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Case Report
Systemic Juvenile Xantrogranuloma Complicated by Mycobacterium

bovis Infection
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Abstrat:

A 10-month-old female infant presented with failure to thrive, macrocephaly, subcutaneous nodules,
seborrheic-like skin lesions and hepatosplenomegaly. Histological findings from skull biopsy showed histiocytic
proliferation which immunohistochemical profiles were compatible with Juvenile Xantrogranuloma (JXG). Induction
chemotherapy consisted of vinblastine and prednisolone for 8 weeks was started. Subsequently, treatment was
switched to cytarabine due to the disease progression. Two months later, patient developed multiple subcutaneous
nodules on scalp and extremities. Biopsy of the lesion showed chronic necrotizing granulomatous inflammation.
Mycobacterium bovis was identified in subcutaneous nodules and gastric content. Chemotherapy was discontinued
and treatment with isoniazid, rifampicin, pyrazinamide and ethambutol was started. She responded and tolerated
well to the treatment. Currently, she is in disease remission 10 months post chemotherapy discontinuation.
Keywords : @ Juvenile Xantrogranuloma @ Refractory ® Mycobacterium bovis
J Hematol Transfus Med 2016;26:227-31.
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GITIATNMBLINIY (Figure 1, A-F) BW 6.6 kg (< P3),
Length 71.5 cm (P75-50), HC 47 cm (> P97) vital signs:
BT 36.5°C, PR 130/min, BP 100/66 mmHg, RR 36/min,
Skin; one plaque with greasy yellowish scale and
petechial hemorrhage on scalp, size 1.5 x 0.5 cm dry,
crack and hyperpigmentation both legs, no ecchymosis,
HEENT; AF 2.5 x 2.5 cm, PF 0.5 x 0.5 cm, no bulging,
prominent forehead mass 2 cm at Rt forehead and Lt
posterior auricular area, fixed and firm, pale conjunctiva,
anicteric sclera, Abdomen; soft, mild distension, liver
3 c¢m below right costal margin (BRCM), spleen 1 cm
below left costal margin (BLCM), Extremities; mass 1.5

x 1 cm at dorsum of Lt hand, fixed and firm

AN siesdu CBC: Hb 5.7 g/dL,
Hct 22%, MCV 64.1 fL, MCH 15.9 pg, MCHC 24.8 g/dL,
RDW 21.9%, WBC 25.86 x 10°/L (N 68%, L 23%, Mono
5%, Eo 4%), platelet 476 x 101, reticulocyte count 3.1%/
corrected 0.8%, CHr 18.6 pg (25-35)

Blood chemistry and coagulogram: normal
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Bone marrow biopsy: Normocellular marrow, presence
of a few granulomas with one multinucleated giant cell
histiocyte CD1a-negative, S-100-negative, CD4-positive,
CD68-positive, CD30-negative, negative for AFB and
GMS staining

Skin biopsy: Consistent with granulomatous dermatitis
with superficial fungal infection/colonization.

Bone biopsy (Right parietal skull): Proliferation of
histiocytes with irregular nuclear membrane.

Immunohistochemistry: CD68-positive, S-100-negative,
CD1la-negative. Findings are consistent with histiocytic
proliferation with granuloma. Langerhans cells histiocytosis
(LCH) is unlikely due to negative result of S-100 and
CD1a.

Ultrasound whole abdomen: Hepatosplenomegaly
without space taking lesion.

Bone survey: (Figure 2) Multiple osteolytic lesions
involve the whole skeletal body.

Investigations for Mycobacterium infection; Gastric
wash for AFB negative x 5 days, PPD skin test: 0 mm,

PCR TB (from skull biopsy) negative.
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A B Seborrheic-like lesions on scalp and leg; C,D Subcutaneous nodules at posterior auricular and hand;

E Macrocephaly; F Hepatosplenomegaly

Figure 1 Patient at diagnosis
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Figure 2 Bone survey revealed multiple osteolytic lesions involve the whole skeletal body.
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Figure 3 Schematic representation of histiocyte developmental pathway
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Gastric content: AFB stain- positive, PCR TB complex
positive, culture for TB: Mycobacterium bovis (sense
IRE,S, resist Z), pus from abscess at scalp: AFB stain-
positive, PCR TB complex: positive, culture for TB :
Mycobacterium bovis
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