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VULVAR CANCER

What is cancer?

Cancer develops when cells in a part of the body begin to grow out of control. Althowgh ther
are many kinds of cancer, they all start because of out-of-control groatinofmal cells.

Normal body cells grow, divide, and die in an orderly fashion. During the early gkar
person's life, normal cells divide more rapidly until the person becomes an adulthafte
cells in most parts of the body divide only to replace worn-out or dying cells and ito repa
injuries.

Because cancer cells continue to grow and divide, they are different fromalroalls.
Instead of dying, they outlive normal cells and continue to form new abnormal cells.

Cancer cells develop because of damage to DNA. This substance is in evaeng abibcts
all its activities. Most of the time when DNA becomes damaged the body i®ableair it.
In cancer cells, the damaged DNA is not repaired. People can inherit dbBldge which
accounts for inherited cancers. Many times though, a person’s DNA becomes diémage
exposure to something in the environment, like smoking.

Cancer usually forms as a tumor. Some cancers, like leukemia, do not form tunteasl, Ins
these cancer cells involve the blood and blood-forming organs and circulate through other
tissues where they grow.

Often, cancer cells travel to other parts of the body, where they begin torpoepdace
normal tissue. This process is called metastasis. Regardless of whecerancay spread,
however, it is always named for the place it began. For instance, breast cargeretds to
the liver is still called breast cancer, not liver cancer.

Not all tumors are cancerous. Benign (non-cancerous) tumors do not spread (rnejdetasi
other parts of the body and, with very rare exceptions, are not life threatening.
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Different types of cancer can behave very differently. For example, amgprand breast
cancer are very different diseases. They grow at different rates goddds different
treatments. That is why people with cancer need treatment that is dithed particular
kind of cancer.

Cancer is the second leading cause of death in the United States. Nearfyalaifen and a
little over one third of all women in the United States will develop cancer during thei
lifetimes. Today, millions of people are living with cancer or have had canceriskhof
developing most types of cancer can be reduced by changes in a personés ligesty
example, by quitting smoking and eating a better diet. The sooner a caiocedisnd
treatment begins, the better are the chances for living for many years.

What is vulvar cancer?

The vulva is the outer part of the female genitals. The vulva includes the opening of the
vagina (sometimes called the vestibule), the labia majora (outer lip&pitheminora (inner
lips), and the clitoris.

Around the opening of the vagina, there are 2 sets of skin folds. The inner set, called the
labia minora,are small and hairless. The outer set)dbé majorg are larger, with hair on

the outer surface. These inner and outer labia (Latin for lips) meet, protéetivaginal
opening and, just above it, the opening of the urethra (the short tube that carries urine from
the bladder). Th8artholin glandsare found just inside the opening of the vagina -- one on
each side. These glands produce a mucus-like fluid that acts as a lubricagsduri

At the front of the vagina, the labia minora meet to form a fold or small hood of sled call
theprepuce Theclitoris is beneath the prepuce. The clitoris is an approximately %-inch
structure of highly sensitive tissue that becomes swollen with blood during sexual
stimulation. The labia minora also meet at a place just beneath the vaginabopéthe
fourchette Beyond the fourchette is the anus, the opening to the rectum. The space between
the vagina and the anus is called pleeineum
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Cancer of the vulva (also known as vulvar cancer) most often affects the inner feitiges o
labia majora or the labia minora. Less often, cancer occurs on the clitoriherBartholin
glands.

Types of vulvar cancer

Squamous cell carcinomas

Most cancers of the vulva asquamous cell carcinomashis type of cancer begins in
squamous cells, the main type of skin callstrucous carcinom# a slow-growing subtype
of squamous cell carcinoma. This cancer looks like a large wart and a biopsy  teeede
determine it is not a benign (non-cancerous) growth. This form of vulvar cancerddralet
a good prognosis (outlook).

Adenocarcinoma
About 8% of vulvar cancers aaglenocarcinomaghe type of cancer that develops in gland
cells. Vulvar adenocarcinomas most often start in cells of the Barthoflidgyl&hese glands

are found just inside the opening of the vagina. A Bartholin gland cancer is eiasaen
for a cyst (accumulation of fluid in the gland), so a delay in accurate diagaosimimon.
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Most Bartholin gland cancers are adenocarcinomas. Adenocarcinomas canalsotfar
sweat glands of the vulvar skin.

Paget diseasef the vulva is a condition in which adenocarcinoma cells are found in the top
layer of the vulvar skin. Up to 25% of patients with vulvar Paget disease also have an
invasive vulvar adenocarcinoma (in a Bartholin gland or sweat gland). In thmirgma
patients, the cancer cells are found only in the skin's top layer and have not grown into the
tissues below.

Meanoma

Another type of vulvar cancer iselanomaMelanomas develop from the pigment-producing
cells that give skin color. About 5% to 8% of melanomas in women occur on the vulva,
usually on the labia minora and clitoris. More information about melanoma can be found in
our documenMelanoma Skin Cancer

Sar coma

Less than 2% of vulvar cancers asrcomastumors of the connective tissues under the skin
that tend to grow rapidly. Unlike other cancers of the vulva, vulvar sarcomas carnoccur
females at any age, including in childhood.

Basal cell carcinoma
Basal cell carcinomathe most common type of skin cancer, is more often found on sun-

exposed areas of the skin. It occurs very rarely on the vulva. It is discussed ifudur
documenBasal and Squamous Cell Skin Cancer

What are the key statistics about vulvar cancer?

In the United States, vulvar cancer accounts for about 4% of cancers of the fema
reproductive organs and 0.6% of all cancers in women. In the United States, womariLhave

in 406 chance of developing vulvar cancer at some point during their life. The America
Cancer Society estimates that in 2009, about 3,580 cancers of the vulva will be diagnosed in
the United States, and about 900 women will die of this cancer.

What are the risk factors for vulvar cancer?

(4 of 39)



A risk factor is anything that changes a person's chance of gettisgaselisuch as cancer.
Different cancers have different risk factors. For example, exposingos&irong sunlight is
a risk factor for skin cancer. Smoking is a risk factor for many cancers.sBdadtors don't
tell us everything. Cancers often occur in patients without risk factors, Wdsng a risk
factor, or even several, doesn't mean that you will get the disease.

Although several risk factors increase the odds of developing vulvar cancer, mast wom
with these risks do not develop it. And some women without any apparent risk factors
develop vulvar cancer. When a woman develops vulvar cancer, it is usually not possible to
say with certainty that a particular risk factor was the cause.

Age

The risk of vulvar cancer goes up with age. Less than 20% of cases are in womem younge
than age 50, and more than half occur in women over age 70. The average age of women
diagnosed with invasive vulvar cancer is 70, whereas women diagnosed with non-invasive
vulvar cancer average about 20 years younger.

Human papilloma virus

Human papilloma virus (HPV) is a group of more than 100 types of viruses. They aie calle
papilloma viruses because some of them cause a type of growth called a @apillom
Papillomas are not cancers, and are more commonly called warts. HPV casdztfpam

one person to another during skin-to-skin contact. One way that HPV can be spread is
through sex - including vaginal intercourse, anal intercourse, and even duringcoral se

Different HPVs cause different types of warts in different parts of thg. [8mne types

cause common warts on the hands and feet; other types tend to cause warts on the lips or
tongue. HPV infection is thought to be responsible for up to half of vulvar cancers overall,
and most cases that occur in younger women.

Certain HPV types can infect the outer female and male genital orgartseaantht area,
causing raised, bumpy warts. These warts may be barely visible or thdermmayeral

inches across. The medical term for genital wartenglyloma acuminatun2 types of HPV,
HPV 6 and HPV 11, cause most cases of genital warts. These 2 types are seldora linked t
cancer, and so are callEdv-risk types of HPV. However, other HPV types have been linked
with genital cancer and so are knowrhagh-risktypes of HPV. These include HPV 16,

HPV 18, HPV 31, as well as others. Infection with a high-risk HPV may produce no visible
signs until pre-cancerous changes or cancer develops.

In general, vulvar cancer in younger women tends to be associated with infettidhewi

high-risk HPV types. In older women HPV is less likely a risk factor. Some ddtiiok
there are 2 kinds of vulvar cancer. One is associated with HPV infection and tends o occ
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younger women. The other kind is not associated with HPV infection, and more often is
found in older women.

Smoking

Smoking exposes the body to many cancer-causing chemicals that affedhanateetiungs.

These harmful substances can be absorbed into the lining of the lungs and spread throughout
the body. Among women who have a history of genital warts, smoking further irctbase

risk of developing vulvar cancer. Women who are infected with a high risk HPV have a

much higher risk of developing vulvar cancer if they smoke.

Human immunodeficiency virus

Human immunodeficiency virus (HIV) is the virus that causes the acquired
immunodeficiency syndrome (AIDS). Because this virus damages the body's immune
system, it makes women more susceptible to persistent HPV infections. Wi gn,
increase the risk of vulvar pre-cancer and cancer. Scientists also bledietreetimmune
system plays a role in destroying cancer cells and slowing theitlgeowl spread.

