https://doi.org/10.34883/P1.2023.11.4.011 @@@@

Mopo3os CJ1."2D4, Mupy3mesa O.P.!, Mogroptbin A.H."2 Tpuropsax J1.4.7,

LWymuxmnHa M.B.3, Mogeorickan WU.B.23, Kypcosa T.C.', Jopodeera M.IO.!, inuH B.B.!
'HayuHo-1ccneqoBaTenbCKUn KMMHUYECKUN UHCTUTYT NeAUATPUMN U AETCKON XUPYpPruu
nmeHu akagemuka tO.E. Benbtumiwesa POCCMICKOro HaUMOHaNbHOMO NCCeaoBaTeibCkoro
MeanumMHCKoro yHnsepcuteta umeHmn H.U. Muporosa, Mocksa, Poccusa

2POCCUIACKMI HALMOHANbHbBIV NCCNeA0oBaTeNIbCKUA MeAULIVHCKUN YHUBEPCUTET UMEHU
H.W. Mnporoea, Mockea, Poccnsa

3 [leTcKasA ropoackas KnMHmyeckas 6onbHuua nvernn H.O. Ounatoa, MockBa, Poccus

Xupypruuyeckme metoabl ieueHns 3aboneBaHus
nouek Npu Ty6epo3HOM CKepo3e y AeTel: cepus
KIMHWUYECKNX CNyYaeB

KoH$NUKT nHTEpecoB: He 3asB/eH.

Bknap aBTOpOB: KOHLeNUWA 1 An3aiiH — Mopo3os C.J1.; aHanu3 1 NOAroToBKa AaHHbIX, HanncaHve Tekcta — Moposos CJ1., M-
py3uesa O.P, MoaropHbin A.H., lpuropan J1.4., Lymuxuna M.B., Mopsorickas U.B., Kypcosa T.C.; HayuHoe peaakTpoBaHue — Mo-
posos CJ1.,, inuH B.B.,, lopodeesa M.IO.

WHdopmmpoBaHHOe cornacme. ABTOPbI UMeT MHGOPMUPOBAHHBIE COTNAcUA 3aKOHHbIX NMPeACcTaBuTeNell BKITIOYEHHBIX B UC-
cnefjoBaH1e NaLyEeHTOB.

MopaHa: 02.11.2023

MNpwuHaTa: 20.11.2023
KoHTaKTbl: mser@list.ru

Pesiome

Ty6epo3HbIl CKNepo3 - 3TO MNONIMCUCTEMHOE, TeHeTUYeCKN [eTePMUHUPOBAHHOE,
ayTOCOMHO-JOMUHaHTHOe opdaHHoe 3aboneBaHve, KOTOPbIM CTpagaeT NnpumepHo 1 u3
10 000 yenoBek BO Bcem Mupe. [opaxeHre noyek nNpu Ty6epo3HOM CKnepose ABnseTcA
OCHOBHOU MPUYMHON CMEPTHOCTU, KOTOpasA OBYCNIOBNEHa CEPbE3HbIMM OCIIOXKHEHMAMM,
CaMbIM YaCTbIM 3 KOTOPbIX ABASAETCA KPOBOTEUEHME U3 aHTMOMMOoNnUnom. OcobeHHOCTbIo
aHrMIOMMONUMOM MOYeK ABMAETCA TO, UTO OHW HAYMHAT NPOrpeccnpoBaTb N yBennuu-
BaTbCA B 0ObeMe C paHHEero Bo3pacTa, MPYBOAA K MPOrpeccupoBaHunio XpoHNYeckon 6o-
NEe3HU Noyek, Npy 3TOM PUCKY KPOBOTEUEHMS NOLBEPratoTcA aHrMoOMUONUMNOMbl 6onee
30 mm B gnametpe. Takxke Hanbonee 3HauMMbIM MOPaXKeHVeMm noyek npu Ty6epo3HOM
CKnepo3e ABNAETCA HanmMume NoAMKUCTO3a noyek. bonbluve KNCTbl NOYeK MOryT Takxe
NPUBOAMNTL K CEPbe3HbIM OC/IOXHEHNAM, TaKMM KaK CAaBieHne NapeHXMbl MoYekK, Bbipa-
XeHHOoe HapyLLeHVe YPOAMHAMMKI, pPa3pbiB KACTbI. Kak npaBuno, 4ia neyeHns ocnoxHe-
HUM KACT 11 aHTMOMUWONINMOM MOYEK UCNOSb3YIOT XUPYPruyeckrie MeTobl JIeUeHus, 0 Yem
Oy[eT roBOpUTLCA B CTaTbe Ha NpUMepe KIIMHUYECKMX ClyYyaes.

KnioueBble cnoBa: fjeTi, Ty6epo3HbIi CKNepos, NOIMKMUCTO3 NoYeK, aHIMOMUONNMOMbI,
aHeBpM3Ma COCYA0B MOYEK, CKNepo3npoBaHme
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Abstract

Tuberous sclerosis is a multisystem, genetically determined, autosomal dominant orphan
disease that affects approximately 1 in 10,000 people worldwide. Kidney damage in
tuberous sclerosis is the main cause of mortality, which is caused by serious complications,
the most common of which is bleeding from angiomyolipomas. A feature of renal
angiomyolipomas is that they begin to progress and increase in volume from an early
age, leading to the progression of chronic kidney disease, while angiomyolipomas more
than 30 mm in diameter are at risk of bleeding. Also, the most significant kidney damage
in tuberous sclerosis is the presence of polycystic kidney disease. Large kidney cysts
can also lead to serious complications, such as compression of the kidney parenchyma,
severe disturbances in urodynamics, and rupture of the cyst. As a rule, surgical methods
of treatment are used to treat complications of cysts and angiomyoliposis of the kidneys,
which will be discussed in the article using the example of clinical cases.

