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Axmyaavnocms. [Oxcmaenomepyasproxasemounas onyxoasv (FOI'KO) nouku, uau perurnoma, — 000pokauecmeeHHoe HOB00OPA308aHuUe,
Kpaiine pedko eécmpeuaroueecs y demeil. B omauuue om dpyeux onyxoneii nouex namoeenes IOI'KO ceszan ¢ akmusayueil peHuH-
AHUOMEN3UHOBOL cUCMeMbl U KAUHUYECKU NPOSGAsemcs: meveHuem CMOUKOU apmepuanrvhoi eunepmeH3uu, O0emepmMuHupo8aHHoll
cekpeyueti onyxoavio peHuna. B dannoii cmamoee npedcmaenen kaunuveckuii cayuaii nayuenmiu 11 1em ¢ OTKO nouku.

Mamepuaavt u memoodot. 3a nepuoo ¢ saneaps 2012 e. no auneape 2025 e. ¢ ycaogusx OIBY «HMHUI] ITOU um. Jimumpus Poeauesa»
Munsdpasa Poccuu na 6aze namoaoeoanamomuyeckoeo omoeneHus 3apecucmpuposar 1 cayuaii ¢ noOmeepiIcOeHHbIM MOPPON0SULECKUM
duaenozom FOT'KO nouku.

Pesyabratbl. V degouxku 11 nem ommeuanroce nosereHue 20106HOU 004U, MeHOeHUUU K ApmMepUanvHoll eunepmensuu (apmepuansroe
daenenue 170/90 mm pm. cm.). XKanobwsl coxpausiuce ¢ meuenue 3 mec. [lposedennoe obcaedosanue (YabmpasgyKosoe uccaedo8anue
0p2aH08 OPIOUIHOLL NOA0CMUL) 8bIBUAO 00PA306AHUE 8 NPOCKUUU Ne60l NOUKU.

B pesyavmame doobcaedosanus 6 ycaosusx HMHULL JITOU um. JImumpus Poeaueéa no 0anHbiM MYAbMUCHUPAALHOU KOMNbIOMEPHOT
momoepaguu 6pOWHOT NOAOCMU C 6HYMPUBEHHbIM KOHMPACMUPOGAHUEM OMMEeYANach KapmuHa coaudHo2o 06pa3oeanus He0OHOPOOHOI
CmpyKmypbl 6 obaacmu cpeone2o ceemenma 1e6oii nouku, pasmepamu 3,2 % 2,9 x 3,0 cm (V= 14,5 cm?). ITo OanHbim MyabmucnupanbHou
KOMNbIOMEPHOL MoMO2pauu 0peanos epyoOHoll KAemKU ¢ KOHMPACMUpPO8anuem Memacmamu4ecKux UsMeHeHUil @ 1e2KUX He Gblsi6/1eHO.

Yuumvieas kaunuko-penmeernonocuveckue danmvle, ospacm navuenmxu (11 nem), neborvuioli obvem obpasosanus (mernee 200 cm’),
NPUHAMO peuieHle 0 NPo8eo0eHUU UHULUAAbHOL opeanocoxpansouei onepayuu. [lposedena aanapockonuueckas pe3ekuyus 1eeoi NouKu
¢ 8bINOAHEHUEM OUONCUU 3A0PIOUUHHBIX AUMPDAMUUECKUX V3108.

Ilo dannvim mopgonocuueckoeo uccredosanusi y nayueHmku ycmanoeaer mopgonoeuveckuii duaenos: FOIKO nouku. Xupypeuueckoe
8Meuamenbcmeo nposedeHo paduKanvHo. B nocaeonepayuonnom nepuode ommeuero Kynupogatue apmepuanbHoll eunepmensull.

BoBoabl. Yemanosnenue duaenoza FOIKO u onpedesenue maxkmuku mepanuu mpeOyrom myavmuducCUUnAuHapHoeo nooxoda, npu
KOmopom HeobX00uMo yuumoléams OGHHblE KAUHUMECKOU KapmuHbl U Aa0OpaAmopHuIX HoKasameneil, a Makice ONbIM OemcKux
OHK0.10208, CHeUUANUCTOB AYH4e80il OUACHOCMUKU, XUPYpeUUecKoll 6pueasl u epayeii-namonoeoanamomos. Hebonvuiue paszmepor onyxoau
U 006poKavecmeeHHoe meueHue HO360AAHM PACCMAMPUEANb B0NPOC O NPOBEOCHUU O0P2AHOCOXPAHSIIOULUX ONEPAUULl, AEAAHUUXCS
kypamueHvim memodom mepanuu FOT'KO nouexk.
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Juxtaglomerular cell tumor of the kidney in an 11-year-old child: case report

D.D. Kisurina, L.A. Smirnova, A.M. Mitrofanova, N.N. Merkulov, M.V. Teleshova, A.P. Shcherbakov, N.S. Grachev,
D.Yu. Kachanov

Dmitry Rogachev National Medical Research Center of Pediatric Hematology, Oncology and Immunology, Ministry of Health of Russia;
1 Samory Mashela St., Moscow, 117997, Russia

Background. The juxtaglomerular cell tumor (JCT) of the kidney, or reninoma, is a rare benign renal neoplasm that occurs exceptionally
rarely in pediatric patients. In contrast to other renal tumors, JCT pathogenesis is driven by renin-angiotensin system activation, clinically
manifesting as refractory hypertension due to excessive tumor-derived renin secretion. We present a clinical case of an 11-year-old patient
with JCT.

