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Abstract

Congenital solitary functioning kidney (cSFK) is a common phenotype within the spectrum of
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congenital anomalies of the kidney and urinary tract (CAKUT), with an estimated incidence of ap-
proximately 1 in 2000. Previous studies have shown that nearly one-third of affected children may
present with additional forms of CAKUT, such as vesicoureteral reflux (VUR) or ureteropelvic junc-
tion obstruction (UP]JO). When these anomalies coexist with a solitary functioning kidney, they may
impose an additional burden on the single kidney, resulting in a so-called “double hit”: on the one
hand, a reduced nephron number leads to compensatory hyperfiltration; on the other hand, concom-
itant CAKUT contributes to progressive renal injury. Genetic factors, including mutations in HNF1B
and PAX2, may further increase structural vulnerability of the kidney. Long-term follow-up studies
have demonstrated that children with ¢SFK accompanied by CAKUT are at significantly higher risk
of renal function decline, proteinuria, hypertension, and end-stage renal disease. Imaging surveil-
lance should be guided by risk stratification, and surgical intervention may need to be considered
more proactively in the context of a solitary Kidney. Lifestyle modification and transitional care are
essential for delaying the progression of renal dysfunction. Precise identification of high-risk pop-
ulations, early intervention, and lifelong management are key to improving prognosis.

Keywords

Children, Congenital Solitary Functioning Kidney, Congenital Anomalies of the Kidney and Urinary
Tract, Renal Injury

Copyright © 2026 by author(s) and Hans Publishers Inc.
This work is licensed under the Creative Commons Attribution International License (CC BY 4.0).
http://creativecommons.org/licenses/by/4.0/

1. 3l
1.1. BE

S TP W A Eh 2 I 94000 AR 32 S R P 2 28 R 00 A 7 5 4 M (O )
FTEC IR # Ut SRR R R T R R R B i R B R4 R 2 TERE R 7R B (MCDK) 1]

SUAEAE DI B T 63 A2 TP I R BR B U (CAKUT) JEAE %, BRATRTAR 2 s IS W s #5910
S AT RO CAKUT, TR S 2P EA s B, Forb s LA AL CAKUT A BE A R
W(VUR). B da i PR AR (UPJO) . ELAIIR 4

1.2. RITIRF
S RMEISL B 1 R AR L) 112000, HA2) =4y 2 —filfEA At CAKUT [1]. BEAERF R AL, 75

N =0 2 — BB PR R E 2R (SR G AL EARZR B L) [2]. KL =702 — [ B E D) RE 1L (SFK)
(¥ JLEE 2 Y BUARAT K PR 2B T 2R B8 5 » 91 5 1 i PR A7 P AL (20%0) A1/ 50 i PR 7 S P AL AL (5%) [ 3] »

1.3, IsREX S TmE T

ML BRI BB, BRI ARG E 1E 5 8 Th B8R 7K F AR T3 T4 (1 P — ) 2 Rtk . 49K
SEE A EM CAKUT B, B A AR AS AT 3 4 55 XU B 2 Bt e X R SR TR I “ AT -
—JiiH, AOLE ARG T A BRI, AR RS O AT ThREfE & PR s 55— 7T, fER
1) CAKUT i —DREIR 1 A B AL IR 4540 56 B 1k

PR CAKUT & HE Se R VRN B 8 ) LIz BA IS BIAZ OO SR R 35 . 22 TRRRIM AN AL 26 (1 RS K
WHEAZ B 5T (a0 SOFIA. KIMONO #ff 5856 Coihix — KU 24T 1S HE = AL [4] [5]:
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» KApE

B T R AR AU 2 3 . Sanna-Cherchi Z5[61/ & 8L A 7R, A 9F CAKUT AL B dE A&
A A B 7 (ESRD) ) XU LU Ry IE 2.43 (22 30 5 ) 50%[1) 3% 75 B HE B RIGIT) - Grapin Z£[7]511 Matsell %5[8]
(IR Feda e, AT B 2 A BE PR 06 (4 UPJO) BB 2% CAKUT, R84 15 755 (CK D) I & A AU 384 m 4
2 5 (R AEF N BLEILE I 12% T 2 43%).

