatory causes including infections (herpes simplex, pityriasis versicolour) and dermatologic disease (contact dermatitis, lichen planus, systemic sclerosis and cicatricial pemphigoid).

Anogenital hyperpigmentation 

The common causes include lichen planus, recurrent herpes simplex and fixed drug eruption. Less common causes include lentigines, naevi, acanthosis nigricans, pseudo-acanthosis nigricans and Addison's disease.

Anogenital ulcers

The causes of anogenital ulcers include Behcet's syndrome, pressure sores, bullous dermatoses (Stevens-Johnson syndrome, bullous pemphigoid, mucous membrane pemphigoid, linear IgA disease, pemphigoid gestationis, pemphigus vulgaris, pemphigus vegetans, dermatitis herpetiformis, subcorneal pustular dermatosis, dystrophic epidermolysis bullosa, acrodermatitis enteropathica and necrolytic migratory erythema), other dermatologic disease (hidradenitis suppurative, sarcoidosis, pyoderma gangrenosum, necrotizing vasculitis, Langerhans' cell histiocytosis, extramammary Paget's disease, hypereosinophilic syndrome), sexually-transmitted infections (chancre, chancroid, granuloma inguinale, lymphogranuloma venereum, HIV infection, herpes simplex), other infections (herpes zoster, tuberculosis, ecthyma gangrenosum, Fournier's gangrene, leishmaniasis, filariasis, amoebiasis, schistosomiasis, histoplasmosis, blastomycosis, cryptococcosis), neoplasia (BCC, SCC, melanoma, kaposi's sarcoma, leukaemia, lymphoma) and other conditions (drugs, Crohn's disease).

Genitocrural disorders

These can present with the symptoms and signs given above. The genitocrural folds represent a region of the body that is particularly prone to intertrigo and flexural forms of common dermatoses. Moisture and friction also lead to maceration and fissuring, and secondary infections readily supervene. Vegetating reactions (pemphigus vegetans, pyodermite végétante) can prove resistant to treatment. Itching may be prominent in psoriasis and infections and infestations of the area. Crab louse and oxyuris infestation must be excluded as primary causes of rash. Lichenification occurs readily.

Intertrigo is a generic name for an inflammatory dermatosis involving the body folds, notably those of the submammary and genitocrural regions. Physical factors such as obesity, sweating, friction, incontinence and faecal soiling  may cause erythema and fissuring, and render the skin vulnerable to the effects of other agents. Initially, intertrigo is marked by soreness or slight itching, and a superficial mild erythema of the opposed surfaces. Secondary infection occurs rapidly, and the condition is then perpetuated as infective dermatitis, caused by S.aureus, Streptococcus haemolyticus, E.coli, Proteus spp. or Ps.aeruginosa. In infants, diabetics and the obese, yeasts are often present. The diffuse macerated erythema, often with fissures at the apex of the fold without a sharply defined edge, distinguishes intertrigo from psoriasis and dermatophytosis. Treatment of intertrigo is with avoidance of friction and tight clothing and the use of wet dressings such as potassium permanganate or diluted magenta paint during the acute stages. Lotions, paints and powders are more acceptable than creams. In chronic cases, a corticosteroid-antibiotic-antifungal cream is used.

Langerhans' cell histiocytosis and extramammary Paget's disease have a predilection for the perineum or inguinal regions. In erythrasma, lesions are usually found in the axillae or toe webs. It may coexist with T.rubrum and candidiasis.

Male genital disorders

Introduction

Balanitis is inflammation of the glans penis and posthitis is inflammation of the prepuce. Balanitis occurs in the circumcised male. The causes of balanitis include eczema (irritant, allergic, seborrhoeic), psoriasis, fixed drug eruption, Reiter's disease, lichen sclerosus, Zoon's plasma cell balanitis, herpes simplex, candidiasis, dermatophytosis, amoebiasis, scabies, erythroplasia of Queyrat, syphilis (chancre, mucous patches), and lymphogranuloma venereum.

Pearly penile papules are common, they may be found in 50% of men. They present as flesh-colored smooth rounded 1-3 mm papules, occurring predominantly around the coronal margin of the glans, rarely on the glans, in rows or rings. Reassurance is usually sufficient but cryotherapy and laser treatment can be effective. Sebaceous gland prominence is a common normal variant of the skin of the scrotum and penile shaft, but they may cause concern to the patient. Congenital and acquired melanocytic naevi are common. Prominent veins are common. Angiokeratomas are multiple, rarely solitary, blue to purple, smooth, 2-5 mm papules on the scrotum or penile shaft, rarely the glans. Angiokeratomas may bleed following trauma. The differential diagnosis includes angiokeratoma corporis diffusum, acquired capillary and cavernous haemangiomas, glomus tumor, and kaposi's sarcoma. Hyferication, electrocautery or laser ablation can be offered, but lesions recur. Many patients are content with reassurance.

Dermatological indications for circumcision include phimosis, recurrent balanoposthitis, lichen sclerosus, penile lymphoedema, intraepithelial neoplasia and carcinoma.

Traumatic dermatoses

Non-venereal sclerosing lymphangitis presents with a serpiginous mass in the coronal sulcus usually arising after prolonged or frequent sexual intercourse with a passive partner. There may be spontaneous resolution or surgical excision may be needed. Dermatitis artefacta on the genitalia does occur. Psychiatric patients may mutilate their genitalia, as in transvestites, but non-psychotic genital self-mutilation can also occur. Purpura and ecchymoses may develop after oral sex or the use of vacuum erection devices.

Inflammatory dermatoses

Lichen simplex: This is common on the penile shaft and scrotum. Giant forms (of Pautrier) may occur, giving a pineapple appearance. A potent topical corticosteroid, combined with topical antibacterial and anticandidal agents is used. 

Eczema: Irritants causing contact dermatitis include contraceptives , toilet papers, clothing, drugs, maceration, sweat, sebum, dirt, excreta, soap and detergents and sexual secretions. Allergens causing contact dermatitis include latex condoms, rubber, contraceptives, fragrances in toiletries and drugs (lidocaine, neomycin, nystatin and steroids). Atopic dermatitis rarely occurs in isolation on the male genitalia. Seborrhoeic dermatitis of the groins and penis is common which may be the only sites involved.

