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Fig. 1 Enhanced CT
A, B, C Before sunitinib treatment.
D, E, F After five courses of sunitinib therapy, the
tumor size had decreased and the tumor thrombus had
shrunk.
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P (L7985 T vincristine (2 mg/m? Day 1), dox-

Fig. 2 The tumor was not encapsulated and was light yellow
with necrosis.

Fig. 3 A Hematoxylin—Eosin stain, X 400
B Immunohistochemistry for CD99, X 400
C Immunohistochemistry for NKX2.2, X 400
Hematoxylin—Eosin staining (A) showed that the tumor was composed of small round cells
and that the cell membrane was positive for CD99 (B) and the nucleus was positive for
NKX22 (C).
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Fig. 4 Plain CT (A, D), enhanced CT (B, C, E, F)
A,B,C Before VDC-IE therapy, Figure (A) shows a 21 mm nodule in the
right lower lobe of the lung, Figure (B) shows a 9 mm nodule in S5 and
Figure (C) shows a 8 mm nodule in S7 of the liver.
D, E, F After two courses of VDC-IE therapy, the metastases had

disappeared.



181

unerdoq.aed

vOado ‘unedso Jqao ‘upiqnaids 147 ‘exeioed X Ld ‘qBWNZIoeAdq Ad OPIUo[0Zows} ZINL ‘UedR0UL [1-L 0 ‘ueeydpur Ny J-T UBJNSng Sog ‘Paiiodat jou YN 9pIsodold 9T-JA ‘OPIuejsopt
NI oprueydsoydo[a£d ) ‘UIIqNIoXop YK (] DUNSLIOUIA Y A ‘BABD BUIA JOLIJUI DA ‘9suodsar renred ¥ J ‘9seasIp aa1ssa1gord (I ‘9suodsar 93o[dwod ) ‘AdeIoy) UOneIpeT Iy ‘9[BWdf , ‘O[ew |\

B Ewing IED 1 B

(4 umouyun,/pesp AN 9T-dA "¥OA 'VdO 'ddad ¥XAd + + OAL wo pT AN A4/G¢ | ¥e61 | Ve
(e €/Peop AN (IN) + AN + AN AN AN AN v661 | €2
(€2 AN AN AN AN + guny ‘DAT AN AN W/0z | 9661 | @2
(ce Vg/pesp ad 9T-dA YOA 'dAdd 'Vdd YXA - + Buny o g elLmjeway IN/GE | 6661 | Tg
(12 AN AN AN AN + auou AN uted [eurwopqe W/8z | 000z | 02
(g 9€/9A1E AN 1d4 '91-dA 'dadd ‘Vdo - + ouou AN ured [euruIopqe A/vT | 2002 | 61
(61 ST/9AI[E AN (IN) + - + suou AN uted [eutopqe W/0€ | 2002 | 8T
(81 AN AN AN AN + - AN AN AN €00 | LT
(Lt ch/Peap ad INAI 9T-dA 'dddD XOd ‘T1-LdD 'dddd - + auou o z1 SSEW [euiopqe N/0€ | s00z | 91
o1 C1/9AIE Rio) (IN) + + + Juou AN AN AN 2002 | ST
(et G/peap ad vOoado XILd ‘91-dA WAL 'dddd - + OAIL wo €z ured yue JySu d4/82 | 8002 | I
(¥1 06/°A1® 4o (IN) + - + umouwyun AN uted [eutiopqe q4/9 8002 | €T
(€1 09/°A1® ad (IN) + - + - AN AN W/Tz | 6002 | oI
(et 61/9A1® e} (IN) + - + auou woz L ured yoeq 3y3Lt d/¢y | 6002 | 11
(11 9/°M1e 40 UXA 9T-dA TNAT + + - AN uted [eutwopqe W/Tg | 0102 | 0T
(ot AN AN 9T-dA "INdI "VdO "¥Xd "¥OA + + - wo e, | ured yuely eLNIEWLY d/7€z | 1102 | 6
(6 81/Peap ad ‘g ,oﬂww\/w\_ﬂmkﬁ ﬂ%%m%%ﬂéﬂmulm - + OAI u 6 eLmeuRy IN/9T | €102 | 8
wnIyost
@8 iZait dd 9T-dA ‘NI 'VdO ¥XA YA + + ‘pue[s [eudIpE AN BLIMJEWaY N/99 | ST0Z | L
02 0L/9AIE A0 9T-dA ‘INAI - + Juou AN AN q4/v1 9102 | 9
9 AN ad 9T-dA ‘NI 'VdD XA YOA - + - wo 01 sseut [eutwopqe W/ST | 8102 | ¢
(G AN AN AN AN + AN AN AN d/7L6 | 6102 | ¥
4 9E/2A1® - - + auou AN BUWIOpa £poq doym d4/89 | 610¢ | €
€ CL/ME - - + auou wo zZr ured [eurwopqe 3ysLt d/67 | 610c | ¢
@ 92/Peop ad 9T-dA ‘NI 'VdD XA YOA + + - wo 01 AN q/07 | 0208 1
QOUIIYIY A1a3ns 1z Adesapowai Aderdpoway) 1Y A1931Ng UOISEATL 10 921§ Jurerdwod a1y X9G/98Y | JB9X | 9se))
SYIUOW /3WONN() | I9)Je SISouso1g SISBISBIDN ’ ’ '