Il R 22 55 B ) U328 Urisarri S5 [91 R B, ZEFIAL B I eGFR T B (1953451 71, 100% 4 [F1{l] CAKUT .
Marzuillo Z5[10]K3A 21.1 SERAEAF gt — B Ha7R, R CAKUT [ LZAE 16~20 % ] IR flcE H 2
HIR, 2222 ZBF “TLEMFAEAFR” R 0%; 1G0T U Gk R 2R e ai oo B R, 2 30 Z i
AT EF 100% ) ALK

P R S B TS S o« AL B R AR WL [RIRE S I TS o B SR An(URA) B LAHEL Z B B K B
AR (MCDK) L 5 A 9 CAKUT, Hizt i eGFR T B A =y I H ARG BE o X 7R IR A 1 R B B RS 1)
IPALFI ™ EAR R, BEHEE TR T A 4 B 5 i & [5] [8] [11].

gEbRTIR, BT CXWEITH” FEOTEEN, WEARSIGLE &9 CAKUT B 1R 53 58K+
TOSkHG, X T AESEME— D REE IFEE . SGE B LA ARTE R B B OCEE N E L
2. EIEH CAKUT &

2.1. MG EHBERERE R R

JLE LS G BB PR A (VUR) 2GR 2552 R M e AT 2808 i, VUR TEAIGE
BB LH IR R LR 17%~45%, (HEARR AR EHREEYIMEG: BREAREILF VUR KA R &
15 65%~70%, i MCDK LA MK, £°8 17%[12]. Esteghamati £5[13] 2022 SEIHF 7 Hor, Jek
PEAAZ B 8 LR VUR R AEZ N 23.1%, it B (B R RS i & A2 28 04 7.5%, 2915 VUR & LY 1/3.
- HH 2024 SR — TS [L4] 335 OIS B A8 L VUR AR g i i DL Bl W T 1) LU A 31 45% .

FERIGHLEI T T, VUR 5 REGEG(UT)AAAE D FEAE A, B A 2 B2 3 0 i A Ko
BN BRI AR . H RTAZLE R R T 0. AR RSSO VUR S8 UTI 3
PR MR RERBAREIRNERE, HoWIETS VUR MHXIEAMEE K E A R(CAKUT JERHH
5, AR A4l 5 8iE[10] [13]. Westland R Z5[15]48 i, IhREM: B AF/EE CAKUT. & UTI. B
R R B AN AR TN B0 R DGR R 35 . RMITRIN 5T, HARSE 3 AN H B IR A R B AR
2% RAF(K LB R AFRAEZE 2 £%), W& I VUR FRE A 2 2 PR 16]

LW A SRS A ER DA SCRFRTH R A 3 2 T =ik 20% LA B VUR KAEZ, H A oA
2/3 ) VUR 6], 325K 5 AT HE R VE RS Bt R 835 52 (VCUG) [13] [17]s St AR A Bk 2 1 T Fi i (8
HIR, Marzuillo A1 Polito i i@k VCUG K8l VUR F-EA 15 18 i B LI 0.9% [18]. Erlich
£5[19] 2019 4F K Meta 241 & B, MCDK i L3I VUR K H A IB R W &, 1 415 50.1%, 2 ik 64.3%,
X ORISR B AL T PR -

AR LT AR S 2 B B2 R IESHOR (0 Deflux), Bt S 225 S 230 R BGES, JIRTER
R SO [E] S ek I K hE .- Kelm-Kahl #1 Beetz F.7E 2004 “Egfsiifl | %HIALE ) LE A VUR AR
PR B, YON B AR T IR A EEEYT R L [17]. KPS RoR, IO0E &) LFEE
FI PR (%) 6.5%)~ IR (1.5%). &Il S 814 5 s )RR [13] [20]. VUR & B Z RS R w2 —, HIFIEmE—
HEFRER

22. MALEEH ERMREERIIER
JLIE AL & I 1 dufin )R EE R AL (UPJO) & — A WA TR ™ IR H M JR R LT . B 1200 K
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5, kg

s

WA, HATEZ OUBLRAT R 80, UEdE 32 ZERUE T/ AR B BUE BT 78 [21] [22] . HR EEAL I 5 AEIR
S UPJO AHAL, HAZ O X BITET LA — DI Re e B hn, B PHIE AR E J1 TR “XEST ",
B ThRE A [23]. Ya9T b, BT U AR (Anderson-Hynes AR) & A NI E IR, HFARNHLFEE
G B 5 B AN PR A TR T AT, S SCREAE P B U N IR 2 6 N H Ja TR LA [21] [22].
WG T, KBV LG8 2, HASYE B (CKD) R AR B2 & TR Ak IGn S 8L 45
B VR AT 2R B 5, ARk CKD R 5 &1[23].