Psoriasis: Anogenital psoriasis is not usually itchy and may be secondarily infected with candida. Differential diagnosis includes Zoon's balanitis, lichen planus, erythroplasia of Queyrat, kaposi's sarcoma, Bowen's disease and extramammary  Paget's disease. Topical treatment with tar or dithranol is avoided. Calcipotriol may be helpful. Topical ciclosporin (100 mg/ml in wet dressings 3 times daily) has been advocated. Severe anogenital psoriasis can be an indication for systemic treatment. 

Reiter's syndrome: The penis may be involved with circinate balanitis. The penile lesions have the same histopathology as psoriasis.

Zoon's balanitis: This is an irritant mucositis occurring in elderly uncircumcised males caused by frictional trauma and retention of urine and squames between glans and prepuce.

The histopathology shows absent granular and horny layers and diamond-shaped basal cell keratinocytes. The dermis shows extravasation of RBCs and a band of infiltrate made of plasma cells. Clinically, well-demarcated, glistening, moist, bright red patches involve the glans and mucosal prepuce, with sparing of the keratinized penile shaft and foreskin. 

The differential diagnosis includes erosive lichen planus, psoriasis, seborrhoeic dermatitis, contact dermatitis, fixed drug eruptions, secondary syphilis, erythroplasia of Queyrat and kaposi's sarcoma. Circumcision is a definitive curative treatment.

Lichen sclerosus: Lichen sclerosus of the penis may be asymptomatic or the patients may complain of itching, burning, bleeding, tearing, splitting, haemorrhagic blisters, dyspareunia, discomfort with urination and narrowing of the urinary stream. Genital, like extragenital, lichen sclerosus can manifest as atrophic leukodermic patches or plaques, or lilac slightly scaly patches with telangiectasia and sparse purpura.  Predominant purpura, bullae, erosions and ulcerations may be encountered. There may be a meatal 'pin hole' narrowing or an associated Zoon's balanitis-like changes. Balanitis xerotica obliterans refers to chronic damage to the prepuce by lichen sclerosus and it occurs also with lichen planus and cicatricial pemphigoid. Genital lichen sclerosus is more common than extragenital or oral disease. In adults, it is 10 times more common in women than men. SCC of the penis is the most serious complication of lichen sclerosus.

Treatment is with a very potent topical corticosteroid (Clobetasol propionate). Prolonged antibiotic therapy (penicillin and azithromycin) is effective in cases associated with borrelia infection. If medical treatment is not possible or fails, then surgery including circumcision, meatotomy and plastic repair is indicated in adults. In boys, the treatment of choice is circumcision.

Lichen planus: This can present in and remains localized to the anogenital area. It presents, as LP elsewhere, as itchy violaceous papules, also as patches or plaques and annular lesions. Erosive LP of the glans may occur and may be associated with chronic erosive gingivitis (the genito-gingival syndrome). In most cases, anogenital LP is self-limiting, but in some patients it may relapse and remit. Erosive LP is associated with a risk of progression to SCC. Lichen nitidus has an affinity for the penis.

The differential diagnosis of anogenital LP includes psoriasis, Zoon's balanitis, lichen sclerosus, viral warts, Bowenoid papulosis and porokeratosis. Treatment is with topical potent corticosteroids. Topical and oral ciclosporin have been used.

Genital ulcers

See the causes of anogenital ulcers before.

Other conditions

Acute scrotum is acute inflammation of the scrotum with pain, tenderness, redness and swelling which may occur in Henoch's Schönlein purpura, acute haemorrhagic oedema of childhood and familial Mediterranean fever. Acute haemorrhagic oedema of childhood is a variant of Henoch Schönlein purpura. It is a leukocytoclastic vasculitis. Prognosis for complete recovery is excellent. Familial Mediterranean fever is associated with fever, leukocytosis and raised ESR. The differential diagnosis of acute scrotum includes torsion, orchitis and epididymitis.

Non-sexually transmitted infections

Chronic lymphoedema: This may be due to primary hypoplastic lymphatics or occurs secondary to irreversible lymphatic damage caused by filariasis or recurrent streptococcal infection. Recurrent attacks of cellulitis occur in the swollen penis and scrotum. Long-term treatment with erythromycin, clarithromycin or ciprofloxacin appears to improve and stabilize the process, and improves the appearance and function of the penis.

Ecthyma gangrenosum: This has a predilection for the crural and anogenital regions, and may affect the penis in isolation, leading to gangrene. The prognosis is poor. 

Fournier's gangrene: This is analogous to necrotizing fasciitis and Meleney's gangrene. Isolated organisms are resident urethral and lower GIT flora. There is a necrotizing vasculitis affecting the skin, subcutis, fascia and muscle. There is painful erythematous swelling of the genitalia with marked systemic toxicity and urinary retention. Necrosis of the skin and deeper tissues can occur rapidly and the mortality is 25% in adults, but lower in children. Radical surgical debridement of all affected tissue is undertaken and broad-spectrum systemic antibiotic therapy indicated. Hyperbaric oxygen and high-dose systemic steroid treatment have been used. Plastic repair can be undertaken if the patient survives.

Trichomycosis pubis: This causes yellow, red or black micronodules around the hair shafts. Pubic and axillary hair may be involved. The skin is normal but the sweat may be discolored. Treatment is with topical clindamycin or Whitfield ointment. 

Tuberculosis: This is rare. Penile ulceration (single or multiple), with or without inguinal lymphadenopathy, caused by sexual infection, may occur.

Candidosis: Candida of the penis has a prevalence of approximately 10% of that of vaginal candidosis. Candida may be more often a secondary pathogen, due to medical or dermatologic disease, than a sexually acquired infection. Medical causes include diabetes mellitus, iatrogenic immunosuppression and systemic antibiotic treatment. C. albicans is a ready opportunistic organism because it is a part of the resident flora of the GIT and may be retrieved from intertriginous areas in the absence of symptoms and signs. Sexually transmitted candidal balanitis may occur where there is vaginal or anal carriage in a partner.

Tinea: Tinea of the penis or scrotum is uncommon and when it occurs it is usually associated with crural disease. Rarely encountered is the occurrence of tinea on the glans penis as a seat of itch or pain, and producing an erythematous patch or a crop of scaly papules.

