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DISEASE:
Keratosis linearis-ichthyosis congenita-sclerosing keratoderma syndrome

NAME: Keratosis linearis-ichthyosis congenita-sclerosing keratoderma syndrome

DESCRIPTION:

Keratosis linearis-ichthyosis congenita-sclerosing keratoderma syndrome is an inherited epidermal disorder 
characterized by palmoplantar keratoderma, linear hyperkeratotic papules on the flexural side of large joints 
(cord-like distribution around wrists, in antecubital and popliteal folds), hyperkeratotic plaques (on neck, 
axillae, elbows, wrists, and knees), mild ichthyosiform scaling, and sclerotic constrictions around fingers that 
present flexural deformities.

ORPHACODE: 281201

SYNONYMS: KLICK syndrome

XREF(S):
Orphanet
OMIM
ICD-10

ANALYTE(S): POMP
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RELATED CONTENT

Related Genetic Tests 

Ichthyosis (gene panel)

Related Laboratories 

Centrum Menselijke Erfelijkheid - KUL

Related Analytes 

proteasome maturation protein

Related Gene Panels 

Ichthyosis and erythroderma (98 genes) - KUL
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