The International Collaborative Gaucher Group (ICGG), a group of physicians with experience in the management of Gaucher disease

established in 1991, has developed comprehensive guidelines for the clinical monitoring of adult patients with type 1 Gaucher disease (GD1).

The ICGG pooled data from a large observational database registry to create these guidelines for comprehensive evaluation of patients.’

Blood tests include hemoglobin count and platelet count. Additionally, the serum levels of several biological markers indicate the severity
of GD1, and disease progression'?3:

* glucosylsphingosine (lyso-Gb1/lyso-GL1)* * tartrate-resistant acid phosphatase (TRAP)'

e chitotriosidase (CHIT1)"# ® angiotensin-converting enzyme (ACE)'

e chemokine ligand 18 (CCL-18)"*

Visceral volumes can be assessed with:

* volumetric MRI (since repeat assessment is routine in GD1)"# * MRI, particularly bone infarction and necrosis'
e CT or ultrasound where MRI is unavailable'* e DEXA, the gold standard method for assessing BMD'
ACRONYMS

BMD - bone mineral density. CT - computed tomography. DEXA - dual-energy X-ray absorptiometry. MRI - magnetic resonance imaging

Bone marrow infiltration and bone disease can be assessed with:
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*SF-36 - 36-item Short-Form Health Survey

The ICGG was established in 1991 as a group of physicians who are experts in the management of GD1." The ICGG has pooled data from patients in a large observational database re?istr?/.1 The registry is intended
to explore and define the natural history of GD1 and characterize patient response to therapy." With the registry information, ICGG has developed a comprehensive evaluation for regular clinical monitoring that is
dependent on the circumstances of the patient.’
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