Vulvar intraepithelial neoplasia

Squamous cell carcinoma of the vulva usually forms slowly over many yeaes, ®ft
preceded by pre-cancerous changes that may last for several yearsedita term most
often used for this pre-cancerous conditionukvar intraepithelial neoplasi@VvIN).
"Intraepithelial” means that the abnormal cells are only found in the surfeceofathe
vulvar skin (epithelium). VIN is often divided into 3 categories -- VIN1, VIN2, and VIN3,
with higher numbers indicating furthest progression toward a true cancercades of VIN
are caused by HPV infection.

In the past, the termlysplasiahad been used instead of VIN. This term is used much less
now. When talking about dysplasia, there is also a range of increasing priogvasd cancer
-- first, mild dysplasia; next, moderate dysplasia; then severe digsad, finally,
carcinoma in situ

Although women with VIN have an increased risk of developing invasive vulvar cancer,
most cases of VIN never progress to cancer. Still, since it is not possiblletbith cases
will become cancers, treatment or close medical follow-up is needed.

In the past, cases of VIN were included under the broad category of disorders known a

vulvar dystrophySince this category included a wide variety of other diseases, most of
which are not pre-cancerous, most doctors no longer use this term.
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Lichen sclerosus

This disorder, also calldithen sclerosus et atrophicsSA), causes the vulvar skin to
become very thin and itchy. The risk of vulvar cancer appears to be slightlgsedrey
LSA, with about 4% of women having LSA later developing vulvar cancer.

Other genital cancers

Women with cervical cancer also have a higher risk of vulvar cancer. Thisbikedyise
these cancers share certain risk factors. The same HPV typagethiaked to cervical
cancer are also linked to vulvar cancer. Smoking is also linked to a higher risk of both
cervical and vulvar cancers.

Melanoma or atypical moles

Women who have had melanoma or dysplastic nevi (atypical moles) elsewhere on the body
have an increased risk of developing a melanoma on the vulva. A family history of
melanoma also leads to an increased risk.

Do we know what causes vulvar cancer?

Several risk factors for cancer of the vulva have been identified, and we ameifgtp
understand how these factors can cause cells in the vulva to become cancerous.

Researchers have made great progress in understanding how certain chBxNj®san

cause normal cells to become cancerous. DNA is the chemical that carrrestrilngtions for
nearly everything our cells do. We usually look like our parents because thhg amitce

of our DNA. However, DNA affects more than our outward appearance. Some getes (par
of our DNA) contain instructions for controlling when our cells grow and divide.

Certain genes that promote cell division are called oncogenes. Others that slogetiow
division or cause cells to die at the right time are called tumor suppresssr @aneers can

be caused by DNA mutations (defects) that turn on oncogenes or turn off tumor suppressor
genes. Usually DNA mutations related to cancers of the vulva occur duringthiér than

having been inherited before birth. Acquired mutations may result from cansenga
chemicals in tobacco smoke. Sometimes they occur for no apparent reason.

Studies suggest that squamous cell cancer of the vulva (the most common type) lcgn deve

in at least 2 ways. In up to half of cases, human papilloma virus (HPV) infection afgpears
have an important role. Vulvar cancers associated with HPV infection seem toehize
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distinctive features. They are often found along with several other areavaf vul
intraepithelial neoplasi@/IN). The women with these cancers tend to be younger and are
often smokers.

The second process by which vulvar cancers develop does not involve HPV infection. Vulvar
cancers not linked to HPV infection usually are diagnosed in older women (over age 55).
These women often have lichen sclerosis but rarely have VIN. DNA tests froar vul

cancers in older women rarely show HPV infection, but often show mutations of the p53
tumor suppressor gene. The p53 gene is important in preventing cells from becoming
cancerous. When this gene has undergone mutation, it is easier for cancer to develop.
Younger vulvar cancer patients with HPV infection rarely have p53 mutations.

These discoveries have not yet affected treatment. But, they may help in firadiado
prevent cancer of the vulva and at some point may lead to changes in treatment.

Because vulvar melanomas and adenocarcinomas are so rare, much less is known about how
they develop.

Can vulvar cancer be prevented?

The risk of vulvar cancer can be reduced by avoiding certain risk factors andtngtpe-
cancerous conditions before an invasive cancer develops. These steps cannoeguarante
prevention but can greatly reduce your chances of developing vulvar cancer.

Avoiding risk factors

HPV infection

Infection with human papilloma virus (HPV) is a vulvar cancer risk factok/ lRections
occur mainly in young women and are less common in women over 30. The reason for this is
not clear.

Certain types of sexual behavior increase a woman's risk of getting HEt¥onf such as:
* having sex at an early age
* having many sexual partners
* having a partner who has had many sex partners
» having sex with uncircumcised males

Delaying sex until you are older can help you avoid HPV. It also helps toybomithumber

of sexual partners and to avoid having sex with someone who has had many other sexual
partners. Men who have not been circumcised are more likely to be infected withndP
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pass it on to their partners. This may be because the surface of the foreskingwhich i
removed by circumcision) is more easily infected by HPV. RemembedrBtcan be
present for years with no symptoms -- it does not always cause waris@hansymptoms.
Someone can have the virus and pass it on without knowing it.

Condoms provide some protection against HPV. One study found that when condoms are
used correctly they can lower the HPV infection rate by about 70% -- if theyeat@wary

time sex occurs. Condoms cannot protect completely because they don't coveoesiitg
HPV-infected area of the body, such as the skin of the genital or anal ateaofdibms do
provide some protection against HPV, and they also protect against HIV and some other
sexually transmitted diseases.

Vaccines have been developed to help prevent infection with some types of HPV. Right now
there is an HPV vaccine that has been approved for use in the U.S. by the Food and Drug
Administration (FDA). This vaccine is called Gardasil®, and it protects agd®igttypes 6,

11, 16, and 18. It is currently recommended for use in young females before they become
sexually active. This vaccine was designed to lower the risk of cervivedisaand pre-

cancers, but it also can prevent vulvar cancers and pre-cancers caused by HPV 16 and 18.
More HPV vaccines are being developed and tested.

Smoking

Not smoking is another way to lower vulvar cancer risk. Women who don't smoke are also
less likely to develop a number of other cancers, such as those of the lungs, mouth, throat
bladder, kidneys, and several other organs.

Detecting pre-cancerous conditions

Pre-cancerous vulvar conditions that are not causing any symptoms can be fourtd throug
regular gynecologic checkups. It is also important to see your heedtprovider if any

problems come up between checkups. Symptoms such as vulvar itching, rashes, moles, or
lumps that don't go away could be caused by vulvar pre-cancer and should be checked out. If
VIN is found, treating it may help prevent invasive squamous cell vulvar cariser.sAame

vulvar melanomas can be prevented by removing atypical moles.

Examination of the vulva is done at the same time a woman has a Pap test and pelvic
examination. The Pap test is not used to screen for vulvar cancer. The purpose ofé¢ke Pap t
is to find cervical cancers and pre-cancers early. The American Cangetly3ecommends
these guidelines for the early detection of cervical cancer:

* Allwomen should begin cervical cancer screening about 3 years aftetditey s
having sex (vaginal intercourse). A woman who waits until she is over 18 to have sex
should start screening no later than age 21. Screening should be done every year with
the regular Pap test. If the newer liquid-based Pap test is used, testirmgdmareb
every 2 years.

(9 of 39)



* Beginning at age 30, women who have had 3 normal Pap test results in a row may be
screened less often - every 2 to 3 years. Testing can be with either theticorale
(regular) or liquid-based Pap test. Some women should continue getting tested yearl
-- such as those exposed to diethylstilbestrol (DES) before birth, and those with a
weakened immune system (from HIV infection, an organ transplant, chemotherapy,
or chronic steroid use).

* Another reasonable option for women over 30 is to get screened every 3 years (but
not more frequently) with either the conventional or liquid-based Paphlesthe
HPV DNA test.

« Women 70 years of age or older who have had 3 or more normal Pap tests in a row
and no abnormal Pap test results in the last 10 years may choose to stop having
cervical cancer screening. Women with a history of cervical cancer, DESuexpos
before birth, HIV infection, or a weakened immune system should continue to have
screening as long as they are in good health.

 Women who have had a total hysterectomy (removal of the uterus and cervix) may
also choose to stop having cervical cancer screening, unless the surgery was done as a
treatment for cervical cancer or pre-cancer. Women who have had a hgstgrec
without removal of the cervix need to continue cervical cancer screening, and should
continue to follow the guidelines above.

See the American Cancer Society docum@atwical CancerandCervical Cancer:
Prevention and Early Detectidor more information about finding female reproductive
system cancers early.

Self-examination of the vulva also a way to find vulvar cancer early. You can become

aware of any changes in the skin of your vulva by examining yourself monthtyaisin

mirror. Look for any areas that are white, darkly pigmented, or red antkeidritdou should

also note any new growths, nodules, bumps, or ulcers (open sores). Report any of these to a
doctor, since they could indicate vulvar cancers or pre-cancerous conditions.

