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HPIHPI


 

Diagnosed with scleroderma in 2000 after Diagnosed with scleroderma in 2000 after 
presenting with flexion contractures of presenting with flexion contractures of 
hands, skin firmness, and refluxhands, skin firmness, and reflux


 
Later developed Later developed RaynaudRaynaud’’ss symptoms and symptoms and 
lung involvementlung involvement


 
Then began to develop soft tissue Then began to develop soft tissue 
calcifications in 2009calcifications in 2009



HPI continuedHPI continued


 
Calcifications have Calcifications have 
grown in sizegrown in size


 
Primarily around Primarily around 
elbows and forearmselbows and forearms


 
Significant pain and Significant pain and 
decreased mobilitydecreased mobility


 
Initial resection of Initial resection of 
right forearm mass right forearm mass 
2/2011 which 2/2011 which 
recurredrecurred



PMHPMH


 

SclerodermaScleroderma


 
Diagnosed 2000Diagnosed 2000



 
Prednisone x 3Prednisone x 3--6 6 mosmos in 2001in 2001



 
Currently treated with Currently treated with MyforticMyfortic and MTXand MTX


 

OsteoporosisOsteoporosis


 
HumerusHumerus fracture age 10fracture age 10



 
Low bone mass documented on initial DEXA in 2006 Low bone mass documented on initial DEXA in 2006 
with progressive bone loss despite with progressive bone loss despite bisphosphonatesbisphosphonates



 
12/2012 BMD LS T 12/2012 BMD LS T --1.3, FN T 1.3, FN T --2.82.8



Family and Social HistoryFamily and Social History


 

Family historyFamily history


 
8585--yearyear--old mother decreased bone density old mother decreased bone density 
treated with treated with bisphosphonatebisphosphonate, no fractures. , no fractures. 


 
Maternal grandmother had osteoporosis Maternal grandmother had osteoporosis 
related to steroid userelated to steroid use


 
Father hypothyroidism, arthritis of handsFather hypothyroidism, arthritis of hands


 

Social historySocial history


 
Married with 2 childrenMarried with 2 children



Physical ExamPhysical Exam


 
Constitutional: She is oriented to person, place, and time. She Constitutional: She is oriented to person, place, and time. She 
appears wellappears well--developed and welldeveloped and well--nourished. No distress. nourished. No distress. 



 
Head: Head: NormocephalicNormocephalic and and atraumaticatraumatic. . 



 
Mouth/Throat: Mouth/Throat: OropharynxOropharynx is clear and moist. is clear and moist. 



 
Eyes: Conjunctivae and EOM are normal. Eyes: Conjunctivae and EOM are normal. 



 
Neck: Neck supple. No Neck: Neck supple. No thyromegalythyromegaly present. present. 



 
Cardiovascular: Normal rate and regular rhythm. Cardiovascular: Normal rate and regular rhythm. 



 
Pulmonary/Chest: Effort normal and breath sounds normal. Pulmonary/Chest: Effort normal and breath sounds normal. 



 
Musculoskeletal: Mass anterior to R elbow, other golf ball size Musculoskeletal: Mass anterior to R elbow, other golf ball size mass mass 
at L elbow, smaller masses R shoulder, L forearm, restricted ROMat L elbow, smaller masses R shoulder, L forearm, restricted ROM 
at at b/lb/l elbows elbows 



 
Skin: Skin: SclerodactylySclerodactyly and tightness of the skin in the fingers, dorsum and tightness of the skin in the fingers, dorsum 
of the hands, forearms, chest wall, face and feetof the hands, forearms, chest wall, face and feet



 
Neurological: She is alert and oriented to person, place, and tiNeurological: She is alert and oriented to person, place, and time.me.



 
Psychiatric: She has a normal mood and affect. Psychiatric: She has a normal mood and affect. 



LabsLabs


 

Ca 10.09Ca 10.09


 
PO4 3.39PO4 3.39


 
Mg 2.29Mg 2.29


 
U Ca 25 mg/24 hrU Ca 25 mg/24 hr


 
U phosphate 221 mg/24 hrU phosphate 221 mg/24 hr


 
PTH 26PTH 26


 
25OHD 3725OHD 37


 
1,25OHD 481,25OHD 48

Presenter
Presentation Notes
Thoughts?
Phosphate ULN, U phosphate low (nl 700-1000)



What Causes What Causes CalcinosisCalcinosis??


