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Pedrepart. BeedeHue. OgHUM 13 peaKnx CroxHbIX 3abonesaHnii B KMMHUYECKOW NpakTuke siensietTcst 6onesHbs BypHesuri-
na-MpuHma (Ty6eposHbIi cknepos). ATO reHeTUYECKN-AETEPMUHMPOBAHHOE MOSNIMCUCTEMHOE 3aboreBaHne ¢ ayTOCOMHO-
OOMVHaHTHBIM TUMOM HacregoBaHUsi, OOHUM U3 NPOSIBIEHNIA KOTOPOTO SIBMSIKOTCS aHMMOMMONMUMNOMbI NMOYeK. AHIMOMUONK-
noma — gobpokadectseHHas onyxosb noyek. COCTOUT U3 ANUTENNONAHDBIX, MMaAKOMbILLEYHBLIX KIETOK 1 XUPOBOW TKaHW U
MMeeT 0bMIbHYI0 aHOMarbHY Backynsipusauuto. Lienb uccnedogaHusi — NpoaHann3npoBaTh CIOXHbINA KITMHUYECKUIA Cy-
Yall y maumeHTa C r’mMraHTCKo aHrMoMMONMMOMON eQMHCTBEHHOW Nodkn. Mamepuan u memodsl. MauyeHT C., 58 net roc-
nMTanM3nMpoBaH B 9KCTPEHHOM MOPSAKE B YPONOrmieckoe oTaerneHue ¢ xanobamum Ha 60rb B neBo NOSACHNYHON obnacTtu,
B N1€BOI NOMOBWHE XXMBOTA, MPUMECH KPOBW B MoYe. [poBeaeHbl 06LLEeKNMHUYECKME, TabopaTopHbIE N UHCTPYMEHTAsbHbIE
MeToabl UccrienoBaHusi. Pesysibmamsi u ux ob6cyxdeHue. Mo faHHbIM CvparibHOM KOMMbOTEPHOM ToMorpadumn novek
C KOHTpacTMpoBaHWeM OBHapyXeHO rmraHTckoe obpa3oBaHvie f1eBON NOYKV C HapyLLUEHUEM ee apXUTEKTOHUKK, C Npu3Ha-
Kamu KpOBOM3MUSIHWSI 1 CCDOPMMPOBABLLENCS reMaToOMON B BEPXHEW TPETU 06pa3oBaHNs U reMopparmiyeckum nponuTbiBa-
HMEM HWXHEW ero noroBuHbI. Bbino HasHavyeHo onepaTnBHOE feveHne, B XO4e KOTOPOro BbINOSIHEHb! aMBonm3aumns cer-
MEHTapHbIX apTepUI NEBOV NOYKM, CENEKTVBHAA aHrnorpadus Nesor NOYEYHON apTepun, ToTanbHas HedpPaIKTOMUS cresa
¢ BnarononyyHbIM UCXOOOM. Bb1800hbl. V13 pacCMOTPEHHOTO KIMMHUYECKOrO Cry4vasi, criefyeT OTMETUTb, YTO HECMOTPS Ha
[obpoka4eCcTBEHHbIN XapakTep aHMMoOMMONMMNOMbI NOYKM OMyXOrb AOCTUIMIA TMraHTCKUX pa3mMepoB BCREACTBME MO3OHErO
obpalLeHnst naumeHTa n3-3a ConyTCTBYHOLLEN onurodpeHun. B cBA3u ¢ aTMM 3ano3aanas uarHocTuka npyBena K xusHe-
YrPOXatoLLMM OCIOXHEHUSIM, TPEDYIOWMM HEe3aMeaIMTENbHOTO NPUHATUSA peLleHnit. [JaHHoe KnnHudeckoe HabnoaeHne
noKa3sblBaeT YCMeLHOCTb BbIOPaHHON XMPYPrMyeckon TakTUKv B BUAE pafnKanbHOW onepaumn, No3BOMMBLLEN COXPaHUTb
XM3Hb NauveHTa ¢ peakum 3abonesaHunem. MNaumeHT BbinncaH Ha ambynaTopHoe HabntogeHve yponora u Hedpporora ¢
npoBedeHeM perynspHoro reMoamanvaa, MOHUTOPUHra NabopaTopHbIX U MHCTPYMEHTarnbHbIX METOAOB MCCNea0BaHuMs.
BorbHOM NocTaBreH B NUCT OXUAAHNS Ha NepecagKy NOYKX B CreLmannanpoBaHHbIX LeHTpax Poccun.

