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AHHOTaUuMA

CoyeTaHHble aHOMaNN MOYEBOI CUCTEMbI U OCEBOrO CKeneTa, BKAtouatLme L-06pasHyto nouky, 06CTpyKUmo
JIOXaHOUYHO-MOYeTouYHMKoBOro cermeHTa (CAKUT-cmHapom, congenital anomalies of the kidney and urinary tract
syndrome) 1 aHOManunii NO3BOHOUHIMKA, BCTPeYarTCs KpaiHe peako. MprBeAeHo onucaHmne KAMHUYeCKkoro ciy4vas
C MOAO06HOV coueTaHHON aHOMa et pasBUTHS.

Knrouessble cnoBa: CAKUT-cuHgpom (congenital anomalies of the kidney and urinary tract); L-o6pa3Has
noyka; aHoManum NO3BOHOYHWKA; KOMMblOTepHas Tomorpadus

A66peBuaTypbl: MynbTUNAaHaApHasa pedopmaumsa — Multiplanar Reformation (MPR); noBepxHOCTHO-
OTTeHEHHOe n3obpaxeHne — Surface-Shaded Display (SSD); cnnpanbHaa KoMnboTeEpHas TOMorpagpus
(CKT)
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Abstract

Combined anomalies of the urinary system and axial skeleton, including an L-shaped kidney, obstruction of the
ureteropelvic junction (CAKUT syndrome, congenital anomalies of the kidney and urinary tract syndrome) and spinal
anomalies, are extremely rare. The clinical case gives a description of a similar combined developmental anomaly.
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BBegeHue

CAKUT-cuHgpom (congenital anomalies of
the kidney and urinary tract) Bo Bcem mupe oT-
BeTCTBeH 3a 40 - 59% cnyyaeB 3a60n1eBaHMA No-
yek y geteri n 7 - 43% cnyyaeB TEPMUHANLHOWN
CTaAMN NOYEYHON HeAOCTaTOYHOCTM Y B3POC-
nbix [1, 2, 3, 4, 5]. OH oxBaTbIBalOT LLUMPOKMIA
CNeKkTp BPOXAEHHbLIX MOPOKOB NMOYeK 1 Moye-
BbIBOAALLMX NyTel, KOTOpble BO3HUKAKOT B pe-
3ynbrate fedekToB MopdoreHesa noyek n/ nam
MOUYEBbIBOAALLMX MyTeM, a TakKe CUHAPOMBbI, KO-
TOpble BK/IKOYAIOT M30/IMPOBAHHYO aHOManuko
noyek B cOMeTaHUK C Apyrumm aHomanuamm [5].

Kak n3sectHo, napeHxmma rnoyek n moye-
BbIBOASALLE MYTY BO3HUKAKOT N3 ABYX Pa3HbIX
3M6pPMOHaNbHbIX 3a4aTKOB (MeTaHedporeH-
HOVi TKaHW 1 AMBEPTUKYN0B Me30HedpabHbIX
NPOTOKOB) B pe3y/ibTaTe TeCHOro B3aMojein-
CTBUSA MEXAY HAMW, MO3TOMY NX BPOXAEHHbIE
aHOMaINK KnaccnduLmMpyroTca nog HasBaHu-
eMm CAKUT-cnHgpowma [5, 6, 7].

L-obpa3Has noyka npeacTaBnser cobou
acMMMeTpUYHOe cpalleHune noyvek B smMbpu-
OHaJIbHOM Mepuoje pPasBUTUA B pe3ynbTate
nepexoza 0OAHOM NOYKM Ha MPOTUBOMOJIOXHYHO
CTOPOHY 1 MOCNeAyHoLLero CINAHNA NapeHX Mbl
ABYX MOYeK € pacrnonoXxeHnem Ux ANNHHbIX ocer
nepneHANKYNspHO Apyr K Apyry [8]. L-obpa3Has
noyka — pejkaa aHoManuns, eé BctpeyaeMocCTb
coctaBnsieT 1:4000 HOBOPOXAEHHbLIX [1] 1 yaLLe
BCEro BbIABNAETCA Cay4daliHo [9].

JIOXaHOYHO-MOYETOUYHWNKOBbIA CerMeHT
NMOSIHOCTLIO 06pa3oBaH U3 ANBEPTUKYNA Me-
30HedpanbHOro npotoka [7]. Ero cteHo3 oT-
HOCUTCA K aHOMaVAM Pa3BUTUA MOYEBbLIBO-
AALWMX NyTer, Hanbonee pacnpoCcTPaHEHHbBIM
NnposiBfIeHeM KOTOPOro ABNSETCA NpeHaTtallb-
HbI rnapoHedpos [1, 4].