Materials and methods. From January 2012 to January 2025 in the Pathology Department of the Dmitry Rogachev National Medical
Research Center of Pediatric Hematology, Oncology and Immunology only one case of JCT was identified.

Results. An 11-year-old girl had headaches and developed arterial hypertension (blood pressure 170/90 mm Hg) during 3 months. Abdominal
ultrasound revealed a tumor in the left kidney.

Further evaluation at the Dmitry Rogachev National Medical Research Center of Pediatric Hematology, Oncology and Immunology showed
contrast-enhanced abdominal computed tomography demonstrated a solid, heterogeneous mass (3.2 x 2.9 x 3.0 cm, V = 14.5 cm3) in the
midsegment of the left kidney. There were no metastatic lung lesions on contrast-enhanced chest computed tomography.

According to the clinical-radiological findings, patient's age (11 years), and tumor characteristics (size < 200 cm3), nephron-sparing surgery
was performed. The patient underwent initial laparoscopic left kidney resection with lymph node sampling.

Histopathological examination confirmed the diagnosis of JCT and radical tumor resection. Arterial hypertension was relieved in the
postoperative period.

Conclusions. The diagnosis and management of JCT require a multidisciplinary approach integrating clinical presentation, laboratory
parameters, and expertise from pediatric oncologists, radiologists, surgeons, and pathologists. Given the tumor’s typically small dimensions
and benign biological behavior nephron-sparing surgery should be discussed with curative intent.
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BBenenne

IOkcrarnomepymnsipHokieTouHast omyxonb (FOI'KO)
MOYKU — JOOpPOKaUYeCTBEHHOE HOBOOOpa3oBaHUeE, UCKITIO-
YUTEJIbHO pelKo BcTpevarwleecs y aeteid [1]. Hecmorpst
Ha 10, uto FOT'’KO sBnsieTcst 1o6pokauecTBEHHBIM HOBO-
o0Opa3zoBaHMEM, PsiI 3apYOeKHBIX aBTOPOB OINMCHIBAIOT
enquHnaHble crydan FOI'KO nmouyku ¢ MeTacta3upoBaHuEM
B Jlerkue [2] u KocTtu [3], a TakKe ¢ peluaIUuBUPYIOIINM
TeueHueMm [4].

Brepsoie FOI'KO Oblia ommcana B 1967 . [5, 6].
ComlacHO JIMTepaTypHbIM [JAHHBIM, OIIMCAHO OKOJIO
100 caygyaeB 3abonesanus [6, 7]. IOI'KO wnanbosnee
XapakTepHa Il MalMeHTOB MOJIOIOro Bo3pacta. Meau-
aHa Bo3pacTa cocTaBiisieT 27 JIET U BapbUpYeT B Ipejesiax
oT 6 10 72 nert. [1pu 3TOM OMyXO0Jb B 2 pasa yalle BCTpe-
YyaeTcs Yy KeHIIWH T10 CpaBHEHUIO ¢ MyXXunHamu [§—10].
IOTKO — peHMH-cekpeTHpylOlIasg Me3eHXMMaabHas
OIIYXOJIb, IIPOMCXOISIAs U3 MOAU(DULIMPOBAHHBIX LA~
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KOMBIIIEYHBIX KJIETOK CTeHKU ahGepeHTHON apTepuoIbl
IOKCTarJIOMEPYJISIDHOTO  amriapara, JIOKaJIu3YIoIasics
B KOPKOBOM cJioe mouku [9, 11].

IMockonbky KOI'KO pasBuBaeTcs M3 KJIETOK IOKCTa-
[JIOMEPYJIIPHOTO arrapaTa MOYKU, KOTOPBIA PeryaupyeT
CEeKpelLMIO pEeHWHa, KIIOUeBOl MeXaHM3M IlaToreHesa
HOBOOOpa30BaHMSI 3aKJIIOYaeTCs B THMIIEPIPOAYKIIUMN
PEHMHA, YTO O0YCIOBIMBACT TUIIEPAKTUBALINIO PEHUH-aH-
TMOTE€H3UH-AJILAOCTEPOHOBOM CUCTEMBbI, IIPUBOISIICH
K Pa3BUTUIO CTOMKOU apTeprualbHOM TUIIEPTEH3UM, SIBJISI-
JOIIEICSI OCHOBHBIM KJIIMHUYeCcKUM mposiBieHueMm IOT'KO
[12, 13].

IOTKO paccmaTtpuBaeTcs KakK 4pe3BbIYAHO peaKas
OITyXOJIb TIOYEK Y JieTeil, nH(popMalus 0 KOTOPOil Tpe-
CTaBJIeHa B BUJIC ONMCAHMS OTIEIbHBIX CIyJacB.

Ilenpio HacTosmIel MyOJMKAIMM SBUJIOCH OITMCaHUE
cinyuyas passutusg FOT'KO nouku y pedenka 11 jnet, momy-
yapirero jyieueHue B PI'bY «<HMUL ATOU um. Imutpus
Porauesa» Mun3znpana Poccun.

