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ABSTRACT:

KWANGSUKSTID S, JANJUMRAJSANG P, VASHARANGSRI N. HUNTER SYNDROME.
THAI J DERMATOL 2004; 20: 148-156.
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We report a case of Hunter syndrome. An 8 year old Thai boy presented with multiple solid skin
colored papules on both scapulae and generalized thick, inelastic skin since he was 6 year old. The histopathology
showed deposited of mucin in the dermis and urine mucopolysaccharide was positive. This is a rare inherited

disease with progressive deterioration and no effective treatment.
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205 N“V"I 1 Summary of the Mucopolysaccharidosis
Type Eponym MPS Enzyme Deficiency Clinical manifestations
Stored

IH Hurler DS,HS  O-L iduronidase Dysostosis multiplex, organomegaly,
mental retardation, corneal clouding

IS Scheie DS,HS O -L iduronidase Stiff joints, normal intelligence, corneal
clouding

II Hunter DS, HS  iduronate sulfatase Dysostosis multiplex, organomegaly, mental
retardation, flesh-colored papules, no corneal
clouding

IIIA Sanfilippo HS heparin sulfate sulfaminidase Severe neurologic degeneration, no coarse
features, behavior changes

I1IB Sanfilippo HS Q. -N-acetyl-D glucosaminase Same as ITIA

IIC Sanfilippo HS glucosamine-N-acetyl transferase Same as IIIA

IIID Sanfilippo HS N-acetyl glucosamine-6-sulfatase Same as IIIA

IVA Morquio KS N-acetyl galactosamine-6-sulfatase ~ Skeletal abnormalities, corneal clouding,

keratan sulfate galactosidase odontoid hypoplasia
IVB Morquio KS N-acetyl galactosamine-4-sulfatase  Same as IVA
VI Maroteaux- DS B-glucoronidase ' Dysostosis multiplex, normal intelligence,
Lamy corneal clouding, hepatosplenomegaly
VIII Sly CS, DS, Dysostosis multiplex, hepatosplenomegaly
HS

MPS = mucopolysaccharides; DS = dematan sulfate; HS = heparin sulfate; CS = chondroitin sulfate.
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