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HPI

= Piagnesed with: scleroderma in 2000 after
presenting with; flexion; contractures of
nands, skin firmness, and refiux

= | ater developed Raynaud’s symptoms and
Ung Invelvement

= hen began to develop soft tissue
calcifications in 2009




HP] Contlnued

Calcifications have
grown; In size

Primarily areund
elbews and forearms
Significant pain and
decreased monility.
Initral resection of
[ght ferearm mass

2/2041 which
recurred




PVIH

= Sclerederma
= Diagnosed 2000
= Prednisone x 3-6 mos:in 2001
= Currently treatead with; Myfortic and MTX

= Osteoporosis
= Humerus fracture age 10

= | ow bone mass documented on nitial DEXA in 2006
With progressive: hone less despite bisphoesphenates

= 12/2012 BMD LS -1.3;, ENFIF-2.8



Eamily and Sociall History

= Eamily history

= 85-year-old mother decreased bone density.
treated with bisphosphonate, no fractures.

= Maternal grandmether had o0Steoporesis
ielatedi to steroid use

= Father hypothyroidism, arthritis of hands
= Soecial histony
= Viamied withr 2 children



Physical Exam

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

Head: Noermocephalic and atraumatic.

Mouth/Throat: Orepharynx IS clear and moist.

Eyes: Conjunctivae and EOM are normal.

Neck: Neck supple. No thyromegaly present.
Cardievascular: Normal rate and regular raythm,
Pulmonary/Chest: Effort normal andi breath sounds nermal.

Musculeskeletall Mass anterior to) R ellbew, other golf ball size mass
at L elbow, smaller masses R shoulder, L forearm, restricted ROM
at b/l elbows

Skin: Scleredactyly and tightness of the skin i the fingers, dorsum
ofi the hands, ferearms, chest wall, face and feet

Neurelegicali She is aleri and eriented to person, place, and time.
Psychiatric: She has a nommalimood and affect.



Labs

= Ca 10.09

= P04 3.39

= Vg 2.29

= J Ca 25 mg/24 hr

= U phosphate 221 mag/24 hr
= PHH 26

m 250HD 37

= ,250HD 48



Presenter
Presentation Notes
Thoughts?

Phosphate ULN, U phosphate low (nl 700-1000)


What Causes Calcinosis?

Serum calcium and phosphate nl

LLoss of inhibition of calcification
Pathophysielogic changes

= Tissue damage

= Hypovascularity: and hypoexemia

= Structural changes

= Chrenic inflammation and macrophage activity:

Mediators

= |ncreased CBAA/GCGA

= Decreased renal phosphate clearance
= |nereased influx of calcium inte 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 calcinosis treated?

Anti-Inflammatory.
= Colchicine, minocycline, anti-TNFE
Decreased CBAA/GCGA
= \Warfarin, salicylates
Increased renal phosphate excretion
= Probenicid, phosphate binders
Inhibition of calcium nfltx
= CCBs, minocycline
Decreased calcium turnoever
= Bisphesphenates

Mechanical
= Surgeny, COZ laser, intralesional steroids


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


course

= Had been started on probenicid prior to
Initiali visit

= Phosphate binder lanthanum carbonate
added

" Also started on calcitonin and course of
Zometa



EFollow up

Repeat surgery 9/2012

Recurrence

Jrine phosphate 307 mg/24 hr

5.7%) decrease In femoral neck BIMID




Table 1. Characteristics and Prevalence of ACTD Azsociated With Calcinosis Culis

Patients, Ne. [%) Time 10 Onzed
{N=TH) Age a1 Onsel of Calcingsis Culis
ol Caleinosis Culis, Aner Diagnosis ol ACTD,
Undarying ACTD Famale Sax Male Sax Mean [Range)., ¥ Maan (Ranga]. mo
Desmalosmrositis 23 [T T 23] [ 31 [4-75) E [E-21E])
Classic 1175 42T I &8 (1-75)
Amvyopathic 1 (103 a 52
1M 320] 10 [4-21])
L 54 [(38-T3)

39 (14-55)

Mixad CTD
SLE

A,
Polyrmpasitis

Abbravia T M sease; AA. raumatold arthrisis; SLE. systemic lupus envthamaiosus
I3 r-1= Wkan thase 4 patianls ara axcludad feom the anaysss, tha meaan tima 1o
2 moaths)
tha h;ﬂlumng types hLE :.n:l Rfl. SLE and systemic sclenosis. SLE and dermatonmmyositis, systemic sclanosis
SLE. and AA
f the following ACTDS: dermatonmeositis and systemic sclerosis {n = 2], SLE and systemic sclarosis

d|.| 1 ol 8 6 patients, calzingsis culis peeteded the dagnosis of unditferantiated CTD.

Table 3. Treatment Categories of 78 Patients Who Had
Calcinosis Cutis Associated With ACTD

Best Response, No. (%)

Treatment Category NR PR Unknown Total
Medical 5 7 19 (24)

Surgical 0 0 11 (14)
Medical and surgical 1 0 17 (22)
None 0 30 (38)
Unknown 1 1(1)

Abbreviations: ACTD, autoimmune connective tissue disease;
CR, complete response; NR, no response; PR, partial response.



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 ofi Etidronate

m 2012 JBMR case report

= Etfidronate 800 mg daily x 3 mes every 6
Mes for 3 yrs

= Significant improvement in; both OF and
calcinosis

n S BMID0.650->0.997, ENI0.405->0.659

= nhikition: off hydrexyapatite: crystall growin
= | ess specific for bene than newer BPS

= ARtEIRflammatesny.


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


Plan

= Continued phosphate binder
= Stopped calcitonin

= Planned to start course of etidronate but
1ighi risk efi wersening refiux

= Eollow: Up:later thisi moenth
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