HATZAUSR A BB A2 A B2 KU T i 7 CABR i e EE T TR B iR 7R S r 8 — 1297
SREvibaiE: I A SO L SR B RS e AR N FLR 2 AT 1 ) e Ak 1 43
THYFREY[21]-[23].

23 MABEHEM CAKUT

IALE & B VUR FiT UPJO #h LA CAKUT BAA BRI IR G 2% 25 A, k42 2% 4E MCDK BA%1
214 14.7%, B3 EHIRE(2.9%) W& R, B RO [24].

B R E R —FECE W) CAKUT JERAE, @ R E M mEd ks, maeSHERERG . K
B G, AL BILEIHFERRER, BT A —MENAEE, BILKEDREER S 2R . K&
IS PPt PR A HE PR DU REJC R BB . I PR HHOE RO IR S IR T, B T I MR AT S . 6 TR B
BB THARESZ A )L, AT g 75 BRld TR T TR A IR PR Tk AeE G 5 BT Sh e — 25 84k [25].

J&i PRAEIRME(PUV) A2 55 B2 v LI PR A BHLME B, 8 2 S BURTZ B By 5Kk 2 B IE45 5 . 90
S LA SR PUV R, B IEThREA IR TR RO, T GRS AR, e R
BONIGH . 097 b, FHEAROEEREARBR TR Gk, B FARRHLAE R, 7l RS 5 ORI R S I [26]
KHBE VTR T VPG S DR I S S I RRE R R AR A G 2

WRE RS AL, BARAA W VUR 3 UPJO & L, (HIEJ S 5t F ISR FHIEE. WIRE
FEPrh ] B8 B R A SRS, 10 507 0 TT B 23 50 B IR H R B A IhRE[24] 0 XTI RS RORE
O E ORI E AL B ThRe,  DLATE D B AT R T

Zinner ZEEAE(ITNLE + FETETEND) 2 T 0 B8 IR I SRR SR B E[27] o 155 B ME T BEs | O3 A IR
RGN HABLE TR . GRS MR TFREYT, (HLEEUE ) LR TFARTH[28]. H Al s Z 45 2
R AT I8, ARTFELZHOBFICCAIM AR L, FEXTARIZALT) CAKUT FAAE ] 2 5
HEARKIRTT T %

3. RIS : “WEHEH”
31 B—ETH: BRAKERISERT

Epstein [29]4¢tH, B AL/ (A0 IAL ) 22 SEGRCR B A BN “ =& (G, mE. &
YEIE) o XFP LIRS ) & B R R AE R R D RE, (HA I AR BONUBT V) ) 2 S EUE /N ERBEAL X B AR,
WA GRS .

FELE 1) T REVEA 32 BRI LEF A eGFR, (HIX LS FEFR7E FLHAS 51 35 A Ak = BUS % . Bosch 4%
[30]H¢ F-#2 H T B ThfEfik £ (Renal Functional Reserve, RFR) A2y, R 2E RISCIRAS N H gt 2 (1) i
71. Peco-Anti¢ ZE[3LIRHINAL B &8 ) LEAT 8 i s ik, RIMRIAEEILZL eGFR IR B LH, RFR
BEFIREOH R . XN SFK B LAEREMER DI Re A RE, S all oL 28 1 Th Re A 5 nl g 245
178 U 0 v 1) RS
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3.2. E-ETH: CAKUT XMW EERG

1) B PR E R FEL(UPJO)

UPJO S8 S DhRe i A OUR T S AN U PERERH, 538 R Z 210 T 5k B 2. Bk, RFek
PEPRISZ BEAES & YR T, SRR SER A2 K B I D B /BRI 28 TR B, T R R I R AR O B
W, B/NE F AT NECIRES TR AT T S R A AL, WS RO RN IS E BRI, B R
AR T (I TGF-p) [32]-

A5, AE4wAS RNA (40 circRNA)IE T 4% miRNA-SIRTL 2545 5 fib g i3k 20 e 7 T A0 8] J5R 21 44k 30 A%
YA AMEE AR R AT 7R 2 G IR, R EEEANSE ECM H¥ S, IERRITR[33]. oh, &
B TSR AR SR A Ty R R AT B SE A SLBCE RS DhRe TRt A EEER, A OCERRLAR R T E RSN
ik mE, A RS BRI AR [34]. EIANLEIAHEAER, RASBUE A 4El . B AL R A
AL D REJRIR .

