
The approach to clinical conundrums by an expert clinician is revealed through presentation of an actual patient’s case
in an approach typical of morning report. Similar to patient care, sequential pieces of information are provided to the
clinician who is unfamiliar with the case. The focus is on the thought processes of both the clinical team caring for the
patient and the discussant.
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“Are We There Yet?”

A 62-year-old man with psoriasis for more than 30 years
presented to the emergency department with a scaly, pruritic

rash involving his face, trunk, and extremities that he had had
for the past 10 days. The rash was spreading and not responding
to application of clobetasol ointment, which had helped his
psoriasis in the past. He also reported mild pharyngitis, head-
ache, and myalgias.

A patient with a chronic skin condition presenting with a new rash
means the clinician must consider whether it is an alternative
manifestation of the chronic disorder or a new illness. Psoriasis
takes many forms including guttate psoriasis, which presents with
small, droplike plaques and frequently follows respiratory infec-
tions (particularly those caused by Streptococcus). Well-controlled
psoriasis rarely transforms after 3 decades, so I would consider
other conditions. The tempo of illness makes certain life-threat-
ening syndromes, including Stevens-Johnson, toxic shock, and
purpura fulminans, unlikely. An allergic reaction, atopic dermati-
tis, or medication reaction is possible. Infections, either systemic
(eg, syphilis) or dermatologic (eg, scabies), should be considered.
Photosensitivity could involve the sun-exposed areas, such as the
extremities and face. Seborrheic dermatitis can cause scaling le-
sions of the face and trunk but not the extremities. Vasculitis
merits consideration, but dependent regions are typically affected
more than the head. Mycosis fungoides or a paraneoplastic phe-
nomenon could cause a diffuse rash in this age group.

The patient had diabetes mellitus, hypertension, diverticulosis,
and depression. Three months earlier he had undergone surgical
drainage of a perirectal abscess. His usual medications were
lovastatin, paroxetine, insulin, hydrochlorothiazide, and lisino-
pril. Three weeks previously he had completed a 10-day course of
trimethoprim/sulfamethoxazole for an upper respiratory infec-
tion. Otherwise, he was taking no new medications. He was
allergic to penicillin. He denied substance abuse, recent travel, or
risk factors for human immunodeficiency virus (HIV) infection.
He worked as an automobile painter, lived with his wife, and
had a pet dog.

Physical examination revealed a well-appearing man with
normal vital signs. His skin had well-defined circumscribed pink
plaques, mostly 1-2 cm in size, with thick, silvery scales in the
ears and on the dorsal and ventral arms and legs, chest, back,
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face, and scalp. There were no pustules or other
signs of infection (Figs. 1 and 2). The nails exhib-
ited distal onycholysis, oil spots, and rare pits. His
posterior pharynx was mildly erythematous. The
results of cardiovascular, pulmonary, and abdom-
inal examinations were normal.

Although other scaling skin conditions such as ec-
zema, irritant dermatitis, or malignancy remain
possible, his rash is most consistent with wide-
spread psoriasis. I would consider immunological
changes that may have caused a remarkably altered
and more severe expression of his chronic disease,
for example, recent steroid therapy or HIV infec-
tion. The company a rash keeps helps frame the

differential diagnosis. Based on the patient’s well
appearance, the time course, his minimal systemic
symptoms, and the appearance of the rash, my
leading considerations are psoriasis or an allergic
dermatitis. Cutaneous T-cell malignancy, with its
indolent and sometimes protean manifestations,
remains possible in a patient of his age. I would
now consult a dermatologist for 3 reasons: this pa-
tient has a chronic disease that I do not manage
beyond basic treatments (eg, topical steroids), he
has an undiagnosed illness with substantial derma-
tologic manifestations, and he may need a skin
biopsy for definitive diagnosis.

The dermatology team diagnosed a guttate psori-
asis flare, possibly associated with streptococcal
pharyngitis. The differential diagnosis included
secondary syphilis, although the team believed
this was less likely. The dermatology team recom-
mended obtaining a throat culture, streptozyme
assay, and rapid plasma reagin and prescribed
oral erythromycin and topical steroid ointment
under a sauna suit.