Keywords: children, tuberous sclerosis, polycystic kidney disease, angiomyolipomas,
renal vascular aneurysm, sclerosis

B BBEJAEHWE

Ty6epo3Hbii cknepos (TC) — pefikoe ayTOCOMHO-AOMVHaHTHOe 3aboneBaHune, KoTopoe
XapaKTepr3yeTcsa Nopax}eHem MHOIX OPraHoB 1 CUCTeM OpraHu3ma. B HacToswlee Bpe-
MA pacnpocTpaHeHHOCTb TC oueHmBaeTcA Kak 1 Ha 7000-20 000 HaceneHusA, a ecnu oue-
HMBaTb 3a0051eBaeMOCTb B MVPe, TO TY6EPO3HbIM CKIIEPO30M CTPAZAET NPUMEPHO OKOJIO
2 MWIIMOHOB YenoBek [1-3].

Ty6epo3HbIll CKNepo3 OTHOCAT K Nporpeccupyownum opdaHHbIM 3aboneBaHuAMm,
NPUBOAALMM K Pa3BUTUIO CEPbE3HBIX OCIIOXKHEHWI CO CTOPOHbI BHYTPEHHMX OpPraHoB.
Kpome TOro, oTMeuyeHo, YTo B GOMbLUMHCTBE CBOEM MeAuaTpbl U Apyrve crneymanucTbl
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B HEOCTaTOUHOW CTeneHn ocBeoMieHbl 0 Npobneme TC, 3a4acTylo TPAKTYA TUMNYHYIO
KNMHUYECKYI0 CUMNTOMATUKY OLWNO0YHO [1, 4-6].

MaToreHe3 Ty6epo3HOro ckneposa AOCTaTOYHO cyioxeH. Pa3sutme TC cBA3bIBAIOT C
reTepo3nroTHbiMm MyTaumamm B reHax TSC1 unn TSC2, B cBA3M C YeM B MMPOBOI Nutepa-
Type YC/I0BHO BblAenaoT 2 Tuna Tybepo3Horo ckneposa: Tybepo3HbIi cknepo3 1-ro Tuna
(OMIM #191100) n Ty6epo3Hbin cknepos 2-ro Tuna (OMIM #613254). MNpepctaBneHHble
reHbl Koaupytot 6enok ramapTpuH (reH TSC1) n Ty6epuH (reH TSC2), yuacTeytoume B 06-
pa3oBaHUM reTepoanmMepHoro Komnnekca c 6enkom TBC1D7, KoTopblli uepe3 manyto ['TO-
a3y Rheb perynupyet aktnBHoctb komnnekca mTORCT (mammalian Target Of Rapamycin
Complex 1) [1, 3, 51.

MyTauun B reHax Ty6epO3HOro cknepo3a NoSIHOCTbIO NPUBOZAT K yTpaTe GpyHKLMK
6enKoB, Bbi3biBas NoBbilweHve akTnBHocT MTORC1, uTo, B CBOIO ouepefb, NPUBOAUT K
aKTUBALMWN LeNIoro Kackafa peakuuii, NpuBOAALWKX K MOBbIWEHUIO TpaHCaAuun 6enka,
YCKOPEHMIO POCTa KNETOK, YCUNIEHNIO CMHTE3a HYKNEOTUAOB U CHIXKeHWIo ayTodarnu, He-
KOHTponmpyemol nponudepauny cocyfqoB, akTUBHOMY POCTY COCYAMCTbIX onyxonen [3].
Kpome Toro, curHanbHbi Kackag mTOR urpaet BaxHyto posnb B obecneueHnmn Bo3byau-
MOCTUN HEMPOHOB 1 NpoLeccax CMHanToreHesa, No3ToMy ero n30bITOYHaA akTMBaLWA Nno-
BbILIAET PUCK SMWNENCUKN, YMCTBEHHOW OTCTaNoCT! N CUMMTOMOB ayTUCTUYECKOTrO CreK-
Tpa [7].

OpHoWM 13 caMbIX cepbe3HbiX Npobnem y nauMeHTOB C Ty6epO3HbIM CKNepPO3OM fAB-
NAETCA MOopaXeHre Nnouek, KoTopoe B CTPYKType naToniorum BcTpeyaeTca 6onee yem B
80% cnyuaeB. 3aboneBaHue noyek B BUAE MHOMKECTBEHHbIX KUCT M aHIIOMUOUMOM
MMeeT NPOorpeccrpyoLnin Xxapaktep TedeHna ¢ GopMrMpoBaHMEM XPOHUYECKOW NMoYey-
HOW HeJOCTaTOYHOCTM, Pa3BUTMEM TaKUX OCNTOXKHEHWI, KaK apTepuanbHas rmnepTeH3ns,
Hedbpocknepos, peuunansupytolme NHGEKUUM MOUYEBOIN CUCTEMbI, OOCTPYKTUBHbIE YPO-
naTuu, KpoBoTeueHus [8].

B [TPOBJIEMA KNCTO3HOIO NMOPAMEHWA MOYEK MNMPU TC

Ocob6oe mecTo B nopaxeHnn noyek npu Ty6epo3HOM CKnepose 3aHUMaeT pa3BuTue
MHOXECTBEHHbIX KUCT, KaK M30fIMPOBAHHbBIX, TaK U B COYETAHUN C aHTIMOMUOSINMTOMAaMU,
KOTOpble BHOCAT CyLLECTBEHHbIN BKNaA B TAXKeCTb TeuyeHnA 3abonesaHus. Ecnu paccma-
TpuBaTb MaToreHes Ty6epO3HOro CKNeposa, peanu3yembliii NOCPEeACTBOM aKTUBHOCTU
MTORCT, TO MOXHO CKa3aTb, YTO MPeANOCLIIOK ANnA 06pa3oBaHMA KUCT B NMOYKaX HET,
OHaKO OTMeuYeHa HenocpeAcTBeHHasa CBA3b reHOB TyBepo3HOro ckriepo3a C reHamu,
onpegenaApLMMN Pa3BUTUE ayTOCOMHO-AOMNHAHTHON MOMUKUCTO3HOWN 60Ne3Hn novek
(AAMNBIM), nockonbKy reHbl PKD1 n TSC2 TecHo pacnonoeHbl (48 nap ocHoBaHMI Apyr OT
Apyra) Ha xpomocome 16. B Tom cnyyae, ecnu myTauua 3aTparmsaet oba reHa, opmupyeT-
CA coyeTaHure KnnHuyeckom kaptuHbl TC n AAMNBIM (OMIM #600273) [1, 5, 71.