Sacral herpes zoster: Lesions may occur on the scrotum and penis, and urinary retention and constipation can occur.

Amoebiasis: This can present with a painful ulcerative balanitis, with swelling, frequency, dysuria and retention. Self-inoculation from concomitant intestinal infection, by heterosexual intercourse with the female having amoebic vaginitis, or by sodomy, are the modes of infection. Amoebiasis as a cause of genital ulceration should lead to the suspicion of underlying HIV infection.

Sexually transmitted infections

Syphilis: Ulcers in syphilis include chancre, chancre redux, gummatous ulcer and pseudo-chancre redux.

Viral warts: The risk of acquiring genital warts is significantly reduced by using condoms. Congenital and acquired immunosuppression increases the susceptibility of the genital region to HPV infection and progression to dysplasia and frank malignancy.

Molluscum contagiosum: Young men are commonly seen with penile and pubic lesions and it is assumed that this is a sexually transmitted infection, but this may not always be the case.

HIV infection: Anogenital ulceration may occur in HIV infection and the causes of ulcers include syphilis, chancroid, herpes simplex, amoebiasis, SCC, Kaposi's sarcoma and drugs (e.g. foscarnet).

Phthiriasis: This can present with marked genital and pubic itching. In hirsute men, the abdomen, chest, axillae and thighs may also be involved. 

Scabies: This may present with anogenital itching, folliculitis, and penile, scrotal and pubic nodules.

Benign tumors

These include epidermoid cysts, angiomas, angiokeratomas and angiokeratoma corporis diffusum. Basal cell papillomas may be mistaken for viral warts and Bowenoid papulosis mistaken for melanocytic naevi.

Scrotal calcinosis is a relatively common benign idiopathic disorder presenting as solitary or multiple hard, smooth, white papules or nodules on the scrotum, rarely the penis. They may be treated by incision and eventration under local anaesthesia.

Genital neoplasia

Penile intraepithelial neoplasia (PIN): This term is favored by some to include the 3 clinical variants of carcinoma in situ of the penis i.e. erythroplasia of Queyrat (EQ), Bowen's disease of the penis (BDP) and bowenoid papulosis (BP). The condition occurs in uncircumcised men. The aetiology of EQ, BDP and BP is unknown. Local carcinogenic factors in uncircumcised men are suggested including poor hygiene, smegma, friction, maceration, lichen sclerosus and smoking (tar metabolites in urine). BP is probably a virus-induced dysplasia associated with HPV16. There is a high prevalence of PIN in male sexual partners of women with CIN (cervical intraepithelial neoplasia).

Clinically, EQ appears as red shiny patches or plaques on the mucosal penis (glans and prepuce). BDP appears as red scaly patches or plaques on the keratinized penis. BP appears as multiple, papillomatous, smooth-topped, pigmented warty lesions on both the mucosal and keratinized penis. BP occurs in younger, sexually active men while EQ and BDP occur in older men. BP may be associated with a lesser risk of SCC than EQ and BDP. There may be several foci of EQ or BDP and they may occur concomitantly. The differential diagnosis includes psoriasis, Zoon's balanitis, lichen sclerosus, erosive LP and extramammary Paget's disease. The differential diagnosis of BP includes common warts, condyloma acuminata, condyloma lata, seborrhoeic warts and naevi.

Circumcision removes a major risk factor for cancer. Topical treatment of EQ, BDP and BP is with 5% of 5-fluorouracil cream. Other treatments include cryosurgery, curettage and electrocautery, Mohs' micrographic surgery, laser, photodynamic therapy and topical imiquimod.

Carcinoma of the penis and scrotum: Some penile cancers arise de novo, while others develop from premalignant states. The presence of a foreskin confers cancer risk and circumcision appears to protect against penile cancer. Other risk factors include smoking, skin diseases (lichen sclerosus, lichen planus), virus infections (HPV16, HIV), carcinoma in situ (EQ, BDP, BP), verrucous carcinoma, photochemotherapy and iatrogenic immunosuppression (in renal transplantation, SLE).

Clinically, the presenting symptoms include itching, irritation, pain, bleeding, discharge, ulceration or the discovery of a mass. Irregular nodular and ulcerative morphology is found on examination. The differential diagnosis includes intraepithelial neoplasia, erosive or ulcerative sexually transmitted disease, BCC, Kaposi's sarcoma, pyoderma gangrenosum and artefact.

Verrucous carcinoma: This disorder (giant condyloma, Buschke-Löwenstein tumor) represents a verrucous low-grade well-differentiated SCC. Although locally deeply invasive, the tumor is well demarcated from surrounding tissue and is unlikely to metastasize. Both sexes can be affected. The tumor is associated with HPV type 6 and 11. It has a different histology from SCC, showing deep lobular invaginations of well-defined proliferative epithelium consisting of typical clear pale keratinocytes.

Verrucous carcinoma produces dramatic polypoid or cauliflower-like clinical lesions. Prognosis is poor because the tumor can continue to grow and invade locally, causing death. Surgical treatment is the treatment usually recommended. Mohs' micrographic surgery, cryotherapy, laser therapy, interferon-
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, radiotherapy or bleomycin are alternatives. 

Extramammary Paget's disease (EMPD): This presents as irritating, itchy, burning, red scaly patches or plaques that may be solitary or multifocal. EMPD can occur anywhere in the anogenital area, including the glans penis, and may be multicentric. It is frequently misdiagnosed as psoriasis or eczema or Bowen's disease. EMPD behaves indolently, spreading by local extension and metastasis. 

Diagnosis is by biopsy which shows nests of large vacuolated cells with irregular nuclei and foamy pale cytoplasm in the epidermis (Paget's cells). These cells arise from sweat gland epithelium. Dermal involvement signifies a poor prognosis. Pagetoid dyskeratosis can be found in a number of benign lesions including naevi, skin tags and lentigines.

Mammary Paget's disease is an epidermal manifestation of an underlying breast adenocarcinoma. EMPD is found in areas rich in apocrine sweat glands, such as the axillae and anogenital region. Although properly regarded as a type of carcinoma in situ, EMPD may itself become invasive and metastasize. Treatment used for EMPD include topical 5-fluorouracil, cryotherapy, wide excisional surgery, micrographic surgery, radiotherapy and photodynamic therapy.