I would follow his response to the prescribed ste-
roid treatments. If the patient’s course deviates
from the dermatologists’ expectations, I would re-
quest a skin biopsy and undertake further evalua-
tions in search of an underlying systemic disease.

The patient followed up in the dermatology clinic
3 weeks later. His rash had worsened, and he had
developed patchy alopecia and progressive edema
of the face, ears, and eyes. He denied mouth or
tongue swelling, difficulty breathing, or hives. The
streptozyme assay was positive, but the other lab-
oratory test results were negative.

The dermatology team diagnosed a severely in-
flammatory psoriasis flare and prescribed an oral
retinoid, acitretin, and referred him for ultraviolet
light therapy. He was unable to travel for photo-
therapy, and acitretin was discontinued after 1
week because of elevated serum transaminase lev-
els. The dermatologists then prescribed oral cyclo-
sporine.

The progression of disease despite standard treat-
ment suggests a nonpsoriatic condition. Although
medications could cause the abnormal liver tests,
so could another underlying illness that involves
the liver. An infiltrative disorder of the skin with
hair follicle destruction and local lymphedema
could explain both alopecia and facial edema.

FIGURE 1. Circumscribed pink plaques with thick silvery scale on the

extensor surfaces of arms and face. [Color figure can be viewed in the online

issue, which is available at www.interscience.wiley.com]

FIGURE 2. Similar plaques on abdomen, many with a guttate (droplike)

pattern. [Color figure can be viewed in the online issue, which is available at

www.interscience.wiley.com]
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I am unable account for his clinical features with
a single disease, so the differential remains broad,
including severe psoriasis, an infiltrating cutaneous
malignancy, or a toxic exposure. Arsenic poisoning
causes hyperkeratotic skin lesions, although he
lacks the associated gastrointestinal and neurolog-
ical symptoms. I would not have added the poten-
tially toxic cyclosporine.

When he returned to dermatology clinic 1 week
later, his rash and facial swelling had worsened.
He also reported muscle and joint aches, fatigue,
lightheadedness, anorexia, nausea, abdominal
pain, diarrhea, and dyspnea on exertion. He de-
nied fever, chills, and night sweats.

He appeared ill and used a cane to arise and
walk. His vital signs and oxygen saturation were
normal. He had marked swelling of his face, dif-
fuse erythema and swelling on the chest, and
widespread scaly, erythematous plaques (Fig. 3).
The proximal nail folds of his fingers were ery-
thematous, with ragged cuticles. His abdomen was
mildly distended, but the rest of the physical ex-
amination was normal.

He has become too systemically ill to attribute his
condition to psoriasis. The nail findings suggest
dermatomyositis, which could explain many of his
findings. The diffuse erythema and his difficulty
walking are consistent with its skin and muscle
involvement. Dyspnea could be explained by der-
matomyositis-associated interstitial lung disease. A
dermatomyositis-associated hematological or solid
malignancy could account for his multisystem ail-
ments and functional decline. A point against der-
matomyositis is the relatively explosive onset of his
disease. He should be carefully examined for any
motor weakness. With his progressive erythro-
derma, I am also concerned about an advancing
cutaneous T-cell lymphoma (with leukemic trans-
formation).

Blood tests revealed the following values: white-
blood-cell count, 8700/�L; hematocrit, 46%; plate-
let count, 172,000/�L; blood urea nitrogen, 26 mg/
dL; creatinine, 1.0 mg/dL; glucose, 199 mg/dL;
albumin, 3.1 g/dL; alkaline phosphatase, 172 U/L
(normal range 45-129); alanine aminotransferase,
75 U/L (normal range 0-39 U/L); aspartate amino-
transferase, 263 U/L (normal range 0-37 U/L); total
bilirubin, 1.1 mg/dL; prothrombin time, 16 sec-
onds (normal range 11.7-14.3 seconds), and serum

creatinine, kinase, 4253 U/L (normal range 0-194
U/L). HIV serology was negative. Urinalysis re-
vealed trace protein. The results of chest radio-
graphs and an electrocardiogram were normal.