MNatoreHe3 CAKUT-cuHApOMa cumTaeTtcs
MHorodakTopHbIM [6]. HegaBHMe OTKpbITUSA
npegnonaratoT, YTo CAKUT-cnHApoM MoxeT
BO3HMKaTb B pe3y/ibTaTe MyTaLuli No MHOXe-
CTBY Pa3NINYHbIX MPUYNH, CBA3AHHbLIX C OAHUM
reHom [10, 11, 12]. B taxénbix cnydasax CAKUT-
CUHAPOMA, KOrAa He 06pasyroTcs MOYKU, M0
He BbIXVBeT. B MeHee TAXEnbIX ciyvasnx pe6é-
HOK MOXeT BbDKUTb C KOMBUHMPOBAHHbLIMU
AedbekTaMm noyek 1 MOYEBbIBOAALLMX MyTeN,
04HAaKO X NPOSIBNEHNSA MOTYT 6bITb BbisiBNe-
Hbl TONILKO B 3pesioM Bo3pacTe [13].

CAKUT-cmHApOoM — 3T0 NpobaeMbl, KOTopble

BecTHVK yponorum
Vestnik Urologii
2022;10(2):124-130

4acTo TPEBYIOT XMPYPruyecKkoro BMeLlaTe b-
CTBa WA (B XyALLeM c/lyyae) NprBoAaT K Mno-
YeyHoW HeZO0CTaTOUHOCTM N HEOBXOAMMOCTI
Ananusa v / A TpaHcnaaHTaumm noyku [5].

Llenb nccnepgoBaHusa

CoobLyeHne 0 peaKoM Cydae CoYeTaHus
L-o6pa3Hoi NoYKK1, aHOMaNNM MOYETOUYHNKOB
¥ MOPOKOB Pa3BUTNA MO3BOHOYHMKA.

OnucaHne KNMHNYECKoro cay4as

MNauyueHTka [., 22 roga, noctynuna c Xxa-
nobamu Ha 6011 B NpaBou MOSACHNYHOW 06-
nactun, AUCKOMGopT NPY MOYENCTYCKAHNN,
o6Lyto cnabocTb. B TeueHne nocnegHmx TpEX
HeJeNb, NoCne MeHCTpyaLmmn NoABUANCL 60K
B HaA/106K0BOW 061acTy, yyaléHHoe, 6ones-
HeHHoe MouelcrnyckaHue, NoBblLeHVEe TeM-
nepatypsl Tena go 37,5 - 37,8 °C. Okono ogHo-
ro roga Hasagj, Bo Bpems rnjaHoBoro ocMoTpa,
Nno AaHHbIM YIbTPA3BYKOBOIO UCC/IeOBaHVS,
6b11a NpeAnoIoXKeHa ansasuns 1eBor MNOYKuN.

MNpn cNpanbHOM KOMMNbOTEPHOW TOMO-
rpadum (CKT) noyek, opraHoB Masioro Tasa
C BHYTPVBEHHbLIM KOHTPaCTPOBaHMEM B Mnpa-
BOV MOSICHNYHOW 06/1aCTV BU3yann3npoBaHa
L-o6pa3Hasa nouka (puc. 1). Onpegensercs

PucyHok 1. CnnpanbHas KOMMNbOTEPHas TOMO-
rpaMmMa 3abpHoLLINHHOIO NPOCTPaAHCTBA C KOH-
TpPacTHbIM ycuieHeM: apTepuranbHas ¢asa
(MynbTUNNaHapHasa pepopmauus - Multiplanar
Reformation (MPR) B niockocTu, npoxoasiLeri
Mo OCK MOYKWN)

Figure 1. Contrast-enhanced spiral computed
tomogram of the retroperitoneal space: arterial
phase (multiplanar reformation (MPR) in a plane
passing along the axis of the kidney)
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PucyHoK 2. CnnpanbHasa KOMMNbOTepHas
3D-ToMorpamMmma 3abpoLLMHHOIO NPOCTPaHCTBA
C KOHTPACTHbIM ycuaeHneM: apTepuanbHas ¢asa
(NOBEPXHOCTHO-OTTEHEHHOE 1306paxeHue -
Surface-Shaded Display (SSD) OTTEHEHHBbIX MO-
BepxHocTel) - 1 - NpaBas BEPXHAS apTepus;