[Janee npepfcTaBneHa CTPyKTypa MOpaXkeHus Moyek npu Tybepo3HOM cKrepose
Nno JaHHbIM UeHTpa dakomato3oB (pykosogutenb [opodeesa M.IO.) n HayuHoro ot-
[ena HacnedcTBEeHHbIX M MpuobpeTeHHbIXx 6onesHen nouvek um. M.C. WrHatosoi Ha-
YUYHO-UCCNe[0BaTENbCKOMO KINHNYECKOTO UHCTUTYTa NeauaTpum 1 AeTCKOW Xupyprum
nm. akag,. t0.E. Benbtuwesa PHUMY nm. H.W. NMuporosa (tabn. 1).

546 "Pediatrics. Eastern Europe", 2023, Volume 11, Number 4



KnuHnyeckuii cnyyvanm .
Case Report

Ta6nuua 1

CTpYKTypa nopaxeHusa noyek npu Ty6eposHom cKknepose

Table 1

Structure of kidney damage in tuberous sclerosis
Tun nopaxeHunsa MauneHTbl, N=223
AHIMOMMONNNOMbI + KACTbI 36 (61%)
AHTMOMNONNMOMbI 34 (15%)
EOVHWYHbBIE KNCTDI 9 (4%)
Monukncros 14 (7%)
Mpouvre nopaxeHna noyek 7 (3%)
OTCyTCTBME NOPaxXeHnA novek 21 (10%)

Kak BMaHO 13 Tabn. 1, KNCTbl Npu TyB6epPO3HOM CKNlepo3e BCTpeUatoTca 6oree Yem B
70% cnyyaeB, UTO He MOXET He OTpaXkaTbCs Ha OCOBEHHOCTAX TeueHUn 3aboneBaHns B
Brae GOpPMUPOBaAHNA BTOPUUHBIX OCIIOKHEHWI 1 TEMMOB NPOrPeccMpoBaHA XpOHMYe-
cKol 6onesHu nouek. MNpu aHanmse accoumaunii Pa3BUTUA KUCT MNOYEK C FeHOTUMOM 3a-
60neBaHNA YCTAHOBJIEHO, UTO HaNMuMe KUCT Noyek Npu Ty6epo3HOM cKnepose TUMUUYHO
ana 2-ro Tuna 3abonesanua (OMIM #613254) (Tabn. 2).

KnctosHoe nopakeHne noyek oTnyaeTcsa 3HaUNTeNIbHO BapnabesibHOCTbIO 1 MOXET
onpeaenaTbCA Kak B BUAE MUKPOKMCTO3a, KOTOPbIA He BbIABAAETCA MpY CTaHAAPTHbIX
YNbTPa3ByKOBbIX MeTodax 0bcnefoBaHNA, Tak 1 B BUAE MMraHTCKMX KUCT, KOTOpble onpe-
LENATCA Y>Ke NPU BHELLHEM OCMOTpPe NaumeHTa.

K coxaneHuto, TapreTHoOM Tepanun nevyeHns KNCT NOYeK B HacTosALLee BpeMs y AeTel
He pa3paboTaHo, a BANAHME Npenaparta 3BepPONUMYC, KOTOPbI NPUMEHSETCA ANA neye-
HuA TC, Ha OMHaMUKY Pa3BUTUA KUCT NpoTrMBOpeurnBo [9]. DopmupoBaHue 60MbLIMX KACT,
6onee 5 cM B AMaMeTpe, NPefCTaBAeT CEPbe3Hyto Yrpo3y ANA nouek pebeHKa. MMraHT-
CKWe KUCTbl MPUBOAAT K CAABMIEHMIO 300POBOI NMAPEHXMMbI MOYEK U K BTOPUUYHBIM Hapy-
WeHVAM YPOAMHaMUKK, @ TakXKe CYLLeCTBYET PUCK UX Pa3pblBa Kak CMOHTAHHOIO, Tak U
npv TpaBMaTUYECKMX NMOBpexAeHusaX. B NogobHbIx cyyasx Bcerga pellaeTcs BONpoc o
XMPYPryeckom neyeHnmn pebeHKa, KOTOpOe HamnpaB/EHO Ha NPefOTBPALLEHNE HeXena-
TeNbHbIX BAUAHWI 60MbLUMX KACT noyek [10]. B 3Tom cnyyae onTrManbHbIM METOAOM XU~
pYyprryeckoin KoppeKLMn ABNAETCA JPEHNPOBAHME N CKNEpPO3npoBaHue KACT [1, 6]. Hnuxe
NPUBOAMM KIIMHUYECKOE HabntogeHne pebeHKa OAHOro rofa C rMraHTCKUMM KMCTaMu no-
yek npu Tyb6epo3HOM CKJiepo3e.

