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Premature diagnosis of calciphylaxis without pathological indications finally diagnosed as cutaneous
small-vessel vasculitis: a post-mortem case report
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A man in his fifties with diabetes had a past history of myocardial infarction and ventricular septal perfora-
tion. He underwent hemodialysis about a year ago and was taking amiodarone. He presented with sores and pur-
pura on the lower limbs. Skin biopsy showed immunofluorescence-negative leukocytoclastic vasculitis. Skin
lesions were treated with ointments, which ameliorated the symptoms to some extent, but ulceration relapsed and
deteriorated in both number and size. Calciphylaxis was suspected, and a second skin biopsy was performed. No
calcium detection on the arteries was observed, but leukocytoclastic vasculitis was seen. Antineutrophil cytoplas-
mic antibody-related vasculitis, cryoglobulin vasculitis, or anti-phospholipid syndrome were ruled out by negative
findings for autoantibodies. Although he was treated with 30 mg prednisolone, his systemic condition deteriorated,
and he died of disseminated intravascular coagulation. Autopsy findings showed no vasculitis in the lung, kidney or
intestine, and perimyocardial patch infection was observed. Although calciphylaxis was clinically suspected, his
condition was diagnosed finally as cutaneous small-vessel vasculitis.

Jpn J Nephrol 2017 ; 59 @ 85-91.
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Fig. 1. Skin findings of extremities
a : purpura on the left knee, b : ulcer on the left knee, c : ulcer on the left fingers,
d : deterioration of ulcer on the left knee, e : ulcer on toes of both feet

Fig. 2. Skin biopsy findings
a ! Fibrinoid degeneration (arrows) of the vascular wall wera seen with a small blood vessel from the superficial
derma to the mid layer of the derma, and wera accompanied by lymphocyte-dominant inflammatory cell
infiltration (Hematoxylin-eosin stain, x400).
b : An inflammatory cell infiltrated the vascular wall and disruption of the internal elastic lamina(arrows) wera
seen (Elastica van Gieson staining, x400).
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Table. Laboratory data on admission

Blood cell counts

WBC 6,300 /uL
RBC 494x10* /uL
Hb 12.8 g/dL
Ht 43.1%
PLT 11.8x10% /uL
Blood chemistry
TP 6.3 g/dl
Alb 2.9 g/dL
GOT 10 IU/L
GPT 6 IU/L
LDH 169 IU/L
T-Bil 0.9 mg/dL
Na 143 mEqg/L
K 4.0 mEg/L
Cl 105 mEqg/L
Ca 8.7 mg/dL
P 2.8 mg/dL
Mg 2.0 mg/dL
BUN 27 mg/dL
Cr 4.7 mg/dL
T-CHO 157 mg/dL
intact PTH 199 pg/mL
HbA1c(NGSP) 6.8%
GA 22.6%

Coagulation
PT-INR 1.19
PT 69%
APTT 49.8 sec
Fib 299 mg/dL
FDP 24.6 ug/mL
Protein C activity 56%
Protein S antigen 100%
Immunology
CRP 2.1 mg/dL
IgG 1,375 mg/dL
IgA 341 mg/dL
IgM 86 mg/dL
IgE 986 IU/mL
Cryogloblin negative
PR3-ANCA <10 U/mL
MPO-ANCA <10 U/mL
Anti-nuclear antibody x20
RF 3 1U/mL
Anti- 32GP1 antibody <1.2 U/mL

Lupus anticoagulant(dRVVT)  1.17
B-D-glucan 2.54 pg/mL
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Fig. 3. Clinical and treatment course
WBC : white blood cell count, PLT : platelet count, CRP : C-reactive protein,
PGE1 : prostaglandin E1, SSD : silver sulfadiazine
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