uede[ ur parIodar A9upry 9yl Jo TN JO S9Sed INoJ-Ajuam], T 9[qe],




182

IR R 5% VDC-IE ik % & & Pui b
%47 o 72 Bl i T 33 12979 1012)13)16)21)37) ~56)
T&H -7z CRIZ 8%, partial response (PR) (& 5 fl,
progressive disease (PD) & 116131, CR#%PD &
oo THEBNL A7 5720 SO DS EIEER, B
ROLEDOE Ewing AIEDOFHRIIARTH 5, K
FTHE SNz 24 FlIZOWTIE, ERERA T 2 LT
B, VDC-IE #EZ:% &0 7P b5 % 17 - 72 5E 6
524 B 18 BT o 720 AIBTIL VDC-IE % &
PRI FHEET CR 2RO ERNE 5 Fld 1) PRI 1
B, PD (& 7 B CTdh - 725 PRIEFNIE AN & KA T MR
\Z VDC-IE % #fT L 72 fEBl T - 729,

FREEBN RS L TR RO @ R IEE I LHE L L T
s, BEIELIALD ESFT Tl LB LA LB ZE5%)
L7ERNC L g, sSEia Mo Re b ko
X MY B RMEAHE ST EY, BEED
Ewing WIEICBI LT, F3E%E R LSRG HEDE
AEBEILTCL W2 Ltk wy,

AIE BN TR IL AT 2 RO R o 7205, ik
RN EsRs, s %o 7z, VDC-IE #iFE% 2 21—
AWEFT 12 CR L 72T, ZO#%ET6 2 — X F THifT L
CR ZMEFFCTE/2720WMER T, TOHR6 I AFEEL T
WALPHIED L T AHEFL B L TW5,

o G

sunitinib & VDC-IE #ENER TH - 72 Ewing W
JED 1 6% s L7z

X (73

1) Grier, H.: The Ewing family of tumors. Ewing's
sarcoma and primitive neuroectodermal tumors.
Pediatr Clin. North Am. 44 : 991-1004, 1997.

2)  HH—F A B S Ewing RIEIZ L CHELEM
Gz T o721 Bl WIREFHZE. 66: 297-302,
2020.

3) Suzuki, L et al.: A case of Ewing sarcoma family
tumor of the kidney treated with robotic—assisted
partial nephrectomy. Urol. Case Rep. 2: 1016, 2019.

4) Shimizu, N. et al.: Renal primitive neuroec-
todermal tumor with elevated plasma adrenocorti-
cotropic hormone levels: a case report. IJU Case
Rep. 6: 128-131, 2019.

5) Fukuda, H. et al.: A novel partner of TFE3 in the
Xpll translocation renal cell carcinoma: clinico-

pathological analyses and detection of EWSRI1-

TFES3 fusion. Virchows Arch. 474 : 389-393, 2018.

6) & -l BRI Ewing WED 1. /M
IRBEES. 7 93-96, 2018.

7)  Yoshihara, H. et al.: Ewing sarcoma/primitive
neuroectodermal tumor of the kidney treated with
chemotherapy including ifosfamide. Pediatr. Int. 58 :
766-9, 2016.

8) Etani, T. et al: A case of renal primitive
neuroectodermal tumor confirmed by fluorescence
in situ hybridization. Case Rep. Oncol. 28 : 205-211,
2015.

9) & -l BEIERS GRS IIRZEEE S O
16l WIREFFHCEE. 59: 363-367, 2013.

10) ERRL -l FEEL—1 WD 1. H
WARZSRE. 102 405, 2011.

11) Ohgaki, K. et al.: Primary Ewing's sarcoma/pri-
mitive neuroectodermal tumor of the kidney that
responded to low—dose chemotherapy with ifosfa-
mide, etoposide, and doxorubicin. Int. J. Clin. Oncol.
15: 210-214, 2010.