MatepuaJjsl 1 METOIbI

3a nepuon ¢ suBapsa 2012 1. mo suBapb 2025 1. B ycio-
pusix ®I'bY «<HMUL ATI'ON nm. Imutpus Porauesa»
Mun3znpaBa Poccun Ha 6a3e maToJIoroaHATOMMYECKOTO
OTJIEeJICHUST 3apeTMCTPUPOBaH 1 ciydail ¢ MOATBEPKICH-
HbIM Mopdoaornyeckum auarHo3oM FOT'KO nmouku.

Kinmaugeckwmii coryqaii

Ilayuenmra, 11 nem, eocnumanusuposana ¢ DIBY
«HMUI] JITOHA um. JImumpus Poeaueea» Munzdpasa Poc-
cuu ¢ 06pazoeanuem oYKUY ¢ CONYMCcmeyuUMu Kaunuye-
CKUMU NPOSABACHUSMU 8 8UOe apMEPUANbHOU eUnepmeH3ul,
20110610 001U, HOYHO20 SHYPe3a.

3abonesanue manugecmuposanro 6 eozpacme 11 aem,
Ko20a y 0eo4KU NOSAGUAUCH JCAA00bl HA 20A08HYI0 001b
U 201080KpYJICeHUe HA (DOHe NOBbIUEHUS apMepUdIbHO0
dasnenus do 170/90 mm pm. cm. B danvneliwem y pebenka
OMMeHANUCy NPoseAeHUs HOYHO20 SHype3a. JlaHHvle cum-
NIMOMbL COXPAHSAUCDH 8 MedeHue 3 mec.

AMOYAAMOPHO NO Mecmy JHCUmeabcmea Oviaa Ha3Ha4eHa
SUNOMEH3UBHAs mepanusi, Ha (hoHe Komopol omme4ancs
KPamKospeMeHHblil NoA0JICUMenbHblll d¢pexm 6 eude cHU-
JICEHUS apMepUaIbHo20 0agaeHus 00 HOPMAAbHBIX 3HAYEHUL.
OdHako Ha gone nposodumoll mepanuu HabAOOAAC OOHO-
KPammbwlii 3nU300 CUHKONAAbHO20 COCTNOSIHUAL.

Pebenok 6bin eocnumanuzuposan 6 0emcKyr KauHuue-
CKYI0 OOAbHULUY NO Mecmy JHCUmenscmea 04s npoedeHus:
doobcaedosanus. Ilpu  yavmpaseykoeom uccredoganuu
OpHOWHOL NOAOCMU  8bIA6AEHO 00pA308aHUe 8 NPOeKUUU
sopom neeoil nouku. Ilo pezysvmamam Myabmucnupanb-
Hoil KomnoromepHoii momoepaguu (KT) 3abprowunnozo
nPOCMPAHCMeEa ¢ KOHMPACMUPOBAHUEM BbIS6AEHO NAMO-
A02udeckoe HogooOpaz0eanue cpedHee0 CeeMeHma Aeoll
NOUKU NPeUMYU,eCEeHH0 COAUOH020 XapaKkmepa, Heoo-
HOPOOHoOU cmpyKkmypsl, pazmepamu do 3,2 X 2,9 x 2,9 cwm,
obsemom 14 cm’.
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s ycmanoeaenust duaeHo3a u onpedenerus danvHeiuell
makmuxu éedenus: nayueHmka oviia Hanpaenena ¢ OI'BY
«HMUIl JIOH um. JImumpus Poeauesa» Munzdpasa
Poccuu.

Tlpu nocmynaenuu cocmosiHue nayueHmKu OYeHU8aI0Ch
KaK msicenoe no 0CHOBHOMY 3a001e8anuio. Apmepuanvroe
daeaenue coxpausnoce Ha ypoeue 110/75 mm pm. cm. Ha
gone eunomensuenoii mepanuu. Ilo dannvim nabopamop-
HbIX UCCAeO08AHUTI OMKAOHEHUT 8 KAUHUYeCKOM U OUOXu-
MUYECKOM AHAAU3AX KPOBU, MAK Jce KAK U 8 KAUHUYeCKOM
auanuze mMo4u, 8vlA6AeHO He 0bL10. Ha myasmucnupanvroii
KT opeanoe Gprownoii norocmu ¢ 6HYmpuUgeHHbIM KOHMPA-
cmupoganuem no nepeoHemy KOHMYpY cpedHe2o ceeMeHma
€60l NOYKU OMMeHaioch namoaoeuHecKoe Hogooopazoea-
HUe ¢ YeMmKUMU, POBHBIMU KOHMYPAMU, WAPOBUOHOL (hopmbl,
HeoO0HOpOoOHOU naomuocmu, pazmepamu 3,2 x 2,9 x 3,0 cm,
obsemom 14,5 cm’. Obpaszosanue dedopmuposanro KoHmyp
opeaua, HO He PACHPOCMPAHANOCH HA YAUEHHO-A0XAHOUHYIO

cucmemy (puc. 1).

