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OpraHocoxpansiowee neyeHue paka novxu )
Ha hoHe aymocOMHO-AOMUHAHMHOI NONUKUCMO3HOU
bones3Hu noyex
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AyTOCOMHO-AOMUHAHTHAA MONUKMCTO3HAA 60NE3Hb NOYEK 3aHMMAET 1-e MECTO N0 PacNpPOCTPaHEHHOCTW CPEAN HACNELCT-
BEHHbIX 3a60/1€BaHMIl NOYEK, OAHAKO COYETAHUE JAHHOI NATOJOMMK C MOYEYHO-KNETOYHbBIM PAKOM ABASAETCA AOCTATOYHO
penKvM KNMHUYeCKUM HabnofeHeM. MaBHbIM METOLOM NeyeHus B NOA06HOI cuTyauum aenseTcs HedpakTomMus. B cTatbe
npeAcTaBfeH KNMHUYECKMIA ciydail nauueHTa 69 neT ¢ anarHo3om paka nesoit noyku pT1bNOMO, I ctagus, Ha hoHe ayTo-
COMHO-ZOMWUHAHTHOM NONMKUCTO3HOW 60NIE3HU NOYEK U XPOHWUYeCKoi 6one3Hu noyek. Mo NpuyMHe BbipaXeHHO conyT-
CTBYIOLE NATONOTMM MOYEK NAUMEHTY B HOAOpe 2024 r. BbINOJHEHO OPraHOCOXPAHSAIWLEE XUPYPrUYECKOe NieyeHue
B 06beMe peseKuum NeBoil NOYKK € eHecTpalmein U UCCEYEHMEM NOYEYHbIX KUCT. TeYeHne paHHero U No3gHero nocne-
OMnepaLmMoHHbIX NepuofoB 6e3 0CNOXHEHMI U C COXPAaHEHMEM NOYEUHON YHKLUK.
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Organ-sparing treatment of kidney cancer in the context of autosomal dominant polycystic
kidney disease
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Autosomal dominant polycystic kidney disease is the most common hereditary kidney disease, but the combination of this
pathology with renal cell carcinoma is a rare clinical observation. The main treatment method in this situation
is nephrectomy. The article presents a clinical case of a 69-year-old patient diagnosed with left kidney cancer
pT1bNOMO, stage I with autosomal dominant polycystic kidney disease and chronic kidney disease. Due to severe
concomitant kidney pathology, the patient underwent organ-preserving surgery in November of 2024 which included
resection of the left kidney with fenestration and excision of renal cysts. The early and late postoperative periods were
uneventful with preservation of renal function.
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Bsepnexue

AyTOCOMHO-IOMWHAHTHAsI MOJUMKUCTO3HasI 00JIE3Hb
mmouek (ATTBIT) siBisseTcst caMbIM pacIpOCTpaHEHHBIM Ha-
CJIEICTBEHHBIM 3a00JIEBaHMEM TIOYEK C YAaCTOTOM BCTpeda-
emoctu 1:1000—2500 yenoBeK, MPOSBISIOIINM KIMHUYECKYIO
CUMIITOMATUKY B cpenHeM Tociie 40 JieT ¥ MpuBOASIINM
K TEpPMUHAJIBHOM XPOHUYECKOM ITOYEYHOM HENOCTATOYHOCTA
nocite 60 JieT. AyTOCOMHBIN BapUaHT OOJIE3HU CBA3aH C My-
Tauueii reHa PKD- 1, 3aKkoqypoBaHHOIO B XpoMocoMe 16, 94to
MIPUBOIUT K IIMIMOTIATHH 13-3a Ae(pUITa OesKa ITOIIICTH -
Ha | 1 U30BITOYHOI TIpoardepalny ayHKIIMOHATILHOTO
SIUTEJINS, BRICTUIAOIIEro cTeHKU KUcT [1]. Kpome atoro,
OTIEJIBbHO BBIICIISIOT ayTOCOMHO-PEIIECCUBHBIN BapUaHT
IMOYETHOTO TOJIMKUCTO3a, BO3HUKAIOIIETO IIPU MYyTall1

