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The Association of Rheumatoid Arthritis
with Lichen Amyloidosis: Case Report

Romatoid Artrit ve Liken Amiloidozis Birlikteligi

ABSTRACT Rheumatoid arthritis is a systemic inflammatory disorder which primarily involves
the joint synovial membrane. The skin is the most commonly affected extra-articular site. The cu-
taneous changes may be nonspecific (skin atrophy, palmar erythema, bluish discoloration of fin-
gertips, splinter hemorrhages, nail changes) or specific (rheumatoid nodules, rheumatoid vasculitis,
felty syndrome, pyoderma gangrenosum, interstitial granulomatous dermatitis with arthritis, pal-
isaded neutrophilic and granulomatous dermatitis, rheumatoid neutrophilic dermatitis). However,
among the rheumatoid arthritis related skin disorders, cutaneous localized or generalized amyloi-
dosis had not been reported in the literature before. Herein, a case of rheumatoid arthritis associ-
ated with lichen amyloidosis is presented.
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OZET Romatoid artrit, primer olarak eklem sinovyal membranini tutan sistemik inflamatuar bir
hastaliktir. Deri, en sik etkilenen ekstra-artikiiler alandir. Kutanéz degisiklikler nonspesifik
(deri atrofisi, palmar eritem, parmak uglarinin mavimsi diskolorasyonu, splinter hemoraji, tirnak
degisiklikleri) veya spesifik (romatoid nodiiller, romatoid vaskiilit, felty sendromu, piyoderma gan-
grenozum, artritin eglik ettigi interstisyel grantilomat6z dermatit, palizatlanan nétrofilik ve grani-
lomatoz dermatit, romatoid nétrofilik dermatit) olabilir. Ancak, daha 6nce literatiirde romatoid
artrit ile iligkili deri hastaliklar1 arasinda kutanoz lokalize veya jeneralize amiloidozis bildirilme-
migtir. Burada, romatoid artrit ile birliktelik gosteren bir liken amiloidozis olgusu sunulmustur.

Anahtar Kelimeler: Artrit, romatoid; amiloidoz; likenoid dékiintiiler
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heumatoid arthritis (RA) is a chronic inflammatory systemic disor-

der which primarily involves the joint synovial membrane.'* How-

ever, it can also present with extra-articular manifestations which
may occur in almost every organ system, and the skin is the most commonly
affected site.'?

The cutaneous changes in RA may be nonspecific like skin atrophy,
fragility, or easy bruisability, palmar erythema, bluish discoloration over
the fingertips, splinter hemorrhages, and nail changes including longitudi-
nal ridging, onychorrhexis, and clubbing.! Also a wide array of specific le-
sions, such as rheumatoid nodules, rheumatoid vasculitis, felty syndrome,
pyoderma gangrenosum, interstitial granulomatous dermatitis with arthri-
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tis, palisaded neutrophilic and granulomatous der-
matitis, and rheumatoid neutrophilic dermatitis
can occur.”® Among the RA related cutaneous
manifestations, localized or generalized amyloido-
sis had not been reported in the literature before.
Herein, we present a case of RA associated with
lichen amyloidosis (LA).

I CASE REPORT

An informed consent was obtained from the pa-
tient presented here.

A 28-year-old woman presented to Physical
Medicine and Rehabilitation Clinic with a 3-month
history of swelling and pain of small joints of the
hands. She had a history of morning stiffness last-
ing 3-4 hours. She did not complain of associated
alopecia, photosensitivity, oral aphtous ulcers, pur-
pura, petechiae, hyperhidrosis, sputum production,
cough, dispnea, headache, sleepiness, fever, and
chills. On physical examination, swelling and ten-
derness involving bilaterally the wrist, metacar-
pophalangeal, and proximal phalangeal joints was
noted. Additionally some skin lesions were ob-
served over the small hand joints, elbows, knees,

and ankles. Laboratory examination showed an in-
crease in C-reactive protein (6,05 mg/dL) and ery-
throcyte sedimentation rate (120 mm/hour). The
results of other tests including complete blood
count, liver and kidney function tests, measure-
ment of serum levels of electrolytes were all
within normal limits. Rheumatoid factor and an-
tinuclear antibody was negative. The patient was
given the diagnosis of RA according to the 2010
American College of Rheumatology/European
League Against Rheumatism classification crite-
ria, and treatment with nonsteroidal anti-inflam-
matory drugs and methyl prednisolone (16 mg/day)
was initiated.*

The patient was referred to our Dermatology
Department for the evaluation of skin lesions. She
noticed those mildly pruritic lesions 6 months ago
and did not describe any prior history of chronic
irritation, scratching or underlying skin disease at
those sites. Dermatological examination revealed
hyperpigmented and hyperkeratotic scaly plaques
on both elbows, knees, ankles, and metacarpopha-
langeal, and proximal phalangeal joints (Figure 1).
A 4 mm punch biopsy specimen was obtained from

FIGURE 1: Hyperpigmented and hyperkeratotic scaly plaques (a) On the left ankle (b) On the metacarpophalangeal, and proximal phalangeal joints.
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FIGURE 2: Small, hyaline deposits of amyloid in the papillary dermis
tal violet staining, original magnification x400).

