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Lymphangioleiomyomatosis (LAM)

Whalt is LAM?

Lymphangioleiomyomatosis (lim-FAN-jec-oh-lv-oh-my-

oh-ma-TOL-sis), commonly known as LAM, is a rare lung " 0

disease that alfects women almaost exclusively, usually
during their childbearing vears. People with LAM have an
unusual type of muscle cell that grows in the tissues of the
lungs. Although these cells are nol considered cancerous,
they grow uncontrollably throughout the lungs. These
muscle cells can block the lymph vessels, blood vessels,
and airways, preventing the lungs from providing oxygen

to the rest of the body.

A unusual kidney tumor called angieanvaolipoma an-

Jee-th-my-obi-ly-TO-ma) is found inap to S0% of pa-
tients with LAM. [tis rarely cancerous and vsually does
net cause problems.

Chver 100 wormen have been identified with AR
worldide, but now that we know of a genelic link to
ancther disease called tuberous sclerosis {15), scientists
heliewve that there are avver 2300000 wormen with LAM
worldwide. Eacly symptoms of LAM are similar to those
of atber lung discases, as a result, LAM &5 ollen misdiag-
nosed as asthma, emphysema, or pulosenary bronchitis,

What are the symptoms of LAM?

Farly symptoms of LAM are similar to those of other
lung discases, Symptoms include:

m Shortness of breath during phvsical activity

| Coughing

| Chest pain

W [atigue

m Lung collapse

m Coughing up small amounts of bleod

How does LAM progress?

Lad progresses al a different rate for different patients,
socalthough we know that a patient’s lung function will
worsen over tirme, we canned predict how vapidly this
will happen. LAM is generally “slowly progressive,”
meaning that it will slowly worsen over time, As the dis-
case advances, there can be more growth of muscle cells
throughout the lang and repeated leakage of Nuid into
the chest cavity (pleural elfusions). Blockage of lung tis-
s may cause small sacs (owsts) to be formed, and the
lung takes on a "honeveomb appearance on chest im-
aging. Cwsts near or on the surface of the lungs can rup-
Lure, As air leaks rom the lung into the chest cavity, the
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lung or part al the lung can collapse. In some cases, the
lung can repair itsell and re-expand. lowever, if air con-
tinues to leak into the chest cavity, the doctor may need
tore-cxpand the collapsed part of the lung by removing
the airusing a tube inserted through the chest wall inte
the chest cavity. (See ATS Patien! Information Series:
Chest Tube Thoracostomy, httpedfwaw thoracic.aorg!
secticns/educationf patient-education/ patient-education-
materials/index. himly, Eventually, LAM can lead to res-
[aratory failure.

How is LAM diagnosed?

There are a number of tests a doctor can do o make a
diagnosis of LAM and check for its progression, These
include:

Chest X-rays can diagnose a collapsed lung (pneu
mathorax) or the presence of fluid in the chest cavity
(pleural cllusion), A routine chest X-ray aoften canno
pick up the lupg ovsls when they are small,

Prlmonary function fests can help show hoswe much
LANR has affected lung function. A person breathes inlo
armnachine called a spirometer to measure how much
and b weell air flows inlo and out of the lungs,

(5ee ATS Patient Information Series picce: Pulmonary
Funetion Tests, httpfwwwethoracic.argdsections!
education/paticnt-cducation/paticnt-education-materials/
index. htmly

Awnarterial blood gas ov prlse oximetey test helps
show whelher the lungs are providing an adequarte sup-
ply of oxvgen to the blood,

Computed tomography (CT) provides multiple two-
dimensional images of the inside of the lungs and chest,
It is considered the most useful irmaging test for diagnos-
ing LAM. A CT scan of the chesl can show the presence
ol cvsts in the lungs. A CT scan of the abdamen will
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show whethwr o person with LAM has an angiomy-
olipoma.