Knroyeenie cnoea: ruraHTckas aHrmommonunomMa noyku, 6onesHb bypHesunns-rfpuHrna.
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Abstract. Introduction. One of the rare complex diseases in clinical practice is Bourneville-Pringle disease (tuberous
sclerosis). It is a genetically determined polysystemic disease with an autosomal dominant type of inheritance, one of the
manifestations of which are renal angiomyolipomas. Angiomyolipoma is a benign kidney tumor. It consists of epithelioid,
smooth muscle cells and adipose tissue and has abundant abnormal vascularization. Aim. We analyze a complex clinical
case in a patient with a giant angiomyolipoma of a single kidney. Material and methods. Patient S., 58 years old, was
urgently admitted to the urology department. The patient complained of pain in the left lumbar region, in the left half of
the abdomen, blood impurities in the urine. General clinical, laboratory and instrumental research tools were conducted.
Results and discussion. According to the spiral CT of the kidneys with contrasting, in the left kidney a giant mass with
a violation of its architectonics, with signs of hemorrhage and a formed hematoma in the upper third of the mass and
hemorrhagic impregnation of its lower half was found. Surgical treatment was prescribed, during which embolization of
the segmental arteries of the left kidney, selective angiography of the left renal artery, total nephrectomy on the left with
a successful outcome were performed. Conclusion. On the basis of the given clinical case, it should be concluded that
despite the benign nature of the renal angiomyolipoma, the tumor has reached gigantic sizes due to the late treatment of
the patient caused by concomitant oligophrenia. In this regard, the late diagnosis has led to life-threatening complications
that required immediate decision-making. The given clinical observation shows the success of the chosen surgical tactics
in the form of a radical operation that allowed saving the life of the patient with a rare disease. The patient was discharged
from the hospital for outpatient follow-up by an urologist and a nephrologist. Regular hemodialysis, monitoring with the
help of laboratory and instrumental research tools are prescribed. The patient was put on the waiting list for renal trans-
plantation in specialized centers in Russia.

Keywords: giant angiomyolipoma of the kidney, Bourneville-Pringle disease.
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B BeaeHue. OHMM 13 PELKMX CITOXHbIX 3aboneBa-
HWI B KITMHWUYECKOW NPaKTUKe siBNsieTcA 6onesHb
BypHeBunna-lNpuHrna (Ty6epo3Hbin cknepos). ATo reHe-
TUYeCKn-00YCrNOBMNEHHOE MOMMCUCTEMHOE 3aborneBaHne
C TUMOM HacrefoBaHWsi NMpuU3Haka, OCYLLIEeCTBISEMOro
OOMUWHAHTHBLIMM annensmMu ayToCOMHOrO reHa, KoTopoe
XapaKTepusyeTcsi CUCTEMHBIM NMOPaXXEHNEM BHYTPEHHUX
opraHoB, nposiBnsoWwmMMca obpasoBaHmem gobpokaye-
CTBEHHbIX OMyXOfen (aHrMomMmonunoMa novek U ramap-
TOMa nerkvx), Koku B oopMe rMnonUrMeHTHbIX MATEH,
aHrMopmbpoM nuua, y4yacTKOB «LUArpEHEBOWN KOXWNY,
OKOIOHOITEBbIX PNOPOM, PMOPO3HBIX BNsALLEK, HEPBHOW
cMCTeMbl B BUOE CYAOPOXHbIX MPUCTYMNOB, 3afepKKon
YMCTBEHHOIO pasBUTUS, PaCCTPONCTB ayTUCTUYECKO-
ro CnekTpa, KOCTel, rma3 B BMAE raMapTOMbl CeTYaTku
N 3pUTENBHOIO HepBa, M3MEHEHUSIMW FOMOBHOIO MO3ra
B Buae cybaneHaMMarnbHbIX y3roB 1 aHoManuu 6enoro
BewlecTBa mosra [1, 2, 3, 4, 5].

MprynHOM naTtonornm ABNAETCA reHeTUYecKnin ae-
dekT, myTauusa, reHoB TSC1 unu TSC. Mpu myTauum
[OaHHbIX reHOB HapyLllaeTca cuHTe3 6enkoB: remapTu-
Ha 1 TybepuHa. B Hopme 3TK 6enky KOHTPONMPYHOT aK-
TmBHocTb MTORC1 (mammalian Target Of Rapamycin
Complex 1), Bnusia Ha nponudepauunto, pocT 1 pasmep
knetok. Mpu Ty6epo3HoM cknepose M3-3a MyTauMOH-
HbIX U3MEHEHWI B reHax HapyLllaeTcs yHKUUU KOau-
pyeMbix umu 6enkoBs, YTO BEAET K runepaxkTMBaLmu Ka-
ckaga mTORC1, aT0 BbI3bIBAET HEKOHTPONUPYEMBbIV
pOCT 1 AeneHune KneTok [4, 5, 6, 7].

