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Successful treatment of lichen amyloidosis with
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Summary

Lichen amyloidosis is a rare, chron-
ic pruritic disorder characterized by
amyloid deposition in the skin with-
out evidence of visceral involve-
ment. Clinically, lichen amyloidosis
demonstrates discrete, intensely
pruritic, hyperkeratotic papules
that may coalesce into plaques,
mainly located on the legs.
Different treatment modalities
including topical and intralesional
corticosteroids, topical dimethyl
sulfoxide, ultraviolet B, oral pso-
ralen plus ultraviolet A, retinoids
and dermabrasion have been
described, but the results are gene-
rally disappointing. There are
paucity of reports of liquid nitrogen
cryosurgery as a treatment option
in the management of lichen amy-
loidosis in the literature. In this
article, we report a case of lichen
amyloidosis, with pruritic hyperker-
atotic papules on the left shin of 7
years' duration, successfully treated
with cryosurgery.
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Ozet

Liken amiloidoz'un kriyocerrahiyle
basaril tedavisi

Liken amiloidoz, ic organ tutulumu
olmaksizin deride amiloid birikimi ile
seyreden, ender, kronik ve kasintili
bir cilt hastaligidir. Liken amiloidoz,
cogunlukla bacaklarda yerlesim
gosteren kasintili, plak olusumuna
neden olabilen ayn yerlesimli hiper-
keratotik papdillerle klinik seyir gos-
terir. Tedavi secenegi olarak topikal
ve intralezyoner kortikosteroid, top-
ikal dimetilsulfoksit, ultraviyole B,
oral psoralen ve ultraviyole A,
retinoik asidler ve dermabrazyon yer
almakla birlikte, sonuclar genellikle
yliz gildiriici degildir. Literatiirde
Liken amiloidoz tedavisinde kriyote-
rapinin etkinligi ile ilgili cok az say1-
da calisma bulunmaktadir. Bu maka-
lede, 7 yildir devam eden, sol bacak-
ta kasintili hiperkeratotik papullerin
gozlendigi ve kriyoterapi ile basariyla
tedavi edilen bir liken amiloidoz
olgumuzu sunuyoruz.
Anahtar kelimeler:
liken amiloidoz, tedavi

Kriyoterapi,

Introduction

Lichen amyloidosis (LA) is an
unusual, persistent pruritic papular
eruption, characterized by cutaneous
amyloid deposition without systemic
involvement. The clinical features
consist of discrete, intensely pruritic,
hyperkeratotic skin colored or yel-
lowish brown papules that may coa-
lesce into plaques, mainly located on

the lower extremities (1,2).

Although many treatment modal-
ities including topical and intralesion-
al corticosteroids, topical dimethyl
sulfoxide (DMSO), ultraviolet B
(UVB), oral psoralen plus ultraviolet
A (PUVA), retinoids and dermabra-
sion have been described, the results
are generally unsatistactory (3-5).
There is paucity of reports of liquid
nitrogen cryosurgery as a treatment
option in the management of LA in
the literature. We hereby report a 24-
year-old man diagnosed as LA, with
pruritic hyperkeratotic papules on the
left shin of 7 years' duration, success-
tully treated with cryosurgery.

Case Report

A 24-year-old man presented with
a 7 year history of persistent, pruritic
eruption on his left shin, unrespon-
sive to topical corticosteroid treat-
ment. The patient denied a history of
trauma. He was otherwise healthy
and had took no medication.

On physical examination we
observed excoriated, firm, scaly
hyperkeratotic papular lesions on his
left shin (Figure 1). There were no
other cutancous or mucosal abnor-
malities. Routine laboratory investi-
gations including complete blood
count, renal, hepatic and thyroid
function tests and urinary analysis
were  within  normal  limits.



Figure 1. Discrete, scaly, hyperkeratotic
papules on the shin

Ultrasonography of the thyroid and
surrenal glands revealed no patholo-
gical findings.

A 4 mm punch biopsy specimen
revealed orthokeratosis, hypergranu-
losis, irregular acanthosis, and a peri-
vascular lymphobhistiocytic inflam-
matory infiltrate and melanophages
in the superficial dermis. In the pap-
illary dermis, focal collections of
amorphous eosinophilic-staining ma-
terial that stained positive with crystal
violet were present (Figure 2). A
diagnosis of LA was established and
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Figure 2. Arrows indicating focal collections
of amorphous material in the papillary dermis
consistent with lichen amyloidosis (crystal vio-
let stain, X80)

the patient was treated with liquid
nitrogen cryosurgery using a 15 sec-
ond, single freeze thaw cycle. One
month later there was prominent
regression of the papular lesions, and
a second session of cryosurgery was
carried out. At the end of the second
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month, the patient was symptom
free, and a near complete resolution
of the lesions was achieved (Figure
3). A side effect of hypopigmentation
was also observed in the treatment
site. A control biopsy specimen of the
previously involved skin showed
clearance of amyloid deposits in the
superficial dermis. No recurrence

was noted during 6 months of fol-
low-up.