Tadomuna 1. Juaecnocmuueckue kpumepuu Grantham
Table 1. Grantham diagnostic criteria

Bospacr, aer KoamuecTBo KucT

VYnbTpa3BykoBO€ ucCIeq0BaHNe
(TMaLMEHTHI ¢ PUCKOM Pa3BUTHSI QyTOCOMHO-TOMUHAHTHOM
TMOJIMKUCTO3HOM 00JIE3HU MOoYeK 1-To TuIa)
Ultrasonography (at risk of autosomal
dominant polycystic kidney disease type 1)

>2 B OJHOI WM 00enX movKax

<30 >2 in one or both kidneys
>2 B KaXIOl TTOYKe

30-59 >2 in each kidney

>60 >4 B KaXIOl TTOYKe

> 4 in each kidney

VIbTpa3ByKOBOE UCCIIEIOBAHE
(MalMeHTHI C PUCKOM U HEU3BECTHBIM F€HOTUIIOM )
Ultrasonography (at risk and unknown genotype)

>3 B OIHOM MJIN 00EMX MOYKaX

15-39 >3 in one or both kidneys
40—59 >2 B KaXJIOii II0YKe
>2 in each kidney
>60 >4 B KaX/Iol MOYKe
>4 in each kidney
MarHuTHO-pe30HaHCHast ToMorpadpust
(TTALIMEHTHI C PUCKOM)
Magnetic resonance imaging (at risk)
>5 B KaXII0i Moyke
<30 - . .
>5 in each kidney
N .
30—44 6 B KaXJIOl ITOYKe

>6 in each kidney

>6 B KaXI0i1 I[I0YKE
>6 in each kidney

45—59 (KeHIIMHBI)
45—59 (females)

>9 B KaXXIOI ITOYKE
>9 in each kidney

45—59 (My>XK4UHBI)
45—59 (males)

108

reHa PKHD- 1, 3aKkonpOBaHHOTO B XpOMOCOME 6, BCIIEI-
CTBHE 4eTo HabmomaroTcs neriuT oeaka ¢pruopourcTiHa
1 00pa30BaHNE MHOXECTBA MEJIPYAMIIINX KUCT MHTpaIIa-
peHxuMaTo3Ho. BcTpeuaeTcss maHHbBIA BapuaHT 00JIe3HU
B 100 pa3 peke, KITMHUUYECKKE MPOSIBIICHNST HAYMHAIOTCST y3Ke
¢ poxknmeHusI (apTepranbHasi TUIIEPTEH3MS, HApYIIICHUE a30-
TUCTOTO 0OMEHAa) U MPOBOLMPYIOT TEPMUHATIbHYIO XPOHU-
YEeCKYIO TTOUEYHYI0 HeA0CTaTOYHOCTE K 20 rogam [2].

B 1888 1. ppanLy3ckum anatomoM E Lejars nano nox-
POOHOE OMMCaHNUE TTOYCTHOTO IOJIMKICTO3a, a ke B 1934 1.
aBTopamu Walters 1 Braasch BBIIBMHYTO IPeNOIOKEHNE
006 AJITTBIT kak o nmpenpacrnonaraiomeM (akTope pa3Bu-
THS TIOYEUHO-KJIeTOUHOTro paka [3]. TemM He MeHee 10 cux
TIOp TaHHAsI TEOPHSI IIOABEPraeTCs OOJBIION KPUTHUKE BBH-
JTy MaJIOro KOJIMYECTBA KIMHUYECKNX HabmoneHuii [4, 5].
CBsI3aHO 3TO M CO CJIOXXKHOCTBIO ITOCTAHOBKM ITHArHO3a
IMOYEYHO-KJIETOYHOTO paka Ha (pOHe MHOXECTBEHHOTO
KHCTO3HOTO ITOPAXKEHUS TTOYKH.