Havbonee TMNNYHBIMU HapyLUEHWSIMU CO CTOPOHBI
noveKk SBMNSAITCA aHrMOMUONUMNOMBI U KUCTbI. AHIMO-
muonunoma (AMJT) — pobpokadecTBeHHasi Onyxorib,
pa3BMBAETCS M3 ME3EHXMMarlbHbIX KIETOK, Yalle BCero
nopaxaet no4vku. Onyxorb COCTOUT U3 ANUTENNOUTHbIX,
rMagKOMbILLEYHbIX KIMETOK U XKMPOBOW TKaHW U UMEET
0OMNbHYIO aHOManbHY Backynspusauuio. KomnoHeH-
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Tbl NpeacTaBneHbl B Pa3fnNyHbIX COOTHOLLEHUAX [5, 8,
9, 10, 11]. BeligenstoT 2 knuHu4eckne dopmbl: AMIJT,
coveTawollaa ¢ Tyb6eposHblM ckneposom — 20% Bcex
cnyyaeB AMJT, npy STOM ONyXosb HOCUT ABYCTOPOHHUI
N MHOXECTBEHHbIV XapaKkTep NopaxxeHus, XxapakTepuay-
eTcsa BbICTpbIMM TeMMamu pocTa, U camocTosTeNnbHas
dopma - 80% [5, 9, 10, 11, 12, 13]. YacToTa 3aboneBae-
mocTtn coctaenset 0,3-3%. Yawe Bcero BcTpevaetcs
Y KEHLUWH, YTO MO3BONSET AOMYCTUTb FOPMOHAmMbHYIO
ponb B pa3sutun 3abonesaHus [3, 5, 6, 8, 9, 12].

Yacto AMJT npotekaeT 6eCCMMNTOMHO U OGHapy-
xmBaetcsa crniyqyanHo npu Y3W n CKT noyek, 4To o4eHb
XapakTepHo Ans TybeposHoro ckreposa. OCHOBHble
KNMHUYecKne nposiBneHunst onyxonu: 6onb B obnactu
NosiCHMLbI 1 OOKOBOW 0OONacTv XUBOTA, remartypus,
obHapyxeHue obpasoBaHusA Npu nNanbnaumu, noBbl-
LeHne apTepuanbHoro gaenexHus. TedeHne AMIT mo-
XKET OCIOXHUTBCS BHYTPUMNOYEYHBIM KPOBOTEYEHUEM
U1 KPOBOM3MUSAHMEM B NapaHedparnbHylo KnetyaTtky,
CAaBneHneM CoCefHUX OpraHoB Npu BorbLUIMX pa3Me-
pax onyxonu [3, 5, 8, 9, 11, 12].

JleuebHasa TakTMKa 3aBucuT OT pasmepoB AMJI
MOYKK, ONyXofb MeHee 4CM NOANeXuUT HabngeHuo B
AvHamuke, 6onee 4 cM B CBA3M BbICOKMM PUCKOM KPO-
BOTEYEHNs1 TPeOyeT XMPYpPruyeckoro BMeLlaTenbCcTBa.
Mpu aTOM onepaTuBHOE NeveHre JOMKHO ObITb HaLe-
NIEHO Ha COXpaHEeHWe opraHa, Ho He BCcerga ecTb BO3-
MOXXHOCTb CrefoBaTb 3TOMY MPUHLMMY, 0COBEHHO Npu
ruraHTcknx AMJT noyku, pasmep KOTOpbIX MpeBbIllaeT
10 cm B gnamertpe [1, 3, 8, 10].

Lenb nccnegoBaHus — pa3obparb CNOXHbIN K-
HUYeCKNiA cnyyan y naumeHTa ¢ rurantckon AMJT egun-
CTBEHHOMW MOYKW.

Martepuan n metoabl. Pabota BbinonHeHa Ha 6a3e
yponorundeckoro otaeneHusa Y3 YP «[epas pecny6-
nukKaHckasi knuHuyeckas donbHuua M3 YP» . Nxes-
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cka. [NpoBegeHbl obwWMi ocMoTp, NlabopaTtopHO-MH-
CTPYMEHTasIbHbIE UCCIEA0BaHMS.

Pesynbtatbl M ux obceyxaeHue. MauveHt C., 58
net Obin rocnUTanmM3npoBaH B 3KCTPEHHOM MOPSIAKE
17.05.2021 B yponornyeckoe otaeneHve BY3 YP «[lep-
Basi pecnybnukaHcKkasa KnmHudeckas donbHuua M3 YP»
r. WhkeBcka ¢ »anobammn Ha 6ornb B NEBOW MOSICHUYHOM
obnacTu, B NeBoy MOMOBMHE XMBOTA, NPUMECU KPOBU B
Moue, 06LLyto cnabocTb, NOBLILLEHWE TEMMNEPaTYpbI Tena
0o 38°C. 3abonen octpo, 17.05.2021 nosiBunacb KpoBb
B Moye, 60rnb B NOSICHUYHOM obnacTtu crnesa, 06MOpoY-
Hoe cocTosiHue. Bbizan Gpuragy Ckopon MeauLMHCKON
MOMOLLIM, JOCTaBMEH B AEXKYPHYIO YPOIOrMi0.