 
Serum calcium and phosphate Serum calcium and phosphate nlnl


 
Loss of inhibition of calcificationLoss of inhibition of calcification


 
PathophysiologicPathophysiologic changeschanges


 
Tissue damageTissue damage



 
HypovascularityHypovascularity and hypoxemiaand hypoxemia



 
Structural changesStructural changes



 
Chronic inflammation and macrophage activityChronic inflammation and macrophage activity


 

MediatorsMediators


 
Increased CBAA/GCGAIncreased CBAA/GCGA



 
Decreased renal phosphate clearanceDecreased renal phosphate clearance



 
Increased influx of calcium into cellsIncreased influx of calcium into cells

Presenter
Presentation Notes
Ca and P usually close to saturation at nl physio concentration but there are endogenous inhibitors of calcification
Any thoughts on treatment



How is How is calcinosiscalcinosis treated?treated?


 
AntiAnti--InflammatoryInflammatory


 

ColchicineColchicine, , minocyclineminocycline, anti, anti--TNFTNF


 
Decreased CBAA/GCGADecreased CBAA/GCGA


 

WarfarinWarfarin, , salicylatessalicylates


 
Increased renal phosphate excretionIncreased renal phosphate excretion


 

ProbenicidProbenicid, phosphate binders, phosphate binders


 
Inhibition of calcium influxInhibition of calcium influx


 

CCBsCCBs, , minocyclineminocycline


 
Decreased calcium turnoverDecreased calcium turnover


 

BisphosphonatesBisphosphonates


 
MechanicalMechanical


 

Surgery, CO2 laser, Surgery, CO2 laser, intralesionalintralesional steroidssteroids

Presenter
Presentation Notes
Calcitionin increases renal excretion of Ca and PO4, not mentioned



CourseCourse


 

Had been started on Had been started on probenicidprobenicid prior to prior to 
initial visitinitial visit


 
Phosphate binder lanthanum carbonate Phosphate binder lanthanum carbonate 
addedadded


 
Also started on Also started on calcitonincalcitonin and course of and course of 
ZometaZometa



Follow upFollow up


 

Repeat surgery 9/2012Repeat surgery 9/2012


 
RecurrenceRecurrence


 
Urine phosphate 307 mg/24 hrUrine phosphate 307 mg/24 hr


 
5.7% decrease in femoral neck BMD5.7% decrease in femoral neck BMD



Presenter
Presentation Notes
Retrospective chart review of patients with calcinosis in assoc with ACTD at Mayo 1996-2009
Most common with dermatomyositis, esp when presents in childhood
Scleroderma next common, others much less common, tends to occur relatively late in course, as with our patient



Use of Use of EtidronateEtidronate


 

2012 JBMR case report2012 JBMR case report


 
EtidronateEtidronate 800 mg daily x 3 800 mg daily x 3 mosmos every 6 every 6 
mosmos for 3 yrsfor 3 yrs


 
Significant improvement in both OP and Significant improvement in both OP and 
calcinosiscalcinosis


 
LS BMD 0.830LS BMD 0.830-->0.997, FN 0.403>0.997, FN 0.403-->0.639>0.639


 

Inhibition of Inhibition of hydroxyapatitehydroxyapatite crystal growthcrystal growth


 
Less specific for bone than newer Less specific for bone than newer BPsBPs


 

AntiAnti--inflammatoryinflammatory

Presenter
Presentation Notes
Case report- 26 yo F with DM, developed severe calcinosis (exoskeleton) 1 yr after diagnosis despite clinical control of myositis, although labs suggested mildly active, also had severe osteoporosis (T score of LS 65%), glucocorticoid induced
Lack of spec may actually make it work better for calcinosis, should also inhibit Ca flux from bone, anti-infl specifically in that inhibits release of cytokines from macrophages which is thought to be part of pathogenesis, OP may have inflammatory component, so may be part of why it works on both



PlanPlan


 

Continued phosphate binderContinued phosphate binder


 
Stopped Stopped calcitonincalcitonin


 
Planned to start course of Planned to start course of etidronateetidronate but but 
high risk of worsening refluxhigh risk of worsening reflux


 
Follow up later this monthFollow up later this month
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