2 - NpaBas 0CHOBHas rnoyeyHasa aptepus; 3 -ne-
Bas noyeyHas aptepus

Figure 2. Contrast-enhanced spiral computed
3D-tomogram of the retroperitoneal space: arterial
phase (Surface-Shaded Display (SSD) of shaded
surfaces) - 1 - right superior artery; 2 - right main
renal artery; 3 - left renal artery

\

PucyHok 3. CnupanbHasd KOMNbOTepHas TOMO-
rpamMma 3a6proLLIMHHOIO NPOCTPAHCTBA C KOH-
TPaCTHbIM ycUeHeM: BeHO3Has ¢asa (npous-
BO/IbHast MPR BAO/Ib X043 BeH MO4YKun)

Figure.3. Contrast-enhanced spiral computed
tomogram of the retroperitoneal space: venous phase
(arbitrary MPR along the course of the kidney veins)

126 | 1SSN 2308-6424
UROVEST.RU

KNMNMHWYECKWE
HABTHOAEHUA

rmapoHedpoTtmyeckan TpaHchopmauyms ro-
NIOCTHOW CUCTeMbl FOPU30OHTa/IbHO Pacnono-
XXEHHOW HWXXHeM YacTu NoYKK, pasmepbl eé
noxaHkm 60 x 45 mMm, yawek — 30 x 29 mwm;
TONLWMHA NAapPeHXNMbI 40 3 MM; B YallKax —
eAVHNYHble KOHKpPeMeHTbI pasmepamu 10 x
3 MM (puc. 2). JToxaHKka BepxHel Yactun 27 %
13 MM. B BepxHeM cermeHTe BepXHel 4actu
NMOYKUW BU3YannN3npoBaHO MogKancysibHoe 06-
pa3oBaHVe XNAKOCTHOW NAOTHOCTUN AMame-
TPOM 5 MM, He MoBbILLatoLLee NAOTHOCTL NpKn
KOHTpacTUpoBaHNW. Busyanmsaums BepxHemn
4acTW MOYKN 1 MOYETOYHMKa CBOEBPEeMEeHHas.
Tyroe KOHTpacTMpoBaHMe NONOCTHON CUCTe-
Mbl H/DKHEI YacTy MOYKM 1 MOYETOYHMKA No-
NYYEeHO B OTCPOYEHHYIO dasy.

Ha ypoBHe L1 oT aopTbl OTX0AAT 3 apTe-
puu (puc. 2, nokasaHbl cTpenkamu). lNpasas
BEPXHASA apTepus Hanpas/faeTca K BepxHemy
NOJOCY MOYKM, NpaBasi OCHOBHAsA noyeyHas
apTepuvsa KpOBOCHabXaeT BEpPXHIOK 4acTb
NOYKN 1 OTAAET BETBb K HMXKHEIN YacTu Noy-
Ku. JleBasi noyeyHasa apTepusa KpOBOCHabXaeT
HUXKHIOK YacTb MOYKMU.

MNoyeyHas BeHa OT BEPXHEN YacTu MOYKU
BNajaeT B H/XXHIOK MOYIO BEHY, @ MoYeyHas
BEHa OT HMXKHEeW YacTn — B BEPXHIOHO Bpbixe-
euUHylo BeHy (puc. 3).

O6a MOYeTOUYHMKA MMEKT aTUMUYHBLIN
xoJ (puc. 4). BepxHaa TpeTb MOYeTOYHMKAE
BEPXHEN MONOBVHbI MOYKN NPOXOAUT MO Ha-
PY>XHOW 1 NepeiHen NOBEPXHOCTU HUXKXHEN
YacTW MOYKMN, €ro CPefHAs N HUXHAA TpeTb
pacrosioXeHbl [aTepasbHO, MOYETOUYHUK BNa-
JaeT B MOYeBOW My3bIpb cripaBa. MoyeToUHMK
HDKHEN Y4acTy MOYKN TakXKe pacrnosioXeH Ha
nepesHen NOBEPXHOCTU, MMEET MeCTO CyXe-
HME NNI0XaHOYHO-MOYETOYHNKOBOIO CErMEHTa,
3aTeM OTKJ/IOHAETCA B/1eBO M BNnajaeT B Moye-
BOW MNy3bIpb C/1€Ba.