Bamremy BHUMaHUIO TIPEICTABIISICTCST HAIIl OIBIT BbI-
IMOJIHEHUST OPTaHOCOXPAHSIONIEH olepallnyi MYXJIUHE
69 et 1o noBoxy paka JieBoii mouku pT1bNOMO (cragus I,
kmmHI4IecKas rpynma 2b) Ha ¢poHe ATTBII. I[ToctanoBka
JIMarHO3a BO3MOXKHA 0JIaromapss METOIaM BU3yalIn3aluy
(ynsrpasBykoBoe uccienoBanue (Y3M), KkoMImproTepHast
ToMorpacdusi, MarHUTHO-PE30HAHCHAsI ToMorpadus)
1 IaJbHEUIIe MHTEPIIPETALINU IOJTYIeHHBIX PE3YIbTaTOB
o kpurepusiMm Grantham [6]. B Hamrem ciydae nnartos
YCTAHOBJICH ITyTeM BBIITOJHEHUS KOMIIBIOTEPHOIT TOMO-
rpacduaeckoit anrnorpadpum (KTA) opranoB 6promrHoi
MOJIOCTU U OOHApyXeHUs 0oJiee 4 KUCT B KaxKIOH MOUKe
IpyY Bo3pacte naiueHTa crapiie 60 et (Tab:. 1). Mcxons
13 peKOMeHIAMK AMepUKAHCKOIo 00I1IecTBa He(poJio-
TOB, MBI HE BHITIOJTHSIIM TeHETUYECKOE TECTUPOBAHME ITa-
LIMEHTA BBUIY OTCYTCTBUS ITOKa3aHWi (ITOTCHIIMAIBHBIN
JIOHOpP TIOYKH, paHHEE IPOSIBIICHUE CUMIITOMOB, OTSTO-
IIEHHBIN CeMeHBIN aHaMHe3) [7].

KnunuyecKui cnyyaii

Ilayuenm 6 anpene 2024 2. 6 pamkax excecodHoil ducnan-
cepuzayuu KOHCYAbIMuposan y mepanesma no Mecmy -
meabemea no nogody Conymcmeyrueli KapouaivHol namo-
Aoeuu (uwemu4eckas 604e3Hb cepoya: AamepoCcKAepOMmu1ecKuil
Kapouockaepo3, amepocKaepo3 aopmul; NOCMOSHHAS Gopma
Qubpurnayuu npedcepouii, maxucucmoiu4ecKuil 6apuanm,
Xponuueckas cepdeunas Hedocmamounocmv H2A, ¢ynxyu-
oHanvublil kaace 2 no kaaccuguxayuu NYHA (New York
Heart Association, Hovto-Hopkckas kapouonoeuueckas acco-
Yuayus); eMopuyHas Ne2OHAs eunepmeHsus, dasaeHue
6 1e204HOU apmMepuU CUCOAUYecKoe 42 MM pm. cm.; apmepu-
anvras eunepmensus 11 cmenenu, puck 4), caxaproeo duabe-
ma 2-e0 muna (cocmosHue KAUHUKO-Memaboiu4eckol cyo-
Komnencayuu) u oxcupenus 111 cmenenu (undexc maccot
mena 41,7 ke/m?). B obuwem ananruse mouu o6HapysceHbl
npomeunypus (0,3 e/a) u aeiikoyumypus, 8 833U ¢ 4em na-
yuenm 6bll HANPABAeH HA KOHCYAbMAYUIO K YPOA02).
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Puc. 1. Mroxcecmeentvie pasHopazmepHbie KUCMbL 00eux nouek, a makice KUCmo3Ho-coaudHoe o0pazosanue pasmepamu 42 x 43 x 49 mm 6 éepxneii mpe-

mu 1e6oii NouKuU

Fig. 1. Multiple cysts of varying sizes in both kidneys, as well as a cystic solid lesion measuring 42 x 43 x 49 mm in the upper third of the left kidney

B mae no nanpaenenuro yposoea nayuenmy 0v.10 8bin01-
Heno Y3H opeanos 3a0promUHH020 NPOCMPAHCMEA, NPU KO-
MOPOM OOHAPYICEHbI MHONCECINBEHHbIE KUCMbL 00eUX No4eK
8 duamempe om 15 do 60 mm u 00HOpoOHOe 00pazoearue
8 @epxHell mpemu neeoil nouku pasmepamu 45 x 40 mm
¢ eOUHUYHBIMU NOKYCAMU KPOBOMOKA 8 PelCUME YBEM 08020
00ONNAEPOBCK020 KapmupogaHus.