a 0

N

Ny

Puc. 1. KT opeanos 6prownoti norocmu ¢ @HympueeHHbIM KOHMPAcmu-
posanuem: a — KOPOHApHAs NpoeKuus; 6 — casummanvHas NPOeKuus;
6 — akcuanbHas npoekyus. B eenoznoil pase konmpacmuposanus é cpednem
ceemeHme 1€60li NOUKU onpedensemcs 00pazosanue, He0OHOPOOHO HAKANAU-
saroujee konmpacmuulii npenapam (FOIKO)

Fig. 1. Contrast-enhanced abdominal computed tomography (CT) (venous
phase) of the left kidney: a — coronal projection; 6 — sagittal projection;
6 — axial projection. A mass with heterogeneous contrast enhancement is seen
in the middle segment (juxtaglomerular cell tumor (JCT) of the left kidney)

Ilpu anaause pazmepog onyxoau 6 meenue 1 mec s6HOU
Junamuku He ommeuanocs. Ilpasas nouka He Obiia yee-
AUYeHa, KOHMypul pogHvle, uemixue. Kopmuko-medyinsp-
Has ougpgepenyuayus coxpanena. Yauweuno-r0xanoyHole
cucmembl 0beux novex He pacuiupensl. Penmeenoxonmpacm-
Hble KOHKPEMEeHMbl 8 NOAOCHHBIX CUCMeMAaxX No4eK U Moye-
MOYHUKAX He onpedessnucs. Deaxyauyus KOHMPACMHO2O
seujecmea ceoespementas ¢ obeux cmopoH. Haonoueunuku
00bIMHOU opMbL U NOA0JICEHUS, 0OHOPOOHOU CMPYKMYPbL.
Takum obpazom, evisi61eHO 00pazosanue cpedHezo ceemenma
seeoil nouku. Ilpu nposedenuu KT opeanos epyornoil kaem-
KU ¢ KOHMpacmupoganuem OaHHbIX 34 Memacmamu4eckoe
nopaicenue 1e2Kux He 0biA0.

TIposeden mexncoucyunauHapHiil KOHCUAUYM C yHacmuem
epaueil — 0emcKUx OHK010208, OeMCKUX XUPYPO8, N)HeBblX
mepaneemos, a makice epaueii-penmeenonoeos. Coenau
861600 0 HeobX00UMOCMU 2UCMOoN02UHecKOl eepudukayuu
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obpazoeanus ¢ ywemom eo3pacma nayuenmiu (11 nem),
Heboavuiux pasmepos oopazosanus (menee 200 cm?) u, cae-
do6amenvHO, OMHOCUMENbHO HU3K020 PUCKA PA38UMUsL Heq)-
pobaacmombl, mpedyroujeli nposedeHuss HeoadsHO8AHMHOU
mepanuu.

B pamkax nposodumoii ¢ HMHUI] JITOU um. Imumpus
Poeauesa npoepammovl no eHeopeHuUr0 AANAPOCKONUHECKUX
onepayuii npu onyxoasx nouek [I14] pebeunky evinoanena
AANapocKonu4ecKkas pezekuus neeoli nouyku. B xode onepa-
Yyuu 8 OPHOULHOL NOAOCIU CNAYHO20 npoyecca U c80000HOl
acudKocmu 06Hapyscero He 0biao. Ilapuemanvhas bprowuna,
neuemny, cenezeHKa, Heeay0oK 00CmynHol 045 8U3YANU3AYUL.
Omaenvl MOHKOU U MOACMOU KUWKU 0e3 namonoeu4ecKux
usmerenuil. C ucnonvb3o8anuem yabmpazeyKkoe0e0 CKanibhe-
A5 MOOUAUZ08AHBI HUCX00AUWAs 000004HAS KUWKA, N1e8blll
MOYemoYHUK, 1e8as NOYKA, 1e8as NOYeHHAs 8eHa U apme-
pus. B eepxnem noaroce ne6oii nouxu euzyaiusupoeano noo-
KancyavHoe H08oo0pazosanue 0o 4 cm 6 duamempe. Ilpasas
NOYeYHas HONCKA nepedcamad, OCHpbiM NYymem 6blNOAHeHA
pe3eKyus NoYKu, a makice OUONCUS NAPAaAoPMANbHbIX AUM-
Gamuueckux y3108.

s nposedenus — eucmonoeu4eckoeo  Uccaedo8aHus
mamepuan Ovin nepedan 6 1abopamopuro Namomopgho-
aoeuu HMUI] JITOU um. JImumpus Poeauesa. Makpo-
CKOnu4ecKu Habawoaics @pasmeHm NOUKU C ONYXOAbH),
NOBEPXHOCMb NOKPbIMA MOHKOU (QUOPO3HOI  Kancyaoil
¢ noonexcauieil knemuamkoi. Ha paspese onpedensiacs ony-
X041e6blil y3en CONUOHO-KUCMO3HOU CMPYKMYPbL, pasmepamu
3,0 x 2,6 x 3,0 cm, duamemp Haubonee KPYNHOU KUCMbL —
0,8cm. Tkans necmpoeo 8uda, memHo-KOPUHHEB020 U CEEMA0-
cepoeo usemos. Hekposvl makpockonuuecku He onpede-
adauce. Jlumgamuueckue y3nvl npedcmasnenvl GpacmeH-
mamu MKAaHU cepoeamoe0 ygemd, HAOMHOINACMUHECKOL
KoHcucmenyuu. Pasmeps Hauboavweeco @paemenma —
1,9% 1,6 % 0,7 cm.