2) JBE R E SO (VUR)

B, PRI RS AR B R R R 4t. ARAE Colceriu Z5[35]0F 78, 4HEIET Toll F£52
(TLRs)fi & IL-6+ TNF-a S5 28 R F B A R, AR PE SRR . LUK, IRIRIFTIESE, X
Tl SRS 75 K I A LI 2 TR B /N A B B 2R R AR D RE . 51 R A PRIE T3 S 8UE S 240,  HIRW
g bR B KT S BRI 7™ B R R S IE M55 [36]. RN IRARAGESE, TGF-A1 {5 5l AL S v B
T$A¢ﬁm%&&'@k%%%%$ LR - (AR REAGEMT), (A AL 2 4 i 735 A0 AN 4 4/ i i

DU, ST AN T3 1 B IR [37] 0 27 by SRR B A0 A0 1% 0o e 8 S5 1) 1 e T 44 A Y5 A% [ R
Tﬁc

33 BEFEHR

PAHAEAZ 7 18 (HNF1B)FIEC A S 2R D] 2 (PAX2) ARG IS K B R e R R R R AR, 33
CAKUT x5 LI B3 R [Rl 2 —[38] [39]. HNF1B 1E NS R AR T iz O i 7, HRAR 13t
%Lﬁ#m%ﬁiglﬁﬁ,aﬁﬁﬁﬁw LR BT, HPBEREAEMA R RN MR —
[40]. ImPREF T EHERoR, £ HNFIB RABHE & 1, 66.7%(1 E#H BRI NE K EAR[39].

TEAFRE A T A, X A R AL A S IS B 52 3R AROARFAIE o 22 S8 I PR T g B0 s (R
e RV )T, OO RAT A S WE R IR B0 “fERE” , TS a5 AH R M EoR R A2, [
IERIBEAFAE S K B A R ARE[38] 0 IXFl “—MEhin, XA R” MlERERA S, B2 “BL 2 TmE
TEFT 7 IR ELEAR I —— 'S R B A RIFE RIS AR SR BT 3581 ﬁmﬁﬂmﬁﬂﬁm
TEAE R B E XU B AN R SR R R A

HNF1B AH 5B B AT i 35 (1) 3R B S PR A e U o RIASEAE [R]— AN R R, RH 0 U ) 8 Bt T
MFEAIER . IR, BB REEATIE R, RARENERIAER41]. A, PAX2 fEAE LA
E(E R B ARG IS EAR) FBURIE R, HRBEFRESE RSN R SEAEX, PR R PAX2 RAEH
W 75% G B PR S, HE DI T SR B 1 AR R [39]

34. IsFRFEREX

BT e CAKUT B BLAR BN A AL 0 7L, RIS S T IS G IR IGIT RO . £

WG, WHRE ) TGF-1, CHIESE S B /NER AN E A4 UG, HACEF RN B DhRg s

IR TR, BRI B 45 0 (1 B & [32] [37]. Ak, miRNA. circRNA FHAEL R HbR 54056t J 3
BRI PRAME,  REE— 2D 5 e 5 JIAS M0 F) 2R 18052 [33]-[36] -
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FoE, R

e PRSI DU g R v UG SR BE e (4t T FT R, 4 HNFAB Al PAX2 R RARHE A, IX L f )
NS JEE PT e A [RIRE R A kB, 8000 T MR 25 1 XUz [38]-[40] o A A i, 80 iy KUBSL R AR S 3t
AMVEAG IR YT FIBE s HEn, RUR B LR R A, G0 B T e 2RI R B

T A RE G BF T DR, IEREE I PUer e 25 W) S8 ia )T T BOE 2 B DIRER 2R, AT &2
HIRmEHE SRS .

