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A CASE OF Xpl11.2 TRANSLOCATION RENAL CELL CARCINOMA
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Xpl1.2/TFE3 translocation renal cell carcinoma (RCC), a recently classified distinct subtype, is a rare

tumor that usually affects children and adolescents.

The morphology and biological behavior are not widely

recognized, Xp11.2 translocation RCC is suggestive of early metastases despite the small tumor size. The

definitive diagnosis requires the evidence of several different reciprocal translocations involving the TFE3

gene located on chromosome Xp11.2. Here, we present a case of Xp11.2 translocation RCC in an 18-year-

old male. He was referred to our hospital because of a right renal tumor with macroscopic hematuria and
right flank colic.  The radiographic evaluation including magnetic resonance imaging (MRI) suggested it to
be a typical papillary renal cell carcinoma or benign renal tumor. He underwent laparoscopic nephrectomy
against the repeat symptom in spite of small tumor (3.5 cm in diameter). The immunohistochemical study
revealed nuclear staining for TFE3 protein in the cancer cells. The urologic and radiologic outcomes were

satisfactory after more than 1 year of follow-up.
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Fig. 1.
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a-d: CT and MRI revealed a 33 X 38 mm mass in the inferior portion of the right kidney.
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Surgical specimen. The renal cell tumor
showed carcinomatous proliferation  of
malignamt epithelial cells arranged in papil-
lary, nested patterns.

Fig. 2.
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Fig. 3. Microscopic findings. Neoplastic cells containing granular eosinophilic cytoplasm and clear cytoplasm.
The majority of tumor cells demonstrate nuclear staining for TFE3.

(Fig. 2).
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Table 1. Patient characteristics of 33 cases of Xp11.2 translocation RCC (summarized from 6)-9), 11)-14))
Age Gender Symptomatic Size T N M Outcome Treatment Add treatment Follow up
Perot, ct al., 2002'> 1 M + 4 1 1 0 CR Nx 24
Perot, et al., 200" 13 r + 8 2 0 0 CR Nx 24
Perot, et al., 20021 9 M + 5 2 0 0 CR Nx 36
Perot, et al., 2002'” 31 F + 5 1 1 0 CR Nx 0
Perot, et al., 2002'% 4 M + 8 1 1 0 CR Nx 0
Mansouri, et al., 2006'? 16 F - 13 2 1 1 PD Nx 1.2 7
Paul, et al., 2007'" 30 M - 10 8 1 1 DOD Nx IL2 20
Paul, et al., 2007'V 18 M + 14 2 1 1 PD Cx Gem 6
Paul, et al., 2007'" 39 M + 7 2 0 1 PD Nx Gem Rx 13
Paul, et al., 2007'" 35 M + 6 1 1 1 PD Nx 6
Paul, et al., 2007"V 41 M + 12 0 1 PD Nx 10
Rais-bahrami, et al., 2007' 23 M + 2 1 1 1 DOD Nx IL2 sunitinib 8
Henry et al. 2008'® 33 M + 8 2 1 1 DOD Nx 1.2 7
Wu, et al., 2008” 1 M + — 1 1 0 DOD Nx 36
Wu, et al., 2008” 20 M - — 3 0 0 CR Nx 24
Wu, et al., 2008” 17 F + — 3 0 1 DOD Nx 19
Wu, et al., 2008” 13 — 1 0 0 DOD Nx 108
Wu, et al., 2008” 17 M — 1 0 0 PD Nx IL2 sunitinib 39
Wu, et al., 2008” 9 M - — 3 2 0 CR Nx 2
Koic, ct al., 2008'" 2 M + 9 2 0 1 DOD Nx IL2 24
Komai, et al., 2009” 15 F + 15 2 2 0 CR Nx 62
Komai, et al., 2009” 40 M - 0 2 1 0 CR Nx 92
Komai, et al., 2009” 41 M + 1 0 1 DOD Nx 2
Komai, et al., 2009” 24 F - 6 1 0 1 PD Nx 14
Komai, et al., 2009% 57 M - 3 1 0 0 PD Nx 96
Komai, et al., 2009” 58 F - 2 1 0 0 PD Nx 132
Komai, et al., 2009” 59 M 6 2 2 0 DOD Nx 9
Bovio, et al., 2009'” 20 F + § 2 0 1 PD Nx 8
Armabh, et al., 2009'® 26 F - 5 1 1 1 CR Nx 30
MEES, 2004% 4 F + 4 1 1 0 CR Nx 18
S, 2004% 10 F + 0 2 2 0 CR Nx  IFN 84
HA 5, 2007 19 F + 5 1 2 0 CR Nx 24
F1 Bt 18 M + 6 1 0 0 CR Nx 8

m: male, f: female, ANED : Alive with no evidence of disease, AWD : Alive with disease, DOD : Died of disease, Nx ; nephrectomy, Cx :
chemotherapy, IFN : interferon-a, IL2 : interleukin-2, Gem : gemsitabine, Rx : radiotherapy.
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