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• The primary aim is to establish an 
international registry for patients 
with Primary Hyperoxlauria and 
Dent’s disease

• This voluntary registry will be 
populated with data provided by 
physicians who care for these 
patients, usually nephrologists or 
urologists 

International Registry of Hereditary Calcium Urolithiasis



SPECIFIC AIMS:
• Define the spectrum of disease expression of Primary Hyperoxaluria (PH1, 

PH2, and unclassified PH), and Dent’s disease, including identification of 
factors modifying expression

• Establish characteristics of disease progression over time, and identify 
prognostic markers

• Characterize non-PH1 and non-PH2 diseases
• Describe clinical interventions used and their outcomes.  This will include 

guidelines for testing and response to pyridoxine administration in PHI
• Develop consensus standard methods for patient evaluation, including 

reference laboratories for clinical testing, and common protocols and 
reporting procedures

• Identify any correlations between genotype and phenotype by collecting 
data on mutations and polymorphisms in relation to biochemical and clinical 
data, including that obtained from longitudinal studies of individual patients

• Generate hypotheses for new research
• Establish well-defined patient cohorts for each disease
• Identify patients who may benefit from future clinical trials



Characteristics of the secure web-
based data collection system

• Describes the study and its goals (general accrual to-date, simple data 
summaries, planned analyses, abstracts, etc)

• Provides for online enrollment/certification of physicians (or designates) 
who wish to enter patients

• Requires the physician (or designate) a userid/password to access 
patient entry regions of the web site

• Verifies patient eligibility criterion and authorization for research (if 
applicable)

• Assign a unique numeric code number and a name code to each 
enrolled patient

• Allow online entry of patient data (identifiable only by coded 
number/name)

• Allow physician to view data only for patients that they have entered
• Generates e-mail reminders (to MD’s or designates) regarding patients 

needing updated follow-up



Other features of the RegistryOther features of the Registry

•• Summary information (e.g., descriptive Summary information (e.g., descriptive 
statistics) will be available to all statistics) will be available to all 
contributorscontributors

•• Reimbursement provided for each Reimbursement provided for each 
patient entry ($100)patient entry ($100)



Registry Administration
Mayo Clinic Rochester, MN

John C. Lieske, M.D. co-PI
Dawn S. Milliner, M.D. co-PI
Carla G. Monico, M.D. Consultant
Julie B. Olson Study coordinator
W. Scott Holmes Data management
Erik Bergstralh Biostatistician
Jeffrey Slezak Data Entry
Rosebud Roberts, M.D. Consultant



Registry Scientific Advisory Board

John C. Lieske, M.D. (co-PI) Mayo Clinic Rochester
Dawn S. Milliner, M.D. (co-PI) Mayo Clinic Rochester
Dr. Scott Cramer Wake Forest Univ
Dr. Chris Danpure University College London, UK
Dr. Bernd Hoppe Univ Children’s Hosp Cologne, FRG
Dr. Neville Jamieson Cambridge, UK
Dr. Craig Langman Northwestern University, Chicago, IL
Dr. Jon Scheinman Kansas Univ Children’s Center, KC, MO
Dr. Steven Scheinman SUNY Upstate Med Ctr, Syracuse, NY



IRB (USA) or Ethics Committee (non USA)IRB (USA) or Ethics Committee (non USA)
•• IRB approval may or may not be required for a IRB approval may or may not be required for a 

clinician to participate in the data baseclinician to participate in the data base
––IRB approval is always required to IRB approval is always required to conduct conduct 
researchresearch
––Definition of research rests with each IRBDefinition of research rests with each IRB

(Data entry of existing clinical information (Data entry of existing clinical information vsvs
conduct of research)conduct of research)

–– Approval will likely be required for participation in Approval will likely be required for participation in 
the data basethe data base

•• Patient consentPatient consent may be waived by IRB or may be may be waived by IRB or may be 
requiredrequired

•• If no IRB available, contact study coordinatorIf no IRB available, contact study coordinator



HIPAA categories of informationHIPAA categories of information
(1) De(1) De--identified Dataidentified Data

No authorization neededNo authorization needed
(2) Partially De(2) Partially De--identified Dataidentified Data (“Limited Data Set”)(“Limited Data Set”)

Permits dates of service, dates of birth, initialsPermits dates of service, dates of birth, initials
Authorization waivedAuthorization waived

(3) Data from which patient can be identified(3) Data from which patient can be identified
Authorization from patient requiredAuthorization from patient required

•• Category of data decided by each institution, privacy officerCategory of data decided by each institution, privacy officer
•• HIPAA not required by non U.S. sitesHIPAA not required by non U.S. sites
•• STUDY COORDINATOR HAS MODEL FORMS AND STUDY COORDINATOR HAS MODEL FORMS AND 

IS READY AND EAGER TO HELP WITH ALL IRB IS READY AND EAGER TO HELP WITH ALL IRB 
AND HIPAA ISSUES!AND HIPAA ISSUES!



Timeline of registryTimeline of registry
•• 5/03 5/03 Data Forms Development Data Forms Development 
•• 9/03 9/03 Web application: PHWeb application: PH
•• 11/0311/03 Web entry Mayo PH Web entry Mayo PH ptspts
•• 12/0312/03 Web application: DentsWeb application: Dents
•• 2/042/04 Web entry PH: nonWeb entry PH: non--MayoMayo
•• 2/042/04 Web entry Dents: nonWeb entry Dents: non--MayoMayo
•• 6/046/04 Web site fully openWeb site fully open
•• 6/046/04 Initial statistical analysis  Initial statistical analysis  





International Registry of Hereditary International Registry of Hereditary 
Calcium UrolithiasisCalcium Urolithiasis-- contactscontacts

•• Julie B. Olson: Study coordinatorJulie B. Olson: Study coordinator
(800) 270-4637; hyperoxaluriacenter@mayo.edu

•• Mayo Web pageMayo Web page
http://http://mayoresearchmayoresearch..mayomayo..eduedu//mayomayo/research//research/nephrologynephrology//
registry.registry.cfmcfm

•• John C. Lieske, M.D.John C. Lieske, M.D. Lieske.John@Lieske.John@mayomayo..eduedu

•• Dawn S. Milliner, M.D.Dawn S. Milliner, M.D. Milliner.Dawn@Milliner.Dawn@mayomayo..eduedu
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