Ha MOMEHT nocTynneHns: COCTOsIHNE Tshkenoe, Co-
3HaHWe sicHoe. KoXHble MOKpOBbI GrieaHble, YWCTbIE.
[bixaHne B NnerkMx Be3nKynspHoe, XpunoB HeT. [epky-
TOPHBIN 3BYK neroyHon. YA 16 B muH. ToHbl cepgua
puTMnYHble, sicHble, YCC 94 ya/muH, ALl 85/60 mm pT.
CT. JlokanbHbI CTaTyC: XMBOT MATKUIA, NanbnMpoBanoch
obpa3oBaHve, 3aHMMaloLlee NeByl0 MOMOBUHY BEpX-
HEro M cpegHero ata)ka GpPHOLLHOM MOMoCTN U 3abpto-
LLIMHHOIO NPOCTPaHCTBa, NP1 3TOM oTMevanach 6ones-
HEHHOCTb M HanpsikeHue OplLWHOM CTeHKM. CUMnToMm
LLleTkmHa-Bntombepra, cumnTtom NMactepHaukoro cnesa,
cumnTom BockpeceHcKoro (CMmMnTom «pybaLukm»), crum-
NTOM COTPSICEHMS CrieBa NONOXUTENbHbIE.

M3 aHamHesa: B aBrycte 2020 roga onepvpoBaH no
9KCTPEHHbIM MokadaHusm KB Ne9 ¢ guarHosom: aHrmo-
MUOnUNoMa NpPaBov NOYKW. PaspbiB aHIMOMMOMMMOMBI.
OTmeudeHa conyTCcTByHOLLAs MaTonoris B Buae BpOXAEH-
Horo cnaboymusi. Mprem HapKOTUYECKMX CPEeACTB U1 Ncw-
XOTPONMHBIX BELLECTB — He oTpuuan. Onepaunn: Hedpak-
Tomms cripasa (2020r.), naxosas rpbibxa cnpasa (2011r.).

[aHHble nabopaTopHbIX WCCrnegoBaHWUA:  KIUHK-
yecku aHanmsa kposu (KAK) ot 17.05.2021: apu-
TpoumnTbl — 2,14x 10'?/n, rematokput — 20,1%, newn-
kountbl — 6,5 x 10° /n, TpomBouunTbl — 149 x 10° /n,
remornobuH — 69 r/n, CO3 — 43 mM/4. 3aknoyeHune:

aHemus, nosbieHne COJ. Buoxumumdeckuin aHanus
kposu (BAK) ot 17.05.2021: o6mn 6enok — 54 r/n, ane-
OyMuHbl — 32,9 r/n, rmobynuHbl — 21,1 r/n, obwuin Gunm-
pyouH — 11,8 MKMOnb/N, KpeaTuHWH — 221,1 MKMonb/n,
MouyeBuHa — 11,4 mmonb/n, rmoko3a — 9,44 mmonb/n,
Kanum — 4,76 mmone/n, Hatpuin — 139,8 mMmonk/n, kane-
umn — 1,1 MMonb/n. 3aknoveHne: rMnonpoTeMHEMUS.
Koarynorpamma ot 17.05.2021: AYTB — 33,7 cek, u-
©puHoreH — 2,37 r/n, MB-11,0 cek., MHO — 0,95. O6-
wwmi aHanus moun (OAM) ot 17.05.2021: ugeT — Kpac-
HbI, MPO3PaYHOCTb — MYyTHasA, APUTPOLNTLI — CMMOLLb.
3akntoyeHve: makporematypus. PHK kopoHasupyca
COVID-19 metogom lMLP: He BbIsiBNEHO.

MaumenTy 6bina npoeegeHa CKT nodek 1 BepxXHUX
MOYEBLIBOASALUNX MyTEN C BHYTPUBEHHbLIM GOMOCHBIM
KOHTpacTupoBaHuem (pactBopoM omHuonaka 300 mr/
MM): npaBasd noyvka He AudpdepeHumpoBanack (co-
ctosiHne nocne onepauun (CMO) HedpakTommus). Ha
YPOBHE TUMWYHOIO PACTONOXEHUS JIEBOW MOYKM B
neeom chnaHke onpegenanacb HenpaBunbHON ¢op-
Mbl OOpa3oBaHWe reTeporeHHor MIOTHOCTU OBLMMK
pasmepamu 324x160x167 MM, ¢ OBLIMPHBIMK y4acT-
KaMy >KMPOBOW MMOTHOCTU, Ha ypoBHe Th11-L3 (B
BEpXHeN TpeTu obpasoBaHusl) B npegenax AAHHOro
obpasoBaHusa onpedenanacb CTPyKTypa pasmepamu
112x104x98m, nnoTtHocTbO nopsgka +49HU - +69HU
(cooTBeTcTBOBana kposu), oobemom 510 ky6.cm. Tak-
Xe B npegenax XupoBoro KOMNoHeHTa obpasoBaHus
onpenensnnucb MHoroumcreHHble Ubpo3Hble TSHKU (B
HVXHen nonoBuHe obpas3oBaHusd), nepemexatolime-
CS C yyYacTKamu remopparvyeckoro nponuTbiBaHUS U
OTrpaHUYEHHbIMU CKONNEHNAMW KPOBWU. TUNMYHasA na-
peHxMMa MOYKKM, YallevHO-IIoXaHOYHas cuctema He
onddepeHumpoBanack. CeneseHka, NeTnM Kuley-
HMKa, NOMKENYLOYHAst Xenesa, XXenyaok Ucnoumnpo-
BaHbl knepeau. 3a npegenamu obpas3oBaHUs NeBOW
MoYKU B OPIOLLHON NOMOCTU M B NOMOCTX Maroro Ttasa
XNOKOCTb He onpefensanace (puc. 1).

