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Summary
Lipoid Proteinosis: Case Report
S. Saryazdi, MD'"; and MR. Meshkat, MD?
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1. Assistant Professor of Dermatology 2. Assistant Professor of Ophthalmalogy, Kerman University of Medical Sciences and

Health Sendces, Kerman, Iran

URBACH-WIETHE is a very rare autosomally recessive disorder characterized by infiltration of
hvaline material into skin, oral cavity, larynx, and internal organs. In this report we present a case of a 22
vear old woman with small scars on her face, hoarseness, firm tongue and beaded papules along the
margins of eyelids, who was referred o the department of ophthaimology of Kerman university No 3.
Hospital for ophthalmological consultation. Pathological examinations of the biopsy specimens from
eyelid lesions, confirmed the case as an URBAC..-WIETHE disease.

1 OA



L !
T:JL.;....LIt_F,-_.-a_J_;}

';"‘."’,":‘-._rg'_;f f el N J..I_au

Journal of Kerman University of Medical Sciences, 1996; 3 (3): 156-159
Key Words: Urbach-Wiethe, Kerman

References

1.

Bauer EA, Santa-Cruz ) and Eisen AZ.
Lipoid proteinosis: In vive and in vitro
evidence for a lysosomal storage diseasc.
T Invest Dermatol 1981; T6(23: 119-125,
Black MM, Gawkradger DI, Seymour CA
and Weismann K. Metabolic and
Mutritional disorders. In: Champion R.H,
Burton J.L and Elbing F.J.G (eds). Rook
Text book of dermatology. 5th ed.,
London, Oxford Black well scientilic
publications, 1992; pp 2347-2348.

. Caplan RM. Visceral involvement in

lipoid proteinosis. Arch Dermatol 1967,
95(2): 149-155,

Dowlati A, Dowlatl Y, Mansauri-P.
Lipoid proteinosis and ils response to
Etretinate therapy. [n: Pierard GE and
Pierard FC (Eds). The dermis from
biology to disease paris: Monographies
dermatopathologiques liegoises 1989,
PP135-142.

. Harper JI, Filipec Ml and Staughton RC.

Lipoid proteinosis: variations in the

144

histochemical characteristics. Clin EXFP
Dermatol 1983; 8(2): 135-141.

Harper I, Duance VC, Sims TT and
Light ND. Lipoid protcinosis: an
inherited disorder of collagen
metabolism? BrJ Dermaro! 1985; 113(2):
145-151.

7.Hapfer PA. Urbach-Wiethe disease: a

9,

10,

review. dcra Derm Venereol 1977, 533
{suppl.71): 1-56.

Lever W.F. and Schaumburg-Lever G:
Histopathology of the skin, 7th ed.
Philadelphia, I.BE. Lippincott Company,
1990; pp 460-463.

May L5, Moy RL, Matsuoka LY, Ohta A
and Uitto J, Lipeid proteinosis: Ultra
structural and biochemical studies. JAm
Acad Dermarol 1987, 16(6): 1193-1201.
Wong CK and Lin C5. Remarkable
responsc of lipoid proteinosis 1o oral
dimethyl sulphoxide. Br J Dermarel 1988,
119(43: 541-544.



