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An 80-mm tumor with slight enhancement
in the upper pole of the left kidney

A 20-mm tumor with slight enhancement in
the lower pole of the left kidney

Surgical specimen. The renal cell tumor
which has a yellow mosaic surface is visible
in the upper pole of the kidney.

Surgical specimen. The renal cell tumor is
grayish white.

Microscopic findings show papillary prolif-
eration. Tumor cells have acidophilic cells.
(HE, X 400)

Microscopic findings show proliferation of
tumor cells with clear cytoplasm. (HE, % 40)
The majority of tumor cells demonstrate
positive nuclear staining for TFE3 (TFE3,
% 400)

The tumor cells demonstrate positive nuc-
lear staining for TFE3 (TFE3, X 40)
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Fig. 2 (Case 3)
A: An 8-cm tumor mass in the right upper pole of the
right kidney
B: Osteolytic lesion in the left frontal region of the skull
C: New metastatic lesion in the right mammary gland
D, E: CT-guided liver and kidney biopsy
D: Tumor cells grow in a follicular or solid pattern (HE,
X 40)
. Partially positive p63 staining (p63, X 40)
G: Right mammary gland
. Tumor cells have a phloem-like structure and show a
solid to papillary pattern. (HE, X 40)
. Positive nuclear staining for TFE3 (TFE3, X 40)
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Table 1 Summary of 3 cases of Xpl1.2 translocation renal cell carcinoma
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Case 1 Case 2 Case 3
Age 27 32 31
Gender Female Female Female
Laterality Left Left Right
Clinical TNM stage | T2aNOMO T1aNOMO T4ANOM1
Operation RN PN Biopsy
Outcome AWD NED DOD
Follow-up
period 50 50 7
(months)
Additional Sur}l‘.m?lb GEM + CDDP + PTX
treatment Axitinib .

. . Temsirolimus

after operation Nivolumab
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A EEER L 724E6I T4, TKI T&H 5 sunitinib X axiti-
nib, 72, mTOR FHEFTH % temsirolimus (ZX} T 5
KISWEARBTH o720 F72, $LPD-1 PuEEH OHE
HDHD, REYECES DR, EORRETHELS
NTWAWT fERE Xpll .2 (R EHE O 5 Bl HiS %
KR E L Th R, S5h2HETMLT, Hitok
HPLETH L,

## =

Xpll.2 SR RIEHE & & 2 b/ 362 fREBR L 72, Tk
TEZ WK 5N 2 BIn T F 7213 FISH % #if73 %
IZIEE - T \w2S, TFE3 fEG 0% Xpll. 2 fimJid 7l
IO NLBRICERTH %,

X (78

1) Kuroda, N. et al.: Review of renal carcinoma
associated with Xpll.2 translocations/TFE3 gene



46

fusions with focus on pathobiological aspect. Histol.
Histopathol. 27 : 133-140, 2012.

2) Srigley, J. R. et al.: The International Society of
Urological Pathology (ISUP) Vancouver classifica-
tion of renal neoplasia. Am. J. Surg. Pathol. 37:
1469-89, 2013.

3) Kmetec, A. and Jeruc, J.: Xp 11.2 translocation
renal carcinoma in young adults; recently classi-
fied distinct subtype. Radiol. Oncol. 48: 197-202,
2014.

4) YEVLEL - A Xpll. 2 s E A ERE o 1 6. W
JREEPIEEL. 57 129-133, 2011.

5) Cheng, X. et al.: Clinical characteristics of XP11.2
translocation/TFE3 gene fusion renal cell carcino-
ma: a systematic review and meta-analysis of
observational studies. BMC Urol. 16 : 40, 2016.

6) HEEA - A EEEIESHAERE up-to-date. &N
IR TFIRBEE SRS, 19: 1-4, 2014,

7) Rao, Q. et al.: Xpll.2 translocation renal cell
carcinomas have a poorer prognosis than non-Xp11.
2 translocation carcinomas in children and young
adults: a meta—analysis. Int. J. Surg. Pathol. 18:
458-64, 2010.