Mukpockonuuecku omme4anroco Haiuvue gpaemenma
NOYKU C ONYXoabl0 6 Kope ¢ 4emKkumu eparuyamu. Heo-
naacmu4eckas MKAHb COAUOHO20 CMPOeHUs ¢ @OKycamu
gopmuposarus  ncegdoerezd. Ilamonoeuueckue Kiemxu
OKpyenvle, cpedHe2o paszmepa, ¢ OOUAbHOU 2epPaHYASIPHOL
YUMONAA3MOLL, OKPY2AbiMU A0pamu. Xpomamun mMeakoenslo-
yamolil, A0pblUKU He onpedeasiomcs. B npedeasax onyxoau
BUOHBL KPOBOU3NUAHUS, NCEBOOKUCMbL U UjenesudHble Noao-
Ccmu, 8bICMAAHHblE ONUCAHHbIMU KaemKkamu (puc. 2). Tlpu
ummyHoeucmoxumuyeckom uccaedosanuu ¢ CD34, panCK,
WTI, CD56 onyxoav dugghysno skcnpeccupyem CD34
(puc. 3). B aumpamuueckux y3nrax umeomes peaKkmueHle
usmenenus. Takum obpazom, no pe3yibmamam eucmono-
2U1eCcK020 U UMMYHOUCIOXUMUYECKO020 UCCAe008AHUI Obia
yemanoenen duaernos: FOTKO nouku.

Yuumoieas eucmonoeuueckuit mun, dobpokauecmeen-
HbLI Xapakmep HO8000pPA308aHUS, BbINOAHEHHOE PAOUKANb-
Hoe XupypeuuecKkoe emeulamenscmeo, NPUHAMO peuleHue
0 QuUHAMUYECKOM HabAOeHUU ¢ NPOB8eOeHUEeM KOHMPOAbHOZ0
06c1e006aHUs 8 8Ude YAbMPA3BYK08020 UCCAe008AHUS NOHEK
1 paz 6 3 mec u c excedHegHbIM KOHMPOLEM APMEPUANLHORO
dasnenus. Ilocne npogedenus: onepamugHo2o AeHeHus uno-

m meH3UueHasA mepanus Ovina OMMEeHeHa, npu 5mom apmepu-
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Puc. 2. Onyxonesvie eneszoa ¢ kposousnusnuamu. Okpacka eemamoxcunu-
HoM u 303uHom, % 100

Fig. 2. Tumor nests with hemorrhages. Hematoxylin and eosin stain, x 100

Puc. 3. Jupgysnasn sxcnpeccus CD34 knemrxamu onyxoau, X 40
Fig. 3. Diffuse CD34 expression by tumor cells, x 40

anvHoe 0aesneHue COXPAHN0Ch 8 NPedesax 603PACMHOL HOp-
Mol Ha dannwiit momenm cocmosinue pebenka He cmpadaem,
ommeuaemcsi NOAHOe KYRUPOGAHUe aApPMepUdibHoll eunep-
mensuu. Ilayuenmka xcuea 6e3 onyxoau, OAUMENbHOCHb
Habarodenus cocmasasem 16 mec.

Oo0cyxmenne

IOT'’KO npencrapisior codoit HeboblIe HOBOOOpa-
30BaHUSI B KOPKOBOM BEIIECTBE TMOYKH, CPEIHUN pa3-
Mep — npuoan3nTeNbHO 2,8 cM. OaHAKO OBLIN OTKMCAHBI
ornyxoau paszmepoM Bcero 0,2 cMm, a TakKe cO0O0IIANOCh
0 penkoil 3nmokadectBeHHoU ¢dopme FOI'KO pazmepom
15em [2, 9]. BomsmmucTBO FOI'KO MMeroT yeTkue rpaHu-
1IbI, TTOJTHOCTBIO WJIM YaCTUYHO MHKATMCYJIUPOBAHbI, XKeJI-
TOBaTO- WJIM CEPO-KOPUIHEBOTO IIBETA, C HEOOIBITUMU
yJacTKaM¥1 KPOBOM3JIUSTHUS UM Kuctamu [9, 15].

