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A 39-year-old white woman with a medical his-
tory of type 1 diabetes mellitus and rheumatoid
arthritis presented to the dermatology clinic with
pain and thickened skin on the posterior neck of 4
weeks’ duration. The patient noted stiffness in the
neck and shoulders but denied any pain, pruritus,
fever, chills, night sweats, fatigue, cough, dyspnea,
dysphagia, weight loss, or change in appetite.
Physical examination revealed a woody indurated
plague with slight erythema that was present dif-
fusely on the posterior neck and upper back. The
patient reported that a recent complete blood cell
count and complete metabolic panel performed by
her primary care physician were within reference
H&E, original magnification X20(colloidal iron, original magnifica- range. Hemoglobin A1C was 8.6% of total hemo-
tion X100 [inset). globin (reference range, 4%—-7%). A punch biopsy
a A was performed.

THE BEST DIAGNOSIS IS:
a. pretibial myxedema

b. scleredema diabeticorum

C. scleroderma

d. scleromyxedema

e. tumid lupus erythematosus

PLEASE TURN TO PAGE 21 FOR THE DIAGNOSIS
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THE DIAGNOSIS:
Scleredema Diabeticorum

istologically, scleredema is characterized by mucin

deposition between collagen bundles in the deep

dermis. Clinically, it is characterized by a progressive
indurated plaque with associated stiffness of the involved
area. It most commonly presents on the posterior aspect
of the neck, though it can extend to involve the shoulders
and upper torso.! Scleredema is divided into 3 subtypes
based on clinical associations. Type 1 often is preceded by
an infection, most commonly group A Streptococcus. This
type occurs acutely and often resolves completely over
a few months.? Type 2, which has progressive onset, is
associated with monoclonal gammopathy.* Type 3 is the
most common type and is associated with diabetes mel-
litus. A study of 484 patients with type 2 diabetes mellitus

FIGURE 1. Scleredema. Colloidal iron stain highlighted dermal mucin depo-
sition among thickened collagen bundles (original magnification x20).

FIGURE 2. Tumid lupus erythematosus. Mucin deposition coupled
with perivascular and periadnexal lymphocytic infiltration (H&E, original
magnification X< 20).
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demonstrated a prevalence of 2.5%.* Although the exact
pathogenesis has not been defined, it is hypothesized that
irreversible glycosylation of collagen and alterations in
collagenase activity may lead to accumulation of collagen
and mucin in the dermis.” Similar to type 2, type 3 scler-
edema appears subtly, progresses slowly, and tends to be
chronic."® Scleredema is characterized by marked dermal
thickening and enlarged collagen bundles separated by
mucin deposition (Figure 1). Fibroblast proliferation is
characteristically absent.!

Clinically, tumid lupus erythematosus presents with
erythematous edematous plaques on sun-exposed areas.”
Pretibial myxedema (PM) classically is associated with
Graves disease; however, it can present in association

FIGURE 3. Pretibial myxedema. Mucin deposition with decreased den-
sity of collagen bundles (H&E, original magnification x20).

FIGURE 4. Scleroderma. Collagen bundles and the loss of intradermal
fat resulted in characteristic eccrine trapping and perivascular lympho-
cytic infiltration (H&E, original magnification X20).
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FIGURE 5. Scleromyxedema. Increased fibrocytes primarily in the
superficial dermis (H&E, original magnification x20).

with other types of thyroid dysfunction. Classically, PM
presents on the pretibial regions as well-demarcated
erythematous or hyperpigmented plaques.® Similar to
scleredema, histologic examination of tumid lupus ery-
thematosus and PM reveals mucin deposition. Tumid
lupus erythematosus also may demonstrate periadnexal
and perivascular lymphocytic inflammation (Figure 2).”
The collagen bundles present in PM often are thin in
comparison to scleredema (Figure 3).°

Scleroderma also presents with skin induration,
erythema, and stiffening. However, unlike scleredema,
scleroderma commonly involves the fingers, toes, and
face. It presents with symptoms of Raynaud phenome-
non, painful digital nonpitting edema, perioral skin tight-
ening, mucocutaneous telangiectasia, and calcinosis cutis.
Scleroderma also can involve organs such as the lungs,
heart, kidneys, and gastrointestinal tract.” Histologically,
scleroderma is characterized by a compact dermis with
closely packed collagen bundles. Other features of sclero-
derma can include perivascular mononuclear inflamma-
tory cell infiltration, progressive atrophy of intradermal
and perieccrine fat, and fibrosis (Figure 4)."
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Scleromyxedema, also called papular mucinosis, is
primary dermal mucinosis that often presents with waxy,
dome-shaped papules that may coalesce into plaques.
Similar to scleredema, scleromyxedema shows increased
mucin deposition. However, scleromyxedema commonly
is associated with fibroblast proliferation, which is char-
acteristically absent in scleredema (Figure 5)."
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