Figure 3. Clearance of lesions with postin-
flammatory hypopigmentation after cryosur-
gery
Discussion

The term amyloidosis refers to
the extracellular deposition of amy-
loid, which is normally a soluble
autologous protein, in a characteristic
abnormal form (6). Primary cuta-
neous amyloidosis is characterized by
the deposition of amyloid in a previ-
ously apparently normal skin without
internal organ involvement. Primary
cutaneous amyloidosis has been clas-
sified into three types: macular,
lichen (papular), and nodular (tume-
factive form) amyloidosis (7).
Unusual rare types, which include
poikiloderma-like cutaneous amyloi-
dosis, bullous amyloidosis and vitili-
ginous amyloidosis have been report-
ed in the literature (7). LA is seen
more frequently in South-east Asia,
China and some South American
countries (8). The course of LA is

unknown, but genetic factors based
on familial cases of LA, Epstein-Barr
virus and chronic friction have been
implicated in the ctiology of the dis-
ease (1,9,10). According to the apop-
tosis theory, degenerated keratins
from apoptotic keratinocytes are
transformed into amyloid by dermal
macrophages and fibroblasts (11).
Yamagihara et al. considered that
cutancous amyloid deposits might
also be secretory products of ker-
atinocytes (12). The presence of amy-
loid K, an epidermal keratin derived
amyloid suggests that the amyloid is
derived from keratin peptides origi-
nating in the epidermis in LA (9).

The lesions of LA usually occur in
a symmetrical distribution as multi-
ple, scaly, closely set papules, some
with a lichenified surface, mainly
located on the lower legs, especially
around the ankles, and, to a lesser
extent, the trunk and the upper
extremities. Atypical localization with
involvement of the vulva, ears and
buttocks and generalized cases have
also  been described  (13-15).
Histological ~ features  include
cosinophilic globular masses of
amorphous material in the papillary
dermis that stain positively for amy-
loid with Congo red and crystal violet
stains. Hyperkeratosis, hypergranulo-
sis, slight degree of epidermal hyper-
plasia, colloid bodies, basal cell vac-
uolar degeneration, melanophages,
and a mild superficial and perivascu-
lar lymphocytic infiltrate in the der-
mis may also be observed (6,9). The
findings of excoriated, hard and
hyperkeratotic papules on the anteri-
or aspect of the shin as well as the
deposition of amorphous amyloid
material in the papillary dermis was
consistent with a diagnosis of LA in
our case.

LA is reported in association with
several disorders including multiple
endocrine neoplasia type 2A (Sipple
syndrome), atopic dermatitis, lichen
planus, mycosis fungoides, angiolym-
phoid hyperplasia with eosinophilia,
Kimura's disecase and Alagille syn-
drome (2,16-18) No associated dis-
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case has been observed in our patient
despite detailed clinical and radiolog-
ical examinations.

The treatment of LA is frequently
disappointing. Topical corticos-
teroids have no effect on papular
lesions, except for variable improve-
ment in pruritus. Other treatment
modalities including intralesional
corticosteroid  injection, topical
tacrolimus, topical Capsaicin, oral
and topical dimethylsulfoxide (DM-
SO), photo(chemo)therapy, retino-
ids, hydrocolloid dressings, der-
mabrasion, carbon dioxide laser abla-
tion have been tried with mixed
results (3-5,19,20). In LA, very limit-
ed data regarding effectiveness of
cryosurgery exist. Hallel-Halevy et al.
have reported a case of LA treated
with topical corticosteroid prepara-
tion, retinoic acid 0.05% cream,
cryosurgery, and systemic antihista-
mines with only minor effect, how-
ever the technique and freeze time of
cryosurgery have not been described
(12). In contrast, an open spray tech-
nique of liquid nitrogen cryosurgery
with two sessions of a single 15 sec-
ond, freeze thaw cycle resulted in
complete resolution of pruritus and
also clearance of amyloid deposits in
the papillary dermis. The mode of
action of cryosurgery in lichen amy-
loidosis should be explained by the
destructive mechanism of this treat-
ment modality (21). Cryosurgery is
well-known to produce a destructive
effect in the skin tissue depending on
the depth of freeze, thus resulting in
destruction of amyloid deposits locat-
ed in the superfical dermis in lichen
amyloidosis. The only side effect was
postinflammatory hypopigmentation
on the treatment site, which was
neglected by the patient.