[layuenm nanpaenen Kk OHK0A02Y HO MECIY JHCUMEAbCIEA.
B urone 2024 e. evinoanena KTA opeanosé bprowroil norocmu
U MAA020 MA3a: 8 8epXHell mpemu Ae60li NOYKU GblA8AEHO KU-
CMO3HO-CoAUOHOe 00pa3zoeanue pazmepamu 42 x 43 x 49 mm,
HepasHOMEPHO HAKANAUBaioujee KOHMPACMHOe Gelyecmao.
B obeux noukax mHodxicecmeeHHble PA3HOGeAUKUE 2UNOOeH-
CUBHbBlE 00PA308AHUS MAKCUMANBHBIM PAZMEPOM 6 HUNCHEM
noatoce npasoii nouku 108 x 100 x 98 mm, He Hakanauearo-
wue KoHmpacmuoe eeuecmeo. Huoce omxoxcoenus noueunvix
apmepuii aHespusMamu4ecKoe pacuuperue OpouHo2o0 om-
dena aopmut 00 45 Mm ¢ mpomboOmMmu4ecKoll Maccoil MoAUUHOU
00 14 mm (puc. 1).

s danvHelimeeo aewenus nayueHm Ovia HANPAGAECH
6 Pecnybauxanckuil HayuHO-NPaAKMUYecKuli yeHmp OHKO0A02UU
u meduvunckoil paduonoeuu um. H.H. Arexcandposa.

[Ipu coope anammnesa ycmarnoeaeHo, 4Hmo NayueHm He 3Hai
0 HAAUMUU MHONCECIBEHHBIX KUC 8 NOYKAX 00 BbINOAHEHUs
Y3U, nanuuue nosuxucmosa nouex uau A00020 OHK0A02UHEC-
K020 3a001e8aHuUs Y OAUNCAUMUX POOCMBEHHUKO8 OMPULaem.
Y nayuenma ecmv 63pocaviii ColH, KOMOPO2O Mbl MAKICe XOme-
AU npueaacums 045 00c1e008aHUsL, OOHAKO NO NPUMUHE NPONCU-
BAHUS 3G SPAHULETL HAM He YOAI0Ch C HUM CEA3AMbCA.

Bo epems nepeuuroeo ocmompa apmepuanvroe oasaeHue
1507100 mm pm. cm., nayueHm ommeuaem apmepuaibHyro
eunepmen3uio ¢ 50-aremmueeo o3pacma, Ha NOCMOSHHOU OC-
HO8e NpUHUMaem AU3UHonpuA u ouconpoaon. Taxice omme-
yaem 004U 6 NOSICHUYE, KOMOPble CEA3bIBACT C GbINOAHEHUEM
@u3UHecKUX Ha2py30K (KYRUPYIOMCS NPUEMOM HECIEPOUOHbIX

NPOMUBOBOCHANUMENbHBIX NPENApamos), npu nalbnayuu
nouxu 6e3z0o0ne3nenHbl, eemamypuio ompuyaem. Ilpu 6uoxu-
MUHECKOM UCCAe008AHUU 8CHO3HOU KPO8U NoKazamenu
6 npedenax pegepeHCHbIX 3HAYEHUll, KpoMe KPeamuHuHa
(133 mkmons/n; ckopocms Kayboukoeoi cuirbmpauuu
no gopmyse CKD-EPI 52 ma/mun/1,73 m?) — ycmanogaen
duaeros «xporuueckas 60ae3ns nowex C3a». Ilo npuuune co-
nymcmaytoueii namonoeuu novex (AAIIBI1 + duabemuueckuii
U 2UNePMEeH3UBHbIL HePOAHUOCKAEPO3) NPUHAMO peuleHue
00 OMKPbIMOM 0P2AHOCOXPAHANUWEM eMeulamenscmee.