4. IGKREIERAE
4.1, BERNRERELEN

EFXTORSLEAE CAKUT RIS B, A0 I AR SRS A2 1 975 25 % 0] LUKV 73 2 %0 RS HE I
W B N— OIS TR, FF8IER e R AR (A S 48 /NRFL 1%, 5 88 KIHBEDT, HAUPPAY
I — 5 AR P A (R KU A i) 07 2 CAKUT Z5 4544 59 1] [3]. DMSA B F &5 BAZ E A Th REVE
W& brit, 52 RS 6 A B ) B B i (URA) S5 2 B B R B AN R (MCDK), DL R IR 2 Stk ' i
B R 5w R .

TES KRB FT B, IOLE B)LR R ST HE R LB DR R % 5 (VCUG) i A, A2 41 ) LB R4
BB I 2 T B L A WU A i, RO TE TN BIR V70 08 728 5 G iod 12 W7 2 ) ) R B L A

L HE R VUR R ELBI R A 17%~45% [12] [14], H 34 ()5 A 2 5 VUR FBBUBHE B AR (TE 7246
2 2/3 B1) [13] [17]0 B TARSL B SO P A NESS, M A AR AT VCUG, BUMEJS
BRI A B T BT AR 3 (CAP) BT AR TF-1l, X il “25t'E” WA IS IRIR . SR, T4
SR SO R IR AT B RE A H ik, R EE T S W E SIRIKMIE ARG . VCUG & — TR AP
B, ARG R AR DO, AR IR R B XU . S E B, RIEEH VUR,
HARZEREBW . Erlich Z[19] 220 Mgt 758 A SR FHIEE: MCDK LA VUR B H K
THIBZAE 1 AN 1L 50.1%, 2 4 N1k 64.3%, X RS K E B A K00 VUR AR A TG 7 -1t Marzuillo
A1 Polito [18]/I4 #5053, A RS 15 1R HUG IR IR G st A2 B B Lrp, @i & M VCUG
7 A I HL A 2 EA T3 B (RP B 0F 75 2 58 VR T SRS AT /MR Tl VUR) BRI A /5 0.9%. 3X Bk
F, NTAR 1%FIEER, b 99% ) B LK Z RN B R Z DAL BFE M.

BT BT, ETEbRE SR ORI A AT R A R v I . 2022 AR RCR
FI) URHE R 2 23 (ESPN) £SO B8 B AU R [L] A Af e . P A A H A s B e e A 0 R
H G AEIR AL B L, SREVAHEREH IHEAT VCUG Kt . 2481, VCUG M FH 1™ i R i 754
e R ARAE . 1) Bl U7 ol P RN B R B IR B R E AR 2) I TR M B FA: PR i K
(fUT1); 3) DMSA 14 CLIE SEAFLE B 52 57 Bt SRR I [1] [42] -

PR REHEAL SR 5 SRS, T S T R G [ YR 4 35 AN FE 7 I RIS, s 1 (R4 M
— B AR

4.2. SpRTFERERHE

42.1. B8 VUR RISMTFRUEREN

FR G BRI TR AR} 2 2 [ JLRH R B 2> (EAUJESPU) 2024 “EFE R BT, Hiall VUR B FELLX
B o )2 A%, FARTHONRREET .. FARATHMEERIEOR: © BZELiAE R (CAP)HIEA
A SRR R A SRR @ St CAP JRITIR M 25 © KIABEVT R A REIR I VUR FR4L /7 1E[43]. Mk
1118 Ty Re R is (BBD) /& A% O T FIE i, U ZRAEATATT FARFIR 56 b FE, (K BBD I35 38 i i #A ik JR i S e A
B IIR T B AR [43] . K2 VUR (I-10 ) K2 0] ARG ff, FARBMERS: m%0 VUR (11-V &)F
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&t
=

» KApE

ARG M[44]. MSD 1297 FHHE 1, VUR TR IE G PR FRREAR) 3 BE3& A T e 8- AEAE 1R 5 3 G
FER MR I B A K2 IR A 1 L [45] -

4.2.2. B4 UPJO B9SMRLF TR M

B4l UPJO MFRTTRIEE T B IhRERTESES Al . AT EZIRMEAHE: 25 Thagdt
ATME R 2 <40% . B RRKEEAT VN EE (1 i i SR AR RS K) . FUR B R SR A A 2R . DL BRI PR
FER (R IR . JEIRZE) [46]. 7B IhRE > 40% & v <7 WS, (O BLIA B T B REFAR.
EARERER A, 2025 FRHUI IR, IR DRe(>55%) ™ H EFH/K(SFU 4 el &l E1e >
3.0cm)#, FHITES WA I AR AT UK E B S S E, PR o A N R T 1[47]. 3¢
FEXPRR RS TORER L AT IR S W52 [48]

