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Introduction: Parathyroid crisis is a characterized by se-
vere hypercalcemia associated with multiple organ dys-
function.

Case: 90 years-old Caucasian man was hospitalized for
progressive confusion over 3 days and was noted to have a
critically elevated serum calcium (S Ca) 16.8 mg/dl (8.6-
10.0) with albumin 4.1 mg/dl. Patient had a good functional
status prior to the hospitalization. On further evaluation,
patient was diagnosed with primary hyperparathyroidism
with a high suspicion for parathyroid cancer, with labs
showing a markedly elevated PTH 1183 pg/ml (15-65) and
ionized Ca >1.85mmol/L (1.15-1.35). Of note, S Cawas nor-
mal at 9.5mg/dl (no albumin) approximately 20months pri-
or to the hospitalization.

Parathyroid ultrasound showed a 1.8×1.7×1.1 cm left su-
perior parathyroid mass with ill-defined margins.
Sestamibi scan confirmed a left superior parathyroid
mass. CT neck/chest/abdomen/pelvis with contrast showed
a 1.8×1.1×1.9 cm left superior parathyroid mass with en-
hancement and punctate non-obstructing right kidney
stones.

Hypercalcemia responded extremely well to medical
management (calcitonin, 4 mg of zoledronic acid infusion
and 13 days of cinacalcet 30 mg daily) resulting in nor-
malization of S Ca. However, patient required a pro-
longed hospitalization for aspiration pneumonia and
severe electrolyte disturbances. Since patient was not a
good surgical candidate and hypercalcemia resolved on
medical management, patient was discharged to a rehab
facility with the plan to pursue parathyroidectomy as
outpatient.

S Ca worsened progressively and was 10.4 mg/dl (albu-
min 3.6 mg/dl) with PTH 130 pg/ml on day 15 after dis-
charge. Cinacalcet was added when hypercalcemia
further worsened to 11.7 mg/dl (albumin 3.6 mg/dl) on
day 38. However, patient was hospitalized again for al-
tered mental status, recurrent severe hypercalcemia (S
Ca 15.7 mg/dl, albumin 3.8 mg/dl, PTH 1299 pg/ml),
hypokalemia and urinary tract infection. In the ED, pa-
tient developed complete heart block that responded to
atropine.

Interestingly, hypercalcemia was recalcitrant to ag-
gressive medical management during this hospitalization
(zoledronic acid 4 mg infusion, calcitonin IM- increased
up to 6 mg IM q6hr, cinacalcet- increased to 60 mg PO
BID and IV fluid resuscitation with furosemide as
needed). S Ca was 14.2 mg/dl (albumin 3.4 mg/dl) on
day 8 of hospitalization. Therefore, urgent left superior
parathyroidectomy was performed. Surgical pathology re-
vealed a 3.1 gm parathyroid adenoma. Post-operative
day#1 labs showed normal PTH 17.3 pg/ml, S Ca 12.1
mg/dl and albumin 3.2 mg/dl. S Ca and patient’s mental
status normalized over next few days.

Discussion: Urgent parathyroidectomy has shown to
have excellent outcomes in patients with parathyroid crisis.
Our patient’s severe hypercalcemia initially responded ex-
cellently to medical management but recurred within few
weeks and developed resistance to medical management.
Our case highlights the importance of performing surgical
exploration as soon as possible after initial medical stabil-
ization in patients with parathyroid crisis.
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2. She had
positive Chvostek’s sign bilaterally, negative trousseaus
sign, 2+ reflexes throughout and normal gait. She had no
onychomycosis, mucocutaneous candidiasis, hyperpigmen-
tation, or vitiligo. She had a normal cardiac, respiratory,
and abdominal examination. Lab work up was remarkable
for calcium 6.4 mg/dL (8.1-10.4), PTH 6 pg/mL (11.1-79.5),
eGFR 104 ml/min/m2 (normal: >90), 24-hour urinary cal-
cium (<1 mg/24hours) & creatinine 1.0 g/24hours, vitamin
D25-OH 26.23 ng/ml (25-80), magnesium 1.7 mg/dL (1.3-
2.7), vitamin B12 level 445 pg/mL (211-911) and TSH 2.243
mcIU/mL (0.4-4.7). She had negative antibodies to TPO,
TTG IgA, 21-hydroxylase, IA-2, and GAD65. Plain films did
not identify intracranial calcifications or nephrolithiasis.
Genetic evaluation revealed a heterozygous mutation in the
AIRE gene c.718 G>A in exon 6, p.G240S consistent with
non-classic APS-1. Conclusion: This case highlights the im-
portance of genetic testing in patientswith isolatedhypopara-
thyroidism. Our case had a novelmutation (c.718G>A) in the
SANDdomain of the AIRE gene, in contrast to themajority of
prior non-classicalAPS-1mutationswhich are localized to the
1st plant homeodomain (PHD-1) of AIREgene. It is important
to report the clinical features of these patients with novel
mutations as it can enrich our understanding and contrib-
ute to future research. It is important to establish a diagno-
sis of APS-1, as these patients are at risk for both endocrine
and other autoimmunemanifestations whichmaymanifest
during its natural history.

Journal of the Endocrine Society | https://doi.org/10.1210/jendso/bvac150 | A211

J Endocrine Soc, Volume 6, Issue Supplement_1, November–December 2022A211


	PSAT202 A Rare Case of Four-Gland Parathyroid Adenomas
	PSAT203 Acquired Resistance to Medical Management in a Patient with Parathyroid Crisis due to a Parathyroid Adenoma
	PSAT204 Hypoparathyroidism due to a Novel Mutation as the Initial Presentation of Non-classical Autoimmune Polyglandular Syndrome Type 1