Puc. 1. CKT noyku: poHTanbHas npoekums. MuraHTckas noyka B neBoM chnaHke (BblaeneHa KpacHbIM KOHTYPOM)
Fig. 1. Spiral CT of the kidney: frontal projection. Giant kidney in the left flank (highlighted in red outline)
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Bcneacteune Taxernoro coctosiHUs, OBycroBreH-
HOro KpoBonoTepew, nauveHT Obin nepeBefeH B na-
narty peaHumauum u UHTeHcuBHoW Tepanuun (MPUT).
Mpn ocMOTpe AeXypHbIM BpavyoM-peaHVMaTosNoroM:
CO3HaHWE SICHOE, KOXHble MOKPOBbI BrieaHO-po30BbIe.
[bixaHne CnoHTaHHOe, Npu aycKynbTaummM BO BCEX OT-
Jenax npocnyLmMBarnochb XeCcTKoe [OblXxaHue, XpunoB
HeT. SpO, = 95% Ha aTmoctepHoM Bo3ayxe. lemoau-
Hamuka: apTepuanbHoe gasnenuve (AL) = 70/40 mm
pT.CT, NynbC — 70 ya/MUH, pUTMUYHbIN. JToKanbHbIN cTa-
TYC: XWUBOT MSATKUA, BONE3HEHHbIV B NEBON MOMOBUHE
OpHOLLHOM CTEHKM M NOACHUYHOW obnacTu.

Bbina npoBedeHa WHTEHCUBHAA MeAMKAMEHTO3-
Haga Tepanusa: pactBop PuHrepa 500 mn BHyTpuBEH-
HO (B/B) KanmenbHO, TpaHekcamoBasi kucnorta 750 mr
B/B KanenbHo, passegeHHas B 500 mn 0,9% pacTteopa
HaTpus xnopuaa, uedonepasoH-cynsbaktam 2,0 B/B
kanenbHo, pasBegeHHbIn B 100 mn 0,9% pacTtBopa
xnopuga HaTpusi, MeToHngason 500 Mr B/B KanenbHo,
damoTtngun 20 mr B/B, keTtoponak 30 Mr B/B, oHOaH-
CETPOH 4 Mr B/B CTPYWHO, remoTpaHcdy3unsa apuTpo-
LMTapHOM Macchbl. B CBA3K C 9KCTPEHHON cuTyaumen
N COCTOSIBLLEroCA BHYTPUMOYEYHOTO KPOBOTEYEHUSA
Obin npurnaweH 3HAOBACKYMSIPHbIA XUPYpr C MNpo-
BeeHWeM nocnegyowen ambonusaumen cermes-
TapHbIX apTepui NEBON MOYKM U CENEKTUBHOM aH-
rmorpacmen neeson novevHon aptepum. C NomoLLbo
katetepa CB1 Ha npoBogHuke Terumo 0,35” cenek-
TMBHO KaTeTepu3npoBaHa feBas noyeyHas aprepus.
B aptepuio nesor noykn B 0brnactb BOPOT 3aBeAEHbI
meTannuyeckue cnupann MWCE-35-14-6 nester B ko-
nnyectee 5wt, IMWCE-35-10-5 B KONMyecTBe 2T +
3amM60onmM3auUmnoHHbIe MUKpoYacTuLbl. KOHTponbHas aH-
rmorpadus — pesynbsraTt y4oBNeTBOPUTESNbHbIN, CTa3 B
neBow novevHon aptepun. Cuctema NPOBOAHUKOB U
KaTeTepoB yadaneHa, HTpagbtocep B obLien 6eapeH-
How apTepun (OBA) npombIT. KOHTponbHasa aHruorpa-
dus Yepes MHTpaabocep MoAB3OOLLHO-6eApeHHOro
cermeHTa cnpasa. VIHTpaablocep Ha ypoBHE HUXHEN
TpeTun ronoskn 6egpeHHon koctu, B npocsete OBA
crnpaBa, KpOBOTOK MO MoA3doLwwHo-6edpeHHoMy cer-
MEHTY COXpaHeH, MarmcTpanbHbIn. JKCTpaBaLuun HeT.
WHTpagbtocep npombIT, yaaneH. lfemoctas maHyarnb-
HblIM B TedeHne 5 MUH. HanoxeHa gaBsslias noBs3ka
Ha mecTo nyHkuun OBA. MNynbcaumsa Ha npaBon Nog-
KONEHHOW apTepun CoxXxpaHeHa.