42.3. AFMI EFEREHERT

IMALEIRE TR, AMRFFTFRAE R AEARA VR AS . N “SERPUEE” ) “ F3 R, HAZ OB F#
T ME— 5 Dy R R ORI 75 3K

UPJO J71i: Lombardo £5[49] 2021 “F KR TR/ ZH UK “IIALEFE UPIO. B Ihfe T R0 I
R ABAZON B 2 B ST R, T DI RE IR E B UPIO U BT AR, X — ik R Bk
BT LIRS NI E T o 20 B ThRe BIE M H B ) <40%)58 56 22 L R B A RIS R R,
MELE M 2~3 450 % 6~12 M H . Jbnt)LE BB 2021 4R BRI TN 23 B E £ UPJO B L,
ZER WP IIORST IER I B0 2 SR 9 N H, SFIITFRER 4 % 104 H, SRS emmiEh . “IGLE
UPJO HJLTE 6 N H Ja il 2 AT B VIBE Ui AR SR, (R EIEIRIT 7 e B s e AR ” [21]. XK
FRE AT AR AILSR,  Fe 2T ) TR T Tl

VUR Jjifi: B RR RS 75 Z R B# K . EAU/ESPU $5F5 B R BB ST AL VUR #45, (HER I
X AFAE B S5 S 1) R LR R T 1[43] . K434k VUR TEXUE 8 LRT RSP SR, (B E B LA & IF
(R AT SBE R IR G, TR BB SR 2 P MSD FAHEH, VUR B & IERIEIE R, FART 024
&GN [45].

PSR ME— "B THhEERIR, AT A R T B S ECA AT B3 - SBT3l R AriE A FAR”
AN “AAAERFGRIFAR Y, ARIINME— 5 B AL R RS 5 . UPJO MWLER & L4 43 B ThRE I
P VUR ROGH A SE ARG . ST AT SR s R A e v 455

43 RREE: HUWPSiar

43.1. TARFMEINAE RE VUR FRIHEAL

FeF LB AE VUR TR PESTAE R (CAP), B RTIRR SRR 2 5. X Al LA, 86% 1% A4
COAT B AR AbTJ5 CAP, (EXAIFEE VUR &, ZHRA “82”7 8 “&@%” . HEERHUK
W 2 55m% . RS VUR WA 082, w2 VUR BUAT L sh %R F CAP [50]. & 4RI B AR
F TR R R AE B R 25 1

4.3.2. ACEI/ARB ZE{ZHIE B FR A9 B F B AL

ACEI/ARB 23215 CAKUT F R4 1A% 0254 Westland %5[4] (KIMONO i 72) K3, 37%4KAL
B LB E %, A R CAKUT 35 LU 5 = . Marzuillo Z5[ 1018/ 58IESE, £ CAKUT &)L AR K
SN 4 f5LA 1, eGFR /KPR FEHAL. HATdiRE e o TR R A R(RE QWU HE > 0.2 mg/mg
o 24 /NIRRT > 4 mg/mAh) RS L, N% SR 3 ACEI/ARB ¥, T8 LR K Uil

DOI: 10.12677/acm.2026.1641634 3700 Il PR 2 2 3t


https://doi.org/10.12677/acm.2026.1641634

ot
=
=
B
=

5. £FEANTMS T ERFE

Se RIS B LRI UG AR T B I, S8 52 S Ag 77 sUE FLE UIAR G . Bl 8Lk
NHEF I 2B R, B IRE A B IR AME AT AL SO R “BotE” IO

51. HEEESKEREEE

JEJE RT3 oL 22 AL D AL AR e IR A, i B DI RE%AL . Marzuillo [ 10T HTE 1
BASIBIE 7T CRAL T TR SR R 2R BN RN, . AFAE NS PRI MUAE B F EWR MR, 28 30 % I
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