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Abstract

Fumarate hydratase (FH)-deficient uterine leiomyoma is a rare subtype of uterine fibroid that is
metabolically abnormal due to mutations in the FH gene. FH deficient uterine leiomyomatosis and
renal cell carcinoma (HLRCC) syndrome has been found to lead to hereditary leiomyomatosis and
renal cell carcinoma (HLRCC) syndrome, thereby increasing the incidence of kidney cancer in patients
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and their families. In this case, the clinical characteristics, pathogenesis, treatment and prognosis
were discussed, and the necessity of genetic monitoring was demonstrated for patients and their
families.
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1. 518

T8 WUR R A H WL Lo e 2 s RAE R, 20~40 % L RIFAIE 25%, FEAE I Lt R %
15 70% [1]o FHAE 5 WE)—F R R BRK A B IGST 5 P R, A R P S R
0.4%~1.6% [2], {HAMTFEIRER RIS, ik FH SR 5 g IR 2R B A M. R
MR R A R B, WUREE AR 2 RAGE R . RIEHESEETT, K5 1 FNEREK
ik 90% [3]. K ERER A S L, KK, REEREE . FH GG T B PR IUEAME 5 5
HoAh 2R e I R ARIR G, M0 LAl REAAAE FH LR A8 S 805 A 1 T8 LRI A% B 4 B Je 27 R 1Y)
KA. BRI, HLRCC ZR-E RGN & F 48 5000 i o2 i S8 B X XU o R, o6 PH SR B IS 1 5 -0
JULIRE R8s B LI B A AT DR I D3 SRR, A B TR IIT 48 T 5 Zem KGR 7 DA BT ASCHRkiE 1
BlFE R T mAT FH SUEA T 2B S HLRCC LA AESRIBRIIR, 51 35 DR 0 xof £ S SRR Jl A 1)
HEME,

2. ImARBTR

B, 38%, N “ARRIITFENE 116, 2L 1E4R” T 2024 F8 H 22 H A, £#
11 SERTE S R BV R FE DR, KN 5 em, T 2013 4E4T 75 FEBHIER + FEIVRHIFRA,
AREEMEEREA WP ERE. 14, BELHRIENEMASEES, A NEFSE 15/, HF
kg, Z R BT + BIERBA R, RPREERE 11em, KIS HE N B R 567,
K& 25cm, RopseBRGTE L FRER/NG 8om R T EIUE, HRFFEER, AT ESEHMNE
R, EENEEEENLTFEIUREZ KR K. BE A4 T 58 G2P1; FIRAIA S AA%AL £ i
AHMNHKE IR, BEEY, SHREDGHE, FEAMMBER, ke 3 RN, BRI AR W 5575 .
VUMK R L LB 451 . 2024 4F 8 A 10 HIARDEE R FEIEARE, WREZMEEFE Y KHY, 8]
KE DL 6.4 %52 %x6.7cm (ML TJEJGHEE). 4.8 x5.4x56cm (M7 TATEE). 49 x44x45cm (fiTLASE
BE), A FGEM, TEAMMN, AEMEEAY . TERBREZL Lem. 2024 428 7 24 H TREATEME T
BV ERAR, R W EHRn4 3 A4, RIS MIUE, BARZ) 1~7 om, XU P AR A LI 52 57
2024 £ 8 H 24 HIRFEER TR : B NURLETTREIT Y 20 A%, K424 0.6~6.5cm, Pl 2K (€,
WS, B, MwEVIR. RSN E RAEFIE U D AIVURAI R, AR, giA R
RS WoN S R IR GG T B P VU . e ks B SMA (+), Desmin (+), H-Caldesmon (+), CD10
(-), FH (), Ki67 (+, £11%). MRbrEWIERTEEA, WK SRR A D S35 .
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3. #ig
3.1. RITRERKE

FH 2 & HLRCC ZEATEM — i 2[R, @i T 1042.3-943, H I AR R R TEE B
2, R RFAN KA ZE TR 2 9878(0.002%~0.01%), #£14 1.3% [4]. (HAEFEREE, Bl 30 Z LT
FREA TR, B A e ) FPH 35 R 9848 2 TR 2R 9848 [5] . FH SR P RS 1 25 S0 LR i i A 548 512, 5 HLRCC
GAMEMRAEZEDIM G R R R, FEES SEARNEARRE/KEEREUE, FEIE. KkF
T LR R AN B A T BRI PR SR I[6] . B e o DR AR 28 1 PR AR, 24 70911 1 i R85 (R L i
FAE 5 FENFETI[7]. RUHGEE NS FH GREE S 7 5 P R AT WA Bh T HLRCC Z5A1E M 1 R B
1BIT, PRACEAR KU .