(crys-

the lesion on the left ankle. Histopathologic exam-
ination disclosed hyperkeratosis, mild acanthosis,
and deposition of hyalinized amorphous material
within the papillary dermis (Figure 2). In light of
those findings, a diagnosis of LA was made and she
was started on topical 10% salicylic acid and clo-
betasol 17-propionate ointment. As LA can be as-
sociated with multiple endocrine neoplasia type 2
(MEN-2), the patient was reevaulated. Her medical
history for fever, tachycardia, and high blood
pressure was unremarkable. The results of thy-
roid function tests, serum alkaline phosphatase,
calcium, phosphorus, calcitonin, and parathyroid
hormone levels were within normal limits. Addi-
tionally, abdominal computed tomography and
thyroid ultrasonography showed no abnormal
findings.

In two-week follow-up, the symptoms of
arthritis subsided and the methyl prednisolone
dose was tapered gradually. The patient was dis-
charged from the hospital with nonsteroidal anti-
inflammatory drugs and methyl prednisolone (4
mg/day), however, she was lost to follow-up.

I DISCUSSION

Despite its predominant osteoarticular and periar-
ticular manifestations, RA is a systemic disease
often associated with cutaneous and organ-specific
extra-articular findings.® Survival is consistently
lower than that of the general population and is

based mainly on the presence of extra-articular
manifestations."® As the skin is the most common
extra-articular target of RA, understanding the cu-
taneous expressions of RA may lead to early diag-
nosis, prompt treatment, and lower morbidity and
mortality for the affected persons."® On the other
hand, the spectrum of skin manifestations is ex-
panding over time making it more difficult to use
them as a cue to the underlying diagnosis of RA.
Indeed, in addition to the well-known specific and
nonspecific cutaneous lesions, patients with RA
had also been reported to exhibit a wide range of
rare conditions such as dermatophytosis, erythema
nodosum, alopecia, vitiligo, contact dermatitis, ur-

ticaria, tylosis, and clavus.%7

Lichen amyloidosis is a type of primary local-
ized cutaneous amyloidosis in which amyloid, a
fibrillar proteinaceous material, is deposited solely
in the skin, without associated systemic involve-
ment.?’ It is characterized by multiple pruritic dis-
crete hyperkeratotic papules that coalesce into
plaques, most commonly located on the anterior
legs, upper back, forearms, and thighs.®'® Although
the precise cause of LA is uncertain, chronic irrita-
tion to the skin resulting in excessive production
of degenerate keratins, and their subsequent con-
version into amyloid deposits, has been proposed
to be an etiologic factor.'"!? It is stated that any
damage to keratinocyte, beyond the ability of the
phagocytic cell to remove the abnormal keratins,
can be able to cause amyloid deposits.!’ As LA is
typically highly pruritic, the chronic irritation to
the skin has generally been considered to be sec-
ondary to scratching induced by other subjacent
pruritogenic processes.®’ Yet, as it was the case in
our patient, mildly or non-pruritic cases have also
been described.”!® In such patients other factors,
for instance a locus located on the short arm of
chromosome 1, has been suggested to be involved
in the pathogenesis.”!*

The diagnosis of LA depends on the clinical

8-11 Lesional skin

and histopathological findings.
biopsy generally reveals hyperkeratosis, acantho-
sis, and focal amyloid deposits within the papillary
dermis.®!° In our patient, although the clinical

presentation with hyperpigmented and hyperker-
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atotic scaly plaques was not so typical for LA, the
histopathological examination provided the defin-
itive diagnosis.

Lichen amyloidosis has been reported in as-
sociation with diverse diseases, namely MEN 2A,
atopic dermatitis, mycosis fungoides, systemic
lupus erythematosus, and lichen planus be-
fore.!01L15 However, as distinct from those condi-
tions, the patient described here manifested both
LA and RA. We speculate that, in the present case

theoretically, deregulated immune response lead-
ing to progressive synovial inflammation and joint
destruction in RA may also allow the degeneration
of keratinocytes to be processed into amyloid fila-
ments later. Therefore, to our knowledge, although
this association might be merely coincidental, LA
may also represent a newly described nonspecific
cutaneous finding of RA. The identification of new
cases would be of interest to clarify any relation-
ship between the two diseases.
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