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CALCINOSIS

C The patient, a 9-year-old female, was first
seen 1958, at H The
chief complaint was pain in e rig p for weeks and pain in

the left knee for 2 weeks with progressive weakness, low-grade fever,
and lassitude. Physical examination showed decreased rotary motion
of both hips. X-ray films of hips, knees, shoulders, hands, and
chest taken during this period showed no calcification.

Roentgenograms taken in s 1959, revealed for the first time
extensive calcification of the soft tissues around the knees. By
September this had increased in the legs and was also present in
the hands and arms, A biopsy of the skin and muscle of the left
lower leg showed predominantly acanthosis in the subcutaneous tissue.
There was lobulated deposition of calecium varying from fine granul-
arity to grossly visible deposits with occasional giant cells sur-
rounding the calcium deposits. The muscle showed focal areas of
nonspecific degeneration but no inflammatory reaction.

Administration of edetate was begun in q, 1959 .:m:The
daily dose was 0,95 gm,, and the total dose was 14.25 gm. Range

of motion performed before and after therapy was unchanged. Post-
therapy roentgenograms showed no loss of tissue calcium. Subjective

improvement was noted, and patient aiieared to be more active after

therapy., Repeat roentgenograms on , 1960, showed a slight
increase in the calcium deposits in e hands.

In _ 1960, she had an episode of acute pain and in-
)

ability move the left leg, with extreme tenderness Just above
the popliteal space on the left, Flexion deformities of the knees
and recurrent episodes of pain in the area of calcific deposits
above the popliteal space bilaterally led to operation on March 13,
1961, with bilateral hamstring release and removal of extensive
calcific deposits in the muscles and tendons.

Case #2, The patient, a ll-year-old female, developed low-
grade fever, headach d 1ized ess at age 8. She was

1958, and found to
have wasting o e shoulder girdle and thighs. A
Skin and muscle biopsy from the left lower leg showed extensive areas
of calecification in fibrofatty tissues and heavy inflammatory-cell
infiltration around these areas. No changes were noted in the muscle
tissue. Radiographic examination revealed calcification of the
entire right anterior tibial muscle and tendon, and diffuse calcifi-
cation in the subcutaneous tissue of the left lower leg and about

the hip muscles.
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The patient was adnitted to [
1960, for a course of edetate therapy. ere were ulcerated areas

over the knees, elbows, forearms, and buttocks from which spicules

of chalky material extruded. The eyelids showed a heliotrope dis-
coloration, and roughened violaceous skin was present over the elbows,
imees, and metacarpophalangeal joints. Edetate was given in a daily
dose of 1.4 gm,, a total dose of 21.0 gm. This produced no change in
the appearance of the roentgenograms cr 1in the slze of ¢the

visible or palpable lesions. Range of motion showed a slight increase
in the upper extremities, without change in the lower extremities.

iie iatient stated that she felt better. Range of motion measured on
mitten

1961, was essentially unchanged. She is still having inter-
ischarge of calcium from the area of the right forearm, right
knee, and right elbow and has developed a flexion contracture of the
right knee secondary to calcium deposits.

Case #3. The patient is a 16-year-old girl who was well
until age 11 when she developed malaise, easy fratigability, and low
grade fever with maximum elevations to 101 F. Physical examination
on 1960, revealed a thin, emaciated child with marked
muscle wasting, especially of the upper extremities. There were
flexion contractures of elbows and knees and limitation of motion of
shoulders and hips. Skin and muscle blopsy of the right upper arm
on [} had shown considerable variation in the size of muscle
fivers and frequent fatty tissue replacement. There were small
irregular focal calcifications and a few scattered mononuclear-cell
infiltrates around blood vessels in the dermis. Muscle fibers were
thin, atrophic, and showed occasional vacuolization and condensation
of the nuclei, The pathological diagnosis was "low-grade, chronic
polymyositis," '

Edetate was given in daily doses of 1.25 gm., with the total
dose 18.75 gm. There was no change in the range of motion or. in
the contractures Roentgenograms were unchanged. She was dis-

charged H 1960, Deposits of calcium in the left forearm
extruded through ulcerated areas on 3 further occasions.
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CLASSIFICATION OF CALCIFICATION

tissue injury:

1, Calcification usually associated with localized injury and
a known injurious agent (dystrophic, arterial, congenital).

®
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Physical trauma -

New growths (benign and malignant)

Parasitic infection

Foreign body

Arterial (deposits in both the media and atheroma's)

Infectious processes

Congenital defects (CRST syndrome, myositis ossificans
progressiva)

2. Calcification associated with widespread tissue injury of
unknown origin.

Av
B.
C.
Dn

Scleroderma

Raynaud's disease

Polymyositis

Other collagen diseases (R.A., S.L.E.)

-~

3. Calcification due to abnormality of calcium and/or phosphor-
ous regulation remote from the site of the deposit. Abnormal
levels of serum calcium and/or serum phosphorous (metastatic).

Ao
B.
Co
D,

Hyperparathyroidism

Renal insufficiency

Hypervitaminosis D

Destructive bone disease (metastatic carcinoma, osteo-

myelitis, leukemia, multiple myeloma, Paget's disease)

E,
(?) F.

Pseudohyperparathyroidism
-Tumoral calcinosis
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FUNCTIONS IN SOFT TISSUE CALCIFICATION

Disease Serum Ca Serum P Alkaline Urine Ca Renal

Phosphatase Function
collagen Diseases N N N N N
Hyperpara-
thyroidism T \Z N or T A N or ¥
vitamin D
Tntoxication A Nor N ory{ N or M N N or V'
Metastatic
Bone Disease N MNor N ory I\ s N
Multiple Myeloma  Aor N N or N A Nor N N or ¥
Renal Failure N or Iy N N or ¥ J
Pseudohyper-
parathyroidism 4 ik N or N N
CRST syndrome N N N N N
Tumoral
calcinosis N N or 1T N N N
CALCIUM REMOVAL BY EDTA
Subject Total Dose  Theoretical*  Predicted (80%) Measured
(Gm) Max1 mum Excretion of Excretion of
Ca Chelated (Gm) Ca (Gm) Ca (Gm)
1 14.3 o 1.2
2 2.0 243 1.8
3 18.8 2.0 1.6
4 (D&M) 12.8 1.4 1.1 1.1
5 (H&V) 31.5 3.4 8.7 2.9

6 (H&V) 19.6 2.1 1.7 LT

*¥In vitro 1 gram of EDTA binds approximately 108 mg of Calcium,
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