[anbHelnllee OuHamuyeckoe HabnogeHvue u ne-
yeHue B ycnosusax MNPUT. Mo Y3U B anHamuke ye-
pe3 1 yac nocne onepauuu HapacTaHWe remaToMbl
He Habnoganock. COCTOosIHME OCTaBarocCh TSXKemnbIM,
obycnoBreHHoe onuroaHypuen, kposonotepen. Al =
110/70 Mm pT.CT., NynbC 72 ya/MyH.

[ns nocneaywowero BegeHus nauueHTta 6bin co-
3BaH KOHCWUMMYM C y4yacTMeM Bpayen-yporioroB, OH-
KOroroB, MO WTOry KOTOPOro, nocrnie npoBedeHHOW
WHTEHCVBHOW MeAMKaAMEHTO3HOW Tepanuu, y4nTbiBas
pa3mMepbl 06pa3oBaHUs, PUCK NMOBTOPHOIO KpOBOTEYe-
HWS 1 XXM3HeyrpoxatoLlee CoCTosiHMe, 3annaHnpoBaHo
BTOpOE onepaTvBHOE BMelLaTeNnbCTBO B BUAE pagu-
KanbHOWN onepaumn: HedpPIKTOMUS.

[MoBTOpHass remMoTpaHcdy3nuss SpUTPOLUTAPHOMN
macchl. [MpoTokon onepauun: Nog dHAOTPpaxeanbHbIM
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Hapko3oM nocrne obpaboTkn onepaLMoHHOro nomns ¢
cobnogeHem npaBun acenTukn U aHTUCENTUKA Bbl-
nonHeHa cpeAuHHas nanapotomus. [Mpu BCKpbITUK
OpHOLWHON NONMOCTM OOHapy)XeH MacCUBHbLIA craeud-
Hbln npouecc. TynbiM M OCTPbIM MyTeM Cranku ne-
peceyeHbl. BCKpbITO 3abplOMHHOE MPOCTPaHCTRBO,
npy 3TOM MO BCEN NEBOW MOMNOBUHE 3abpPHOLLMHHOIO
NpoCTpaHCTBa HaxoauTca o6beMHoe obpasoBaHme —
noyka pasmepamu 32,4x16,0x16,7cm, 3aHumaroLlada
BEPXHUN U CpegHui aTax 3abpHoLLUMHHOIO NpPOCTpaH-
ctBa. Tyno, ocTpo BblaeneHa nesas nodka (Hag Hewn
pacnnactaHa o60404Has U HUCXOOALWAsA KULLKK, Op-
raHbl CMelleHbl BNpaBo 3a cyeT ob6bemHoro obpaso-
BaHUSA NeBOW MOYKM) C OKONOMOYEYHOMN KreT4aTKOW.
BblgeneHa noyeyHas Hoxka. PasgenbHO HanoxeHbl
nuratypbl Ha NoOYeYHble apTepuio 1 BeHy (Mo ABe Ha
NMPOKCMMarbHbIN U AUCTanbHbIA KOHLbI COCYAOB CO-
OTBETCTBEHHO M NepeceyeHbl Mexay HuMn). Ha moye-
TOYHUK HanoXeHbl ABE KNUMCbl, KOTOPbLIN NepeceYeH
mexay Humu. OcTaBLlUeecs IoXe KoaryrnmpoBaHO C
nocneayLwmMM HanoxXeHNeM reMocTaTu4ecKom ryokm
Taxakomb Ons NnpoBeAeHUs TWaTenbHOro reMmocrasa.
BplollHasi NonocTb caHMpoBaHa BOAHBIM XIOpreKkcu-
OWHOM [0 YnCTbIX BoA. bplowHasa nonocte 1 3abpto-
LUMHHOE MPOCTPaAHCTBO APEHMPOBaHbl MOMMXIOPBU-
HUNoBbIMU TpybOkamu. [peHvpoBaHMe foXa MOYKM.
LLBbl Ha nanapoToMHyto paHy. LLBbl Ha koxy. NMocne
NpOBEAEHHOr0 OfnepaTMBHOIO BMeLLaTeNnbCTBa XU-
pypramu npovsBedeH paspe3 makponpenapara, o6-
HapyxeHa onyxonb pas3mepamn 32,4x16,0x16,7cm.
Onyxonb umena XenTbll BUA C MHOFOYUCIEHHbLIMN
ovaramu KkpoBomsnuaHui. [ns sepmudurkanmm guarHo-
3a noyka C OMyxorbio HanpasfeHa Ha rmcTonormye-
ckoe uccnegoaHune. Kposonotepsa 293 min.