C yyeToM peakocTu 3a00jieBaHUS UMMYHOTUCTOXM-
MUYecKuii mpodwib U3y4eH He A0 KoHua [1], omHako
M3BECTHO, UTO OMyXxoJib 1nddy3Ho akcnpeccupyer CD34,
BUMEHTUH. DKkcnpeccust aktuHa 1 CD117 BapuabenbHa
[16, 17]. Takke oTMeuaeTcst 1 dy3Hast MOTOKUTETbHAS
peakuusl peHuHa. Peakium ¢ ¢akropom Bumnebpannaa,
o0IMM LIUMTOKepaTuHOM, aecMmuHoMm, S100, HMB-45,
XpOMOTPAaHUHOM A, CHHANITO(PU3NHOM M HEMPOHCITCI -
(pnueckoii eHota30i oTpunatesbHbe [17].
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W3zyuyenue matoreHesa KOI'KO rmouku BK1104aso oleH-
Ky FT€HETUYECKUX aHOMaJIuii. B pe3yabrate nmpoBeaeHHBIX
HCCIIeI0BAaHUI OBLIO YCTaHOBJICHO, UTO gain 10q, a Takke
morepss xpoMocoM 9 u X u geneuusi 11q Moryr urpaTh
KJIIOUEBYIO pOJib B pa3BUTUU JAaHHON omyxonu [7, 9, 17].
HuTepecHo, 4To mpu MPOBEACHUM MOJIEKYJISIPHO-TEHE-
TUYECKOTO MCCIIEOBAHUST OIMyXOJIEBBIX KIETOK METOAOM
PHK-cexkBenupoBanust 66Ut BoisiBieHbI t(7;8)(q34;q12)
u t(7;8)(q34;q13), 3arparuBarniue reH NOTCHI, uyto
MOTEHIIUAJIBHO YKa3bIBAET HA BO3MOXHOCTb MPOBEICHUS
TApreTHOW Tepanuu TPU HEPe3eKTaOETbHBIX OITYXOJISIX
[18].

B knuHuueckoil kaptuHe y manueHtoB ¢ FOT'KO
HaOIOMAI0TC  TsKenasi apTepuanbHasi TUIMEPTEH3Us,
TUTEPATBAOCTEPOHU3M M TUITOKAIUEMUSI, OOYCIOBIEH-
Hble cekpelueid peHuHa omyxoyblo [19—21]. OmHako
JIAHHBIE CUMIITOMBI MOTYT TIPOSIBJISITBCSI U TIPU JAPYTUX
BUIax omyxoselt mouex [19, 20, 22, 23]. B 3aBUCUMOCTH OT
apTepuaIbHOTO JABJICHUS U YPOBHS KaIUsl B CBIBOPOTKE
kpoBu FOI'’KO moxHO Kj1accupuLupoBaTh Ha TUTTUYHEBIE,
aTUNUYHbIE U HedyHKUUOHUpYolue [24]. Xapakrepu-
CTUKA TUIIOB OMYXOJiel MpeacTaBieHa B Taou. 1.

Tadomaua 1. Xapakmepucmuxa munos FOI'KO nouek [24]
Table 1. Classification of JCT [24]

Tun CumnroMaTHKa
Type Clinical presentation

TunuaHbIit TunepreH3us U rurnoKaJIueMust
Typical Hypertension and hypokalemia
HeTtunuunsrit [unepreH3us 6e3 runokaIueMmun
Atypical Hypertension without hypokalemia
e OTCyTCTBUE TUTIEPTEH3UN

Y TUITOKAJTEMU Y
No hypertension or hypokalemia
|

Non-functioning

ApTepuanbHas TUIEPTEH3US MOXET COXPaHSIThCS
B T€UEHUE HECKOJbKUX JIET 10 YCTAHOBJIIEHUS ITHUArHO-
3a, IPUYEM €€ BBIPaKEHHOCTb HE 3aBUCHUT OT pa3MepoOB
omyxoau [5, 15, 20]. CumnTomaTrka 3a0oJjieBaHUS Tpe-
UMYIIECTBEHHO OOYCJIOBJICHA THIIEPTCH3MBHBIM CHH-
JIPOMOM U BKJIIOYAET IOJIOBHBIE OOJIM, TOJIOBOKPYKEHUE,
MOJUYPUIO, TPOTEMHYPUI0O W petuHomatuto [15, 17].
B penkux ciydasix BcTpedaloTcss HeYHKIIMOHUPYIOIINE
BapMaHTbl ONYXOJU, HE COMPOBOXIAIOIIUECS apTepu-
aJTbHOW TUTIEPTeH3UWe W HapylIeHWeM YpPOBHS KaJus
B CBIBOPOTKE KpoBU [24, 25].