Can vulvar cancer be found early?

Having pelvic exams and knowing any signs and symptoms of vulvar cancer greatlyampr
the chances of early detection and successful treatment. If you have anprofleens
discussed in the next section, you should see a doctor. If the doctor finds anythingadbnorm
during a pelvic examination, you may need more tests to figure out what is wrosignahi
mean referral to a gynecologist (specialist in problems of the feraaiagsystem).

There is no standard screening for this disease other than routine physidabtinam
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How is vulvar cancer diagnosed?

Signs and symptoms of vulvar cancers
Vulvar intraepithelial neoplasia

Most women with vulvar intraepithelial neoplasia (VIN) have no symptoms at B#n\&

woman with VIN does have a symptom, it most often is itching that does not go away or get
better. An area of VIN may look different than normal vulvar skin. It is often thicicer a

lighter than the normal skin around it. However, an area of VIN can also appear red, pink, or
darker than the surrounding skin.

Because these changes are often caused by other conditions that are not pres;awee
women don't realize that they might have a serious condition. Some try to trpadlilem
themselves with over-the-counter remedies. Sometimes even doctors may gioizeetioe
condition at first.

I nvasive Squamous Cell Cancer of the Vulva

Almost all women with invasive vulvar cancers will have symptoms. The symptomdyof ea
invasive vulvar cancer are similar to those that can be seen with VIN. As the gaowesg, a

distinct tumor may be seen. The cancer may appear as a red, pink, or white bump (or bumps)
with a wart-like or raw surface. The area could also appear white andugeél r

About half of the women with vulvar cancer complain of persistent itching and ahgrowt

Some also complain of pain, burning, painful urination, bleeding, and discharge not
associated with the normal menstrual period. An open sore (ulcer) that persistsd than

a month is another sign.

Verrucous carcinoma, a subtype of invasive squamous cell vulvar cancer, appears as
cauliflower-like growths similar to genital warts.

Vulvar melanoma

Melanoma can appear as a darkly pigmented growth. A change in a mole tharhas be
present for years can also indicate melanoma.ABeDrule can help tell a normal mole
from one that could be melanoma.

Asymmetry: One-half of the mole does not match the other.

Border irregularity: the edges of the mole are ragged or notched.

(11 of 39)



Color: The color over the mole is not the same. There may be differing shades of tan,
brown, or black and sometimes patches of red, blue, or white.

Diameter: The mole is wider than 6 mm (about 1/4 inch).

The most important sign of melanoma is a change in size, shape, or color of a ithatet St
all melanomas fit the ABCD rule.

Bartholin gland cancer

A distinct mass (lump) on either side of the opening to the vagina can be the sign of a
Bartholin gland carcinoma. More often, however, a lump in this area is frontreoBar
gland cyst, which is much more common.

Paget disease
Soreness and a red, scaly area are symptoms of Paget disease of the vulva.

Knowing what to look for can sometimes help with early detection, but it is even mattter
wait until you notice symptoms. Have a regular Pap test and pelvic examination.

Medical history and physical exam

The first step is for the doctor to take a complete medical history to abreickk factors and
symptoms. Then your doctor will give you a complete physical exam, includifgia pe
exam. He or she will feel your uterus, ovaries, cervix, and vagina for anytregglar. Your
doctor will also look at your vagina and cervix using a speculum and will take a Pap sme

Biopsy

Although certain signs and symptoms may strongly suggest vulvar cancer, nthesnafan
be caused by conditions that aren't cancer. The only way to be certain that aanteans
present is to do a biopsy. In this procedure, a small piece of tissue from the suspeaoss
removed and examined under the microscope. A pathologist (a doctor specializing in
diagnosing diseases by laboratory tests) will look at the tissue sample umideoscope to
see if cancer or a pre-cancerous condition is present and, if so, what type it is.

Rarely, to find all areas of abnormal vulvar skin and to select the best ardas ddtapsy

sample from, the doctor may paint the vulva with toluidine blue dye. This dye ckirses

with certain diseases to turn blue, including vulvar intraepithelial neoplasig @villNvulvar
cancer.

The doctor may use a colposcope, an instrument with binocular magnifying lensesnar a ha
held magnifying lens, to select areas to biopsy. The skin is treated witheasdilution of
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acetic acid (which is also the main ingredient in vinegar) that causescréIN and cancer
to turn white, making them easier to see through the colposcope.

Once the abnormal areas are found, local anesthetic is injected into the skketd numb.

If the abnormal area is small, it may be completely removed by an excisiopay. For this
procedure, the doctor uses a scalpel to remove a small ellipse of skin and sews tihgeskin e
together with surgical thread.

If the abnormal area is larger, a punch biopsy is used to take a small sample. Theeimtstr
used looks like a tiny apple corer and removes a small, cylindrical piece of skin(@houat

1/6 inch) across. No stitches are needed after the punch biopsy. Depending on thefresult
the punch biopsy, additional surgery may be necessary.

Further testing

If you have cancer, tests will be done to see how far it has spread. The regaoits of
physical examination and certain diagnostic tests will be used to detehmisize of the
tumor, how deeply it has invaded tissues at the site of origin, the extent of angnnnési
surrounding organs, and the extent of metastasis (spread to lymph nodes or digtajht orga
This is called staging (see below). The stage of your cancer is thenmpostant factor in
selecting the right treatment plan.

If your biopsy shows that you have vulvar cancer, your health care professibneferyou

to agynecologic oncologist specialist in female reproductive system cancers. The specialist
will also look at your complete personal and family medical history to learn eddated

risk factors and symptoms of vulvar cancer.

The doctor will perform a complete physical examination to evaluate yourajjstege of
health. In addition, he or she will pay special attention to the lymph nodes, pdstitubae

in the groin region, to check for signs of cancer spread. Depending on the biopsy result
several more tests may be done to determine if the vulvar cancer has spread teagher a

Cystoscopy

This is an examination using a lighted tube to check the inside surface of the bladuer. S
advanced cases of vulvar cancer can spread to the bladder, so any suspicious arfeas noted
this exam are removed for biopsy. This procedure can be done using a local anéstheti
some patients may require general anesthesia. Your doctor will let you knowovelrgect
before and after the procedure. This procedure was used more often in the past, but is no
longer a standard part of the work-up of a woman with vulvar cancer.

Proctoscopy

This is a visual inspection of the rectum using a lighted tube. Some advanced cases of vul
cancer can spread to the rectum. Any suspicious areas are biopsied. This testiwasres
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often in the past, but is no longer a standard part of the work-up of a woman with vulvar
cancer.

Examination of the pelvisunder anesthesia

This permits a more thorough examination that can better evaluate how much #réheanc
spread to internal organs of the pelvis.

Imaging tests
Chest x-ray

A plain x-ray of your chest may be done to check for other health problems that ralght m
certain treatments difficult to tolerate. This x-ray can be done in any mutipsetting.

Computed tomography (CT)

The CT scan is an x-ray procedure that produces detailed cross-sectional amgme
body. Instead of taking one picture, as does a conventional x-ray, a CT scarmeardaie
pictures as it rotates around you. A computer then combines these pictures iragaofim
slice of your body (think of a loaf of sliced bread). The machine will take picthrasiltiple
slices of the part of your body that is being studied.

Before any pictures are taken, you may be asked to drink 1 to 2 pints of a liquicbcallled
contrast This helps outline your intestine so that certain areas are not mistaken fa.tumor
You may also receive an IV (intravenous) line through which a different kind obsbutye
(IV contrast) is injected. This helps better outline structures in your body.

The injection can cause some flushing (redness and warm feeling thashhgurs to

days). A few people are allergic to the dye and get hives. Rarely, monesserdations like
trouble breathing and low blood pressure can occur. Medicine can be given to prevent and
treat allergic reactions. Be sure to tell the doctor if you have ever leadtson to any

contrast material used for x-rays.

CT scans take longer than regular x-rays and you will need to lie still bieantiaile they

are being done. Also, you might feel a bit confined by the ring-like equipmengyiau’r

when the pictures are being taken.

A CT scan can provide information about the size, shape, and position of a tumor. and can be
helpful to see if the cancer has spread to other organs. It can also help finecelyliaugh

nodes that might contain cancer.

Magnetic resonance imaging (MRI)
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MRI scans use radio waves and strong magnets instead of x-rays. The srarthefradio
waves is absorbed and then released in a pattern formed by the type of tisspeatalrb
diseases. A computer translates the pattern of radio waves given off [3sties iinto a very
detailed image of parts of the body. Not only does this produce cross sectionaifdlees
body like a CT scanner, it can also produce slices that are parallel withgktie &é your
body.