3.2. IIEPRYFAE

IR FH SREE T B P DRI KR SEK, FREZETE3 S, BFEFalETKR
PR 10 28] FH SRR T E PR H A2 KB R E R, & 1~150 4, A7 39.9~395.7 cm?®
[3]. ABlEE RITSNURN 27 %, BEAL) 125 om® & UAERIE, 37 % & R IT 5 U8 3R AR
Z41512cmd, 38 ¥ HKEL KM, AL 223cm?. 145cm3. 97 cmd. MW RIS KIKB 84655, DIE
SV . Ki67 & 540U FEARSCHIPTE, AT VEAL R 4 ARG T B . B KieT IRFRIL, TR )
LRI R T FEIRENE, Hik, Kie7 fFE28 FH SR 7B PR R M sg. 2k, Xarfe
HFERIGE—m M, MAaRHalralUgaaRRE RN TIEES NIUREHBRARD], X2HEA
RE R Bt T B UE F BB IR AE LA 58 4 R IIT IR, ATt IRVUB AR A I R . FE IR TARRS, S5
B B we . 2B E EOR LK R BAFE HLRCC K St AR VAL, e R FENIERIRA S E K%,
&M TAAFERWER LM o THEKE RAFE HLRCC KiEsk, FEAVIARMER R, HF PN
BHFOIRE, EEREEDAZE. 75 WRENEREHE. DN ERZEAE— T (R
BT — O R IR R BRI S AT B A E, X HLRCC ZE&1EHR T 5 Fig B K £
BORE . FTLAEAE T B NUE R L MR e B . IR, Ak e s E XV 4
R EORAUR R B R R, IGAREE A &3] FH a1 5 P R 1T B

3.3. BHiE

FH 8RB 855 P WUR 2 W ) e hn e 2 7 1 R DRI o e PR S SR AR A SR A28 250 S22 W o
MGG T REAARILE . YOI B IAEREEIR A . LT R, s PrE I A=
AL BRI G R /NER Y H T ZORA2A4EAE . ARiBI R, FH ()55 2SC Gt ORI BL & 2 B T $2 12
Wik ik, XM T FH RO RA — @ RIIRME, BUB AR Rk S 10757502 2SC Beti[10], @ EIR N
FI FH A1 2SC PR EMEEAT S e L G (s, SR 2 AR [11]

3.4. iR R Fifa

FH SR 2 7 5 i LR B 3 75 AU AE B 77 R 51 BB HLRCC A ERES, Ik FARIAIT. HERL
PEAEEE B R, @ T ENVEHIBRAL . Tt , FEBEAR P M AR G I RS 8. b,
MR G RE S, BUORGERE A R B0 R 2 U4 (gonadotropin-releasing hormone ana-
logue, GNRHa) %5 2%} TP FH B IEE T 2 I IUR & R R AFAE— @ G+l [12], PR b rT B e .
BRIERTEE TITETFEVIBRA. TAEBERCHBVUTETFEVIRAR. 5T HXRE RIS H NS
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FEM, HATH TEEBIMHER HLRCC LA fE3 Ui . ARG EE T WU GAR G, 2
T B ARE, A TR % .
4, g5ig

g PR, FH BEALT B UREA — 8 T A S E 5 T 5358 T 2 ORI S ), FH 3K 225 1]
f8 S5 HLRCC 42 A ERE, MITTHE R S A & 2. BRI, T FH Bba B2 LR s 44k 5 8
F FME R 5 R AREAT AT R () 5L DR L AT e i W PR 7 L, 453 B UM S AR AT 34 5 DA S S R
M R VP T

B E
209 5 T R A N [F)
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