Appendix. IgG4-RD Disease Activity Index 
--------------------------------------------------------------------------------------------------  
                                                                                       


  Patient ID:

  Date form completed:


  Prednisone dose at the time of assessment: ----------mg/day

  Cumulative prednisone dose in the past 28 days: ---------- mg

Assessment refers to manifestations occurring in the last 28 days.

	Wt
	Present
	Descriptor
	Definition



	2
	
	Autoimmune pancreatitis
	Obstructive jaundice, abdominal or back pain, weight loss or anorexia associated with laboratory and imaging confirmation



	2
	
	Sclerosing cholangitis 
	Obstructive jaundice, weight loss or anorexia confirmed by cholestatic liver tests and strictures on MRCP* or ERCP*



	3
	
	Aortitis
	Evident in CT angiogram or PET scan*



	1
	
	Orbital and lacrimal gland involvement
	Proptosis, lacrimal gland swelling, or orbital CT scan finding of mass lesions



	1
	
	Sialadenitis
	Swelling of salivary glands or dysfunction of the glands defined by sicca symptoms

	2
	
	Pulmonary involvement
	Increase in shortness of breath or cough associated with CT finding of interstitial pneumonia or pulmonary nodules due to IgG4-related pseudotumor



	2
	
	Kidney involvement
	Flank pain, sterile pyuria, hematuria or subnephrotic proteinuria  consistent with tubulointerstitial nephritis or CT finding of inflammatory pseudotumor



	1
	
	Retroperitoneal fibrosis or sclerosing mesenteritis


	Flank or back pain, ureteral stenosis, hypertension confirmed by soft tissue mass in MRI or CT scan

	1
	
	Sclerosing mediastinitis


	Superior vena cava syndrome or soft tissue mass in chest CT scan due to IgG4-RD

	1
	
	Riedel thyroiditis


	Hardening of thyroid gland or local obstruction confirmed by neck CT scan

 

	2
	
	Hypophysitis


	Headaches , visual filed abnormalities and endocrine dysfunction confirmed by findings in Head MRI



	1
	
	Prostatitis
	Pelvic pain and urinary symptoms due to IgG4-RD prostatitis



	1
	
	Breast involvement
	Increase in size of the IgG4-pseudotumor



	3
	
	Pachymeninges
	Deterioration of neurologic exam indicating pachymeninge involvement or imaging confirmation of pachymeningitis 



	1
	
	Cutaneus nodules
	New or worsening of the rash due to IgG4-RD



	1
	
	Lymphadenopathy
	New or increase in lymphadenopathy due to IgG4-RD




* MRCP: Magnetic Resonance Cholangiopancreatography.   ERCP: Endoscopic Retrograde Cholangiopancreatography PET scan: Positron Emission Tomography

	Wt
	Present
	Descriptor
	Definition

	1
	
	Serum IgG4 concentration


	Between 1 and 4 times ULN



	1
	
	
	Between 4 and 8 times ULN

	1
	
	
	Between 8 and 12 times ULN

	1
	
	
	More than 12 times ULN




               Total Score (Sum of weights next to descriptors marked present)
Physician Global Assessment (PGA):
On the line below where would you rate the subject’s IgG4-RD activity over the past 4 weeks?

                                   

None                     
                                  0                                                                                                      10                                                 

       

 --------- (Distance from 0 to tick mark in millimeters)
Date form reviewed: ---------------

Study physician Signature: ---------------------
IgG4-RD Flare Tool

	Mild to Moderate Flare 
	Severe Flare   

	     Increase in IgG4-RD Disease Activity Index by ≥ 3


	     Increase in IgG4-RD Disease Activity Index by ≥ 5

	    Increase in prednisone, but not to > 0.5 mg/kg/day


	     Increase in prednisone > 0.5 mg/kg/day

	     Increase in serum IgG4 concentration more than 2  times
	   Increase in serum IgG4 concentration more than 4 times

	  Increase in Physician’s Global Assessment by ≥ 1.0 but not more than 2.5
	     Increase in Physician’s Global Assessment to >2.5