Sometimes a contrast material is injected into a vein -- just as with @3. Sd& contrast

used for MR is different from the one used for CT, so being allergic to CT dye'doesn

that you are allergic to MRI contrast. MRI scans are a little more unctabke than CT

scans. First, they take longer -- often up to an hour. Also, you have to be placed inside a tube
like piece of equipment, which is confining and can upset people with claustrophobia (a fea
of close spaces). Newer, “open MRI” machines can help people with this fear. Thiaenac

also makes a thumping noise that many people find annoying. Some places will provide
headphones with music to block this noise out.

MRI images are particularly useful in examining pelvic tumors. Theyaoftan detect
enlarged lymph nodes in the groin. They are also helpful in detecting candeaisisgread
to the brain or spinal cord.

Positron emission tomography (PET)

Positron emission tomography uses glucose (a form of sugar) that contaliatize

atom. Because cancers use glucose (sugar) at a higher rate than nareslttiss

radioactivity tends to concentrate in the cancer. A special cameralisoudetect the
radioactivity. This test can be helpful for spotting small collections oferasedls, and can

be useful in seeing if the cancer has spread to lymph nodes. PET scans areldladesef

your doctor thinks the cancer has spread, but doesn’'t know where. PET scans can be used
instead of several different x-rays because they scan your whole body. Ngiwesde

combine a CT scan and a PET scan to even better pinpoint the tumor.

How is vulvar cancer staged?

The FIGO/AJCC system for staging vulvar cancer

The stage of most types of vulvar cancer is most often described uskigsthe
(International Federation of Gynecology and Obstetrics) Systemgih§teombined with

the American Joint Committee on Cancer TNM system. This system @adbi diseases in
Stages 0 through IV depending on the extent of the tumor (T), whether the cangeeads s
to lymph nodes (N) and whether it has spread to distant sites. This system iglriotsiage
vulvar melanoma. It is staged like melanoma of the skin. Information about melanoma
staging can be found in our documeviglanoma Skin Cancer
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Tumor extent (T)
Tis: The cancer is not growing into the underlying tissues.
T1: The cancer is growing only in the vulva or perineum and is smaller than 2 cm. (about 0.8
inches).
Tla: The cancer has grown no more than 1 mm into underlying tissue.

T1b: The cancer has grown more than 1 mm into underlying tissue.

T2: The cancer is growing only in the vulva or perineum and is larger than 2 cm. (about 0.8
inches).

T3: The cancer is growing into the anus, vagina, or lower urethra (the tuloeaimsturine
from the bladder).

T4: The cancer is growing into the upper urethra, bladder or rectum or into the pubic bone

Lymph node spread of cancer (N)

NO: No lymph node spread

N1: The cancer has spread to lymph nodes on the same side as the tumor

N2: The cancer has spread to lymph nodes in both groin regions

Distant spread of cancer (M)

MO: No distant spread

M1: The cancer has spread to distant sites (includes spread to pelvic lymph nodes)
Stage grouping

The grouping of T, N, and M determines the stage:

Stage 0O (Tis, NO, MO)

This is a very early cancer found in the surface of the skin of the vulva onlylsib isreown
as carcinoma in situ. and as Bowen disease.

Stagel (T1, NO, MO)
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The cancer is in the vulva or the perineum (the space between the rectum anth#jeovag
both. The tumor is 2 cm or less (about 3/4 inch) in diameter and has not spread to lymph
nodes or distant sites.

StagelA: Tla: These are stage | cancers with invasion no deeper than 1 mm (about
1/25 inch).

Stage |B: T1b: These are stage | cancers that have invaded deeper than 1 mm.
Stagell (T2, NO, MO)

The cancer is in the vulva or perineum or both, and the tumor is larger than 2 cm. It has not
spread to lymph nodes or distant sites.

Stagelll (T3, NO, N1, MO, or T1 to T2, N1, MO)

The cancer is growing into the anus, vagina, or lower urethra. It may haaed spreearby
lymph nodes on one side of the groin. It has not spread to distant sites (T3, NO, N1, MO).

OR

Cancer is found in the vulva or perineum or both and has spread to nearby lymph nodes on 1
side of the groin. It has not spread to distant sites. (T1-T2, N1, MO)

Stage VA (T1to T3, N2, MO, or T4, any N, MO)

Cancer has spread to lymph nodes on both sides of the groin (N2) or it has spread beyond
nearby tissues to the upper part of the urethra, bladder, rectum, or pelvic bonen@gnadt
spread to distant sites.

StagelVB (any T, any N, MO)

Cancer has spread to distant organs or lymph nodes. This is the most advanced stage of
cancer.

Recurrent

The cancer has come back after treatment.

Survival by stage
The 5-year survival rate refers to the percentage of patients what le@st 5 yearsfter

their cancer is diagnosed. Five-year survival rates are used to producegaaicstaay of
discussing prognosis. Of course, many people live much longer than 5 years.
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Five-year relative survival rates assume that people will die of otheesand compare the
observed survival with that expected for people without vulvar cancer. That means that
relative survival only talks about deaths from vulvar cancer. Similarly, 10-yeaval rates
refer to the percentage of patients who live at least 10 years after diagnosis.

Keep in mind that 5-year survival rates are based on patients diagnosed angltieifitdd
more than 5 years ago. Improvements in treatment often result in a more favotbdzk
for women more recently diagnosed with vulvar cancer

The numbers below come from the National Cancer Institute. They are based os patient
diagnosed from 1998 to 2001.

Survival ratesfor squamous cell carcinoma of the vulva, by stage

Stage Relative Relative
5-Year Survival Rate 10-Year Survival Rate
I 93% 87%
Il 79% 69%
" 53% 46%
\Y 29% 16%

Survival ratesfor adenocarcinoma of the vulva, by stage

Stage Relative Relative
5-Year Survival Rate 10-Year Survival Rate
I 100% 89%
[l 92% 72%
[l 74% 71%
v Not available Not available

Survival ratesfor vulvar melanoma, by stage

Stage Relative Relative
5-Year Survival Rate 10-Year Survival Rate
I 83% 71%
Il 64% 57%
" 35% 21%
\V Not available Not available

How is vulvar cancer treated?
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This information represents the views of the dactord nurses serving on the American Cancer S¢giety
Cancer Information Database Editorial Board. Thessws are based on their interpretation of studies
published in medical journals, as well as their opvofessional experience.

The treatment information in this document is rficial policy of the Society and is not intendesdnaedical
advice to replace the expertise and judgment of gancer care team. It is intended to help you godr
family make informed decisions, together with ydaretor.

Your doctor may have reasons for suggesting artreat plan different from these general treatmeibog.
Don't hesitate to ask him or her questions about yeatment options.

After the stage of your vulvar cancer has been established, your careézam will
recommend a treatment strategy. Think about your options without feeling rushere 1§the
anything you do not understand, ask to have it explained again.

The choice of treatment depends largely on the stage of the disease at the tageasisli
but other factors can play a part in choosing the best treatment plan, such agygouag
general health, your individual circumstances, and your preferencesteBgosl understand
all the risks and side effects of the various therapies before making a decision.

You may want to get a second opinion. This can provide more information and help you feel
confident about the treatment plan you choose. Some insurance companies require a second
opinion before they will pay for treatments. The 3 main types of treatmentargeatients

with vulvar cancer are surgery, radiation therapy, and chemotherapy.

Surgery

Choosing the best surgical treatment for each woman means balancing thanocgof
maintaining sexual functioning with the need to remove all the cancer. In the pgstrsur
removing a vulvar cancer also took out a large amount of surrounding normal tissue and
possibly local lymph nodes, regardless of the stage of the cancer, becausentkédytavae
sure that no undetected cancer cells remained. Such extensive surgery mresuijedd
chance of cure, but it was deforming and impaired the woman's sexual functioalitfothe
were removed. The removal of all the lymph nodes in the groin often led to disabling
swelling of the leg on that side.

Today, the importance of sexuality to a woman's quality of life is welgrezed. It has also
been established that, when cancer is detected early, it is not necessargwe so much
surrounding healthy tissue to achieve a cure. In addition, the sentinel node biopsioc
avoids removing lymph nodes if the cancer has not spread. However, the use of sentinel
lymph node biopsy has not been conclusively shown to be as effective as standard groin
dissections. Studies are on-going to evaluate their role (see below). Wikenisanore
advanced, an extensive procedure may be necessary. Radiation can be combined with
chemotherapy and surgery to kill more cancer cells in advanced cases.
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The following types of surgery are listed in order of how much tissue is removedéaem
to most):

Laser surgery

A focused laser beam vaporizes (burns off) the layer of vulvar skin containing abnormal
cells. Laser surgery is used as a treatment for VIN (pre-invasivervaauaer). It is not used
to treat invasive cancer.

Excision

The cancer and a margin of normal-appearing skin (usually about %2 inch) aroend it ar
excised (cut out). This is sometimes called wide local excision. lhgxe it may be called
a simple partial vulvectomy.

Vulvectomy

In this type of operation, all or part of the vulva is removed.

* A skinning vulvectomsneans only the top layer of skin affected by the cancer is
removed. Although this is an option for treating extensive VIN3, this operation is
rarely done.