Puc. 2. Makponpenapat yaaneHHon novku
Fig. 2. Gross specimen of the removed kidney
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mcTonornyeckoe onucaHne onyxonu (puc. 3-7):
AMIJ1 cocTtosina n3 Tpex KOMMOHEHTOB. MblLleYHbIn
KOMMOHEHT ObIN NpeacTaBrneH BepeTeHoobpasHbIMu
KneTkammn ¢ BbITSAHYTbIMK sagpamu (puc.3,6). Hapsay
C HUMW pacronaranncb OKpyrnble KNeTkn — nmMnoum-
Thl, COCTaBNALINE XMPOBON KOMMOHEHT (puc.3,4).
Onyxonb umena oOWMbHYH aHOMarbHYK BacKyns-
pusaumio, HabnganMcb MHOrOYMCNEHHbIE U3BUTbIE
KpOBEHOCHbIE cocyabl. VIMenucb ydacTku ¢ copep-
KaHnem reMocuaepuHa, YTo ykasblBano Ha Hanuive
KpoBom3nuaHus (puc.4). paHuua onyxonu 4veTtkas
(pnc.5). B anutenun noyeyHblx kaHanbLeB obHapy-
XuBanacb 6enkoeas guctpodus. NMommumo HOBOOG-
pa3oBaHHbIX KNETOK MMENUChb Yy4acTKU HEeU3MEHHOMN
noYyeyvyHou TkaHu (puc.7).

Puc. 3. AMJT noyku. Y4acTok onyxosnu ¢ X1poBbl-
MU kneTkamu (1) v rmagKoMblLLEYHBIMU KNeTKamu (2).
Okpacka emaTokcunmMHom u 303nHom. X 200
Fig. 3. Renal AML. A tumor site with fat cells (1) and smooth
muscle cells (2). Staining with Hematoxylin and eosin. X 200

Puc. 4. AMJ1 no4ku. Y4acTok onyxosnu C X1poBbl-
MU kneTkamu (1) u KPOBEHOCHBIMU cocyaamm (2).
Okpacka 'emaTokcunmHom u 303nHom. X 200
Fig. 4. Renal AML. A tumor site with fat cells (1) and blood
vessels (2). Staining with Hematoxylin and eosin. X 200
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Puc. 5. Tpanmua onyxonu (1) ¢ TKaHbo NOYKM (2).
Okpacka 'emaToKcnnmMHoM 1 303nHom. X 200
Fig. 5. The border of the tumor (1) with the kidney tissue
(2). Staining with Hematoxylin and eosin. X 200

Puc. 6. YyacTok onyxonu ¢ rmagkoMbILLIEeYHbIMU 3re-
meHTamu. Okpacka [emaTokcMnnHoM n 303nHomM. X 200
Fig. 6. A tumor site with smooth muscle elements.
Staining with Hematoxylin and eosin. X 200

Puc. 7. TkaHb NOYKK C ABNEHNAMUN ANCTPOMUM NMOYEYHbBIX

kaHanbLeB (1). Okpacka MemaTokcnnmHom u ao3uHom. X 400

Fig. 7. Kidney tissue with the phenomena of renal tubule
dystrophy. Staining with Hematoxylin and eosin. X 400
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KnuHuyeckun gmarHos: AHrmomuonunoma enuH-
CTBEHHOM NeBOW MOYKM. PaspbiB aHrMOMUOMUNOMBI.
3abplownHHaa rematoma. emMopparMyeckuin Lok 2
ctaguun. MNoctremopparvyeckas aHemusi.

Ha 2-ble cyTkn nocrne onepauuun Obinu nposene-
Hbl KOHTPOmbHble uccrnegosaHusa. Ha Y3W noyek ot
19.05.2021 cocTosiHMe nocne 2-x CTOPOHHeWn Hedp-
3KTOMUU; HaNM4Yne «CnefoB» KUAKOCTU B OPHOLLHON
NonocTn; NeBOCTOPOHHEro remotopakca. Ha KT opra-
HoB GptowHon nonoctu (OBIT) ot 19.05.2021 cuswmo-
nornyeckne MNOCTonepaumoHHbIE M3MEHEHUSA B JlOXe
neson noykun. Ha o63opHon peHtreHorpacpumm OBIT ot
19.05.2021 noctonepauMOHHOE CKOMfeHne Bo3ayxa B
OploLHOM NONOCTM 1 B 3a0pHOLWMHHOM MPOCTPaHCTBE.
Ha mMOMeHT nccnegoBaHMsa AaHHbIX 3a OCTPYH naTo-
nornto OBl He BbisiBNeHO. [JaHHble nabopaTopHbIX
nccrnegoBanun: KAK ot 19.05.2021: sputpountbl —
2,42x 10'%/n, rematokput — 22,4%, neikountbl — 4,5
x 10° /n, TpombBoumnTbl — 119 x 10° /N, remMorno6uH —
73 r/n. BAK ot 19.05.2021: obwmn 6unnpybuH — 11,8
MKMOIb/N, KpeaTuHWH — 466,56 MKMonb/n, mMoyeBu-
Ha — 12,95 mmonb/n, kanui — 4,7 MMonb/n, HaTpun —
137 mmonb/n. Koarynorpamma ot 19.05.2021: A4TB —
34,3 cek, dunbpuHoreH — 5,2 r/n, MTN-97%, MNB-13,6
cek., MHO - 1,05.