Ta6bnuua 2

CpaBHUTeNIbHaA XapaKTepucTUKa KUCTO3HOro Nopa)keHns noyek npu Ty6eposHom cknepose

B 3aBUCMMOCTY OT reHOTUNa 3a6oneBaHnsa

Table 2

Comparative characteristics of cystic kidney damage in tuberous sclerosis depending on the genotype
of the disease

Tun nopaxenna MyTauns reHa TSC1 MyTauns reHa TSC2
(n=36) (n=75)

1 KncTta 66,7% 0

2-3 KUCTbI 0 8,7%

4 KNCTbI 1 bonee 16,7% 66,7%

CoueTaHue KUCT NoYeK C aHrMomMmnoinnoMamm 5,6% 66,7%

[IBycTOpOHHee nopakeHune 16,7% 52,2%
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HacTtosLee nccnegosaHue npoBefeHoO B COOTBETCTBUM C NPUHLIMMNAaMUN XeNbCUHKCKON
[eKnapaumm BcemmnpHoO MeguUMHCKON accoumnaumm «3Trdeckue nNpuHLMNbl Nnposeae-
HUA MEOULMNHCKMX NCCeloBaHNIA C yyacTreM YesioBeka» U 0406peHO NOKasbHbIM 3TU-
YecknM KomuTeTom HayuHo-rnccnefoBaTesibCKoro KAMHMYECKOro MHCTUTYTa neauaTpum
1 geTckon xmpyprum um. akag,. t0.E. Benbtuesa OrAOY BO «PHUMY mnm. H.W. Mnporosa»
MwuH3gpaBa Poccnn. iHbopmmnpoBaHHoe cornacure 6bii10 NosyyeHo OT 3aKOHHOro npej-
cTaBuUTensa pebeHka.

B KJIMHAYECKUW MPUMEP 1

PebeHok Y., 1 rog, noctynun 8 HUKW negmnatpumn n getckom xmpyprum ¢ AUarHo3om:
Ty6epo3HbIli CKNepo3, CTPYKTYpHaA 3SMUNEncus, NMOAUKUCTO3 MnoyeK, Gonblias KucTa
B BOPOTax NeBOM MOYKW. B aHaMHe3e MHOXecTBeHHble pabgommnombl cepaua 6binu Bbl-
ABneHbl Ha 34- Hepgene 6epemeHHOCTU. MO JaHHBIM YNbTPa3BYKOBOro MCCeOBaHNA
(Y3M) nouek ot gekabps 2021 r. AMAarHOCTMPOBaH NONMKNCTO3 nouek. Mpn nposeaeHUN
OHK-guarHoctnkn onpepgeneHa geneuuna reHa TSC2 m guctanbHowm yacty reHa PKDI1.
Mpu nepBryHom o06cnenoBaHmm Ha Y3/ noyek BbIABNEHO BblPaXKeHHOE VX yBeNnYeHne B
06beme, COOTHOLLEHME 0bbema noyek 1 Macchl Tena — 1,69%, Hopma 0,4-0,6%. B napeH-
XMMe MpPaBoN MOUYKM MHOXECTBEHHbIE KUCTbl, NPOCTble Y MHOFOKaMepHble, MaKCMarb-
HbiM pa3mepoM 1,5x1,0 cm. JleBasa nouka: napeHxrMa NOBbILEHHON 3XOreHHOCTU, MJIOXO
anddepeHLMpoBaHa, NCTOHYeHa o 0,6 CM, B MapeHXMe MHOXECTBEHHbIe KUCTbl Kpyn-
HblX pa3MepoB. B BopoTax Nnoukn KpynHble KUCTbl pa3mepamn 4,1x4,9x6,1 cm (puc. 1A).
KpynHasa Kucrta, pacnonoxeHHasa B BOPOTax MOYKM, NO-BUMAUMOMY, CAABNUBAET IOXaHKY,
yTo 06yCnaBNMBaeT pacluMpeHne BCex rpynm yaweyek Ao 1,5 cM 1 ciaBnnBaeT NoYeyHyo
napeHxunmy.

Ana yTouHeHUa o6beMOB M NOKanM3aLMmn KPYMHOWM KUCTbl NeBOV MOYKWU NpoBeAe-
Ha MarHWTHO-pe3oHaHcHaa Tomorpadua (MPT), no pesynbtatam KOTOPOW B BEPXHEM U
cpefHem oTfeniax MOYKMW BbIABNAETCA KNCTa C OQHOPOAHbIM COAEPXMMbIM, TOHKON He-
POBHOW CTEHKOWN pa3mepamm 40x54%x57 mm, ob6bem KucTbl — 69 cvm® (puc. 1B). B BepxHeM
1 3afHeM oTaenax NoUKu BbIABAAIOTCA XUOKOCTHble 06pa30oBaHMA Pas3fIMUHbIX pa3mepoB
(3o 20 Mm), YacTMYHO coobLiatolmeca mexay cobol, BepOATHO, pacLLUMpPEHHbIE YalleyKm
(pnc. 1C). JlloxaHKa OTYETNIMBO He npocnexnBaeTca. MOUYeTOUHMK He paclunpeH.

A B C

Puc. 1. laHHble Y3U n MPT nouek pe6eHka Y.: A - MHOXXeCTBEHHbIe KUCTbl KPYMHbIX pa3sMepoB,
pacnonoKeHHble B BOPOTaXx IeBoll MOUKM; B — ruraHTckaa Kucra nesoil noukn; C — XKUAKOCTHble
o6pa3oBaHMA, YaCTUYHO coobLjalowmecs mexay co6oil, BepoATHO, pacluMpeHHble Yallueykun

Fig. 1. Ultrasound and MRI data of child Ch'!s kidneys: A - multiple large cysts located in the hilum

of the left kidney; B - giant cyst of the left kidney; C - liquid formations, partially communicating with
each other, probably expanded calyces
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C uenbio OUEHKU BblAennTeNnbHON GYHKLUN NeBON NOUYKM pebeHKy npoBefeHa 3KC-
KpeTopHasa yporpadusa. MNocne BHyTpMBEHHOrO BBeAeHUA oHMUrekcona GyHKUMA nodek
no Br3yasibHOW OLleHKe He HapylueHa. [NonoxeHune noyvek 6e3 ocobeHHoCTeN. KOpKOBbIN
C/Ioli cnieBa BblpaeHHO UCTOHYeH. KOHTypbl HepoBHble, HeueTkre. CrneBa B Npoekuuu
MoYKW onpefenseTcs OKPYrnoe, BEPOATHO, KNCTO3HOe 06pa3oBaHme C JOCTaTOYHO YeT-
KUMW KOHTYpaMun AnameTpom 6,3 cM, KomnpumupyoLee cobmpaTenbHyto cuctemy fieBoi
NOYKMN — CUMMATOM «JIbBUHOM NacTu» (puc. 2A).