B konue Hos6ps 2024 e. nauuenmy @vtnoaHeHa omKpol-
mas pe3exyus 1e6oll NOUKU ¢ (heHeCmpUuposaHueMm U ucceye-
Huem cmeHoK noveunvix kucm (puc. 2, 3). s ykpoimus ony-

E ¥

Puc. 2. Mroxcecmeentble Kucmol U KUCMO3HO-COAUOHOE 00paA308aHUe epX-
Hell mpemu 1e801l NOUKU

Fig. 2. Multiple cysts and a cystic solid lesion in the upper third of the left
kidney
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Puc. 3. Jloxce onyxoau u uccevennwie Kucmoi
Fig. 3. Tumor bed and excised cysts

X0/1€6020 1094CA U CUUBAHUS NOYEHHOL KANCYAbl UCNOAb308AH
MOHOQUAaMeHmHbLI WoHbLH Mamepuan V-Loc u xupypeuue-
CKUll KAaell Ha OCHoge uenogeueckoeo arvoymuua (puc. 4)
no npuuuHe KpaiiHe puixaol ocmamo4Hoii napeuxumsl. C ce-
MOCMamu4eckolil yeaslo NPUMeHeHa Jceaamunosas 2yoka
(puc. 5). B yeasx eoccmanogreHus NPUGLIMHOU AHAMOMUU
cutumo! napaepanvusiil aeup u gacuus lepomor. lnumens-
Hocmb emewiamenscmea cocmasuna 150 mun, noueunoi uwe-
muu — 16 mun, ob6sem kposonomepu — 120 ma.
Tucmonozuueckoe 3axarouenue: c6ema0KAemMo4Hblil NO-
yeyno-knemounwltil paxk pT1b, Grade 3 no kaaccupurkayuu
ISUP (International Society of Urological Pathology, Mexcoy-
HapoOHoe 00uecmaso ypoao2u4ecKkux namonoeos) (puc. 6).
B kpae pezexyuu u ycupogoil Knemuamie NPU3HAKOE ONYX0-

Puc. 5. Iemocmas onyxoneeoeo a0xca yxcearamurosoii 2yokoii
Fig. 5. Hemostasis of the tumor bed with a gelatin sponge

1€6020 pocma He 8blsgneHo. JIpyeue namonozuveckue npo-
yeccol: (POKANbHBLI U 2100aNbHbLI CKAEPO3 KAYOOUKO8 8 he-
PUMYMOPO3HOIL 30He, 04a208das AUMPOUCIMUOYUMAPHAS
UHDUABMPAYUSL, 04A208blil CKAEPO3 U 2UAAUHO3 CIEHKU Me-
Kux apmepuil, u3dupamensHulii HeKpPO3 SNUMENUs U3GUMBbIX
Kauansyes, Meakue ouazu mupeouduzayu.

B nocaeonepayuonnom nepuode cocmosnue nayueHma
cmabuavHoe, duype3 docmamouHblil, eemMamypus no ype-
MpansHOMY Kamemepy HAOA00AAACH 8 MeHeHlUe NePablX CY-
mok nocae onepayuu. Ha 2-e cymicu eemamypus paspewunace
camocmosimenvHo, ypempansHlii kamemep ydanen. Ilo dan-
HbIM KOHMPOABHBIX KAUHUKO-1A00pAMOPHbIX UCCAe008AHUIL
nokasamenu 6e3 pesxux namosaozuveckux cosueos. llayuenm
BbINUCAH C yAVHUIEHUeM HA 5-e CYMKU nocae onepayuu.