12) Funahashi, Y. et al.: Ewing's sarcoma / primitive
neuroectodermal tumor of the kidney. Aktuelle
Urol. 40 : 247-249, 2009.

13) Ishii, H. and Ogaki, K.: Primitive neuroec-
todermal tumor of the kidney. Med Mol Morphol.
42 : 175-179, 2009.

14) Maeda, M. et al.: Ewing sarcoma/primitive
neuroectodermal tumor of the kidney in a child.
Pediatr. Blood Cancer. 50 : 180-183, 2008.

15)  EEEGT - Al B IEFER AR MIR SE RIS
160, HWREES. 99: 560-564, 2008.

16) Kato, S. et al.: Primitive neuroectodermal tumor
of the kidney confirmed by fluorescence in situ
hybridization. Scand. J. Urol. Nephrol. 41: 75-76,
2007.

17)  EIGFRAR - At @ B EES AR LR RS IR S 5
@16, THHMWIK. 67: 670-675, 2005.

18) Wada, Y. et al: Primitive neuroectodermal
tumour of the kidney with spontaneous regression
of pulmonary metastases after nephrectomy. BJU
Int. 91: 121-122, 2003.

19) ¥ 28 BT -l B B B 38 primitive neuroec-
todermal tumor (PNET) @ 1 #l. ZWiisEL. 19:
233-236, 2002.

20) SEREA - A BE3E primitive neuroectodermal



& Ewing REED 1 4l 183

tumor @ 1 il & & o & & Wr. /R EL 34
423-428, 2002.

21) Kuroda, M. et al.: Primary primitive neuroec-
todermal tumor of the kidney. Pathol. Int. 50:
967-972, 2000.

22) EWE A BRI AR LS IR S 1 B
D 1B, HWRERE. 90: 639-642, 1999.

23) Takeuchi, T. et al: Renal primitive neuroec-
todermal tumor: an immunohistochemical and
cytogenetic analysis. Pathol. Int. 46 : 292-297, 1996.

24) Horiguchi, Y. et al.: Primitive neuroectodermal
tumor of the retroperitoneal cavity. Urology. 44 :
127-129, 1994.

25)  FEEZ - A BRI KSR hE
D14, . 48: 855-858, 1994.

26) JRWEECC - -4 Y 7RET 7 ) —. KR
WAZHETA FT4 . 8: 308-309, 2016.

27) Yamamoto, Y. et al.: Upregulation of NKX2.2, a
target of EWSR1/FLI1 fusion transcript, in primary
renal Ewing sarcoma. J. Cytol. 32: 30-32, 2015.

28) Dalal, S. et al.: Vascular endothelial growth
factor: a therapeutic target for tumors of the
Ewing's sarcoma family. Clinical Cancer Research.
11: 2364-2378, 2005.

29) Kumar, R. et al.: Expression of vascular endothe-
lial growth factor in Ewing's sarcoma. Int. Orthop.
36: 669-1672, 2012.

30) Tamura, A. et al.;: Pazopanib maintenance ther-
apy after tandem high-dose chemotherapy for
disseminated Ewing sarcoma. Int. Cancer Conf. J. 8 :
5-100, 2019.

31) Tagikami, A. et al.: Pazopanib confers a progres-
sion—free survival in a patient with Ewing's
sarcoma/primitive neuroectodermal tumor of the
lung. Intern. Med. 58 : 1335-1339, 2019.

32) Mori, Y. et al.: The successful treatment of
metastatic extraosseous Ewing sarcoma with
pazopanib. Intern. Med. 57 : 2753-2757, 2018.

33) Attia, S. et al.: Clinical activity of pazopanib in
metastatic extraosseous Ewing sarcoma. Rare
Tumors. 7: 5992, 2015.

34) Alcindor, T.: Response of refractory Ewing
sarcoma to pazopanib. Acta Oncol. 54: 1063-1064,
2015.

35) Yamamoto, Y. et al.: Pazopanib for recurrent

extraosseous Ewing's sarcoma of the retroperi-
toneum. Int. J. Urol. 21 : 1183-1184, 2014.

36) Risi, E. et al.: Clinical and pathological features of
primary neuroectodermal tumor/Ewing sarcoma of
the kidney. Urology. 82: 382-386, 2013.

37) Cheng, L. et al.: A rare entity of primary Ewing
sarcoma in kidney. BMC Surg. 20 : 280, 2020.

38) Babapour, S. et al.: Left renal Ewing's sarcoma:
a case study and a review of imaging literature.
Radiol. Case Rep. 7: 391-395, 2020.

39) Shai, A. et al.: Six-year disease—free survival
after chemotherapy treatment for metastatic renal
peripheral neuroectodermal tumor. Pan. Afr. Med. J.
32: 42, 2019.