Ha oTcpoueHHOM cHUMKe (40 MuH., 2,5 Yaca) gunaTauma YaleyHo-N0XaHOYHON cucTe-
Mbl HapacTaeT, Yepe3 5 yacoB cnpaBa KOHTPACT He onpefensAeTca, cneBa ypoanHaMuka
MefNeHHO BOCCTAHAB/IMBAETCA, KOHTPACTUPOBAHME YalleyeK CfieBa COXPaHAETCA, HO Me-
Hee NHTEHCUBHOE.

Takxe gna BU3yanu3aumm KICTbl 1 ANA OLEHKU BEPOATHOCTY COOBLLEHUA KUCTDI C Ya-
LIEYHO-NOXaHOUYHOW CUCTEMOW NPOoBefEeHbl MYHKUNA Y KOHTPACTUPOBaHNE KUCTbI IOHU-
rekconom. Ha peHTreHorpamme onpefenaeTca KACTa U OTCYTCTBME COOOLEeHMA C Yalley-
HO-NTOXaHOYHOW cucTeMom (puc. 2B).

B cBA3U C BblpaKeHHbIM HapyLleHVeM ypOoaVHaMUKN MOYEBbIBOAALLMX NyTel CNeBa,
BblpaXeHHbIM CZlaBieHeM MapeHXUMbl JIEBOI MOYKM ObINO MPUHATO pelleHne O NyHK-
LUMOHHOM [APEHUPOBAHUN N CKNIEPO3UPOBAHNN KUCTbI SIEBOW MOYKK. [Noa nHTpaonepa-
LMOHHBIM YNIbTPa3BYKOBbIM KOHTPONIEM NIEBOI MOYKUN BbINOHEHO APEHNPOBaHNE KACTbI
NEeBOW NOYKM C NCMOSIb30BaHMEM CTeHTa-HedpocTombl 8Fr, nonyueHo 68 Mn COpepPXMMOoro
xenTtoro ugeTa (puc. 3A, B).

CopepKnMmoe KNCTbl B3ATO Ha MOCEB M LMTONOrMyeckoe nccnegosaHue. Mrna nsene-
yeHa 13 CTeHTa, NOC/IefHUN 3aTAHYT HUTbIO O GOPMUPOBAHUA KNOPOCAYLErO XBOCTMKAY
B MONOCTU KUCTbI. [lanee cTeHT-HePPOCTOMA NOSTHOCTHIO NEPEKPLIT M MOALWUT K Koxe. No-
Cfle Yero BbIMOJSIHEHO CKJIePO3NPOBaHME NOSIOCTA KUCTbI Hepa3BedeHHbIM KOHTPaCTHbIM
pacTtBopoM — toHurekcon 7 mn (puc. 3C, D).

A B

Puc. 2. A - paHHble 3KCKpeTopHoOI yporpaduu pebeHka Y.; B - KOHTpacTupoBaHMe KNCTbI Npu
ApPEeHNpoBaHNn
Fig. 2. A - intravenous urography data of child Ch.; B - opacification of the cyst during drainage
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C D

Puc. 3. A - apeHnpoBaHNe KUCTbI JIEBOIA MOYKM C UCMO/Ib30BaHNEM CTeHTa-HeppPOCTOMbI;

B - copepxumoe Kuctbl - 68 mn; C, D - ckneposmnpoBaHmne NONOCTN KNCTbl Hepa3BeAeHHbIM
KOHTPaCTHbIM PacTBOPOM IOHMTeKCoN

Fig. 3. A - drainage of a left kidney cyst using a nephrostomy stent; B - cyst contents - 68 ml;
C, D - sclerosis of the cyst cavity with undiluted unihexol contrast solution

MNocne cknepo3npoBaHUA BbIMOMHEHO KOHTPOJIbHOE YIibTPa3ByKOBOE UcCnefoBaHme:
KMCTa B BOPOTaX NEBOW NOYKU pasmepamm 4,4x2,4 cMm, HenpasuibHOM ¢popmbl, C HEOLHO-
POAHbIM COAEPXKMMbIM 1 CrYCTKaMM MakcuMasnbHbIM pasmepom 1,6X0,8 cm, B npoceeTe
KNCTbI CTeHT. JleBaA noxaHka 0,5 cm, yalleykn BepxHen rpynnbl pacwmpensl go 1,0 cm.
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Mo pe3ynbTaTam LMTOrPaMMbl aTUMNYHbIE KNETKN HE BblABEHbI, ONPeAenAloTCA dlleMeH-
Tbl KPOBY, 6ECCTPYKTYPHOE BELLEeCTBO, eANHNYHbIE NIMMPOLMTBI, KNETKN Me3oTenus. Xa-
paKTep BbIMOTa pacLieHeH Kak peakTUBHbIN.

MNocneonepauMOHHbIA Nepuog npoTekan 6e3 ocNoXXHeHNN. Takum o6pa3om, Cknepo-
31POBaHWE KNCTbI IEBO MOYKM MPUBENO KaK K YMEHbLLUEHWIO ee pa3MepoB, Tak U K COKpa-
weHwuio YIC, uto ynyuwnT GyHKLMOHaNbHOE COCTOAHME NIEBOM NOYKM.