ITo manHbIM Knaccupukauuu BecemupHoii opraHusa-
LINY 3IpaBOOXPaHEeHUsI, CyIIecTBYeT 0ojee S0 pa3IMIHBIX
omyxojieii mouyek [26]. Tlpu stoM muddepeHInaTbHAS
JIMarHOCTMKA Ha TIPEIOTepallMOHHOM 3Tare MOXET ObITh
3aTpy/IHEHA, TTOCKOIbKY KIMHUYECKUE TTPOSIBICHUS, KaK
U PEHTIeHOoJornyeckass KapTuHa, 4acTo ObIBAIOT CXOXU
¢ Apyrumu omyxojsamu nouek [15, 17, 22, 23]. UHctpy-
MEHTaJIbHbIE METOIbl MCCIEeIOBaHUsI, TaKuMe KakK YJIbT-
pa3BykoBasi quarHoctuka, KT, MarHUTHO-pe3oHaHCHasI
ToMOrpacdusi, ITO3BOJSIOT AUATHOCTAPOBATH HATNIHNE
OITyXOJIEBOTO KOMIIOHEHTa, JIOKAJIM30BaTh €ro, a Takxke
OMpeNeJUTh pa3Mepbl U CTPYKTYpy HOBOOOpPA30BaHUS.
C y4eToM 3THX JaHHBIX OIpEAe/ISICTCS MajJbHEHIIas Tak-
THUKa BeJieHUs MmanueHTa [19].
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HecmoTpst Ha 4yacTylo XxapakKTepHYI0 CHUMIITOMATUKY
B BUIE CTOMKOW apTepuabHOM TUIIEPTCH3UM, TMIIOKA-
JINEMUM, TIOBBIIIEHUS YPOBHS PEHWHA W aJIbIOCTEPOHA
B KPOBH, B HEKOTOPBIX CIIyJasiX OITyXOJIb MOXET IIpOTe-
KaTh OeccuMIiToMHo. B 3apyOeskHoi1 TuTepaType omnuca-
HBI CJIydad, IIPY KOTOPBIX JaHHAsT CUMIITOMATHUKA MOXKET
BCTpeYaThCs MIPU Pa3HBIX 3]I0KAYCCTBEHHBIX BUIAaX HOBOO-
Opa3oBaHUil, TaKuMX KaK JAeCMOIIaCTUYECKas MEeJKO-
KPYIJIOKJIETOYHAS OITyXOJib, HedpobiaacTomMa, MOYEYHO-
KJIeToyHas kKapumHoma [19, 20, 22, 23]. BcnenmctBue
3TOTO 10 JaHHBIM KIIMHWYECKOW KapTUHBI MOXHO JIUIIb
npenmonarath Hammune FOI'KO. OmHako ycTaHOBUTH
OKOHYATEJIbHBII JMarHo3 BO3MOXHO TOJIBKO IPU MOp-
(onornueckoM mcciaegoBaHuu. st mpuMepa npuBeaeM
CPaBHUTEIBHYIO  XapaKTePUCTUKY  CBETJIOKJICTOUHOM
noyeyHokiaeTouyHoil kapurHoMbl (cBITKK) u FOI'KO [9,
27]. B Taban. 2 npeacTtaBiaeHbl Kputepuu a1uddepeHanb-
HOM IWUAarHOCTUKU 3TUX OITYXOJIEN.

Takum oOpa3oM, aHAIM3UPYS JaHHbIE, TTPeACTaBIeH-
HBIC B Ta0JI. 2, MOXXHO CIEJIaTh BBIBOI, UTO PEHTICHOJIOTH -
yecKasl KapTMHA U KJIMHUYECKHEe TIPOSIBICHUS Jal0T BO3-
MOXHOCTb TIPEAIOJOXUTh XapakTep TeUeHUs Mmpolecca
¥ BUI OITYXOJIM, CAENATh IIpeABAPUTEIbHOS 3aKITI0UCHHE,
OJTHAKO OKOHYATEIbHbIN IMarHO3 YyCTaHABJIMBAETCS MOCIIE
TIPOBEICHNS TUCTOJIOTUYECKOTO I TMMYHOTUCTOXUMUYE-
CKOTO UCCIIEIOBAHUN.

B nipeacraBieHHOM KJIMHUYECKOM Ciydyae BBUAY pe-
KOCTH TAHHOTO 3a00JIeBaHMSI, B OCOOCHHOCTH B IICAM-
aTPUYECKON TMOMYJSILMU, a Takke KIMHUYECKUX Ipo-
SIBJICHUW B BUJE CTOMKOU apTepuaibHON TUIIEPTEH3UU
B oTCcyTCcTBHUE rurokaanemu Hanmaue FOI'’KO mouku Ha
JIOOTIepallMOHHOM 3Talle 3arnoao3peHo He Obuto. C yue-
TOM HU3KOI 4aCTOTHI BCTPEUYaeMOCTU JaHHOI MaTOJIOTUM
OlICHKAa YPOBHEH peHMHA U ajJbJOCTepOHAa B KPOBM HE
npoBoauaack. [To nanubiM KT opraHoB OpiolIHo# 1MoJio-
CTU TIO TIepeIHEMY KOHTYpPY CPEIHETO CETMCHTAa JICBOU
MOYKH BM3YaJIMU3UPOBAIIOCH 00pa3oBaHUE C YETKUMH,
POBHBIMI KOHTYpaMM, IIapOBUAHONW (POpPMBI M HEOI-
HOPOITHOW CTPYKTYPBI. YUUTHIBAas BO3pACT IAIIMEHTKH,
PEHTTEHOJOTUYECKYIO CTPYKTYPY, PacIpOCTpaHEHHOCThb
3a00JieBaHUs, HEOOJbIIE pa3Mepbl 0Opa3oBaHus, Tud-
(bepeHIIMaTBHBINM IUAaTHO3 IMPOBOIUIICS C TAKUMM OITyXO-
JIIMU TTOYeK, KaK aHTMOMUOJUIIOMA, MTOYeUHOKJIETOUHAs
KapumHoMa. Kak yxXe oTMeJatoch BhIIIIE, C YIETOM BBICO-
KOl BEpPOSITHOCTH BBISIBJIEHUST OMTHOTO U3 PEIKHUX BapUaH-
TOB OMYXO0JIell MOYeK y AeTel MpeAnoYTeHUEe ObUIO OTAAHO
BBITIOJTHCHUIO TIEPBUYHON Pe3eKIIMHU TTOIKH.

