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Addison’s disease is often accompanied by a number of cardiovascular manifestations. We report the case of a 30-year-old man who
presented with a new onset dilated cardiomyopathy due to Addison’s disease. The clinical presentation, treatment, and outcomes

of this rare hormone mediated cardiac disorder are reviewed.

1. Introduction

Addison’s disease, also known as primary adrenal insuffi-
ciency, is associated with a decreased production of gluco-
corticoid and mineralocorticoid hormones from the adrenal
cortex [1]. Although autoimmune adrenalitis is considered
to be the major cause of Addison’s disease in up to 90% of
diagnosed individuals, prevalent in female patients between
30 and 50 years of age, other etiologies include infectious,
drug induced, and/or genetic factors [2, 3]. Common man-
ifestations of this condition are hyponatremia, hyperkalemia,
and/or hypoglycemia along with mucosal and skin hyperpig-
mentations [2, 3]. Although cardiovascular manifestations of
Addison’s disease include hypotension, syncope, and arrhyth-
mias, the development of a dilated cardiomyopathy and heart
failure are an uncommon life-threatening complication [4-
8]. We describe a rare case of a 30-year-old male with a
dilated cardiomyopathy in the context of Addison’s disease
and review all 6 adult cases of this cardiac manifestation
published to date [4-8]. We evaluate the clinical presentation,
treatment, and outcomes of these cases and discuss the diag-
nosis, pathophysiology, and treatment of this rare hormone
mediated cardiac disorder.

2. Case Report

A 30-year-old previously healthy male presented to the
emergency department with constitutional symptoms of
weakness, fatigue, dizziness, and anorexia. A baseline EKG
and chest X-ray were within normal limits. He was diagnosed
with primary adrenal insufficiency presenting with biochem-
ical evidence of high ACTH (>278 pmol/L) and low cortisol
levels (32 nmol/L) and started on prednisone 5 mg po od and
fludrocortisone 0.1 mg po od. Two weeks later, he presented
with a 5-day history of orthopnea and increasing dyspnea
on minimal exertion. On presentation, the blood pressure
was 104/74 mm Hg with a heart rate of 90 beats per minute.
The jugular venous pressure was elevated at the angle of the
jaw with displacement of the cardiac apex and normal heart
sounds. There were diminished breath sounds bilaterally
in both lower lung fields without evidence of peripheral
edema. The serum sodium was mildly reduced at 132 mmol/L
(normal range: 135-145 mmol/L) while the potassium was
increased at 5.6 mmol/L (normal range: 3.5-5.0 mmol/L).
There was a markedly elevated N-terminal brain natriuretic
peptide of 4515 pg/mL (normal range <125 pg/mL), consistent
with clinical and biochemical evidence of acute heart failure.
The serum TSH, urine toxicology, and metanephrines were


http://dx.doi.org/10.1155/2016/4362514

Case Reports in Cardiology

[[PM paurewar ‘syjuowt 7 1y (Ir)

uorsuajodAy 10§ yuswaoedar
proonIodoeIaUTW 93 IeYdSIp I9)Je SYIUOW 7 (F)
aSreyostp £q auos1I000IpAY

yooys oruadorpred
PUE ‘QIn{Iej IB[NOLIJUIAIQ

’ 9I9A3s ‘uoTSNy? [erprestrad [8] Te 30
UONOUNJ Je[NOTIIUIAI] [EWLIOU TEAOUIDT Te10 Jo asop d130[o1s4d 0) paureap (€) V/N s11e SerpIes Sroshse /1T €102 Aqpa0oureuysITy
VAT PUe AVAY 12ye 4224 23 (1) u8/But 0 sayearoyy .mucaﬁv aarssa1801d .
pue Sw (o 9s0p Surpeo] auos1I000IPAY AT (7) €S BOM ..wwm:mz
uonejue[dwr Jresuwapue], (1) A
PpIepue)s ‘OUOST)I000IPN] spous sruaBorpies

sanI[eULIOUqe pue 2U0s1}10001pAY [e10 D8IeydSIP IV (€) e ‘etons Areuownd
UOTIOW-[[eM JO 2IUIPIAD OU [IIM urw 3y/87 7% 1e surrydaurdazou %0¢ @mx«: q% Hw_é 1o mamo L Ay £00T [£] 'Te 1 grom