3akntodeHune: KT-npusHaky npaBocCTo-
POHHeW L-06pa3sHO NOYKN, KOHKPEMEHTOB
YalleK HYKHEer Y4acTu NOYKM N CTPUKTYPSbI
JIOXaHOYHO-MOYETOYHVKOBOIO CerMeHTa ru-
ApoHedpoTmnyeckor TpaHCcGOpPMUPOBAHHOM
HVKHEN YacTy NOYKM; MasIo KUCTbl BEPXHEW
4YacTX NOYKN; aHOMANIbHOIO Xo4a 060X MO-
YEeTOYHMKOB.

Mpwn CKT NOACHNYHOTO N KPeCTLLOBOrro OT-
[leN10B MO03BOHOYHMKa OTMeYaeTcsd HernoJsiHas
nrombanmsauma ST v gucnnasma Kpecrtua,
yeM O6BACHAETCA HapyLLEeHWe CTaTUKN N ne-
BOCTOPOHHWI CKONMO3 (pUc. 5). Takke nmeet
mMecTo spina bifida sacralis n areHe3nsa kon-
ymka (pwc. 6).
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PucyHok 4. CnnpanbHas KOMNbOTEepHas
3D-ToMorpamMmma 3abproLLIMHHOrO NPOCTPaHCTBA
C KOHTPACTHbIM YCUAEHNEM: NO3AHASA 3KCKPeTop-
Hada ¢a3a (SSD oTTeHEHHbIX NOBEepPXHOCTel)
Figure 4. Contrast-enhanced spiral computed
3D-tomogram of the retroperitoneal space: delayed
excretory phase (SSD of shaded surfaces)

PucyHok 6. CnvpanbHas KOMMbOTEPHas
3D-ToMOrpaMmma KpecTLoBOro oTAesa no3BoHoOY-
HKKa (SSD oTTeHEHHbIX MOBEPXHOCTE): spina
bifida sacralis, areHe3unsa konumnka

Figure 6. Spiral computed 3D-tomogram of the
sacral spine (SSD of shaded surfaces): spina bifida
sacralis, coccyx agenesis
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PucyHok 5. CnnpanbHasa KOMMboTepHas
3D-TomMorpamma rpyaHor KneTku, MoSCHUYHOro
N KPecTLoBOro oTA4e/10B No3BOHOYHMKA (SSD oT-
TeHEHHbIX MOBEPXHOCTEN): HenoHasa Atombanu-
3auma S1, gucnnasuns KpecTua, 1eBOCTOPOHHN
CKOJINO3

Figure 5. Spiral computed 3D-tomogram of the
chest, lumbar and sacral spine (SSD of shaded
surfaces): incomplete lumbalization of S1, sacral
dysplasia, left-sided scoliosis

Ha doHe npoBogmmol aHTubakTepuanb-
HOW, NHPY3MOHHON HebPONPOTEKTUBHOWM,
CMMMOTOMAaTUYECKON Tepannu B COCTOSIHUN
nauMeHTKM OTMeYeHa NON0XUTeNbHasa An-
HaMuMKa B BUAe ynyyLleHNs 06LLero caMo4ys-
CTBUSA, KYyNnMpoBaHMsa 60/1eBOro CUHAPOMA.
Lenn rocnntanusaumm jocTurHyThel. B nocne-
AytoLeM naaHmMpyeTcs nanapockonmnyeckas
naacTnKa N10XaHOYHO-MOYETOYHMKOBOTO cer-
MEHTa HMXHEN YacTu NOYKU C yaaneHnem
KaMHel valuek.

O6cy>xaeHvne

MepeKkpécTHas cpocLlasnca noyeyHas K-
TONWA ABNAETCA PeAKON BPOXAEHHOW aHOMa-
nviei 1 B 60/bLUNHCTBE C/lyYaeB BbIABAAETCH
C/ly4alriHO, @ TOYHAasa YacToTa nepekpecTHo-
CPOCLUNXCS SKTONUM HEN3BECTHA, MOCKO/bKY
y 601blIMNHCTBA NayMeHTOB 3aboneBaHuve
npoTtekaetT 6€CCUMNTOMHO; 3TO MPOUCXOANT
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npumepHo y 1:1000 xnBopoxaeHHbIX [9].
L-o6bpa3Han noyka — pegkas aHomanus, eé
BCTpeyaemocTb cocTasnsaeT 1:4000 HOBOPOX-
AéHHbIX [1]. CoyeTaHme L-06pa3HON NoYku
1 CTEeHO03a JIOXaHOYHO-MOYETOYHKOBOTO Cer-
MeHTa pacueHmBaroT kKak CAKUT-cuHapom [1,
2, 3,4, 5]. BHawemMm KIMHNYECKOM C/ly4yae Bbl-
aBneHo covetaHme CAKUT-cnHgpoma n aHo-
Manui 0CeBoro ckeneTa.