Female genital disorders

Inflammatory dermatoses

Lichen simplex and lichenification: These terms are used to describe the exaggerated normal rhomboidal patterning of the skin surface. Lichen simplex is used to describe the changes seen on apparently normal skin secondary to itching and rubbing, and lichenification is used for similar changes arising on a background of a visible dermatosis. The lesions of lichen simplex tend to be in one isolated area, usually on the labia majora or mons pubis. They are well defined, with a pale grey or white surface. The histological changes of lichen simplex and lichenification are similar, except that there are the changes of the background dermatosis in the latter. There is hyperkeratosis, acanthosis, a prominent granular layer, lengthened rete ridges and a chronic inflammatory dermal infiltrate. In addition, lamellar thickening of the papillary dermis and perineural fibrosis can be seen. Treatment of the underlying dermatosis will usually resolve the lichenification. In cases of lichen simplex with no underlying dermatosis, the treatment is a potent topical corticosteroid.

Eczema: Atopic eczema can involve the vulva but the eczematous dermatoses affecting the vulva in isolation are seborrhoeic dermatitis, irritant contact dermatitis and allergic contact dermatitis. Irritants may include cleansing agents, disinfectants, lubricants and deodorants. Allergens include intra-uterine devices, sanitary wear and condoms.

Allergic contact urticaria: The 2 most common causes of contact urticaria in the vulvovaginal area are latex and semen, and there is usually a history of atopy. Seminal fluid usually induces an urticarial immediate type 1 reaction. However, semen itself may not be the responsible allergen, the problem being caused by a medication or other allergen carried in the seminal fluid.

Psoriasis: The characteristic silvery scaling is absent and the main clinical picture is intense erythema with a well-defined margin.

Reiter's disease: Contrary to circinate balanitis in males, circinate ulcerative vulvitis is rare in females. The histology shows that the changes are of those seen in pustular psoriasis.

Lichen planus: LP of the vulva may occur in isolation or be associated with LP elsewhere. The lesions are similar to LP at other sites but isolated LP of the vulva tend to be erosive. Two other types of LP may occur in the female: pigmented flexural LP and vulvovaginal-gingival LP. Pigmented flexural LP affects the mons pubis and the inguinal and genitocrural folds. Early cases show violaceous erythema which is followed by deeply pigmented brown patches. This form of LP is also found in the inframammary areas and the axillae.

Vulvovaginal-gingival LP (syndrome of Hewitt and Pelisse) is the association of genital LP with desquamative oral LP of the gingivae. It affects the labia minora, vestibule and vagina with red erosive lesions which bleed on touch. The condition is chronic and painful with vaginal discharge, dysuria, dyspareunia and postcoital bleeding. Vaginal synechiae and adhesions may occur and can lead to stenosis, similar to mucous membrane pemphigoid. The differential diagnosis includes lichen sclerosus and Zoon's Vulvitis. The histopathology is similar to LP elsewhere. Treatment is with potent topical steroids. If the vagina is involved, a topical steroid can be introduced with a vaginal applicator, or steroid foams or suppositories that are available for inflammatory bowel disease can be used. Topical tacrolimus may be helpful. Other treatments used with variable success include oral steroids, oral and topical retinoids, methotrexate, azathioprine and topical ciclosporin.

Zoon's vulvitis: This is a reaction pattern to another inflammatory condition, mainly lichen planus. It is characterized clinically by erythematous patches with a glazed appearance occurring in the vestibule and labia minora, and histologically by a dermal infiltrate rich in plasma cells and no cytological atypia. Treatment is with a potent topical steroid. 

Lichen sclerosus: The aetiology of LS is still unknown but there is evidence that it is a genetically determined autoimmune disorder. The role of Borrelia burgdorferi as an aetiological trigger is controversial. LS occurs either in girls before puberty or in women after menopause. The presenting symptom is usually itching, which is often severe and distressing. Lesions occur on the vulva and around the anus, making a figure-of-eight configuration. The ivory colored atrophic papules with follicular hyperkeratosis and plugging can often be indentified on the vulva. There may be also oedema, ecchymosis, bullae, erosions and ulceration. Vaginal lesions do not occur. Perianal lesions occur in 30% of females and they do not occur in males. Extragenital lesions occur in 10% of women with vulval disease. LS is a scarring disease and can lead to vulval atrophy, narrowing of vaginal introitus and dyspareunia. Vulval LS is associated with malignancy and SCC may develop in 4% of the cases.

The classic histology is a thinned epidermis with flattening of the rete pegs. The underlying dermis is hyalinized and there are often extravasated red cells. Below the hyalinized areas is a band-like zone of chronic inflammatory cells. There is an absence of elastic fibers in the upper dermis.

The differential diagnosis includes vitiligo, mucous membrane pemphigoid, LP and morphoea. Effective treatment is with the potent topical corticosteroid clobetasol propionate. It is applied once nightly for 4 weeks, then alternate nights for 4 weeks, and twice a week for 4 weeks. This course of 12 weeks can be repeated twice per year. Topical testosterone has no role now in treatment as it is less effective than clobetasol. Surgical treatment is used for functional problems or malignancy. Ciclosporin and UVAI has been used to treat recalcitrant disease.

Ulcerative disorders

Ulcers of the vulva may be acute or chronic. Acute ulcers are benign aphthae that are similar to oral aphthae (Mikulicz type and Sutton's type of recurrent aphthous stomatitis) or occur as a Lipschütz ulcer. Mikulicz-like ulcers are superficial, painful, multiple, recurrent, have a yellow base surrounded by a red areola, occurring most frequently on the labia minora and heal quickly. Sutton's ulcer is solitary, painful, recurrent, slow to heal, and resembles aphthae occurring in aphthosis or Behcet's syndrome. Lipschütz ulcer is associated with an infection such as infectious mononucleosis, typhoid or paratyphoid and occurs in adolescent girls as a very deep and large ulcer, often solitary on one side of the vulva but may be bilateral, and heals spontaneously after several weeks leaving scarring. Aphthous ulcers occur in girls after the age of 6 years and they are recurrent. Treatment of acute ulcers is with a topical steroid-antibiotic preparation with systemic steroids in severe cases.