The liver function tests results are consistent with
medication effects or liver involvement in a sys-
temic disease. The creatinine kinase elevation is
consistent with a myopathy such as dermatomyo-
sitis. A skin biopsy would still be useful. Depending
on those results, he may need a muscle biopsy,
urine heavy metal testing, and computed tomogra-
phy body imaging. Considering his transaminase
and creatinine kinase elevations, I would discon-
tinue lovastatin.

The patient was hospitalized. Further questioning
revealed that he had typical Raynaud’s phenome-
non and odynophagia. A detailed neurological ex-
amination showed weakness (3/5) of the triceps
and iliopsoas muscles and difficulty rising from a
chair without using his arms. Dermatoscopic ex-
amination of the proximal nail folds showed di-
lated capillary loops and foci of hemorrhage.

Blood tests showed a lactate dehydrogenase
level of 456 U/L (normal range 0-249 U/L) and an
aldolase of 38 U/L (normal range 1.2-7.6 U/L).
Tests for antinuclear antibodies, anti-Jo antibody,
and antimyeloperoxidase antibodies were nega-
tive. Two skin biopsies were interpreted by general

FIGURE 3. About 4 weeks later, there are erythematous plaques and marked

swelling of the face, diffuse erythema and swelling of the chest, and persistent

plaques on the arms and dorsal hands. [Color figure can be viewed in the online

issue, which is available at www.interscience.wiley. com]
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pathology as consistent with partially treated pso-
riasis, whereas another showed nonspecific
changes with minimal superficial perivascular
lymphohistiocytic inflammation (Fig. 4). Lisino-
pril was discontinued because of its possible con-
tribution to the facial edema.

Dermatomyositis is now the leading diagnosis.
Characteristic features include his proximal muscle
weakness, Raynaud’s phenomenon, and dilated
nailfold capillary loops. I am not overly dissuaded
by the negative antinuclear antibodies, but because
of additional atypical features (ie, extensive cutane-
ous edema, rapid onset, illness severity, prominent
gastrointestinal symptoms), a confirmatory muscle
biopsy is needed. Endoscopy of the proximal aero-
digestive tract would help evaluate the odynopha-
gia. There is little to suggest infection, malignancy,
or metabolic derangement.

The inpatient medical team considered myositis
related to retinoid or cyclosporine therapy. They
discontinued cyclosporine and began systemic cor-
ticosteroid therapy. Within a few days, the pa-
tient’s rash, muscle pain, and weakness improved,
and the elevated transaminase and creatinine ki-
nase levels decreased.

Dermatology recommended an evaluation for
dermatomyositis-associated malignancy, but the
medicine team and rheumatology consultants,
noting the lack of classic skin findings (heliotrope
rash and Gottron’s papules) and the uncharacter-
istically rapid onset and improvement of myositis,
suggested delaying the evaluation until dermato-
myositis was proven.

An immediate improvement in symptoms with
steroids is nonspecific, often occurring in auto-
immune, infectious, and neoplastic diseases. This
juncture in the case is common in complex mul-
tisystem illnesses, where various consultants may
arrive at differing conclusions. With both typical
and atypical features of dermatomyositis, where
should one set the therapeutic threshold, that is,
the point where one ends testing, accepts a diag-
nosis, and initiates treatment? Several factors
raise the level of certainty I would require. First,
dermatomyositis is quite rare. Adding atypical
features further increases the burden of proof for
that illness. Second, the existence of alternative
possibilities (admittedly of equal uncertainty)
gives me some pause. Finally, the toxicity of the

proposed treatments raises the therapeutic
threshold. Acknowledging that empiric treatment
may be indicated for a severely ill patient at a
lower level of certainty, I would hesitate to com-
mit a patient to long-term steroids without being
confident of the diagnosis. I would therefore re-
quire a muscle biopsy, or at least electromyogra-
phy to support or exclude dermatomyositis.