* In asimple vulvectomyhe entire vulva is removed.

* A radical vulvectomygan be complete or partial. When part of the vulva, including
the deep tissue, is removed, the operation is calpedtal vulvectomyln acomplete
radical vulvectomythe entire vulva and deep tissues, including the clitoris, are
removed.

Sometimes these procedures remove a large area of skin from the vulva, resunrigrafts
from other parts of the body to cover the wound. However, most of the time the surgical
wounds resulting from these procedures can be closed without grafts and still proerge
satisfactory appearance. If a graft is required, the gynecologicogmstoinay perform the
surgery and consult with a plastic/reconstructive surgeon.

Reconstructive surgery is available for women who have had more extensiveg.siirger
reconstructive surgeon will take a piece of skin and underlying fatty @sglieew it into the

area where the cancer was removed. Several sites in the body can be used, but it is
complicated by the fact that the blood supply to the transplanted tissue needs to be kept
intact. This is where a skillful surgeon is needed because the tissue must be mfomeid w
damaging the blood supply. If you are having this procedure, ask the surgeon to explain how
this will be done in your case, because there is no set way of doing it.

Pelvic exenteration
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Pelvic exenteration is an extensive operation that includes vulvectomy and remitweal of

pelvic lymph nodes, as well as removal of one or more of the following structuedewter

colon, rectum, bladder, uterus, cervix, and vagina. How much has to be removed depends on
how far the cancer has spread.

If the bladder is removed, a new way to store and eliminate urine is needed. dsiadly
segment of intestine is used to function as a new bladder. This may be connduted to t
abdominal wall so that urine is drained periodically when the woman places & catteea
small opening (called arostomy. Or urine may drain continuously into a small plastic bag
attached to the front of the abdomen over the opening.

If the rectum and part of the colon are removed, a new way to eliminate soldwithbie

needed. This is made by attaching the remaining intestine to the abdominal thall fecal
material can pass through a small opening (called a colostomy) into a saefil bhg worn

on the front of the abdomen. Sometimes it's possible to remove a piece of the colon and then
reconnect it. In that case, the woman will not need bags or external appliances

Inguinal lymph node dissection

Because vulvar cancer often spreads to lymph nodes in the groin, these must be removed.
This procedure is called an inguinal lymph node dissection. Usually only lymph nodes on the
same side as the cancer are removed. If the cancer is in the middle, then botlagitiave

to be done.

In the past, the incision that was used to remove the cancer was made larger talfemove
lymph nodes. Now, doctors prefer to remove the lymph nodes through a separate incision
located about 1 cm below and parallel to the groin crease. The incision is madeefejr]y

down through membranes that cover the major inguinal vein and artery. This will expose
most of the lymph nodes, which are then removed. A major vein, the saphenous, may or may
not be closed off by the surgeon. Some surgeons will try and save the saphenous vein in an
effort to prevent leg swelling, which is often a problem with this surgeryr &feesurgery, a
suction drain is placed into the incision for a few days, and the wound is closed.

Sentinel lymph node biopsy

This is a newer procedure that can help some women avoid having a full inguinal node
dissection. This involves finding and removing the lymph nodes that drain the area where the
cancer is. These lymph nodes are known as sentinel lymph nodes because cancer would be
expected to spread to them first. The lymph nodes that are removed are then looked at under
the microscope to see if they contain cancer cells. If they do, then the remamgigriodes

in this area need to be removed. If the sentinel nodes do not contain cancer cells, further
lymph node surgery is not needed. The sentinel lymph node biopsy procedure is still being
studied to see if it finds cancer spread as well as a full inguinal lymphdissietion. This
approach is not regarded as standard treatment at this time.
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To find the sentinel lymph node(s), a small amount of radioactive material ancéaiyd is
injected into the tumor site on the day before surgery. The groin is scanned to ithentify
side (left or right) that picks up the radioactive material. This is the sideithbe operated
on. During the surgery to remove the cancer, blue dye will be injected into the ttenor si
This allows the surgeon to find the sentinel node by its blue color and then remove it.
Sometimes 2 or more lymph nodes turn blue and are removed.

If a lymph node near a vulvar cancer is abnormally large, a sentinel lymph nodeibiopsy
usually not done. Instead, a fine needle aspiration (FNA) biopsy or surgical biopay of t
lymph node is done.

Complications and side effects of vulvar surgery

After vulvar surgery, women often feel discomfort if they wear tightkslac jeans because

the "padding” around the urethral opening and vaginal entrance is gone. The area around the
vagina also looks very different.

Removal of wide areas of vulvar skin may result in problems with wound healing, wound
infections, or failure of the skin graft to take.. The more tissue removed, the gineatisk
of these complications.

Other complications of vulvar and groin node surgery include formation of flugdhtl/sts
near the surgical wounds, blood clots that may travel to the lungs, urinary infeatidns, a
reduction of sexual desire or pleasure.

Lymphedema: Removal of lymph nodes during a radical vulvectomy with radical
lymphadectomy can result in poor fluid drainage from the legs. This causes dhe thwiild
up leading to leg swelling that is severe and doesn’t go down at night. This is called
lymphedema. Support stockings or special compression devices may help redlicg.swel
Women with lymphedema need to be very careful to avoid infection in the affected leg
legs. They can do this by taking these precautions:

» protect the leg and foot from sharp objects and care for any cuts, scratches, or burns
right away

» avoid sunburn of the affected leg(s) and avoid cutting or tearing the cuticles of the
toenails

» report any redness, swelling, or other signs of infection to the nurse or doctor without
delay

More information about lymphedema can be found in our docurdedgrstanding
Lymphedema (for cancers other than breast cancer)
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Sexual impact of vulvectomy: Women often fear their partners will feel turned off by the
scarring and loss of the outer genitals, especially if they enjoy otiatlylating the woman

as part of lovemaking. Some women may be able to have surgery to rebuild the outer and
inner lips of the genitals.

It may be difficult for women who have had a vulvectomy to reach orgasm. The outer
genitals, especially the clitoris, are important in a woman's sexugupded-or many

women, the vagina is just not as sensitive. Women may also notice numbness in tlair genit
area after a radical vulvectomy. The feeling may return over the nexaéaths.

When touching the area around the vagina, and especially the urethra, a light catess and t
use of a lubricant can help prevent painful irritation. If scar tissue narrowestitaace to the
vagina, penetration may be painful. Vaginal dilators can sometimes hetih stretopening.
When scarring is severe, the surgeon can use skin grafts to widen the entrance.

Lymphedema resulting from removal of lymph nodes in the groin area can cause pain and
fatigue. This also can be a problem during sex. A couple will need to use good
communication to cope with such problems.

Radiation therapy

Radiation therapy uses high-energy rays (such as gamma rays or an@ysrticles (such

as electrons, protons, or neutrons) to kill cancer cells. In treating vulvarsaradiation is
delivered from outside the body in a procedure that is much like having a diagnostic x-ra
This is called external beam radiation therapy. It is sometimes usednatbrahemotherapy
to treat more advanced cancers to shrink them so they can be removed with surgery.
Radiation alone may be used to treat lymph nodes in the groin and pelvis.

Common side effects of radiation therapy include tiredness, upset stomach, or loelse bow
Serious fatigue, which may not occur until about 2 weeks after treatment,baginalso

occur. When radiation is given to the pelvis, diarrhea is common, but can usually be
controlled with over-the-counter medicines. Nausea and vomiting may also occur, but can be
treated with medicines. These side effects tend to be worse when chemothgraey with
radiation. Radiation to the pelvis can also irritate the bladder, and cause proltlems w
urination. Irritation to the bladder is called radiation cystitis, and can tasdiscomfort and

an urge to urinate often. Pelvic radiation can also lead to premature menopause.

Skin changes are also common. As the radiation passes through the skin to the cangcer, it ma
damage the skin cells. This can cause irritation ranging from mild, tempechrgss to

permanent discoloration. The skin may release fluid, which can lead to infection, seethe a
exposed to radiation must be carefully cleaned and protected.
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Radiation can also lead to low blood counts, causing anemia (low red blood cells) and
leukopenia (low white blood cells). The blood counts usually return to normal afteraadiati
is stopped.

Women who receive radiation to the inguinal (groin) area after a lymph node idisseat
have problems with the surgical wound site. It may open up or have trouble healing.

If you have side effects from radiation, discuss them with your canceteeane There are
often methods to relieve these symptoms.

Chemotherapy

Chemotherapy (chemo) uses anti-cancer drugs that are usually greeemausly (into a

vein), by mouth, or applied to the skin in an ointment. Drugs taken by mouth or injected into
a vein, called systemic chemotherapy, enter the bloodstream to reach througbodtithe
making this treatment potentially useful for cancer that has spread to distant

Drugs most often used in treating vulvar cancer include cisplatin, mitomycin, a
fluorouracil (5-FU). Sometimes a combination of drugs is given as this rsroftee
effective than using just a single drug alone.

