PaAH WK, 88 : 375-379, 2026

TR N ¥ — P/RIBEHIE D 1 5]
RN Il e B e S (01 N Sy 4 Al U 220 it
FOE R w*Y ok R A Y iR D

(ZFFH $ 2026 451 H 30 H, <2¥EH : 202643 H 4 H)

RN Ry e S TR R O

% -
JEBIIE 54 5%, B MEREFEEZICE ) B CURBNZTD. CTICTEL MR, A%
JE, BREIIRY) ¥ SHEilE K % 5o £ BE ¢ T3aN2M1, IMDC poor risk & W L 720 &1 A2 IR S 1T 2
ipilimumab-+nivolumab B R 2 BAG L 7225, 2 32— AT, Wi, BERKIEE Uik L7z 3%
BB R R D B IR\, BET PCREEDOHKEEZH DY TT7VIVEEL FT ¥ — BRIBIHEEHIG
# (fumarate hydratase—deficient renal cell carcinoma, 2L FH-deficient RCC:FHARCC) D#ZHIIZE - 720
T Az S 5 DR M I E E 55 (hereditary lelomyomatosis and renal cell cancer : HLRCC) % # 2 &
D RIEREL % o 720 IKTGHE & LT cabozantinib3 1 H %5 LATEEFE O/, BIZK O A 4 5 duiikise L
TW7ens15 7 A TR L7:e WHO 738 (565 M) CTOHHREN T3, HENHTIHEICTFHRARL S

375

Mo BHRIEB 2 #EER L 7D THT OB E R 2 A THES %0

(P8 H kR, 88: 375-379, 2026)

F—T—F: 7VERE F T8 — BRIEEMAGHE, Rk i I B i o e

i

BAEEETRE P %  EZFFPAH] L b Oh %
Vo

HLRCC B &5 i 9 13 2016 4F WHO 20312 2 5
N-RETH LAY, 2022 4% WHO 778 (58 T
5T AW ESR S A B & L C FHIRCC
R SN Tw b, 40 de novo & b it % FH-
deficient RCC Z#E8E L 72D THET 5,

il

fiE Bl
BE o4k, BN
E AL
BEERE il
RIEE 7L
BUREE  20xx MR EH IR R 120 ) KIS T Y Bl

Wt B 2 A28 L Tzo CT W CHfili 1 S5 D il #5 A
LR ) v OoNEIER, AEESB X OBEREIRS Y v
INFilERE RO 72 (Fig. 1)

Mm&EELZENFRRE WBC 9,500/ 11, Neut 75.2%,

* T 857-1195 ML PR AINT 15
TEL 0956-33-7151, FAX 0956-33-8557

Hb 13.2g/dl, PLT 44.5)7 /ul, eGFR 58.2 mL/min,
CRP 9.12mg/dl

BEER CT A P& ) TMWic 5y s ERE
11 cm O FEIRIER R Z H ) o BRI Z L  JEE
EEHIER, BREIRICHER L Qi RO, A
iR >V NEERAE SEE DAL, FRIMAS S & fF8 CAERE
T3aN2M1 IMDC %4 poor risk & &ZWr L 72 (Fig. 2).

R B I A AT 12, SRR 7 B S BE D L7228,
B Wk R 9K i o dE R TR <R B R 2 R 2 9IS
nivolumab+ipilimumab (2 & % {E# (Ipi/Nivo) % Bi#%h
L7zo 23— ATk, BElOLEALNT, CTIZT
WA DI RO R, iR S L A

Fig. 1 CT shows multiple lung metastases (A) and left kidney
tumor and para-aortic lymphadenopathy (B)
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Fig. 2 Enhanced CT: left kidney tumor shows mild enhancement

a) Plain, b) early phase, c¢) late phase

Fig. 3 Hematoxylin and eosin staining shows tumor cells arranged into papillary, tubular, or cribriform pat-
terns. The tumor cells have an enlarged nucleus with prominent eosinophilic nucleoli and a peripheral
halo.
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Fig. 4 After three months of cabozantinib treatment, renal
cancer and para-aortic LN can be seen to have shrunk,
with a reduction of lung metastasis and pleural effusion.
A) after, B) before
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Fig. 5 Immunostaining for 2-succino-cysteine (2SC) is positive
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Abstract :

A bH4-year-old man was referred to our department suffering a cough associated with abnormal chest
shadow. Computed tomography showed multiple lung metastases, left kidney tumor, and para-aortic
lymphadenopathy. The patient was diagnosed with renal carcinoma, ¢T3aN2M1, IMDC poor risk.
After ultrasound-guided needle biopsy, immunotherapy with nivolumab and ipilimumab (Ipi/Nivo) was
initiated. Two cycles of Ipi/Nivo resulted in progressive disease with increased lung metastasis and
carcinomatous pleural effusion. The result of histopathological examination with immunohistochemistry
(THC) and genetic testing led to a diagnosis of fumarate hydratase-deficient renal cell carcinoma. There
was no family history suggestive of hereditary leiomyomatosis renal cell carcinoma (HLRCC). Cabozan-
tinib was administered for three months as a second-line treatment, and a reduction of lung metastasis
and pleural effusion was observed.

We experienced a case of relatively rare renal cell carcinoma carrying dismal prognosis which is de-
scribed in the latest World Health Organization (WHO) classification of renal cell tumors (2022). We
herein report our case together with a review of the literature. (Nishinihon J. Urol. 88: 375-379, 2026)

key words: fumarate hydratase-deficient renal cell carcinoma, hereditary leiomyomatosis, renal cell
cancer
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