The patient was discharged from the hospital on
high-dose prednisone. He underwent electromyo-
graphy, which revealed inflammatory myopathic
changes more apparent in the proximal than dis-
tal muscles. These findings were thought to be
compatible with dermatomyositis, although the fi-
brillations and positive sharp waves characteristic
of acute inflammation were absent, perhaps be-
cause of corticosteroid therapy.

The patient mistakenly stopped taking his pred-
nisone. Within days, his weakness and skin rash
worsened, and he developed nausea with vomit-
ing. He returned to clinic, where his creatinine
kinase level was again found to be elevated, and
he was rehospitalized. Oral corticosteroid therapy
was restarted with prompt improvement. On re-
view of the original skin biopsies, a dermato-
pathologist observed areas of thickened dermal
collagen and a superficial and deep perivascular
lymphocytic infiltrate, both consistent with con-
nective tissue disease.

FIGURE 4. Photomicrograph of biopsy specimen of forehead skin showing

superficial perivascular lymphohistiocytic inflammation (arrows). [Color figure

can be viewed in the online issue, which is available at www.interscience.

wiley.com]
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These 3 additional findings (ie, electromyography
results, temporally established steroid responsive-
ness, and the new skin biopsy interpretation) in
aggregate support the diagnosis of dermatomyosi-
tis, but the nausea and vomiting are unusual. I
would discuss these results with a rheumatologist
and still request a confirmatory muscle biopsy. Be-
cause diagnosing dermatomyositis should prompt
consideration of seeking an underlying malignancy
in a patient of this age group, I would repeat a
targeted history and physical examination along
with age- and risk-factor-appropriate screening. If
muscle biopsy results are not definitive, finding an
underlying malignancy would lend support to der-
matomyositis.

While hospitalized, the patient complained of con-
tinued odynophagia and was noted to have oral
candidiasis. Upper endoscopy, undertaken to eval-
uate for esophageal candidiasis, revealed a mass
at the gastroesophageal junction. Biopsy revealed
gastric-type adenocarcinoma. An abdominal com-
puted tomography scan demonstrated 3 hypo-
dense hepatic lesions, evidence of cirrhosis, and
ascites. Cytology of paracentesis fluid revealed
cells compatible with adenocarcinoma. The pa-
tient died in hospice care 2 weeks later.

At autopsy, he had metastatic gastric-type ade-
nocarcinoma. A muscle biopsy (Fig. 5) revealed
muscle atrophy with small foci of lymphocytic in-
filtrates, most compatible with dermatomyositis.

Another dermatopathologist reviewed the skin bi-
opsies and noted interface dermatitis, which is
typical of connective tissue diseases like dermato-
myositis (Fig. 6A,B).

COMMENTARY
Dermatomyositis is an idiopathic inflammatory
myopathy characterized by endomysial inflamma-
tion and muscle weakness and differentiated from
other myopathies by the presence of a rash.1 Mus-
cle disease may manifest with or precede the rash,
but up to 40% of patients present with skin mani-
festations alone, an entity called amyopathic der-
matomyositis.2 When present, the myositis gener-
ally develops over months, but the onset can be
acute.1 The weakness is typically symmetrical and
proximal,1 and many patients have oropharyngeal
dysphagia.3

The characteristic rash is erythematous, sym-
metrical, and photodistributed.4 Classic cutaneous
findings are the heliotrope rash (violaceous eyelid
erythema), which is pathognomonic but uncom-
mon, and the more common Gottron’s papules (vi-
olaceous, slightly elevated papules and plaques on
bony prominences and extensor surfaces, espe-
cially the knuckles).4 Other findings include perior-
bital edema, scalp dermatitis, poikiloderma (ie, hy-
perpigmentation, hypopigmentation, atrophy, and
telangiectasia), periungual erythema, and dystro-
phic cuticles.2 The cutaneous manifestations of
dermatomyositis may be similar to those of psori-
asis, systemic lupus erythematosus, lichen planus,
rosacea, polymorphous light eruption, drug erup-