The role of chemotherapy in treating vulvar cancer remains to be determineateln m
advanced disease, chemotherapy may be given with radiation therapy bejerg.sThis
combined treatment may shrink the tumor, making it easier to remove it with si8gday,
the results of treating vulvar cancers that have spread to other organs with chetnecmave
disappointing.

Many of the drugs used in cancer chemotherapy work by attacking celdlseirapidly
dividing. This is helpful in killing cancer cells, but these drugs can also affecthoetis,
leading to side effects. Side effects of chemotherapy depend on the type pffdragaount
taken, and the length of time you are treated. Common side effects include:

* nausea and vomiting

* loss or increase of appetite

» temporary loss of hair

* mouth or vaginal sores

* increased chance of infections (due to low white blood cell count)

* increased chance of bleeding and bruising (due to low blood platelet count)

» tiredness (due to anemia, that is, low red blood cell count)

» changes in the menstrual cycle, premature menopause, and infertilityitiiriabi

become pregnant). Note: Most women with vulvar cancer are postmenopausal.

Other side effects can occur depending on what drug is used. Most side effeatsparaty

and stop when the treatment is over, but chemo drugs can have some long-lasting or even
permanent effects. For example, cisplatin can cause nerve damager(ealiepathy). This
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can lead to numbness, tingling, or even pain in the hands and feet. Ask your cancencare tea
about the chemo drugs you will receive and what side effects you can exgedbeAdure to

talk with them about any side effects you do have so that they can be treatednifueexa

you can be given medicine to reduce or prevent nausea and vomiting.

Sometimes fluorouracil (5-FU) is applied as a cream directly to the skmisltalled
topical chemotherapy. It is rarely used to treat VIN and is not a treatarenvésive cancer
of the vulva. Chemotherapy applied directly to the skin as an ointment will cause local
irritation and peeling. This is normal and is part of the local destruction ofrozelte
Medicated ointments suggested by the health care team can help relidisednefort of
this treatment. Topical chemotherapy for VIN is less effective than tesatment or
surgery.

Clinical trials

You may have had to make a lot of decisions since you've been told you have canoér. One
the most important decisions you will make is choosing which treatment is bgstforou

may have heard about clinical trials being done for your type of canceraglre someone

on your health care team has mentioned a clinical trial to you.

Clinical trials are carefully controlled research studies that are wah patients who
volunteer for them. They are done to get a closer look at promising new treatments or
procedures.

If you would like to take part in a clinical trial, you should start by asking goctor if your
clinic or hospital conducts clinical trials. You can also call our clinicdbktrieatching service
for a list of clinical trials that meet your medical needs. You can réackdrvice at 1-800-
303-5691 or on our Web site at http://clinicaltrials.cancer.org. You can alsdigfetfa
current clinical trials by calling the National Cancer InstituBascer Information Service
toll-free at 1-800-4-CANCER (1-800-422-6237) or by visiting the NCI clinicalsWeb

site at www.cancer.gov/clinicaltrials.

There are requirements you must meet to take part in any clinicalftyiau do qualify for a
clinical trial, it is up to you whether or not to enter (enroll in) it.

Clinical trials are one way to get state-of-the art cancer tezdtithey are the only way for
doctors to learn better methods to treat cancer. Still, they are not right fporeser

You can get a lot more information on clinical trials in our document c@lieccal Trials:
What You Need to Knowou can read it on our Web site or call our toll-free number (1-800-
ACS-2345) and have it sent to you.

Complementary and alternative therapies
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When you have cancer you are likely to hear about ways to treat your candewversgmptoms that
your doctor hasn't mentioned. Everyone from friends and family to Inteimgbtgyand Web sites offer
ideas for what might help you. These methods can include vitamins, herbs, and spiscial diher
methods such as acupuncture or massage, to name a few.

What exactly are complementary and alter native therapies?

Not everyone uses these terms the same way, and they are used to refer téfenanyrdethods, so
it can be confusing. We usemplementaryo refer to treatments that are usdéohg withyour regular
medical careAlternativetreatments are uséustead ofa doctor's medical treatment.

Complementary methods. Most complementary treatment methods are not offered as cures for
cancer. Mainly, they are used to help you feel better. Some methods that alengedth regular
treatment are meditation to reduce stress, acupuncture to help relieve papopesnet tea to relieve
nausea. Some complementary methods are known to help, while others have not been tested. Sor
have been proven not be helpful, and a few have even been found harmful.

Alternative treatments: Alternative treatments may be offered as cancer cures. These tresalraee
not been proven safe and effective in clinical trials. Some of these methods mapmpgse or have
life-threatening side effects. But the biggest danger in most casesysuhagy lose the chance to be
helped by standard medical treatment. Delays or interruptions in your meeitaignts may give the
cancer more time to grow and make it less likely that treatment will hel

Finding out more
It is easy to see why people with cancer think about alternative methods. Yow war#lt you can to
fight the cancer, and the idea of a treatment with no side effects sounds greaim&smedical
treatments like chemotherapy can be hard to take, or they may no longer be worktheg.tBiih is
that most of these alternative methods have not been tested and proven to work inceeeaéing
As you consider your options, here are 3 important steps you can take:
Look for "red flags" that suggest fraud. Does the method promise to cure asbcamcers? Are
you told not to have regular medical treatments? Is the treatment &™ fe@reequires you to
visit certain providers or travel to another country?

Talk to your doctor or nurse about any method you are thinking about using.

Contact us at 1-800-ACS-2345 to learn more about complementary and alternative mmethods
general and to find out about the specific methods you are looking at.

The choiceisyours

Decisions about how to treat or manage your cancer are always yours tdfryalievant to use a
non-standard treatment, learn all you can about the method and talk to your doctor abtiugiv.od/i
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information and the support of your health care team, you may be able to safély osthiods that
can help you while avoiding those that could be harmful.

Treatment options for squamous cell vulvar cancer by stage

The stage of a vulvar cancer is the most important factor in choosing tnéatfoerever,
other factors that affect this decision include the exact location of the canteranva, the
type of cancer, your age, and your overall condition.

Stage 0 (carcinomain situ)

Treatment options for carcinoma in situ and for less advanced pre-cancerowesdahgr
intraepithelial neoplasia, or VIN) are the same. Laser surgery, agdédxcision, or a
skinning vulvectomy may be used, depending on the size and location of the cancer.
Fluorouracil (5-FU) ointment may be prescribed. Stage 0 cancers mayaea back) or
new stage O cancers may form on other areas of the vulva. The 5-year survigaheaity
100%, similar to pre-invasive skin cancers in other body sites.

Stagel

Treatment options depend on the size and depth of the cancer and whether the matient als
has VIN. If the depth of invasion is 1 mm or less (stage 1A) and there are no etdmphr
cancer or VIN, the cancer is removed along with a 1-cm margin of the normalaissuel

it.

For stage IB cancers, treatment includes a partial radical vulveetodnpnguinal lymph
node dissection (removal of nearby groin lymph nodes). Sentinel lymph node biopsy may be
done instead of the lymph node dissection (although this is not standard).

Another option that is rarely used for cancers that are larger and quite\extena

complete radical vulvectomy and removal of the groin lymph nodes. More often, the doctor
will perform a radical wide local excision and either a lymph node dissectioreotines

node biopsy. If the lymph nodes are not removed because the patient is not healthyt@noug
withstand the surgery, radiation therapy to the groin areas may be used inshealyroph

node dissection.

Stagell

The treatment for most stage |l vulvar cancers is partial radical valmgand removal of

the lymph nodes in the groin on both sides of the body or sentinel node biopsies. Radiation
therapy to the area of surgery will be needed if cancer cells are paesemear the margins
(edges of the tissue removed by surgery).

Stagel Il
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Some of these bulky cancers can be cured by radical operations. A radicalomiveadth
removal of the lymph nodes in the groin (superficial and deep groin lymph nodes) may be
successful in completely removing the tumor. However, a newer approachvs to g
chemotherapy along with radiation therapy followed by surgery. Clitrie¢éd are underway

to evaluate the use of radiation therapy and/or systemic chemotherapispldiirc with or
without 5-FU, followed by surgery in cases with a good response to chemotherapy or
radiation.

Stage |V

The extent of the surgery beyond a radical vulvectomy depends on what organs contain
cancer cells. Pelvic exenteration is an option, although it is used rarely. Thisoopera
includes vulvectomy and removal of the pelvic lymph nodes plus removal of some of the
following : the lower colon, rectum, bladder, uterus, cervix, and vagina. The standard
approach is to combine surgery, radiation, and chemotherapy. Radiation therapyduoag be
before or after surgery. Chemotherapy may also be given before surgegtidtaaind

possibly chemotherapy can also be given to women who cannot have surgery because of
prior medical problems. Multimodality treatment (surgery, radiation and attemapy) is

the standard approach in locally advanced vulvar cancer.

