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115A529919MENsN3Y silvery gray hair of
the scalp, white eyelashes and eyebrows, mild pale
conjunctiva, [§ ‘1meﬁ 2] Respiratory system: crepitation
both lung and hepatosplenomegaly .

M3N3IIMeneHUAMS CBC : Het 30.9 %
Hb 10.5 g/dL WBC 5,580 cells/cu.mm Neutrophil 32 %
Lymphocyte 55% Eosinophil 0% Basophil 1% Monocyte
6% Platelet 55,00 cells/cu.mm

PBS: Hypochromic, Microcytic RBC,
anisopoikilocytosis, schistocyte 1+, WBC increase
lymphocyte predominate, no giant cytoplasmic granules
in leukocytes, no blast seen, thrombocytopenia, normal
size and stained of platelets Triglyceride 414 (>265) mg/
dL Ferritin 865.1 ng/mL (> 500 ng/mL) Fibrinogen 168
mg/dL (< 150 mg/dL) Hemoculture and Urine culture:
No growth Light microscopy of hair: large melanin

clumps irregularly distributed along the hair shaft,

predominantly in medulla. [:JjJﬂWWﬁ 3]

Chest x-ray: patchy infiltration Left lower lung

gllﬁ 2 slivery gray hair of the scalp, white eyelashes and

eyebrows

gﬂ‘ﬁ 3 Light microscopy of hair: large melanin clumps
irregularly distributed along the hair shaft, predominantly

in medulla.
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Griscelli syndrome type 2 and diagnostic test
in general hospital: Case report

Janejira jino

Department of Pediatrics, Nan hospital

Background: Griscelli syndrome type 2 is a rare autosomal recessive disorder. It is
characterized by silvery gray hair and immunodeficiency. The disease prognosis is poor
which most patients die within the first 5 years of their life. The early diagnosis increases
patients’ survival.

Objective: To report the patient of Griscelli syndrome type 2 of Nan hospital and the method
of diagnostic test in a general hospital.

Method: Case report

Results: A 4-month-old Thai boy presented with fever, cough, and rhinorrhea four days
prior to admission. He was diagnosed with bacterial pneumonia, considering his recurrent
infections, and born form a consanguineous marriage. Physical examination showed slivery
gray hair of the scalp, white eyelashes, white eyebrows and hepatosplenomegaly. His
peripheral blood smear illustrated bicytopenia and lack of giant cytoplasmic granules in
leukocytes. Light microscopy of hair showed large and irregular pattern of melanin.
Correlating of clinical features and investigation suspected Griscelli syndrome type 2.
Therefore he was referred to a tertiary care hospital for molecular diagnostic tests which
mutant RAB27A gene was reported and Griscelli syndrome type 2 was confirmed.
Conclusion: Two basic investigations including peripheral blood smear and light microscopy
of hair are crucial for differentiating and diagnosis of Griscelli syndrome type 2.

Key words: Albinism, immunodeficiency, Silvery hair, Griscelli syndrome type 2
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