FIGURE 5. Biopsy specimen of the pectoralis major muscle showing exten-

sive atrophy of muscle fibers (black arrow) with small foci of lymphocytic

infiltrates (white arrow). [Color figure can be viewed in the online issue, which

is available at www.interscience.wiley.com]

FIGURE 6. Biopsy specimen of (A) forehead skin showing characteristic

interface dermatitis of a connective tissue disorder in a hair follicle. Mild

lymphocytic inflammation and vacuolar changes at the dermoepidermal junc-

tion (black arrows), with (B) enlarged image showing dyskeratotic or degen-

erating keratinocytes (white arrow). [Color figure can be viewed in the online

issue, which is available at www.interscience.wiley.com]
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tion, atopic dermatitis, seborrheic dermatitis, or al-
lergic contact dermatitis.4

Diagnosing dermatomyositis requires consider-
ing clinical, laboratory, electromyographical, and
histological evidence, as there are no widely ac-
cepted, validated diagnostic criteria.1,5 The diagno-
sis is usually suspected if there is a characteristic
rash and symptoms of myositis (eg, proximal mus-
cle weakness, myalgias, fatigue, or an inability to
swallow). When the patient has an atypical rash,
skin biopsy can differentiate dermatomyositis from
other conditions, except lupus, which shares the
key finding of interface dermatitis.2 The histological
findings can be variable and subtle,6 so consulta-
tion with a dermatopathologist may be helpful.

Myositis may be confirmed by various studies.
Most patients have elevated muscle enzymes (ie,
creatinine kinase, aldolase, lactate dehydrogenase,
or transaminases)1; for those who do not, magnetic
resonance imaging can be helpful in detecting mus-
cle involvement and locating the best site for mus-
cle biopsy.7 Electromyography reveals nonspecific
muscle membrane instability.8 Muscle biopsy
shows muscle fiber necrosis, perifascicular atrophy,
and perivascular and perifascicular lymphocytic in-
filtrates. These can be patchy, diminished by ste-
roid use, and occasionally seen in noninflammatory
muscular dystrophies.8 For a patient with typical
myositis and a characteristic rash, muscle biopsy
may be unnecessary.1

The clinical utility of serologic testing for diag-
nosing dermatomyositis is controversial.2 Myositis-
specific antibody testing is insensitive but specific;
these antibodies include Jo-1, an antisynthetase an-
tibody that predicts incomplete response to therapy
and lung involvement, and Mi-2, which is associ-
ated with better response to therapy.2,9,10 The sen-
sitivity and specificity of antinuclear antibodies are
both approximately 60%.10

Patients with dermatomyositis have higher
rates of cancers than age-matched controls, and
nearly 25% of patients are diagnosed with a malig-
nancy at some point during the course of the dis-
ease.11 Malignancies are typically solid tumors that
manifest within 3 years of the diagnosis,12–14 al-
though the increased risk may exist for at least 5
years.14 There is a 10-fold higher risk of ovarian
cancer in women with dermatomyositis.12,15 Other
associated malignancies include lung, gastric, colo-
rectal, pancreatic, and breast carcinomas and non-
Hodgkin’s lymphoma.14

Recommendations for screening affected pa-

tients for cancer have changed over the years, with
increasing evidence of an association between der-
matomyositis and malignancy and evolving im-
provements in diagnostic techniques.16 Many au-
thorities recommend that all adult patients with
dermatomyositis be evaluated for cancer, including
a complete physical examination, basic hematolog-
ical tests, age- and sex-appropriate screening (eg,
mammography, pap smear, and colonoscopy), and
chest x-ray.16 Some would add upper endoscopy;
imaging of the chest, abdomen, and pelvis; gyneco-
logical examination; and serum CA-125 level to bet-
ter evaluate for the most common malignancies (ie,
ovarian, gastric, lung, and pancreatic carcinomas
and non-Hodgkins lymphoma).12,17–20