Recurrent vulvar cancer

When a cancer has come back after treatment, it is called recurrenndmeaptions will

depend on how soon the cancer comes back and whether it is local (in the vulva), regional (in
nearby lymph nodes), or distant (has spread through the bloodstream to organs such as the
lungs or bone).

If the recurrence is local, it may still be possible to remove the cancerdgrgor by using
combinations of chemotherapy, radiation therapy, and surgery. When the cancebaockne
locally more than 2 years after the initial treatment, the prognosis is thetteif the cancer
had recurred sooner.

When the cancer is unresectable (has grown too large or spread too far to b#ysurgica
removed), chemotherapy and/or radiation therapy may be used to help relievensympt
such as pain caused by the cancer, or to shrink the tumor so that surgery maydmecome
option. If treatment is given only to relieve pain or bleeding, it is callecapadi (symptom
relief) therapy.

It's very important to understand that palliative treatment is not expected @ cameer.

Women with stage IV vulvar cancer are encouraged to enter a climataviiere they may
receive new forms of therapy that may be beneficial but are as yet unproven.

Treatment of vulvar adenocarcinoma
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If Paget disease is present and there is no associated invasive carcireimantres wide

local excision or simple vulvectomy. If an invasive adenocarcinoma of a Bartiaid or

of vulvar skin sweat glands is present, a partial radical vulvectomy is resoaech with

removal of inguinal (groin) lymph nodes on one or both sides of the body, depending on the
site of the primary tumor.

Treatment of vulvar melanoma

Treatment options depend on how deeply the melanoma has grown into the skin of the vulva.
If the depth is less than 0.75 mm, partial vulvectomy with 2 cm (about % inch) margins is the
usual treatment. Radical vulvectomy may rarely be used when the lesinaieaftginvolves

the vulva. Lymph nodes in the groin are usually sampled or a sentinel node biopsy procedure
is done to determine prognosis.

More treatment information

For more details on treatment options -- including some that may not be addressed in thi
document -- the National Comprehensive Cancer Network (NCCN) and the NatatarC
Institute (NCI) are good sources of information.

The NCCN, made up of experts from 19 of the nation's leading cancer centers, develops
cancer treatment guidelines for doctors to use when treating patients. fdasaikable on
the NCCN Web site (www.nccn.org).

The NCI provides treatment guidelines via its telephone information center (1-800-4-
CANCER) and its Web site (www.cancer.gov). Detailed guidelines intendedefdryus
cancer care professionals are also available on www.cancer.gov.

What should you ask your doctor about vulvar cancer?

It is important for you to have honest, open discussions with your cancer care tegm. Th
want to answer all of your questions, no matter how trivial you might think tleeyiare are
some questions to consider:

* What type of vulvar cancer do | have?

» Has my cancer spread beyond the vulva?

* What is the stage of my cancer and what does that mean in my case?

* What treatments are appropriate for me? What do you recommend? Why?

* What should | do to be ready for treatment?

* What risks or side effects | should expect?

* Wil | be able to have children after my treatment?

* Wil | be able to enjoy normal sexual relations?

* What are the chances my cancer will recur (come back) with the tregirograms
we have discussed?

(29 of 39)



* Should I follow a special diet?
* What is my expected prognosis, based on my cancer as you view it?
* What do | tell my children, husband, parents, and other family members?

In addition to these sample questions, be sure to write down some questions of your own. For
instance, you might want specific information about anticipated recovery sortést you

can plan your work schedule. Or you may want to ask about second opinions or about

clinical trials for which you may qualify.

What will happen after treatment for vulvar cancer?

Completing treatment can be both stressful and exciting. You will be relievetisto fi
treatment, yet it is hard not to worry about cancer coming back. (When cetwresy it is
called recurrence.) This is a very common concern among those who have had cancer.

It may take a while before your confidence in your own recovery beginsl t@&and your
fears are somewhat relieved. Even with no recurrences, people who have hacceander |
live with uncertainty.

Follow-up care

An important part of your treatment plan is a specific schedule of follow-itp after
surgery, radiation therapy, or chemotherapy to check whether any additeatadent is
necessary

After your treatment is over, it is very important to go to all follow-up appa@nts During
these visits, your doctors will ask about symptoms, do physical exams, and order liod tes
or imaging studies such as CT scans or x-rays. Follow-up is needed to checkéor can
recurrence or spread, as well as possible side effects of certain rsathines is the time for
you to ask your health care team any questions you need answered and to kyscuss a
concerns you might have.

Almost any cancer treatment can have side effects. Some may lastfoneéks to several
months, but others can be permanent. Don’t hesitate to tell your cancer casdted any
symptoms or side effects that bother you so they can help you manage them.

It is also important to keep your medical insurance. Even though no one wants to think of
their cancer coming back, it is always a possibility. If it happens, thénlagtytou want is to

have to worry about paying for treatment.

Follow-up may involve procedures such as x-rays, CT scans, ultrasound studies, orcmagnet

resonance imaging (MRI) scans. The doctor may also want you to have blood tesiess biops
(to get tissue samples for microscopic evaluation), or other tests andyesced

Seeing a new doctor
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At some point after your cancer diagnosis and treatment, you may find yourefaffice
of a new doctor. Your original doctor may have moved or retired, or you may have moved or
changed doctors for some reason. It is important that you be able to give your t@witaoc
exact details of your diagnosis and treatment. Make sure you have the foliof@mgation
handy:

» acopy of your pathology report from any biopsy or surgery

» if you had surgery, a copy of your operative report
» if you had radiation, a copy of your radiation treatment summary

» if you were hospitalized, a copy of the discharge summary that every dogsor
prepare when patients are sent home from the hospital

» finally, since some drugs can have long-term side effects, a list of yais, diuug
doses, and when you took them

Lifestyle changes to consider during and after treatment

Having cancer and dealing with treatment can be time-consuming and erhptiomiaing,

but it can also be a time to look at your life in new ways. Maybe you are thinking about how
to improve your health over the long term. Some people even begin this process during
cancer treatment.

Make healthier choices

Think about your life before you learned you had cancer. Were there things you did that
might have made you less healthy? Maybe you drank too much alcohol, or ate momthan y
needed, or smoked, or didn’t exercise very often. Emotionally, maybe you kept Jogsfee
bottled up, or maybe you let stressful situations go on too long.

Now is not the time to feel guilty or to blame yourself. However, you can stkimgna
changedodaythat can have positive effects for the rest of your life. Not only will gel f
better but you will also be healthier. What better time than now to take advanthge of
motivation you have as a result of going through a life-changing expetigadaving
cancer?

You can start by working on those things that you feel most concerned about. Getlnelp wi
those that are harder for you. For instance, if you are thinking about quittinghgnaoki

need help, call the American Cancer Society’s Quitline® tobacco cessation paigiam
800-ACS-2345.

Diet and nutrition
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Eating right can be a challenge for anyone, but it can get even tougher duringeand aft
cancer treatment. For instance, treatment often may change your sexste.dfausea can

be a problem. You may lose your appetite for a while and lose weight when you don’t want
to. On the other hand, some people gain weight even without eating more. This can be
frustrating, too.

If you are losing weight or have taste problems during treatment, do the beshywiilc
eating and remember that these problems usually improve over time. You may v&knt to a
your cancer team for a referral to a dietitian, an expert in nutrition whaaya ideas on
how to fight some of the side effects of your treatment. You may also find ittbedas

small portions every 2 to 3 hours until you feel better and can go back to a more normal
schedule.

One of the best things you can do after treatment is to put healthy eatingritatptace.

You will be surprised at the long-term benefits of some simple changes, likasmy the

variety of healthy foods you eat. Try to eat 5 or more servings of vegetablé&siids each

day. Choose whole grain foods instead of white flour and sugars. Try to limit tina&iadse

high in fat. Cut back on processed meats like hot dogs, bologna, and bacon. Get rid of them
altogether if you can. If you drink alcohol, limit yourself to 1 or 2 drinks a d#yeamost.

And don't forget to get some type of regular exercise. The combination of a gbaddlie
regular exercise will help you maintain a healthy weight and keepegting more

energetic.

Rest, fatigue, work, and exercise

Fatigue is a very common symptom in people being treated for cancer. This isaiftn
ordinary type of tiredness but a “bone-weary” exhaustion that doesn’t get bettezstithar
some, this fatigue lasts a long time after treatment, and can discoweag&dm physical
activity.

However, exercise can actually help you reduce fatigue. Studies have shopatitreds
who follow an exercise program tailored to their personal needs feel physicdll
emotionally improved and can cope better.

If you are ill and need to be on bed rest during treatment, it is normal to expetitnexrs,
endurance, and muscle strength to decline some. Physical therapy can helmyan ma
strength and range of motion in your muscles, which can help fight fatigue asehteeof
depression that sometimes comes with feeling so tired.

