Table 1: Comparison of TSC-LAM and Sporadic LAM

Lymphangioleiomyomatosis

TSC-LAM Sporadic LAM
Estimated # patients on earth 250,000 30,000 - 50,000

2006 Abstract by S.R. Johnson,
Division of Therapeutics and Molecular Medicine, University Hospital,
Queens Medical Centre, Nottingham NG7 2UH UK.

Reported in males + -
Reported in children + +

dyspnea and

Ascertainment mostly by screening pueumothorax

Germ line TSC mutations + -
Both hits = somatic mutations + -

Inheritable + 5

TSC1/TSC2

- 33% / 66% 0% / 100% 40 - 50%
mutations reported

70 - 80%

GholovRlibeiis multiple / bilateral

single / unilateral

Key Facts About

MMPH + very rare
Lymphangioleiomyomatosis

(LAM)

CNS / skin / eye / cardiac + -
lesions

Retroperitoneal, thoracic
adenopathy

+

Dyspnea less common more common
Chylothorax less common 33%

Pneumothorax less common 66%

Respriatory failure less common more common

ABBREVIATIONS - CNS; central nervous system, MMPH; Multifocal micronodular pneumocyte

Table 2: Recommended interventions, studies and immunizations
in patients with Lymphangioleiomyomatosis (LAM)

Stop smoking

No estrogen containing meds Pulmonary Head CTto r/o TSC

Rest, sleep, exercise

Yearly flu shot and pneumovax oximetry

Counsel re: pneumothorax

and pregnancy HRCT chest

Pleurodesis on first

pneumothorax a 1-antitrypsin level

Base bone densitometry Abdominal CT / USG

* Tables Courtesy of the American LAM Foundation

NZ LAM Trust Medical Advisory Board Members

Professor Innes Asher
Dr Christine Forster

Associate Professor John Kolbe
Professor Merv Merrilees
Dinah Morrison

Dr Margaret Wilsher

Wood's lamp skin exam

Transplant eval
for FEV1 <30%

Refer for embolization if
AML > 4cm

Oophorectomy rarely
recommended
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Rt Hon. Helen Clark,

Patron of the New Zealand LAM
Charitable Trust.

| am proud to be involved with
the LAM Charitable Trust which is
dedicated to giving hope to women

with this rare and tragic disease.

. A The Trust’s fundamental belief
Renal Angiomyolipomas
is that the cause of this disease will

Prevalence

be uncovered by basic scientific
research. | totally support activities
that seek to raise funds to support
SO q research on LAM and | fully support
Laboratory Findings & Radiology the Trust as a symbol of the fopr

LAM patients and their families.