O heKkTMBHOCTL OnepaTMBHOMO fieyeHus Obina go-
CTUrHyTa B ABa aTana. Ha nepsom atane nytem ambonu-
3aLMKM CErMEHTapHbIX apTepuii NEBON NOYKK. Ha BTopom
aTane nyTem ToTanbHoW HedbpakTomun. Ha cnegytoLmii
[eHb Mocre onepaTMBHOMO BMELLATENbCTBA MauUMEHT
Obln NepeBedeH Ha 3TanHbI reMoamanv3 ¢ Lenbio 3a-
MEeCTUTENbHOM NoyeyHon Tepanuun. PaHa 3axuna nep-
BUYHBLIM HaTskeHneM. BbinncaH 13 otaenenns yepes 7
[OHel Ha aTan amBynaTopHOro neyeHns u HabnogeHus
C pekomeHaauMaMu: NpoBeaeHre remoavanmsa 3 pasa
B Hegenw, OuHamuyeckoe HabntogeHwe Hedpponora,
TepaneBsTa, ncMxmatpa u SHOoKpuHorora. MNaumeHT no-
CTaBIEH B NIUCT OXunAaHnA 118 NPOBEAEHNS Nocreayo-
e TpaHcnnaHTaumMm noyvku.

BbiBoabl. 13 pacCMOTPEHHOro KIMHUYECKOro Cry-
yasi, cnegyeT OTMETUTb, YTO HECMOTPS Ha Aobpokaye-
CTBeHHbIV xapaktep AMJ1 noyku, onyxonb gocturna rm-
raHTCKUX pa3mMepoB BCreacTBME NO3aHEro obpalleHuns
nauueHTa u13-3a TSDKENoW cTeneHn onurogpeHun. B
CBS13U C 3TUM 3ano3sganas AuarHocTvka NpuBena K >kus-
HEeYrpoXatLLUM OCINOXHEHMAM, Tpebytolme He3amesn-
NUTENbHOTO NPUHATUSA peLLeHNiA. [lJaHHOoe KIMHUYecKoe
HabntoaeHre NoKasbiBaeT YCNeLHOCTb BbIOPaHHOW XK-
pypruyeckomn TakTUK1 B BUAe pagukanbHOW onepaumu,
NO3BOSMBLUEN COXPAHUTb XW3Hb NaUMEHTa C pPeaKkuM
3aboneBaHnem. [Ans ganbHeWLWen XM3HKU naumeHTa
pPEKOMEHO0BaHO MpPOBEeAEHME PErynsapHOro remogma-
nn3a n nocrneayollee HanpaeneHne B cneunannanpo-
BaHHbIV LEHTP AN TpaHCnaHTaLmMm novku.

lpospayHocmb uccrsiedoeaHusi. MccrnedosaHue
0006peHo0 amuyeckum komumemom ®IrbEQY BO «Mxes-
ckasi eocy0apcmeeHHasi MeOuyuHcKasi akademusi» MuH-
30pasa Poccuu. ViccriedogaHue He UMero CrIOHCOPCKOU
noddepxKu. Aemopbl Hecym [OfHYy0 0meemcmeeH-
Hocmb 3a npedocmasrneHue OKoHYamesibHOU eepcuu py-
Konucu e ne4ame.

Heknapayus o gpuHaHcoebIx u py2ux e3auMoom-
HoweHusix. Bce asmopbi npuHumManu yyacmue 6 paspa-
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6omke KoHuenuuu, dusaliHa uccrie0os8aHusi U 8 Haruca-
Huu pykonucu. OKoHYamersibHasi eepcusi pykorucu 6bina
o0obpeHa ecemu asmopamu. Aemopbl He mosnyyanu
2oHopap 3a uccnedosaHue. MayueHm Oan coenacue Ha
ny6rukayur cmamsuU, OCHO8aHHOU Ha €20 KITUHUYECKOM
criyqae, ¢ Hay4yHol Uesb|o.
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