Chronic vulval ulcers may be due to bullous disorders (epidermolysis bullosa, Hailey-Hailey disease, juvenile pemphigoid, mucous membrane pemphigoid, and pemphigus vulgaris and vegetans), malignancy (SCC, BCC, Langerhans' cell histiocytosis), trauma, infections (tuberculosis, actinomycosis, lymphogranuloma venereum, syphilis) and inflammatory dermatoses (LP, LS, LE, pyoderma gangrenosum).

Non-sexually transmitted infections

Bacterial infections: Staphylococcus aureus is usually the causative agent in folliculitis, boils and abscesses of the vulva. It is often associated with an underlying problem (e.g. diabetes, immunosuppression). Pseudo-folliculitis is a sterile folliculitis that may follow shaving and is caused by the newly regrowing hairs inducing an inflammatory reaction. Streptococcal infection may cause vulval cellulitis with erythema, oedema, vesicles, bullae and fever. Recurrent infection may lead to lymphoedema. Hidradenitis suppurativa may occur on the vulva. Vulval tuberculosis is uncommon.

Fungal infections: Candida albicans is a non-pathogenic commensal in the intestinal tract in 30% of the normal population. Infection in women is usually a vulvo-vaginitis. Changes in host factors are probably responsible for transition to pathogenicity. Pregnancy, diabetes, oral antibiotics, oral contraceptive pills and immunosuppression may all be predisposing factors. The primary infection arises in the vagina, causing inflammation and a heavy white curdy discharge, which then leads to a secondary vulvitis with well-demarcated sheets of erythema on the outer aspects of the vulva. There may be scaly or vesicopustular edge and beyond this edge lie grouped or isolated superficial small pustules.

Dermatophyte infections of the vulval skin are uncommon. The vulval epithelium in the adult seems to be relatively immune to dermatophyte infections. The lesions are erythematous and scaly, with a spreading raised circinate edge. Tinea incognito may occur perianally following the injudicious use of a topical steroid in the presence of an unrecognized dermatophyte infection.

Herpes zoster


Zoster may affect the vulva if the third sacral dermatome is involved. It may be accompanied by bowel and bladder dysfunction.

Sexually transmitted infections

Trichomonas vaginalis: Infection with this protozoon causes a frothy malodorous greyish green watery discharge, and a bright red vaginal mucosa studded with petechiae. The vaginal discharge may cause secondary vulvitis, with erythema and swelling of the vestibule and labia minora. Treatment is with metronidazole 400 mg twice daily for 5 days or 2 g in a single dose.

Herpes simplex virus: Once this virus is acquired it lies dormant in dorsal root ganglia and can give rise to recurrent symptomatic lesions. It exists in 2 types: I and II . Type I usually affects non-genital sites and type II is responsible for 80% of genital infections. About 85% of infections are acquired sexually and the rest are cases of autoinoculation or non-sexual contact. The lesions are typically painful vesicles or ulcers, which are often multiple in primary infection but are fewer and usually localized to one side with recurrences. There may be prodromal symptoms of tingling or tender enlarged inguinal nodes. Paraesthesiae may occur, affecting S2-4, which may lead to urinary retention. Pain and oedema may also lead to retention, particularly in primary infections. The treatment is either oral acyclovir 200 mg 5 times daily for 5 days, valacyclovir 500 mg twice daily for 5 days or famcyclovir 250 mg 3 times daily for 5 days. Suppressant therapy is sometimes required for patients with frequent recurrences (6 or more in a year).

HPV infection: Those types that most commonly infect the vulval skin are HPV6, 11, 16 and 18. The warty lesions are known as condylomata acuminata. Extensive vegetating masses can cover the vulva and perianal area, particularly in diabetics, pregnancy and immunocompromized patients. Types 16 and 18 are linked with cervical and anogenital intraepithelial neoplasia and SCC.

The histology of genital warts is characterized by the koilocyte, a vacuolated squamous cell with a basophilic and pyknotic nucleus in the upper part of the dermis. Other histological features are elongated dermal papillae, acanthosis, a prominent granular layer often containing koilocytes, and a stratum corneum of variable thickness.

Podophyllotoxin is the recommended initial treatment. It is applied twice daily for 3 consecutive days each week for 4 weeks. This treatment is contraindicated in pregnancy because of the risk of teratogenicity. Diathermy, hyferication, topical trichloracetic acid, cryotherapy and carbon dioxide laser have been used with variable success. These treatments are successful in patients where the lesions are few or filiform in morphology. The immune response modulating cream, imiquimod, is used for resistant cases, or patients with extensive lesions. It should not be used for patients having vulval ulcers. In pregnancy, only cryotherapy or destructive techniques with cautery or hyferication can be used safely.

Syphilis: Vulval lesions may occur in both early and late syphilis. The primary chancre is an ulcerative lesion and is usually accompanied by unilateral or bilateral lymph-adenopathy. In secondary syphilis, condylomata lata, flat-topped warty papules, affect the vulva, as may also mucous patches, which are greyish white moist-looking lesions. Gummas occur as  single or multiple swellings or nodules.

Chancroid: This infection caused by Haemophilus ducreyi occurs as single or multiple small tender ulcers on the labia majora, perineum and perianal area, and may affect also the vagina and cervix. The inguinal lymph nodes are involved in half of the cases and the adenitis is unilateral in most. Buboes develop which are fluctuant, and rupture leaving extensive ulceration. Treatment is with azithromycin, ciprofloxacin or erythromycin.

Granuloma inguinale: This infection (donovanosis) is caused by Calymmato-bacterium granulomatis and appears as papules or nodules which break down to form ulcers with a rolled edge. Large areas are involved, and granulomatous masses may involve any part of the genitocrural area, though the lymph nodes themselves are not affected. The vagina and cervix may be involved. Scarring and lymphoedema may ensue. 

Lymphogranuloma venereum: This infection caused by Chlamydia trachomatis appears as a small papule on the vulva, usually at the fourchette, which heals quickly and is followed weeks later by striking lymph-adenopathy. The nodes may form a suppurative mass that heals with scarring, leading to lymphoedema, which may be gross. Genital and anal strictures and elephantiasis may occur.