92S 03 pasoxdwit J AT oY) @31eydsIp 1V (1) SNONUIIUOD PUER UOIIB[LIUIA [eITURYIIIA (7) ceTDIEAL e A.coz:ouo&

y/Sw 1 101789191} P : H
pue 3w 0T 2sop Surpeo] auos1I000IpAY AT (1)
9GS 01 pasoxduir JHAT YoM £ 1V (1) JHD 10§ Juaujeal} oN (7) %ST PIpITALE) pue astelew IN/9€ 000T (9]
(4 b b 0 < 3 ¢
{desoy prossoonion (1) ssourzzip ‘ondney ‘edudsi(q efey] pue [ezJy
o Butop sem jusned ‘sgyuowr 713y (1) uonsaguoo Lreuowrnd pue
aUOST11000IpN} skep 7 19)3e paddoys oty pue (Arep Sur g¢ woiy) Emono_Ewu suonendam [¢] swwdy, pue
PpUE dUOST)I000IPAY YITM %05 £q pasea1dap afesop auosnI000IpnY] (7) V/N Suny “eouduoey d/L¥ 8661 ehAreupeneug
Ppa3eany ‘SYuOW § je SISLId URIUOSIPPY (IT) skep 9 10 aprwasomy AJ (1) .mozww " .mhu 4 4
paajosax swoydwids JHD (1) P Pd
yjeap o3 Jouid skep /£ 10y AJrep -

parp Juaned—i¢ Aeq sourn ¢ Sw 70 wwwmwwo.uoiﬁwwsz-E%N-m (€) \ reanard 1481 pue ‘ewaps = o6l [¥]
uonsafuod Lrevowrnd ur aseardop—0g Aeq : "EHU< VIN Arevournd quatuaSre[us W Te 30 Touysn)

Siensip ‘durprumb AT “edudoyio “edsudsiq

“dexoy) uonenSeoonue OpLEIAA (1)

awoonQ JUDUIJRAI], (%) JIANT SUOT]R)SJTURUT AD) x0s/28y  1eak11odoy  (duaIdjar) ase)

“AyredofworpIed Paje[Ip pue ISBISIP SUOSIPPY JO $110da1 ased Jnpe jo Arewrwing ;] 414V],



Case Reports in Cardiology

-opndad onanineu

urerq gNg 90TAP JSISSe Je[NOLIIUIA IO (YA O0TAIP ISISSE TR[NILIUA JYSLI QYAY ITUN 218D JAISUIUT ) D] UOTIORIJ UOTIO(2 TR[NOLIIUIA PO T AT IN[Te] 1183 dA1SAFU0D D) SNOUIARIIUT ‘A Q[OLIIUIA o] ‘AT

Arep Sw g
Je padueyoun suostupaid ‘(A[rep Swi ' wouy)

suotsnyo Ternad
[e193e[Iq pue ‘UonOUNISAp

%05 £q pasea1dap adesop auosnI000IpN[g () OT[03SAS 2I9A3S ‘AT PIIE[IP Te
%W 03 paroIdut JIAT (1) S o1 [ojoxdostg (¢) %Sl AN pa3eadpd @mssaid /o€ 90z 19 BYSAS[OZOIN
Suwr ¢ qudrurey () snouaa re[ngn( pajesspo
a3reyostp je [e1o Swr oF Oprwasoiny A7 (1) ceouds£p ‘eoudoyyiQ
Eles(llile) JuawI)eal], (%) JIAT Nugsiabeiit:iigNg) x9s/o8y  Ieak J10doy  (oudxdjer) aseD)

