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Fig. 1 Contrast-enhanced CT imaging (early study) shows a 12
cm tumor in the left kidney. Hemorrhage from the tumor
into the retroperitoneal space can be seen.

Fig. 2 Contrast-enhanced CT imaging (early study) shows a 4.5
cm tumor in the right kidney.

JulxZ Lo 7oe REG{n CTld AE/AES Bal%, SP-A
B4, Calretinin F&14 T BHDS OFEIIET R T - 726

BIEFREMR WHEALAZIA LI b =720
TR L folliculin (FLCN) i#&{xT intron 5 @ splice
acceptor site |2 point mutation % #% (¢397-1 G > C)
(Fig. 4), BHDS O#ZWiIZFE > 72,

MT%#%8E Thl2 HER DA iﬁ’%ﬂ#ﬂ’] IR, 4
WMEE & & 2 AL FE Lz, W67 HH

D1Ex CT THF S5, S6 IZH:H Iiﬁ?ﬂi% RO BN
ZHWRLTBY, B LHEL, iitkicfbsREol
gt& LRICH BB IbE, R VIRl &2 fidT L 720 9
M RATAE, JF & b FLEEAEHINERE type 2 Th - 72,
AT 7THHBE LY A=F=7 50 mg/E]@?i'%—
G L7z Thl2 OFBHREIS OV TII K =
RET L7208 A C oG I L <, FRIMENOREIER

Fig. 3 Histopathological examination reveals papillary renal cell
carcinoma.
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Fig. 4 Genetic analysis shows a point mutation in the splice
acceptor site of the FLCN gene Intron 5.
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Abstract :

A 56-year-old woman had left-side abdominal pain and was found to have bilateral renal tumors. She
underwent open nephrectomy due to tumor hemorrhage and renal vein thrombosis. The pathological

diagnosis was type—2 papillary renal cell carcinoma.

Genetic testing was perfomed and Birt-Hogg-Dube

syndrome was confirmed. Bone metastasis was found in the 12th thoracic vertebra, and liver metastasis
appeared after left nephrectomy. We performed right partial nephrectomy and partial hepatectomy, and
administration of sunitinib was started. Because of the tendency for tumor progression, axinitib,
temsirolimus, and nivolumab were administered, however all of them had a poor effect, and the patient died

2 years and 8 months after the start of treatment.

Birt-Hogg—Dube syndrome is an autosomal dominant

genetic disorder that causes spontaneous pneumothorax and renal tumors, and early detection is necessary
in cases of poor prognostic histology such as type-2 papillary renal cell carcinoma.

(Nishinihon J. Urol. 84 : 593-596, 2022)

key words: type—2 papillary renal cell carcinoma, Birt-Hogg-Dube syndrome, nephrectomy, partial

nephrectomy