Benign tumors

Fibromas usually occur on the labia majora, are often pedunculated or pendulous and can attain a very large size. Lipomas develop from the fatty tissue of the labia majora. Two types of lymphangioma may occur on the vulva: lymphangioma circumscriptum, which are localized thin-walled vesicles, and cavernous lymph-angioma, which arise in childhood and presents as a soft compressible mass. Melanocytic naevi include junctional, intradermal and compound types, which have the same clinical and histological features as naevi at other sites of the body. Epidermal cysts may occur on the vulva. Syringomas of the vulva appear as asymptomatic multiple, bilateral and symmetrical lesions. Vulval neurofibromas may occur as solitary lesions with no other features of neurofibromatosis, or as part of generalized neurofibromatosis.

Precancerous dermatoses

Vulval intraepithelial neoplasia (VIN): VIN (Bowen's disease, Bowenoid papulosis, carcinoma in situ) is strongly associated with the oncogenic papillomaviruses HPV16 and 18, and almost exclusively occurs in smokers. Histologically, there is complete loss of cellular stratification throughout the epidermis, with large hyperchromatic cells, dyskeratosis, multinucleated cells and numerous typical and atypical mitoses. 
Clinically, the lesions can be solitary or multiple, and their morphology is very diverse, with lesions that resemble viral warts, plaques that may be shiny and smooth, skin-colored, red or white, others that are warty and pigmented and resemble seborrhoeic keratoses. Less commonly, the lesions may be large and papillomatous, particularly perianally, where they may be polypoid. The main symptom is pruritus, which can be severe and troublesome. Vaginal involvement is uncommon. The risk of progression to invasive disease is 10%. Excision is done for solitary or thick or polypoid lesions. In the women with extensive disease, surgery will be mutilating and also recurrence is very high and treatment is with topical 5-fluorouracil which can be used successfully for lesions of the labia minora, vestibule and clitoral area. It is not effective on the hair-bearing parts of the vulva.

Vulval malignancy

The most common malignancy is SCC, followed by BCC, adenocarcinoma, melanoma and verrucous carcinoma.

Squamous cell carcinoma: These are 2 types, the first type (60%) occurs in elderly women on a background of a chronic dermatosis such as LS or LP, and the second type (40%) occurs in younger women and is associated with VIN associated with oncogenic HPV infection. There are 3 histological types of SCC: keratinizing, basaloid and warty carcinomas. Keratinizing tumors are seen in older women, which are not HPV-related, and the basaloid and warty tumors occur in younger women with HPV-related VIN. The overall 5-year survival is 75%, which rises to 90% in those with no nodal metastases.

Verrucous carcinoma: This condition (giant condyloma of Buschke-Löwenstein) occurs in older women, and may arise on a background of LS. There is also strong relationship with vulval condylomas. Clinically, the lesions appear as a warty plaque or cauliflower-like tumor, which can ulcerate and become extremely large. The histological features include epidermal acanthosis, with large bulbous rete ridges which compress and push down the underlying stroma. There is very little cellular atypia. Koilocytes are usually present. Lymph node and distant metastases occur rarely. Treatment is wide local excision. Oral retinoids may also be helpful.

Basal cell carcinoma: Vulval basal cell carcinomas present as an eroded plaque, which may be pigmented. Less commonly, the tumor may form a nodule or ulcer. They occur most frequently on the labia majora. The histology is similar to BCC elsewhere. Mohs' surgery is often recommend to ensure adequate local excision.

Melanoma: Vulval melanomas account for 5% of vulval malignancy. Any of the variants of melanoma may occur on the vulva, and the clinical and histological features are the same as for melanomas elsewhere.

Vulval extramammary Paget's disease: This is distinct from Paget's disease of the nipple which is associated with underlying breast cancer. EMPD may be primary cutaneous or secondary, occurring as an extension from a nearby adenocarcinoma of the urethra or anorectum. Clinically, the lesion is typically a moist, red oozing plaque, which looks like impetiginized eczema or psoriasis. The associated symptoms include itching and burning. In primary EMPD excision is the recommended treatment. With extensive disease or recurrence after vulvectomy, topical 5-fluorouracil, bleomycin and imiquimod have been used, as well as oral retinoids, with some success. In secondary disease, the treatment is directed predominantly at the associated condition.

Langerhans' cell histiocytosis: The anogenital skin may be one of the sites involved in this disease and lesions may occur at this site only. Perianal ulceration is the most common presentation in adults and children. The lesions may be plaques, nodules, erosions, ulcers or pustules.

Vulval pain syndromes (vulvodynia)

Diagnosis of vulvodynia is made in patients who complain of vulval pain for 3 months or more in the absence of any visible abnormality that would explain their complaint. Chronic pain syndromes are rarely caused by primary psychiatric disorders as originally thought but are the result of peripheral and/or central neuronal sensation. There are 2 types of vulvodynia: vestibulodynia and dysaesthetic vulvodynia. Vestibulodynia occurs in young women and these present with the complaint of secondary dyspareunia. The pain is localized to the vulval vestibule and is precipitated by touch alone. The condition should be differentiated from causes of vestibulitis which cause pain precipitated by intercourse such as tears, fourchette fissuring and herpes simplex infection. Dysaesthetic vulvodynia occurs in older postmenopausal women and the pain is diffuse vulval pain (not localized to the vestibule), and occurs spontaneously independent of touch. Treatment is with 5 %  lidocaine cream which rarely causes sensitization, unlike other 'caine' anaesthetics. If this fails, a tricyclic antidepressant is prescribed for its central action on pain. Alternative drugs include gabapentin and carbamazepine.

Perianal disorders

Pruritus ani 

About 50% of patients with pruritus ani will have a cause after dermatological evaluation. Pruritus ani is seen especially in middle-edged males. It occurs less frequently in females, either alone or with pruritus vulvae. The causes of pruritus ani include local perianal disease, dermatologic disease, systemic disease, infections, and leakage and idiopathic pruritus. Local causes include haemorrhoids, perianal tags or fissures, which interfere with the efficient functions of the anus. Skin diseases include eczema (irritant or allergic contact dermatitis, atopic dermatitis, seborrhoeic dermatitis, lichen simplex), psoriasis, lichen planus, lichen sclerosus or EMPD. Systemic causes include diabetes mellitus and pellagra. Skin infections include staphylococcal folliculitis, tinea, erythrasma, candidiasis, warts and threadworms. Threadworms are a well-recognized cause in childhood and occasionally in adults. Idiopathic pruritus ani has been attributed to stress and anxiety. Anal leakage and faecal contamination is a common cause of pruritus ani. Faeces are themselves irritant and may generate perianal itching. This itching may be triggered by a bowel movement or wiping with toilet paper. Anal leakage may result from coexisting anal disease or diarrhoea.