Any program of physical activity should fit your own situation. An older person who has
never exercised will not be able to take on the same amount of exercise as adQ-ybar
plays tennis 3 times a week. If you haven’'t exercised in a few years butloget siround,
you may want to think about taking short walks.
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Talk with your health care team before starting, and get their opinion ahgoutx@rcise
plans. Then, try to get an exercise buddy so that you're not doing it alone. Havingdamil
friends involved when starting a new exercise program can give you theabexst of
support to keep you going when the push just isn't there.

If you are very tired, though, you will need to balance activity with rest.dkay to rest

when you need to. It is really hard for some people to allow themselves to do that when they
are used to working all day or taking care of a household. (For more information about
fatigue, please see the publication, "Cancer Related Fatigue and Aneatiadmt

Guidelines for Patients."

Exercise can improve your physical and emotional health.
» It improves your cardiovascular (heart and circulation) fitness.
* It strengthens your muscles.
» It reduces fatigue.
* It lowers anxiety and depression.
* It makes you feel generally happier.
» It helps you feel better about yourself.

And long term, we know that exercise plays a role in preventing some cancers. The
American Cancer Society, in its guidelines on physical activity foceaprevention,
recommends that adults take part in at least 1 physical activity for 30 minmeseoon 5
days or more of the week. Children and teens are encouraged to try for at leasité8 i
day of energetic physical activity on at least 5 days a week.

How about your emotional health?

Once your treatment ends, you may find yourself overwhelmed by emotionfiapipiens to
a lot of people. You may have been going through so much during treatment that you could
only focus on getting through your treatment.

Now you may find that you think about the potential of your own death, or the effect of your
cancer on your family, friends, and career. You may also begin to re-evauate y
relationship with your spouse or partner. Unexpected issues may also cause €docer
instance, as you become healthier and have fewer doctor visits, you wititsdeeglth care
team less often. That can be a source of anxiety for some.

This is an ideal time to seek out emotional and social support. You need people you can turn
to for strength and comfort. Support can come in many forms: family, friemisercsupport
groups, church or spiritual groups, online support communities, or individual counselors.

Almost everyone who has been through cancer can benefit from getting somk type o
support. What's best for you depends on your situation and personality. Some people feel
safe in peer-support groups or education groups. Others would rather talk in anlinforma
setting, such as church. Others may feel more at ease talking one-ontoadrusted friend
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or counselor. Whatever your source of strength or comfort, make sure you haveta gtace
with your concerns.

The cancer journey can feel very lonely. It is not necessary or retdigicit all by yourself.
And your friends and family may feel shut out if you decide not to include them. betinhe
-- and let in anyone else who you feel may help. If you aren’t sure whineiancall your
American Cancer Society at 1-800-ACS-2345 and we can put you in touch with an
appropriate group or resource.

You can’t change the fact that you have had cancer. What you can change is how tywu live
rest of your life -- making healthy choices and feeling as well aslppesphysically and
emotionally.

What happens if treatment is no longer working?

If cancer continues to grow after one kind of treatment, or if it returnspfitas possible to

try another treatment plan that might still cure the cancer, or at leat gter tumors

enough to help you live longer and feel better. On the other hand, when a person has received
several different medical treatments and the cancer has not been curednevke ttancer

tends to become resistant to all treatment. At this time it's important g wee possible

limited benefit of a new treatment against the possible downsides, including continted doc
visits and treatment side effects.

Everyone has his or her own way of looking at this. Some people may want to focus on
remaining comfortable during their limited time left.

This is likely to be the most difficult time in your battle with cancevhen you have tried
everything medically within reason and it’s just not working anymore. Althoogh doctor
may offer you new treatment, you need to consider that at some point, continuimgtitea
is not likely to improve your health or change your prognosis or survival.

If you want to continue treatment to fight your cancer as long as you canjllyneest to
consider the odds of more treatment having any benefit. In many cases, youcdnc
estimate the response rate for the treatment you are considering. Soneeaped@inpted to

try more chemotherapy or radiation, for example, even when their doctors tstinetbdds

of benefit are less than 1%. In this situation, you need to think about and understand your
reasons for choosing this plan.

No matter what you decide to do, it is important that you be as comfortable asepddaike
sure you are asking for and getting treatment for any symptoms you nvghisbhiah as pain.
This type of treatment is callgzhlliative treatment.

Palliative treatment helps relieve these symptoms, but is not expected thecdigease; its

main purpose is to improve your quality of life. Sometimes, the treatmentsytwu apntrol
your symptoms are similar to the treatments used to treat cancekargple, radiation
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therapy might be given to help relieve bone pain from bone metastasis. Or clrapythe
might be given to help shrink a tumor and keep it from causing a bowel obstruction. But this
IS not the same as receiving treatment to try to cure the cancer.

At some point, you may benefit from hospice care. Most of the time, this is given @at hom

Your cancer may be causing symptoms or problems that need attention, and hospice focuses
on your comfort. You should know that receiving hospice care doesn’t mean you can’t have
treatment for the problems caused by your cancer or other health conditiortsnkdns

that the focus of your care is on living life as fully as possible and feelinglaasasyou can

at this difficult stage of your cancer.

Remember also that maintaining hope is important. Your hope for a cure may not be as
bright, but there is still hope for good times with family and friends -- timesthdilled

with happiness and meaning. In a way, pausing at this time in your camatereinéis an
opportunity to refocus on the most important things in your life. This is the time to @ som
things you’ve always wanted to do and to stop doing the things you no longer want to do.

What's new in vulvar cancer research and treatment?

Research is being done to find new ways to prevent and treat cancer of the vulvardhere
some promising new developments.

Oncogenes and tumor suppressor genes

Scientists are learning more about how certain genes called oncogenes @rslfymessor
genes control cell growth and how changes in these genes cause normal vulvar cells to
become cancerous. The ultimate goal of this research is gene therapth&apg involves
replacing the damaged genes in cancer cells with normal genes in ordgrtteeshbnormal
behavior of these cells.

HPV vaccines

Vaccines for preventing and treating vulvar and cervical cancer aredmretpped and
tested.

Some of these vaccines are meant to prevent infection with certain types ofyH#i@wsting

the body’s immunity to them. One HPV vaccine (Gardasil) is now availablg. &adies of

this vaccine have found that it is able to prevent infection with HPV types 16 and 18I(as we
as 6 and 11) and prevent pre-cancerous changes in the cervix. More recent studies have
shown that Gardasil also prevents vulvar and vaginal cancers caused by HPV @gpés 16

18. Other preventive vaccines are also under study.

Some vaccines being studied are intended for women with established HPMmsfetct
help their immune systems destroy the virus and cure the infection beforeea davelops.
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Still other vaccines are meant to help women who already have a cancestresiuneed or
metastasized. These vaccines attempt to produce an immune reaction to the pasus t
(E6 and E7 proteins) that specifically contribute to the abnormal growth ofrczelise It is
hoped that this immunity will kill the cancer cells or stop them from growing.

Other prevention methods

Topical imiquimod , an anticancer drug , is being studied for treatment of VIN.
Combining surgery, radiation therapy, and chemotherapy

Clinical trials are underway to determine the best way to combine surgeiation therapy,
and chemotherapy. For example, these trials will provide information about wbettaen

groups of patients benefit from radiation after surgery and whether patiémisawcer that
has spread to lymph nodes benefit from chemotherapy or pelvic radiation therapy.

Additional resources

More information from your American Cancer Society

We have selected some related information that may also be helpful to you. Hiesals
may be ordered from our toll-free number, 1-800-ACS-2345.

After Diagnosis: A Guide for Patients and Families (also available iniSpa

Human Papilloma Virus (HPV), Cancer, and HPV Vaccines -- FrequentlydA3kestions
Melanoma Skin Cancer

Sexuality and the Woman with Cancer (also available in Spanish)

Understanding Chemotherapy (also available in Spanish)

Understanding Radiation Therapy (also available in Spanish)

Understanding Lymphedema (for cancers other than breast cancer)

The following books are available from the American Cancer Society. Cdlllu809-ACS-
2345 to ask about costs or to place your order

American Cancer Society’s Guide to Pain Control
Cancer in the Family: Helping Children Cope with a Parent’s lliness

Caregiving: A Step-By-Step Resource for Caring for the Person with Cancer at Home
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National organizations and web sites*

In addition to the American Cancer Society, other sources of patient informaticupport
include*:

Gynecologic Cancer Foundation
Toll-free number: 1-800-444-4441
Web site: www.thegcf.org

National Cancer Institute

Toll-free number: 1-800-4-CANCER (1-800-422-6237)
TYY: 1-800-332-8615

Web site: www.cancer.gov

National Coalition for Cancer Survivorship (NCCS)

Toll-free number: 1-888- 650-9127

1-877-622-7937(1-877-NCCS-YES) for some publications and Cancer Survivor T8olbox
orders

Web site: www. canceradvocacy.org

*Inclusion on this list does not imply endorsement by the American Cancetysoci
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No matter who you are, we can help. Contact us anytime day or night, for informmation a
support.Call us at 1-800-ACS-2345 (1-800-227-2345) or visit our Web site at
www.cancer.org
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