B [MPOBJIEMA AHTMOMUNOIUMNOM MOYEK MPN TC

OpHy 13 cambix 6onbLUNX NPO6NIEM, C TOUKN 3PEHUA MOPaXKeHNA NoYek, NpeacTaBAaT
aHrnomuonunombl (AMJ1), KoTopble ABRAOTCA Hanbosee yacTbiM NposABneHnem Tybepos-
HOro CKneposa C npefnonaraemoin pacnpoCTpaHeHHOCTbIO B nonynauun ot 55 go 80%
[5, 11]. OTnnunTenbHON 0COOEHHOCTbIO aHTMOMMONIMMOM NoYeK Npu Ty6epo3HOM cKhe-
po3e, N0 CPaBHEHMIO CO CMOpaAnYecKMU (AMHUYHBIMN), ABNAETCA MHOXECTBEHHOE No-
paXeHue nouek, Kak NpaBuno, ABYCTOPOHHee, NX nporpeccupyownin poct [12]. Momrmo
nNporpeccrpyloLlero pocta CoCyauCcTon onyxonu, nopaxkatoLen napeHxXnumy noyek, 4to
NPUBOANT K CHUXKeHMIO GYHKLUK OpraHa, OCHOBHOW onacHocTbio AMJT ABNAETCA BbICOKMN
PUCK KPOBOTEUEHUI NPU AOCTUXEHUN pa3mepa bonee 3 caHTMeTpoB B Anametpe [13].

Hanbonee yacto AMJ1 BbiABNAOTCA B Bo3pacTe nocne 10 neT 1 npeactaBnAoT coboin
neprBacKynspHble anuUTeNnanbHble ONyXonu, COCTOALNE U3 SMNUTENNOUAHBIX U FNafKo-
MbILLEYHBIX KNETOK, aHOMaslbHbIX COCYZlIOB U XMPOBOWN TKaHW. uddepeHunpoBka Kne-
TOK MOKeT BapbUpOBaTb, B Ka)KAOM OTAESIbHOM C/lyyae OfMH M3 TUMNOB KJIETOK MOXeT
AoMunHupoBaTh [14]. PaznnuatoT anutenunongHble AMJT n AMJ1 ¢ anutennanbHbIMU Kn-
CTamW. dNUTENNONAHAA aHTMOMMOIMMOMA ABMIAETCA YPe3BblYaNHO peaKMM TUMNOM Ony-
xonu, Bnepsble onucaHa Eble J.N. B 1997 roaly, coCTOWT 13 MHOTOUMCIEHHBIX aTUMYHBIX
3NUTENNOVAHBIX KNETOK, Kak MpaBuio, umeeT 6onbluvie pasmepbl — 7 cm 1 6onee [15].
SnuTennongHbI BapmaHT noyveyHbix AMJ1 yacto umeeT arpeccnBHOe TeUeHne, XxapaKkTe-
pur3yeTca HannuMem aTUNMYHbIX KNETOUHbIX AAep, MasibiM coAepXXaHneM X1POBOW TKaHN
N MOXeT MannrHm3npoBaTbcaA [16].

Kak 1 npu nio6om opdaHHOM 3aboneBaHun, neveHrie Ty6epo3HOro ckneposa umeet
CBOW 0COOEHHOCTU, 0CO6EHHO ecnu MaToNormyeckMin NpoLecc pacnpocTpaHAeTca Ha
XWN3HEHHO Ba)KHble opraHbl. [lo NoABMEHNA TapreTHOW Tepanuun IeYeHne aHrMoMmosnu-
NOM MoYeK NPOBOANNOCH NOCPEACTBOM XUPYPrYECKUX TEXHONOMNIA, CPeAN KOTOPbIX Ha
nepBoM MecTe Oblia UpeckoxHasa ambonusauyua AMJ [5, 17]. Mexay Tem, HeCMOTpA Ha
nepcneKTVBHOCTb OMEPaTUBHOIO JIeUeHNs, OCTaBasiCA OrPOMHBIN PUCK MHAPKTa NOUKM
N BTOPWYHbIX NOC/ieonepauiOHHbIX OCNOKHEHWI B BUAE OCTPOro NOYeYHOro noBpeXK-
[EeHWA, NOCTIMO0NN3aLMOHHOIO CUHAPOMa, K TOMY e 3MOonun3auna ogHoro ovara He
npepoTBpaLlaeT nporpeccuposBaHmne apyrux ovaros [18]. HecmoTpsa Ha To, UTO B pamKax
COBpPEMEHHON dpapmaKonormyeckom ctpaterum B Tepanuu Ty6epo3Horo cknepo3sa 6o
pa3paboTaHbl UHIMOMTOPLI MTOR, KOTOPble NOKa3anu BbICOKYH0 3GGEKTUBHOCTb Takxe 1
npu NeYeHnn aHrnommonunom. HeperynapHblin nprem npenapata, OTCYyTCTBME AONIMKHOIO
KOHTPOSIA 3a TeueHnem 3aboneBaHmnsA y feTell MPUBOAUT K »KU3HE- U OPraHoyrpoXKaioLmm
OCJIOXKHEHMAM B BUiE€ KPOBOTEUEHUIA U3 aHIMOMMOMNOM, GOPMUPOBAHNA COCYAUCTBIX
Manbpopmaumii N aHeBpK3M, UTO TpebyeT xupypruyeckoro neveHus. [lanee npusogunm
KNMHMYecKoe HabnofgeHre pebeHKa C OCNOXHEHHOI aHIIOMMWOJIMMOMOW NeBOI MOYKN.
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B KJIMHUYECKUW MPUMEP 2