Treatment is soap replacement with a suitable substitute and the application of a moisturizer after each wash. Washing after defecation in a bidet is preferable to wiping with toilet paper. Underwear should be loose and preferably made of cotton. Patients are advised not to use topical anaesthetics in order to avoid sensitization. A topical corticosteroid / antibiotic/antifungal preparation is useful for acute episodes. Other treatments that have been advocated include half-strength Castellani's paint, oral antihistamines, corticosteroid suppositories, intralesional triamcinolone and a 10-day tapering course of prednisolone.

Inflammatory dermatoses

Common dermatoses: Five common conditions cause diagnostic difficulties: seborrhoeic dermatitis, psoriasis, contact dermatitis (irritant, allergic), lichen simplex and mycotic infections.

Lichen sclerosus et atrophicus: The perianal skin is involved in two-thirds of the cases in which the vulva is affected, forming a characteristic figure-of-eight distribution. Perianal LS is rare in males.

Anal fissure: This is a midline linear perianal ulcer, 90% posteriorly, 10% anteriorly. The cause is probably related to defecation of hard stool causing pressure trauma and necrosis. Intense pruritus, pain, bleeding, mucous discharge and constipation are the symptoms. Treatment is surgical.

Anal fistula: This is a communication between the anal canal and the perianal skin. Most are on the midline posteriorly. The origin is from infection and abscesses within the anal glands, but Crohn's disease, foreign body and tuberculosis are classic causes and hidradenitis suppurativa is an important differential diagnosis. SCC is a rare complication. The presentation is usually of pruritus ani related to seropurulent discharge but there may be pain resulting from abscess formation. Treatment is surgical.

Pilonidal sinus: This constitutes part of the follicular occlusion tetrad alongside hidradenitis suppurativa, acne conglobata and dissecting cellulitis of the scalp. Symptoms include itching, pain, recurrent abscess, purulent discharge and persistent nodule. Pilonidal sinus occurs in the midline. Treatment is surgical.

Hidradenitis suppurativa: This can give rise to all degrees of inflammation and scarring. In established cases, bridged comedones, folliculitis and furunculosis, deep burrowing discharging sinuses, nodules, cysts, fluctuant abscesses, scarring and fibrosis in the groins and axillae, the natal cleft and buttocks may all be present. Some patients have also conglobate acne, dissecting cellulitis and pilonidal sinus. Hidradenitis affects the axillae preferentially in women and the perineum in men. The morbidity of hidradenitis may be severe, interfering with sitting, sleeping, walking, defecation and sexual activity and responsible for depression. Crohn's disease mimics hidradenitis, with its granulomatous inflammation, ulceration and fistula formation, but is less painful.

Small localized sinuses may be phenolized successfully, and early lesions may respond to intralesional corticosteroids. However, the treatment may have to be repeated, and recurrent or extensive lesions may require a more radical approach. Treatment with carbon dioxide laser, with secondary intention healing, is very effective. Otherwise, plastic surgery with complete excision of all the involved skin may be required. Long-term antibiotic therapy (erythromycin, flucloxacillin, ciprofloxacin, metronidazole) is often given 'blind', but is seldom of lasting value. Oral prednisolone  can be used alongside antibiotics to control intercurrent exacerbation. Isotretinoin 1mg/kg/day for 6-8 months have been used with mixed results.

Crohn's disease: This disease (regional ileitis) can affect any part of the gut and its cutaneous borders from the mouth to the anus. The skin manifestations of Crohn's disease include erythema nodosum, perianal lesions, genital lesions (balanitis, pyoderma gangrenosum of the vulva), skin lesions around iliostomies and colostomies, granulomatous cheilitis, epidermolysis bullosa acquisita, and non-specific changes resulting from malabsorption. Perianal features include pruritus ani, skin tags, fissures, fistulae, erosions, abscesses, anal stenosis and metastatic granulomatous plaques.

The skin tags of Crohn's disease are larger, thicker and harder than ordinary tags. Fissures are deep, undermined, angulated, have cyanotic edges, with relative lack of pain. Fistulae are less common than fissures. Multiple external openings can be encountered all over the buttocks, on the scrotum and on the thigh, and a distinctive sign is the cyanotic hue of the indurated skin. Anal stenosis, faecal incontinence and carcinoma are complications. The relative lack of pain, multiplicity of lesions, oedema of skin tags and eccentricity of fissures are important diagnostic points.

The differential diagnosis includes the causes of pruritus ani and non-specific anal fissures and fistulae. Similar, although less extensive lesions occur, but much less commonly in ulcerative colitis. Hidradenitis suppurativa presents with nodules, sinuses and purulence but is more painful, other sites may be involved and severe acne conglobata is often present. Proctitis, perianal ulceration, abscess, fissure and fistula are prevalent in homosexual men and those with AIDS.

The treatment of the anogenital manifestations of Crohn's disease depends to some extent on the treatment of active intestinal disease. Local measures include potassium permanganate soaks and potent topical corticosteroid-antibiotic combination. Oral antibiotics are given as for hidradenitis. A role has been advocated for long-term oral metronidazole (20 mg/kg/day in divided doses). Perianal abscess may respond to sulfasalazine and anal fissure to prednisolone and azathioprine.

Miscellaneous dermatoses: Behcet's disease occasionally presents with multiple shallow ulcers and fissures of the anal margin. Acrodermatitis enteropathica should be considered in the differential diagnosis of perianal eczema, psoriasis or candidiasis. Benign mucosal pemphigoid may affect the groins, perineum and perianal skin, and may cause anal stenosis. The anus is involved in 5% of cases of Stevens-Johnson syndrome.