40) Findlay, B. L. et al.: Primary renal Ewing
sarcoma : a case report and review of the literature.
J. Ren. Cancer. 2: 15-19, 2019.

41) Zhao, Y. et al.: Renal Ewing sarcoma treated
with apatinib. Anticancer Drugs. 29 : 702-704, 2018.

42)  Giliberto, G. L. et al.: Primitive neuroectodermal
tumour of kidney with thrombosis of the inferior
vena cava and good responsive to surgical and
medical treatment: description of a case and
revision of literature. Urologia. 85 : 127-129, 2018.

43) Alasmari, F. et al.: Primary Ewing's sarcoma of
the kidney : a case report. Int. J. Surg. Case Rep. 41 :
65-67, 2017.

44) Sadig, M. et al.: Primary Ewing sarcoma of the
kidney: a case report and treatment review. CEN
Case Rep. 6: 132-135, 2017.

45) Narayanan, G. et al.: Primitive neuroectodermal
tumors of the kidney. Proc. (Bayl. Univ. Med. Cent.).
30: 205-208, 2017.

46) Akkaya, Z. et al.: CT and MRI findings in a rare
case of renal primitive neuroectodermal tumor. Pol.
J. Radiol. 81 : 401-406, 2016.

47) Manescu, M. R. et al.: Ewing's sarcoma of the
kidney complicated by a Wunderlich syndrome.
Case Rep. Urol. 2015: 601038, 2015.

48) Kroczak, T. et al.: Renal primitive neuroec-
todermal tumour: Case series and brief review.
Can. Urol. Assoc. J. 8: 241-4, 2014.

49) Almeida, M. F. A. et al.: Ewing sarcoma of the
kidney: a rare entity. Case Rep. Radiol. 2014 :
283902, 2014.



184

50) Kairouani, M. Et al.: Metastatic Ewing's sarco-
ma/PNET of kidney in 40 year old patient. Int. J.
Surg. Case Rep. 3: 215-217, 2012.

51) Pakravan, A. et al.: Primary Ewing sarcoma of
kidney in an elderly. Iran J. Kidney Dis. 6 : 307-310,
2012.

52) Vrdoljak, D. V. et al.: Primary Ewing's sarcoma
of the kidney: a case report. Coll. Antropol. 36:
673-676, 2012.

53) Richey, S. L. et al.: Metastatic extraosseous
Ewing's sarcoma (EES)/primitive neuroectodermal
tumor (PNET) of the kidney: 8-year durable

response after induction and maintenance che-
motherapy. Clin. Genitourin. Cancer. 10: 210-212,
2012.

54) Mohsin, R. et al: Primitive neuroectodermal
tumor/Ewing's sarcoma in adult uro-oncology: A
case series from a developing country. Urol. Ann. 3 :
103-107, 2011.

55) Badar, Q. et al.: Ewing's sarcoma/PNET of
kidney in 13-year-old girl. J. Pak. Med. Assoc. 60 :
314-315, 2010.

56) Mukkunda, R. et al.; Primary adult renal Ewing's
sarcoma: a rare entity. Sarcoma. 2009 : 2009, 2009.

EWING'S SARCOMA OF THE KIDNEY : A CASE REPORT
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Abstract :

A 42-year-old man presented at a local hospital with the chief complaint of macrohematuria and was then
referred to our hospital due to the presence of a right renal mass. Computed tomography(CT) scan showed
a right renal tumor of 13 cm X 11 cm X 9 c¢m in diameter. The tumor had a rough margin, internal
heterogeneity and poor contrast effect. Tumor thrombus of 4.5 cm in the inferior vena cava was noted, but
distant metastases were not detected. Clinical diagnosis of right non-clear cell renal cell carcinoma
T3bNOMO was made. We started sunitinib therapy as pre surgical therapy and the tumor thrombus
shrank to 14 cm. We resected the right kidney and tumor thrombus with part of the inferior vena cava.
HE staining of the tumor showed an increased N/C ratio and small round cells. Immunohistochemical
staining showed that the tumor cell membrane was positive for CD99 and the nucleus was positive for
NKX2.2. The pathological diagnosis was Ewing's sarcoma of the kidney. Lung and liver metastases
appeared one month after surgery. Chemotherapy comprising ifosfamide, etoposide, vincristine,
doxorubicin and cyclophosphamide (VDC-IE therapy) was administered. After two cycles, the metastases
disappeared. Four other cycles were added and recurrence was not detected at three months after

completion of the chemotherapy.

(Nishinihon J. Urol. 84 : 178-184, 2021)
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