"panunuoy) : A19V],



within normal limits. A 12-lead EKG demonstrated poor R-
wave progression across the precordial leads with evidence
of a left anterior fascicular block. Chest X-ray findings were
consistent with bilateral pleural effusions, vascular redistri-
bution, and interstitial edema. Transthoracic echocardiogra-
phy (TTE) confirmed a dilated left ventricle (LV), severe LV
systolic dysfunction with an ejection fraction of 15%, and
moderate functional mitral regurgitation. Cardiac magnetic
resonance imaging with late gadolinium enhancement was
normal with no evidence of a viral myocarditis nor infiltrative
cardiomyopathy. Cardiac catheterization demonstrated nor-
mal coronaries consistent with the diagnosis of a nonischemic
dilated cardiomyopathy. A computed tomographic scan of the
abdomen revealed hyperdense adrenal glands with central
necrotic areas of hypoattenuation and peripheral enhance-
ment, consistent with the recent diagnosis of primary adrenal
insufficiency. With a new diagnosis of acute heart failure due
to primary Addison’s disease, the patient was admitted for
medical treatment with parenteral diuretics, ACE inhibition,
beta blockade, and a decrease in the fludrocortisone dosage
(that was started 2 weeks before). A 6-month follow-up multi-
gated acquisition scan (MUGA) revealed an improvement in
LV ejection fraction to 40-45%.

3. Discussion

With an incidence of approximately 120 cases per million
in the population, Addison’s disease is a rare long term
endocrine disorder in which the adrenal glands produce
insufficient steroid hormones, including glucocorticoids and
mineralocorticoids [1-3, 9]. The clinical presentation of Addi-
son’s disease encompasses a multitude of systemic symptoms
including fatigue, weight loss, salt craving, and joint and
back discomfort [1-3, 9]. Individuals with primary adrenal
insufficiency may also experience a number of cardiovas-
cular symptoms including hypotension, arrhythmias, and
congestive heart failure [4-8]. In fact, the development of a
dilated cardiomyopathy due to Addison’s disease is extremely
rare [4-8]. Although the exact etiology of heart failure
due to Addisons disease remains unknown, a number of
potential mechanisms include (i) reduced effects of cortical
hormones on the LV myocardium; (ii) poor alimentation
with low glycogen reserves; (iii) hemoconcentration, low
blood volume, and reduced coronary blood flow; and (iv)
disturbances in electrolyte levels [9].

After a systematic review of the literature of all adult
cases of Addison’s disease and dilated cardiomyopathy, a
total of 6 published cases (including the current report)
were identified as shown in Table 1 [4-8]. The mean age
was 38 years (range 21-53) with a male to female ratio of
2:1. Common cardiovascular features at presentation were
hypotension, dyspnea, tachycardia, and pulmonary edema.
Our case was unique in that the patient developed bilateral
pleural effusions and the lowest LVEF as measured by TTE.
Moreover, our case was only the second in which a patient
developed symptoms of acute CHF following administration
of hormone replacement therapy (HRT) and the one with the
shortest time lapse between the two events of only 6 days
(Table 1) [4-8].
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In patients with Addison’s disease, dual HRT with glu-
cocorticoids and mineralocorticoids is a necessity [1-3, 10].
Although oral hydrocortisone and fludrocortisone are the
mainstay of treatment in this patient population [1-3, 10],
the use of these medications may need to be altered in the
setting of a concomitant heart failure crisis. In particular,
fludrocortisone corrects hypotension by increasing sodium
retention, thereby increasing systemic afterload. However, in
the presence of a dilated cardiomyopathy and reduced LVEE,
increased afterload by fludrocortisone may precipitate acute
congestive heart failure [4-8]. In individuals with Addison’s
disease who experience acute cardiovascular symptoms due
to the development of a dilated cardiomyopathy, the dosage
of fludrocortisone may need to be decreased or stopped alto-
gether in order to correct the acute heart failure syndrome.
In 4 of the 6 cases reviewed in Table 1, the patients were
able to tolerate a carefully balanced dose of fludrocortisone
after appropriate treatment of the underlying heart failure
symptoms with medical therapy including diuretics, ACE
inhibition, and beta blockade [4-8]. These agents, while
appropriate for acute heart failure in the setting of a reduced
LVEE, may interfere with the effectiveness of fludrocorti-
sone in correcting hormonal deficiency, necessitating careful
hemodynamic monitoring of the patient’s condition through-
out the treatment period.

4. Conclusion

A multidisciplinary approach must be sought in the manage-
ment of patients with dilated cardiomyopathy secondary to
Addison’s disease. HRT dosage should be optimized, heart
failure therapy should be initiated, and patients should be
closely monitored for future cardiovascular complications.
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