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Goals Today

1) Discuss the roles of LAM clinics

2) Share strategies for how to prepare for visits 

3) Provide roadmaps for common decisions 

regarding LAM care

4) Share resources from the TS Alliance and 

The LAM Foundation



Objective of The LAM Clinics

• “…to focus LAM care to medical institutions or 

hospitals that have the interest and expertise 

to deliver state of the art, coordinated, 

multidisciplinary LAM care, and to perform 

cooperative research with other LAM clinics.” 

➢To improve the care and treatment of LAM patients



LAM Clinic and Research Network

33 U.S. LAM clinics

24 International LAM clinics



Thoughts about goals of the 

Vanderbilt LAM Clinic

• To foster the multidisciplinary expertise needed to 

care for LAM patients

• To facilitate access to the latest advances in LAM 

care 

• To facilitate the research needed to improve 

treatment for LAM

• To educate other providers

• To provide LAM screening for individuals with TSC 



‘Hats’ of a LAM Clinic Director

• Different for different providers and institutions

• In addition to care of LAM patients, may include:

• Care of other Rare Lung Disease patients

• Care of other pulmonary patients (often critical 

care or sleep also)

• Outpatient and inpatient responsibilities

• Teaching

• Administration

• Research

• Other service
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Scheduling Considerations

1) Do you need to see other providers?

2) What PFTs are needed?
• Bronchodilator testing? 

• 6 minute walk test? (dress comfortably)

3) Are labs needed?  
• If so, do you need to be fasting?  

• Do these need to be timed for a sirolimus trough level?  

• If VEGF-D is being done, send-out paperwork will be needed.

4) Is other testing needed?   

5) Do you need time for research participation?



Outside records

1) Don’t assume that they have been sent.

2) Your LAM clinic providers won’t know records are 

missing unless you tell them that you had testing. 

3) NIH records require signing a NIH release form. 
• CD of imaging studies must be specifically requested in addition to 

paper records.

4) Bring a current medication list 
• Especially important if you are taking sirolimus or everolimus, so your 

provider can be aware of potential drug interactions



Setting Goals for your visit

1) Written lists of questions are appreciated by most 

providers.  (Try to prioritize)

2) If you have had major health changes or ‘big’ new 

questions to discuss, consider sending a message 

to your provider in advance of the visit so that 

he/she can better prepare to answer your 

questions. 



Communication between visits

1) What works best for you and your clinic? 

2) Sick care plan

3) Lab monitoring plan
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Scenario #1: Woman with TSC, 

not known to have LAM



Age is a risk factor for LAM in women with 

TSC. The prevalence of cystic lung disease 

increases with age.

Cudzilo/Young, Chest 2013 
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Cudzilo and Young, Chest 2013

There is a wide spectrum of LAM disease 

severity in women with TSC.

VERY MILDMODERATE



Scenario #1: Woman with TSC, 

not known to have LAM
1) Discussion of symptoms, health status

2) Discussion of approach to screening and interval for repeat 

screening
• PFTs

• Chest HRCT

• Consideration of serum VEGF-D Review of other TSC or LAM 

manifestations outside the lung

3) Coordination with other providers

4) Health maintenance (exercise, vaccinations, etc)

5) Patient education, questions

6) Updates about current efforts in TSC & LAM, ongoing research



VEGF-D levels discriminate the presence or 

absence of LAM in adult females with TSC.  

Young et al, Chest 2010

TSC only = women with 

normal chest HRCT



Scenario #2: 

Woman with LAM, not on sirolimus

1) Discussion of symptoms, health status

2) PFT monitoring

• Frequency may depend on history of stability versus 

progression, risk factors for progression, your preferences

3) Risk assessment

• Consider serum VEGF-D (perhaps yearly)

4) Screening/ Review of other TSC or LAM manifestations 

outside the lung; coordination with other providers

5) Health maintenance (exercise, vaccinations, etc)

6) Patient education, anticipatory guidance, questions

7) Updates about current efforts in LAM (and TSC) and 

ongoing research



Scenario #3: 

Woman with LAM, on sirolimus

1) Discussion of symptoms, health status, sirolimus side effects

2) PFT monitoring, typically every 3-6 months
• Frequency may depend on severity of lung disease, stability of lung function, 

duration of sirolimus use, tolerance of sirolimus, and other factors

3) Lab monitoring 

4) Screening/ Review of other TSC or LAM manifestations 

outside the lung; coordination with other providers

5) Health maintenance (exercise, vaccinations, etc)

6) Patient education, anticipatory guidance, questions

7) Updates about current efforts in LAM (and TSC) and ongoing 

research



Care Models: What are your needs 

and how does a LAM clinic fit? 
• ‘Thankfully my LAM is mild and has been stable. I want to 

have the monitoring I need, but…’

• ‘The LAM clinic is out of network for my insurance, and I like 

my lung doctor who diagnosed me with LAM.  But I want to 

make sure that my doctor and I are up to date on the 

latest… What are my options?’  

• ‘I live several hours from your clinic and it is hard for me to 

come regularly… Can you just tell my doctors what to do?’

• I go to the NIH.  Do I still need to come to a LAM clinic? 

• Can I go to more than one LAM clinic, either for a 2nd

opinion or research studies?
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Common Questions

1) Do I have sporadic LAM or TSC?



TSC affects people differently.



Tuberous Sclerosis Complex (TSC)

• Autosomal dominant syndrome due to inherited or 

sporadic mutations in tumor suppressor genes 

TSC1 and TSC2

• Occurs in 1 in 6000 births

➢ ~ 1 million people worldwide; ~ 50,000 in U.S.

• Causes a spectrum of manifestations including 

tumors in multiple organs
➢Only some individuals have overt developmental disability. 



Dental pits

Features of Tuberous Sclerosis Complex

Subependymal

nodulesCortical tubers

Angiofibromas Shagreen patchSubungual fibromasAsh leaf

Courtesy of F McCormack/ The LAM Foundation

Renal 

angiomyolipoma



2012 International TSC Consensus Conference

TSC Clinical Diagnostic Criteria 





Many common questions asked 

at LAM clinic visits
1) What are the side effects of sirolimus?

2) What is a trough level?

3) What is new in LAM research? 

4) Have you ever heard about ‘x’ in patients 

with LAM…











MIDAS: Multicenter International Durability 

and Safety Of Sirolimus in LAM Trial

Objective: To determine if long term sirolimus is safe 

and effective in LAM

Approach: Registry based monitoring of long term 

sirolimus safety and efficacy in a cohort of patients with 

TSC and/or LAM

 Being conducted across LAM clinic network through 

the Rare Lung Diseases Consortium

 PI: Frank McCormack, Univ. of Cincinnati





Thank You!

Lisa.Young@vanderbilt.edu

www.tsalliance.org www.thelamfoundation.org