114 - Haziran 2006 - Giilhane TD

In conclusion, we consider that an
open spray technique of cryosurgery
may be considered in the therapy of
localized LA resistant to other treat-
ment options.

References

1. Drago F, Rebora A. Lichen amyloido
sus: A consequence of scratching? J
Am Acad Dermatol 1999; 41: 501.

2. Sangen Y, Kawada A, Maeda A,
Aragane Y, Tezuta T. Primary local-
ized cutaneous amyloidosis in associ-
ation with papillary thyroid carcino-
ma. ] Cutan Med Surg 2002; 6: 332-
334.

3. Khoo BP, Tay YK, Goh CL.
Calcipotriol ointment vs. betametha-
sone 17-valerate ointment in the
treatment of lichen amyloidosis. Int J
Dermatol 1999; 38: 539-541.

4. Jin AG, Por A, Wee LK, Kai CK, Leok
GC. Comparative study of photother-
apy (UVB) vs. photochemotherapy
(PUVA) vs. topical steroids in the
treatment of primary cutaneous
lichen amyloidosis. Photodermatol
Photoimmunol Photomed 2001; 17:
42-43.

5. Tran D, Kwok YK, Goh CL. A retro-
spective review of PUVA therapy at
the National Skin Centre of
Singapore. Photodermatol Photo-
immunol Photomed 2001; 17: 164-
167.

6. Breatnach SM. Amyloid and amyloi-
dosis. ] Am Acad Dermatol 1988; 18:
1-16.

7. Wang WJ, Huang CY, Chang YT,
Wong CK. Anosacral cutancous amy-
loidosis: a study of 10 Chinese cases.
Br ] Dermatol 2000; 143: 1266-1269.

8. Goller MM, Cohen PR, Duvic M.
Lichen amyloidosis presenting as a
papular pruritus syndrome in a
human-immunodeficiency-virus-
infected man. Dermatology 1997,
194: 62-64.

9. Hartshorne ST. Familial primary
cutaneous amyloidosis in a South
African family. Clin Exp Dermatol
1999; 24: 438-442.

10. Chang YT, Liu HN, Wong CK,

11.

12.

13.

14.

15.

16.

17.

18.

19.

20.

21.

Chow KC, Chen KY. Detection of
Epstein-Barr virus in primary cuta-
neous amyloidosis. Br J Dermatol
1997; 136: 823-826.

Parsi K, Kossard S. Thermosensitive
lichen amyloidosis. Int J Dermatol
2004; 43: 925-928.

Halel-Halevy D, Finkelstein E,
Grunwald MH, Halevy S. Lichen
amyloidosus treated by hydrocolloid
dressings. ] Eur Acad Dermatol
Venereol 2004; 18: 691-692.
Gorodeski IG, Cordoba M, Shapira
A, Bahary CM. Primary localized
cutaneous lichen amyloidosus of the
vulva. Int J Dermatol 1988; 27: 259-
260.

Barnadas MA, Perez M, Esquius J,
Curell R, de Moragas JM. Papules in
the auricular concha: lichen amyloi-
dosus in a case of biphasic amyloido-
sis. Dermatologica 1990; 181: 149-
151.

Tursen U, Kaya TI, Dusmez D,
Ikizoglu G. Case of generalized lichen
amyloidosis. Int ] Dermatol 2003; 42:
649-651.

Behr FD, Levine N, Bangert J. Lichen
amyloidosis associated with atopic
dermatitis: clinical resolution with
cyclosporine. Arch Dermatol 2001;
137: 553-555.

Shankar S, Russell-Jones R. Co-exis-
tence of lichen amyloidosus and angi-
olymphoid hyperplasia with
eosinophilia. Clin Exp Dermatol
2004; 29: 363-365.

Teraki Y, Katsuta M, Shiohara T.
Lichen amyloidosus associated with
Kimura's disease: successful treat-
ment with cyclosporine. Dermatology
2002; 204: 133-135.

Doutre MS, Beylot C, Couzigou P,
Beraud C. Lichen amyloidosis in
Alagille syndrome. Arch Dermatol
1991; 127: 1590-1591.
Castanedo-Cazares JP, Lepe V,
Moncada B. Lichen amyloidosis
improved by 0.1% topical tacrolimus.
Dermatology 2002; 205: 420-421.
Dereli T, Ozyurt S, Ozturk G.
Porokeratosis of Mibelli: successful
treatment with cryosurgery. J
Dermatol 2004; 31: 223-227.

Sezer ve ark.