Puc. 4. Vipsimue kucmosnozo deghexma xupypeuueckum Kieem
Fig. 4. Covering the cystic defect with surgical glue
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Puc. 6. Yoasennas onyxons resoii nouku (Maxkponpenapam,)
Fig. 6. Resected tumor of the left kidney (macro specimen)
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[Ipu KoHmMPOAbHOI A6Ke 30 Pe3YAbIMAMAMU 2UCOA0U-
yeckoeo uccaedoganus uepes 14 dueii nocae guinucku nayu-
eHm xcanob He npedeseasi. Ilpedocmaenervt OanHble 0Oue-
20 U OUOXUMUMECKO20 AHANAU308 KPOBU, BbINOAHEHHBIX NO
Mecmy cumenvcmea: yposHu kpeamunura 111 mkmonv/n
(ckopocmb Kayboukoeoil ussmpavuu no gopmynse CKD-EPI
58 ma/mun/1,73 m?), kasus 3,73 mmoav/n, mMouesuHvl
7,4 mmonv/a. Ilpu ocmompe nepeduss OprowiHas cmexka He
HanpsceHa, NPU3HAK08 80CHAAEHUS NOCACONEPAYUOHHOU
DaHbl U OMePAHUHEHHBIX HCUOKOCMHbIX CKONACHUI 6 Hell
nem. Iloscrhuunvie obnacmu npu nasvnayuu 6e3601e3HeHHbL,
eemamypuio ompuyaem. Habarodenue 3a nayuenmom npo-
004124CAemcst OHKO0A020M U MEPANeemom no MECHy JHcumens-
cmea. B naane — ebinoanenue QuHamu4eckoi Hepocyum-
muepaguu.

3aknioueHue

AyTOCOMHO-JOMMHAHTHAS MOJUKUCTO3HasI 00JIe3Hb
MOYeK B COUETAHUH C TTOYEYHO-KJIETOYHBIM PAKOM — BECh-
Ma peKoe KJIMHu4YecKoe HaboaeHue. B onmucaHHoOM Ha-
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Bknaa asTopos

/

MU cllydae Mo4yeuyHo-KaeTouyHbld pak u AJIITIBIT 6k
OoOHapyXeHHBI cliydaiitHO BO BpeMsl Y3U 1 peHTreHOJI0r -
YECKOTo MCCIeI0BaHMSA Ha (POHE OTCYTCTBHS KIIMHUIECKUX
nposiBJeHu oboux 3aboneBaHuii. Kpome Kiiaccuyeckoro
MOpaXXeHUs MOYEK y MallMeHTa TaKXXe UMEJIOCh aHEBPHU3-
MaTHUYeCKOe MopakeHue OpIOIIHOro OTAeaa aopThl, YTO
yacTo Habmogaercs ripu AJITTBIT.

I1o npuuynHe BbIpaXKeHHOM COMYTCTBYIOLIEH MaTOJIO0-
T'My U PUCKA XPOHUYECKON IMMOYEUYHOM HEAOCTATOYHOCTU
METOIOM BhIOOpPA B ITOJOOHOM CUTYyaLIM MOXET OBITh pe-
3eKIMS MOYKM ¢ (peHecTpalueil 1 NCCeYeHUEM CTEHOK
Mo4evyHbIX KUCT. B nanbpHeiiieM, no pekomeHgauusm EB-
POIIEMCKOM acCoLallMy YPOJIOTrOB, B TEUECHUE IIEPBBIX
2 JIeT TocJie JIedeHUsl Yyepe3 Kaxabple 6 Mec OyaeT MpoBo-
IUTHCS 00CIea0BaHue NallMeHTa B 00beMe KOMITbIoTep-
Hoit ToMorpacduu, KTA opraHoB OpIOIIHONM MOJOCTH
1 OMOXMMMUYECKOrO aHajiu3a KPOBHU, a 3aTEM B TOM XKe
obbeme exeronHo. Kpome 3Toro, BaxxHO 00Cae10BaTh €70
OIVKaN X POICTBEHHUKOB B LIESIX BEPOSITHOTO BBISIB-
JIEHUS aHAJIOTUYHBIX UBMEHEHUIA B ITOYKAX.
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