PebeHok M. 12 net, Habniopaetca B HUKW nepmatpum wn petckoin xmpypruu
um. t0.E. Benbtuiesa ¢ AnarHO30M «aHMMOMUOSIMMOMbI NOYeK NPU Ty6epo3HOM CKilepo-
3e». OCOBEHHOCTbIO TeUeHUs 3aboneBaHUsA ABNAETCA HannumMe KPYynHON aHr MoMMUonnmno-
Mbl B HUPKHEM MOJIOCE NEBOV MOYKN, pa3mepamm No aaHHbIM Y3U 87x70x75 mm. M3 aHam-
He3a U3BeCTHO, UTO NP perynsapHoOM npreme sBeponumyca pasmepbl AMJ1 ymeHbLIannco
8o 40 MM B grameTpe, OfHAKO NMpPM CaMOCTOATE/IbHOW OTMeHe npenapata B TeueHue
12 mecaueB pa3mepbl AMJT cTanu yBennunaTbca BHOBb. [10 MeCTy »uTenbcTBa 3apukcu-
pOBaHO BHe3arnHoe yxyJleHne COCTOAHNA pebeHKa B CBA3YM C Pa3BUTMEM KPOBOTEUEHUA
13 aHrMomuonumnombl. PebeHKy npoBefeHa KOHCePBATBHAA reMocTaTnyeckas Tepanus,
nocne yero pebeHoOK rocnnTanun3npoBaH B otaeneHne Hedpponorum HAKU negunatpun n
LETCKON XMpyprum.

Mpu o6cnegoBaHnm Ha Y3 noyek B HUXKHEM MOOCE NEBOW MOUKN — N303XOreHHOe 06-
pa3oBaHue oKpyrnon GopmMbl C YETKM HEPOBHBIM KOHTYPOM, pa3mepamu 5,2x4,8 cMm, He-
OOHOPOAHOE, C KPOBOTOKOM CpefHel NHTEHCMBHOCTY NPY LIBETHOM AOMIEPOBCKOM KapTu-
poBaHuK; 06pa3oBaHre fedopmMupyeT KOHTYP Nouku. B obpasoBaHnm onpeaensaeTca cocyn
C N3BUTbLIM XOA0M, ArameTpom 1o 0,5 cM, C apTepuranbHbiM KpoBoToKoM 30-40 cm/cek.

Mo AaHHbIM MarHUTHO-PEe30HAHCHOW TOMorpadumn NOYEK B HUXKHEN TPETU NEBO NoY-
K1 BbIABNAETCA MaTonormyeckas 30Ha C/IOXKHOW CTPYKTYpbl: MMeeTCA OpraHu3yoLWanca
remaToma aviametpom 40 MM C Hanuuvem MeTremornobrHa B Kancyne 1 B LieHTpanbHbIX
otgenax. K HUKHMM natepasnbHbIM OTAe/1laM OPraHU3yLLEeNnca reMaToMbl MPUIEXKUT MAr-
KOTKaHHOe 06pa3oBaHMe C YETKMMU HEPOBHbBIMW KOHTYpamy padmepamm 51x41x46 mm.
O6pa3oBaHNe YyMepPEHHO rnnepuHTeHCBHO Ha T2BW, nsonHTeHcmHo Ha T1BW. Mo nepu-
deprn naTonornyeckom 30HbI OTMEYAEeTCA MMMOUHTEHCUBHBIN Ha T2BW, T1BU yuactok
(punc. 4).

A0 MM A0 mm

Puc. 4. MPT-npu3Haku XpoOHNYECKOI reMaToMbl B 06pa30BaHUM C HU3KUM COAepKaHNEeM KNPOBOI
TKaHW B HXKHe TPeTH NIeBOI NOYKM (YyKa3aHo cTpenkamm)

Fig. 4. MRl signs of chronic hematoma in a formation with a low content of adipose tissue in the lower
third of the left kidney (indicated by arrows)
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Mo pesynbratam obcnefoBaHUA y pebeHKa MMEET MECTO COCTOABLUEECS KPOBOTEYe-
HVe M3 TMraHTCKOWM aHrMOMMOSIMIMOMbI JIEBOW MOYKU C HAaNMUMeM COCYRUCTON Manbdop-
Mauun/aHeBpU3Mbl, NUTatoWEen o6beMHoe obpa3oBaHme, B CBA3M C Yem pebeHOK nepe-
BEAIEH B OTAENEHNE PEHTIEHOXMPYPIUYECKNX METOAOB AMarHOCTKM [leTcKol ropoackom
KNUHUYecKkon 6onbHULbI MMeHn H.O. OunnaTtosa [3M.

Mo pe3ynbTaTtam CcenekTnBHON aHrmorpadumn noyek BepuonLMpoBaHO aHeBPU3MaTK-
yeckoe M3MeHeHNe CerMeHTapHbIX BETBEW MOYEUYHON apTeEPUMN HUKHErO Mosoca JIeBoi
MOYKN C BbICOKON CKOPOCTbIO KPOBOTOKA, YTO, HECOMHEHHO, MPEACTaBANO BbICOKMIA
PUCK Ans NMOBTOPHbIX KpoBOTeueHUin (puc. 5A, B). ina ycTpaHeHWs prcka KpoBoTeueHUs
pebeHKy BbIMONHEHa 3aKpbiTas 3MOONM3aLMA COCyaa, nuTatowero HedpyHKUUOHUPYLO-
LM CErMEHT HUXKHErO Monioca JSIeBo MoUKKW. KaTeTep yCTaHOBIIEH CYyNepCeNieKTUBHO B
MaToNoOrMyeckn N3MEHEHHDIW, U3BUTON COCYA HUXHETO NOMIoCa, U MPOBEAEHa No3TanHas
ambonusauma rugporenem (cbepamu, umnuHapamn). Ha KOHTPONbHOWN aHrMorpaMme oT-
MeyYaeTCcsA Pe3Koe CHKEHNE KOHTPACTUPOBaHNA 30Hbl MHTepeca (puc. 5C).