Cpocwumeca 3KTONMPOBAaHHbIE MOYKN
06bIUHO cogepXXaT MHOXeCTBO MenKux Co-
CYA,0B 1 OTPaxatoT NOCTOAHHbIE N3MEHEeHWSA
KPOBOCHabXeHNs Ha CTaAnn pa3BUTUS, NOKa
NOYKM He AOCTUIHYT CBOEro OKOH4YaTes/IbHOro
nonoxeHwsa [8, 9]. B Hawem cnyyae BbIAB-
NleHbl 3 MoYyeyYyHble apTepuu, oTxoadaLlmne ot
aopThl, N 2 NOYeYHble BeHbl. [loyeyHasa BeHa
OT BEPXHEeN YacTu NOYKN BNAZaeT B HUXKHIOK
NOJIyI0 BEHY, a NoYeyHas BeHa OT HUXHeN
YacTVU — B BEPXHIOK HpbKeeyHyto BeHy, TO
eCTb B CMCTeMY BOPOTHOI BeHbl NeYeHn.

BbiasneHHoe covetaHmne CAKUT-cnHapoma
N aHOManui oCeBOro ckeseTta, OY4eBUAHO,
MOXHO 06BACHUTbL OAHOCTOPOHHUM Hapy-
LeHreM pa3BUTUS Me304epMasibHbIX 3a4aT-
KOB Ha YPOBHE HUXHUX IPYAHbIX — BEPXHUX
KpecTuoBbIXx coMmunToB. Tak A. Mudoni et al.
(2017) [9] BbIABNI aHOMAIbHOE pa3BuTUe
3a4aTka MOYeTOYHMKa U MeTaHeppanbHOM
6nactembl Mexay 4-in v 8-1i Hegensamm bepe-
MEHHOCTW Yy MayMeHTOoB C NpeApacrnonoxXeH-
HOCTbIO K CKO/IMO3Y.

B nutepatype [9] coobLanock 0 HeCKO/b-
KNX Cyvasx co CPOCLUMMUNCA NMOYKaMu, npu
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3TOM neyeHve nHorga 6b110 CBA3aHO C ApY-
MMM aHOManUAMY MOYENosIOBOro Tpak-
Ta, TakKMMu Kak rugpoHedpos, Ancnnasms
noyek, a Takxxe MoYekaMeHHas 60/e3Hb.
KOHKpeTHbIX pekoMeHAaunii No NeyYeHuro
nepekpecTHOW CPOCLUEerCsa NOYKN He cyLe-
CcTByeT; 06bI4UHO He TpebyeTcs Kakoe-nnmbo
nepBMYHOE fleyeHne U NoYeYHble eAnHNLbI
He HYXJatoTCa B pasgenieHnn. JlleyeHne cBS-
3aHO C Hann4ymemM CMMNTOMOB N/ OCNOX-
HeHu [9]. Mo3ToMy B Hallem cay4ae 6bina
npoBejeHa aHTnbakTepmnanbHas, NHOY3N-
OHHasi HeppOoNpPOTEKTUBHASA, CUMMTOMaTNYe-
cKas Tepanuun, B nocneaytowemM naaHupyeTcs
nanapockonuyeckas naacTuka I0XaHOYHO-
MOYETOYHNKOBOIO CErMeHTa HUXXHen 4actun
NOYKW C yaasneHneM KaMHeln Yallek.

3aKnyeHue

BeiseneHo couetaHne CAKUT-cmHapomMa
N aHomanunm ocesoro ckeneta. CAKUT-
CUHAPOM SIBNAETCA OAHOWN U3 Haubonee
YaCTbIX APUYUH Pa3BUTUA XPOHUYECKON
60/1e3HN noyek. BoigBNeHO OTCyTCTBUE
KNTMHWYECKNX CUMMTOMOB B AE€TCKOM BO3-
pacTe K3-3a BbICOKWX pe3epBHbIX KOM-
NeHCaTOPHbIX BO3MOXHOCTEN opraHu3ma.
YcTaHOBNE€Ha BO3MOXHOCTb C/Iy4alHbIX Ha-
XOAOK Mpw yNbTPa3ByKOBOM MCC/eL0BaHUN
CAKUT-cnHapoma y nogein 40 KNMHNYeCKnX
nposiBneHnin. NokasaHa BaXHOCTb B Aua-
FTHOCTUKE peaKUX aHOManu ajeKkBaTHOMN
BMU3yanusaynu.
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