8) fR{BIEF - Ml : Fluoresence in situ hybridization
(FISH) #2 T2l L7z Xpll. 2 im B fifg sz o 1
B, WRFALEL. 62 411-414, 2016.

9) Kato, H. et al.: Renal cell carcinoma associated
with Xpll. 2 translocation/TFE3 gene fusion:
radiological findings mimicking papillary subtype. J.
Magn. Reson. Imaging. 33 : 217-20, 2011.

10) Komai, Y. et al.: Adult Xpll translocation renal

cell carcinoma diagnosed by cytogenetics and
immunohistochemistry. Clin. Cancer Res. 15:
1170-6, 2009.

11) J& # B3 - b : Xpll.2 translocation renal cell
carcinoma O R BLE MRS, WIRERYMER. 27
14-16, 2014.

12) Hirobe, M. et al.: Clinicopathological characteris-
tics of Xpll.2 translocation renal cell carcinoma in
adolescents and adults : Diagnosis using immunos-
taining of transcription factor E3 and fluorescence
in situ hybridization analysis. Int. J. Urol. 23:
140-145, 2016.

13) Sudour-Bonnange, H. et al.: Cutaneous metas-
tases during an aggressive course of Xpll. 2
translocation renal cell carcinoma in a teenager.
Pediatr. Blood Cancer. 61 : 1698-700, 2014.

14) Malouf, G. G. et al.: Targeted agents in metasta-
tic Xpll translocation/TFE3 gene fusion renal cell
carcinoma (RCC): a report from the Juvenile RCC
Network. Ann. Oncol. 21 : 1834-1838, 2010.

15) Numakura, K. et al.: A case study of metastatic
Xpll.2 translocation renal cell carcinoma effectively
treated with sunitinib. Int. J. Clin. Oncol. 16 : 577-80,
2011.

16) W) & - Ah: 5 FENEIC L 5 EREITo72
Xpll.2 SR TRIE MR o 1 6. H/NBIMTE - 25A
4358, 5l: 550-554, 2014.

17)  Walter, B. et al.: Determination of the expression
of PD-L1 in the morphologic spectrum of renal cell
carcinoma. J. Cancer. 11 : 3596-3603, 2020.

Xpll.2 TRANSLOCATION RENAL CELL CARCINOMA DIAGNOSED
HISTOLOGICALLY : A REPORT OF THREE CASES
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Abstract :

Case 1 was a 27-year-old woman. CT revealed a left 8—cm renal tumor. The patient underwent left
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laparoscopic nephrectomy. Xpll.2 translocation renal cell carcinoma (Xpl1l.2 RCC) was considered since
immunohistochemistry showed positive findings for TFE3 staining. 24 months after surgery, sunitinib was
initiated due to paravalvular lymph node metastasis. Because the case was refractory to the treatment,
axitinib followed by nivolumab was administered. Case 2 was a 32—-year—old woman. CT revealed a 2-cm
slow—growing contrast-enhanced left renal tumor. The patient underwent left laparoscopic partial
nephrectomy and was diagnosed with Xpll.2 RCC based on positive TFE3 staining on histological
examination. No recurrence or metastasis was observed 50 months after the operation. Case 3 was a
31-year-old woman. CT scan revealed a right cystic kidney tumor and a metastatic liver tumor. Multiple
metastases were found in the liver, bone, and uterus on PET-CT, and a biopsy of the liver metastases
revealed the diagnosis of undifferentiated urothelial cancer. After 2 courses of chemotherapy with
Gemcitabine + Cisplatin + Paclitaxel, the metastases progressed and new metastases (skull and mammary
gland) appeared. New metastatic lesions were removed by surgery, and the pathological diagnosis showed
positive findings for TFE3 staining. Finally, Xp11.2 RCC was considered. Treatment with temsirolimus
was initiated, however the patient's condition worsened, resulting in death on the 221st day. Xpll.2 RCCis
more common among younger patients. A genetic test or FISH should be performed for a definitive
diagnosis but was not performed for these 3 cases, however immunostaining with TFE3 is a useful test when
Xpll1l.2 RCCis suspected. (Nishinihon J. Urol. 83 : 42-47,2021)
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