In 19% of adults, dermatomyositis overlaps
with other autoimmune disorders, usually systemic
lupus erythematosus and systemic sclerosis.21

These manifest as Raynaud’s phenomenon, arthri-
tis, esophageal dysmotility, renal disease, or neu-
ropathy.21 Other potentially serious systemic man-
ifestations of dermatomyositis include proximal
dysphagia from pharyngeal myopathy; distal dys-
phagia from esophageal dysmotility in systemic
sclerosis overlap; pulmonary disease from autoim-
mune interstitial lung disease or aspiration; cardiac
disease from conduction abnormalities, myocardi-
tis, pericarditis, and valvular disease; and rhabdo-
myolysis.2

Treatment of dermatomyositis requires sys-
temic immunosuppression with 1 or more agents.
The prognosis of dermatomyositis is variable. Mor-
tality at 5 years ranges from 23% to 73%. At least a
third of patients are left with mild to severe disabil-
ity.1 In addition to older age, predictors of poor
outcome include male sex, dysphagia, longstanding
symptoms before treatment, pulmonary or cardiac
involvement, and presence of antisynthetase anti-
bodies.22

Dermatomyositis is often treated in the outpa-
tient setting, but there are many reasons for hospi-
talization. Complications of treatment, like infec-
tion or adverse effects of medications, could result
in hospitalization. Treatment with intravenous
pulse corticosteroids or IVIG may require inpatient
administration if no infusion center is available.
Other indications for inpatient evaluation include
the consequences of various malignancies and the
more severe expression of systemic complications
of dermatomyositis (eg, dysphagia and pulmonary,
cardiac, or renal disease).

Every parent knows the plaintive backseat
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whine, “Are we there, yet?” Clinicians may also ex-
perience this feeling when attempting to diagnose a
perplexing illness, especially one that lacks a defin-
itive diagnostic test. It was easy for this patient’s
doctors to assume initially that his new rash was a
manifestation of his long-standing psoriasis. Hav-
ing done so, they could understandably attribute
the subsequent findings to either evolution of this
disease or to consequences of the prescribed treat-
ments, rather than considering a novel diagnosis.
Only when faced with new (or newly appreciated)
findings suggesting myopathy did the clinicians
(and our discussant) consider the diagnosis of der-
matomyositis. Even then, the primary inpatient
medical team and their consultants were unsure
when they had sufficient evidence to be certain.

Several factors compounded the difficulty of
making a diagnosis in this case: the clinicians were
dealing with a rare disease; they were considering
alternative diagnoses (ie, psoriasis or a toxic effect
of medication); and the disease presented some-
what atypically. The clinicians initially failed to
consider and then accept the correct diagnosis be-
cause the patient’s rash was not classic, his biopsy
was interpreted as nonspecific, and he lacked my-
ositis at presentation. Furthermore, when the gen-
eralists sought expert assistance, they encountered
a difference of opinion among the consultants.
These complex situations should goad the clinician
into carefully considering the therapeutic thresh-
old, that is, the transition point from diagnostic
testing to therapeutic intervention.23 With complex
cases like this, it may be difficult to know when one
has reached a strongly supported diagnosis, and
frequently asking whether we are “there” yet may
be appropriate.

Take-Home Points for the Hospitalist

● A skin rash, which may have typical or atypical fea-
tures, distinguishes dermatomyositis from other ac-
quired myopathies.

● Consider consultation with pathology specialists for
skin and muscle biopsies.

● Ovarian, lung, gastric, colorectal, pancreatic, and
breast carcinomas and non-Hodgkin’s lymphoma
are the most common cancers associated with der-
matomyositis.

● In addition to age-appropriate cancer screening,
consider obtaining upper endoscopy, imaging of the
chest/abdomen/pelvis, and CA-125.

● Patients with dermatomyositis and no obvious con-

current malignancy need long-term outpatient fol-
low-up for repeated malignancy screening.
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