Infections

Folliculitis and furunculosis: The anogenital area, particularly the buttocks and thighs of men, can be susceptible to infection with S.aureus. The perineal carriage of staphylococci may not cause local lesions, but is especially important in acting as a reservoir from which S.aureus may be disseminated to other sites or to eczematized lesions elsewhere. In adults, the carriage is in the order of 15% and in neonates it may be higher. Nasal carriage, diabetes and immuno-deficiency should be considered. Bacterial perianal infection is commonly seen in leukaemic patients.

Anogenital cellulitis: The causes include staphylococcal cellulitis, streptococcal cellulitis in children, hidradenitis suppurativa, Crohn's disease, necrotizing fasciitis, EMPD and carcinoma erysipeloides (bladder and prostate). Staphylococcal cellulitis and abscess formation can complicate cysts, sinuses and fistulae. Streptococcal perianal dermatitis / cellulitis occurs in children, who present with pruritus, painful defecation, and soreness and redness (without diaper rash) and satellite pustulosis of the buttocks. It is much more common in boys and the penis may be involved. Group A β-haemolytic streptococci is the usual cause.

Ecthyma gangrenosum: This is caused by Ps.aeruginosa and has a predilection for the anogenital area and the extremities. The prognosis is poor.

Threadworms: These can cause pruritus ani. Excoriations, eczematization and impetiginization may be present.

Common mycoses: These include candidiasis and trichophyton rubrum infection.

Necrotizing infection: Gangrene caused by Clostridium perfringens presents with pain, fever and distinct dusky red to black spot with tenderness and dusky erythema which spreads rapidly. Crepitus is an important feature, as is the presence of a dark brown, turbid fluid without pus. Treatment is with high-dose antibiotic therapy consisting of intravenous penicillin (24-30 million unit/day) together with an aminoglycoside or a cephalosporin.

Sexually transmitted infections: Gonorrhoea can result in anal inflammation and discharge, or an oedematous perianal dermatitis with multiple fissures and erosions. Chancroid can cause extremely painful anal lesions instead of the classic multiple soft chancres. The initial rapidly ulcerating papule of granuloma inguinale may occur in the perianal region in homosexual males. It is soft, painless and bleeds easily on trauma. It may be hypertrophic, sclerotic or phagedenic. There is normally no regional adenopathy, but a 'pseudobubo' may be present. Lympho-granuloma venereum causes widespread vegetating and scarring lesions of the genito-perineal area. Syphilis is becoming more common in homosexual men. Anal chancres may occur and the bilateral lymphadenopathy is extremely rare with other perianal ulcers. Painful syphilitic proctitis in the absence of anal lesions can occur. Moist flat condylomata lata can affect all anogenital intertriginous sites. The granulomatous gumma may affect the anal area as an ulcer, a white plaque or as an atrophic scar. 

Perianal viral warts (condylomata acuminata) are normally seen in young adults, and are not always sexually transmitted. They may be profuse, extending into the anal canal, especially in homosexuals and patients with HIV infection. Anal ulcers are common in HIV infected patients and they may be caused by syphilis, herpes simplex, cytomegalovirus, Kaposi's sarcoma, non-Hodgkin's lymphoma and SCC. Other problems of HIV infection include psoriasis, warts, intraepithelial neoplasia, SCC and Kaposi's sarcoma.

Other infections: Erythrasma may cause pruritus ani. In Kawasaki disease, a perineal erythematous desquamating eruption occurs in the first week of the disease in two-thirds of children. Perianal tuberculosis include a primary lesion with unilateral lymph-adenopathy, lupus vulgaris, verrucous tuberculosis and tuberculosis cutis orificialis. The giant condyloma of Buschke-Löwenstein is rare. Non-genital herpes simplex occurs frequently around the pelvic girdle. Sacral herpes zoster is rare and may cause urinary or faecal retention. Amoebiasis of the perianal skin is usually associated with bowel infection. Abscesses and fistulae may at first be indolent and symptomless. Ulcers typically extend slowly, with serpiginous outlines, firm cord-like edges and a white slough. A phagedenic ulcer may occur. The condition may be associated with colitis. Treatment with metronidazole may be dramatically effective. Perianal schistosomiasis may present as papules or nodules which are skin-colored or pink, scattered or grouped, asymptomatic, on the genital, umbilical and perineal regions, which may develop to warty vegetating lesions. Viable or calcified ova are found in the dermis. Larva currens caused by strongyloides stercoralis commonly occurs around the anus and on the buttocks. Classic lesions of scabies commonly involve the buttocks, and nodules are sometimes seen in the perineum.

Tumors

Benign tumors: These include angiomas, angiokeratomas, basal cell papilloma (may be mistaken for viral warts or Bowenoid papulosis) and epidermoid cysts.

Porokeratosis of Mibelli: This may occur on the penis, scrotum and in the natal cleft, and may be confused with psoriasis, Bowen's disease, granuloma annulare or lichen planus. Topical 5-fluorouracil can be used.

Anal intraepithelial neoplasia (AIN): This can present as asymptomatic red shiny or scaly patches like Bowen's disease, or as warty lesions like Bowenoid papulosis. AIN is frequently associated with homosexuality, anal warts, HPV and HIV.

Carcinoma of the anus: Most cases are SCC. They are more common in women, but more aggressive in men. Risk factors include smoking, AIN, anal intercourse in homosexuals, Crohn's disease, hidradenitis suppurativa, LS, LP and herpes simplex. Symptoms may include bleeding, pain, presence of a mass and change in bowel habit. Examination will reveal a hard mass that may be flat, raised or polypoid. Ulceration may occur. The differential diagnosis includes Crohn's disease, pyoderma gangrenosum and ulcers of sexually transmitted infections. Surgical excision of the tumor, and of the inguinal lymph nodes when these are involved, is the treatment of choice.

Extramammary Paget's disease: Most cases present as pruritus ani. It is associated with an underlying malignancy in 25% of cases.

Chronic perianal pain and the perineal syndrome

A number of names have been given to sensations of pain localize to the anogenital region in the absence of evident cause. The skin is entirely normal. Proctalgia fugax affects young adult males, and occurs chiefly at night in the form of a sudden cramp-like pain, which resolves in a few minutes. Coccygodynia chiefly affects females who complain of episodes of intense burning and dull and throbbing pain, which may be precipitated by sitting, and attacks occur without warning. The patients tend to be stressed individuals, as are those with proctalgia fugax. The condition may be a manifestation of 'dermatological non-disease'.
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