I arder to make adelinite diagnosis of LAM, the doc-
tore often needs teoget o sample of bung tissue thal can be
leoked a1 by a pathologist, With a microscope, the
pathialagist can see the abnormal muascle cells and cysts
that indicate LAM. There are several ways thal a picce of
I Lissue can be removed:

Travshronchial biopsy, A long, nareow, Hexille, lghted
tihe called a bronchoscope is passed throogh the nose
dosaent Lhe windpipe and inte the lungs (this test is called a
bronchoscopy—see ATS Patient Informalion Sheet:
Bronchoscopy bitpe/fwweecthoracicoorg/sections,
oduca li(un,."pal. icnt-cducation/patient-education-materials/!
index. html). The doctor uses a liny lorceps to ke bits of
lung tissue. The transhronchial biopsy can be done ina
hospital an an outpatient basis under local anesthesia.
Hemwever, it may not gel enough lung lissoe 1o make the
dingnaosis af LAM.

Vidfeo-Assisted Thoracoscopic Laag Mopsy. Tiny ingi-
stors are made inthe chest wall W insert instrments
and a viewing scope. The doctor removes small pieces o
lung while watching on a video screen . Thoracescopy iy
performed in the hospital uoder gencral anesthesia, 11 is
a less invasive than an open lung bicpsy,

Open Lang blopsy. A surgeen makes an incision in the
chest wall between the ribs on one side, A fow small
pieces of lung tissue are rermoved, Open lung biopsies are
perfarmed in the hospital under general anesthesia,

How is LAM treated?

There i no cure Tar LAM al this time Because LAM al-
st always affects women of childbearing age, doctors
believe that the hormaone estrogen may play a part in the
abneomal mescle coll prowth, Some LAM (reatments
focus on reducing the production or effects of estragen,
but ne teeatment has vet been proven effective, Mo one
therapy has been found helpial forall patients; the re-
sponse Lo treatment varies from persan to person, Several
new Lreatments for LAM are currenthy being studied.

A persen with LAM cventually may noeed oxyvaen ther-
apy if the disease continues to worsen (See ATS Patient
Insformiation Serics: Oxyoen Therapy, htipdfwaw thoracic.
orgfsectionsfeducation paticnt-cducation/patient-
education-materials/indes html). Lung transplantation
may he considered if a person has respiratory failure and
is vt responding to treatment,

How will LAM affect my lifestyle?
In the carly stages of the disease, most people can live
nocmally, and participate in daily activities sach as
school, work, and common physical activilies. In more
advanced stages, LAM patients may have very limited
ability 1o move around and may need o use extra oxy-
gen during sleep or all of the time,

Patients with LAM should follow the same healthy
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lilestyle recommended for the general popolation, in-
cluding eating a healthy diel, getling as much exercise as
they can tolerate, as well as plenty of rest, Like all lung
diseise, tobaceo smoking can make syiptams worse,
People with LAM should not smoke and should avoid
being around smoke, Wamen with LAKM should avoid es-
trogen products, such as bicth contre] pills, Many doc-
toes and LAM patients feel that pregnancy can make the
discase progress fastern

LAM research programs

Some LAM paticnls may be eligible to participate in clin
ical studies at the National Heart, Lung and Blood
Institute at the National Institutes of Health in Bethesda,
mMaryiand. Participants must meet specifc LAM Patient
Prodocol requirements. A new medication is beginning
trials through a rescarch program this suommer. Contact
Ik LAKM Foundation at wwowe thelmfoundation.ong Tor
further informaticn.
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Additional Lung Health Information

American Thoracic Society

bt/ S Lhoracic, orgfsections fed ucation fpatient-
education/patient-education-materialsfindex, htrml

ATS Public Advisory Roundtable

www thoracic.org/aboutats/parfparasp

Mational Heart Lung & Blood Institute

v, nhibi nib govfindex him

American Lung Association

v lungusa, org

R What to do...

¢ Letk vour doctor know i vou are having problems sith
exercise, shorness of breath, or you cough up blood:

o Do ol smoke and avoid being around smoke.
#" Have vour lung function checked regularly,

 Talk with vour doclor about reatment to try to
controd AR,

Doctor's Office Telephone:
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