OCNOoXHeHWI cenekTBHOM ambonm3aummn y pebeHka Ha otmeyaetcs. [Nocne neyeHuns
BO306HOBJIEHA TapreTHas Tepanua 3BEPOSIMMYCOM.

Puc. 5. A - ceneKTuBHas novyeyHas aptepuorpadusn cnesa. JleBas nouka KpOBOCHAGKaeTca OAHUM
COCYyAOM, OTXOAALYMM OT aopTbl Ha ypoBHe L |, umeeT HecKonbKo U3BUTON xoA. BepxHuii n cpepunin
CermeHTbl NOYKIN KPOBOCHa6KaloTcA yAOBJIETBOPUTENDbHO. B - ceneKkTnBHasA noyeyHasa aprepuorpadpus
cneBa. B npoekuun HMKHEro cermeHTa Bu3yann3npyeTca 30Ha C HepaBHOMEPHbIM HaKoMIeHnem
KOHTPacCTHOrO BellecTBa, ONpeAenAloTcA cerMeHTapHble BETBYM C aHEeBPU3MaTNYeCKUMU yYyacTKamu.

C - 3aKpbiTada 3SM6onunsauua cocyaa, NnTaoLero HeGyHKLUNOHNPYIOLLMNIA CErMEeHT HUXKHEro nonioca
neBoil nouku. Katetep yctaHOBNEH cynepceneKTBHO B NaTONOrMYeckn U3SMeHeHHbIi, N3BUTOI coCyn,
HWXKHEro nonioca, U NpoBeAeHa nNosTanHaa sm6onunsauua ruaporenem (cpepamm, uunuHapamm).

Ha KOHTpOnbHOI aHrMorpaMmme OTMe4YaeTcA pe3Koe CHIPKeHe KOHTPaCcTUPOBaHWNA 30Hbl MHTepeca
Fig. 5. A - selective renal arteriography on the left. The left kidney is supplied with blood by one vessel,
extending from the aorta at level L |, and has a somewhat tortuous course. The upper and middle
segments of the kidney are well supplied with blood. B - selective renal arteriography on the left. In
the projection of the lower segment, an area with uneven accumulation of contrast agent is visualized,
and segmental branches with aneurysmal areas are identified. C - closed embolization of a vessel
supplying a non-functioning segment of the lower pole of the left kidney. The catheter was installed
superselectively into the pathologically altered, tortuous vessel of the lower pole, and step-by-step
embolization with hydrogel (spheres, cylinders) was performed. The control angiogram shows a sharp
decrease in contrast in the area of interest
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B 3AK/TIIOYEHNE

HecmoTpsa Ha He6onbLUyo pacnpoCTPaHEHHOCTb B NOMYNALMU Ty6epOo3HOro CKneposa,
[aHHoe 3aboneBaHVe 3aCiy»KMBaeT 0COOOro BHMMaHWA BBUAY MYNbTUCUCTEMHOCTU Mopa-
YKEHVA PasNNYHbIX OPraHoB 1 cUCTeM. Y NaLMeHTOB C Ty6epO3HbIM CKIIEPO30M NopaKaTcA
He TONbKO MOYKW, HO B MEPBYIO ouepefb LieHTpanbHasa HepBHaA CUCTEMA, UYTO NPUBOAMT K
bopmmrpoBaHmio papMaKkopesnCTEHTHOW SNUNENCUM, BbIPAXKEHHON 3afiePXKKUN NCUXYECKO-
ro pa3suTus. lopaxeHve cepaua BefleT K pemoaenmpoBaHuio MUoKapaa, GopmMrpoBaHuio
APUTMUI N CEPAEYHON HELOCTAaTOYHOCTU. KaXKa bl METOZ NIeUYeHUA NOPaKeHUA NoYeK nNpu
Ty6epO3HOM CKNlepo3e MMeeT CBOM NPeuMyLLecTBa B 3aBUCUMOCTY OT KIIMHUYECKOW CUTYa-
unn. HecmoTps Ha To, UTo NpeanoYTUTENbHBIM METOAOM fleUeHNA NPU3HaHa TapreTHas Te-
panus, 3To He peLunno npobnemy Ty6epo3HOro CKiiepo3a OKOHUYATENbHO, YTO CBA3AHO KakK C
HanMumem MHOXeCTBa CEPbE3HbIX HeXenaTelbHbIX ABIEHUI CaMO Tepanui: N3ba3BneHne
CNM3MCTON 060NOUKM POTOBON MOJSIOCTY, Pa3BUTUE MHEBMOLMCTHON NMHEBMOHUN, BTOPUY-
HbIX UMMYHOZEeDULNTHBIX COCTOAHUI, aHadUNAKTUYECKNX peaKLuii, Tak U TeueHnem 3abo-
NeBaHWsA B BUAE MPOrpeccMpoBaHna KUCTO3a, PUCKa KPOBOTEUEHMWI N3 aHTMIOMUOMMIOM,
Hannuus cocyancTbix ManbdopmaLmin, 4to TpebyeT BKNOUEHNA B MYSIbTUANCLUUMIIVHAPHYO
KOMaHAy CrneumanucToB-xmpypros. MNprBefieHHble KNMHUYECKUe CilyYan AeMOHCTPUPYIOT
Hanbonee ApKMe NpMMepbl HEOOXOAUMOCTM XUPYPrMYECKOro BMELIATeNbCTBA 1 AAtOT Mo-
cbln K 6onee npuctanbHOMY HabnlogeHVo 3a AeTbMU C TYOEPO3HbIM CKEPO30OM, UYTO MO-
3BOSINT U36EXKaTb MPO3HbIX OCSIOXKHEHWI 3a00NeBaHNA.
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