OcHoBHbIM MeToaoMm JjedyeHust FOI'KO saBnsiercs ee
XUPYPIUYecKoe ynajeHue, LeJb KOTOPOro 3aKII0vaeTcs
B YCTpaHEHUM WMCTOYHWKA THUIIEPPEHUHEMUU W TIpe.-
OTBpallleHUHU MPOTPECCUPOBAHUSI OCJIOXKHEHUI, 00y-
CJIOBJICHHBIX apTepUaIbHON THUIIEPTCH3MCH. YUMTBIBAs
MOOPOKAYECTBEHHBIN XapaKTep OIMYyXOJM U OTCYTCTBHUE
MOKa3aHUI K CUCTEMHOI Teparuu, OpraHOCOXpaHsIoIIe
oIepalii 0OECIIEUNBAIOT TTOJTHOE U3JICUCHUE C OBICTPOI
HOpMasIM3allMeil apTepuaibHOrO AaBJACHMSI, MUHUMU3U-
PYSI TIPY 3TOM PUCKH CEPACYHO-COCYANCTBIX 1 TTOYCTHBIX
MOBPEXIACHUN, CBI3aHHBIX C UIATEJIBHOW apTepuaib-
Hoii runepteH3uein [21, 28]. HeobxoammMo OTMETUTb,
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Table 2. Differential diagnosis of JCT and clear cell renal cell carcinoma (ccRCC) [9, 16, 27]

Parameter JCT ccRCC

Bospact

Tun kierok
Cell type

JlaGopaTopHbie moka-
3arenun
Laboratory findings

JOCTEPOHU3M

hyperaldosteronism

KiuHuueckast KapTuHa

Clinical presentation Arterial hypertension (common)
Mopdonoruueckue OnHOpOaHAs CTPYKTYpa,
0COOEHHOCTH HEWHBA3MBHBIN XapaKTep pocTa

Morphological features

KT: cpennuit pazmMep — npuGIM3UTENBHO 2,8 CM.

PenTreHonornvyeckast [umoneHcBHAsT MW M30ICHCUBHAS TBEpIast
KapTuHa HEOJHOPO/IHAsI Macca
Radiological features CT: mean size — approximately 2.8 cm. Hypodense or
isodense solid heterogeneous mass
MMMyHOTMCTOXUMUS Penun*, CD34, BuMeHTUH "
Immunohistochemistry Renin*, CD34, Vimentin*
OrnyxoJIeBbIi y3eJ COMMIHO-KUCTO3HOU CTPYKTYPBI
Makpockomyeckast X 'Y o PYKTYD
O — ¢ hubpo3HOII KaICyI0i Cepo-KOPUIHEBOTO 1IBETa

Macroscopic appearance ;
pic app gray-brown in color

Kpyriible KI€TKM ¢ HEeYeTKMMU TpaHuLIaMu, €1abo-
903UHOGUITBHON IIUTOTUIA3MOM U HEOOTBITUMU SAPAMU
B LIEHTPE, XOPOIIO BbIPAXEHHOU COCYUCTOM CEThIO,
MUTO3BI BCTPEYAIOTCSI peiko. MOTyT MPUCYTCTBOBATh

Mukpockomnuyeckast
KapTHHa

; . HeOOJIbIIME OYar HeKpo3a
Microscopic appearance

Ot 6 10 72 net (cpemHmii Bo3pact — 27 JIeT)
Age From 6 to 72 years old (average age — 27 years old)

Kietku rokcTarioMepyI0KJIeTOYHOTO arapara
Cells derived from the juxtaglomerular apparatus

CCKpCHI/IH PEHHMHA. Yacto TUIIOKAINEMUSA, TUTIEPAJIb-

Renin secretion. Frequent hypokalemia,

ApTtepuaibHasi TMTIEPTEeH3Us (4acTo)

Homogeneous structure, non-invasive growth pattern

Solid-cystic tumor nodule with a fibrous capsule,

Round cells with indistinct borders, weakly eosinophilic
cytoplasm, and small central nuclei; prominent vascular
network; rare mitoses. Small foci of necrosis may be present

O06b1uHO crapiue 60 et (cpeaHuii Bo3pact — 62 roma)
Typically over 60 years old (average age — 62 years old)

Krerku, mporcxonsime U3 KaHalblieB MOYek
Cells originating from the renal tubules

OTcyTCTBUE CEKPELMU PeHUHA, YaCTO MaKporeMaTtypusi,
aHeMusI
No renin secretion. Frequent macrohematuria, anemia

AHeMus, Makporemartypusi, 060Jb B O0KY, aJIbIIUPyeMOe
o0pa3oBaHue, apTepraibHasi TUTIEPTeH3Us (PENKO)
Anemia, macrohematuria, flank pain, palpable mass, arterial
hypertension (rare)

TManwuisipHast wiu TyOy IsIpHasi CTPYKTYpa, IPU3HAKKI
WHBa3MBHOTO POCTA, HEKPO3BI
Papillary or tubular structure, invasive growth, necrosis

KT: onyxosnb yaiiie 601b1IMX pa3MepOB 1 MPOPACTaeT
M3 TI0YEYHOIT Kophl. [MepBackyasipHOe 00pa3oBaHue
C HEOJTHOPOHBIM COIEPXKUMBIM
CT: tumor is often larger and arises from the renal cortex.
Hypervascular mass with heterogeneous content

PAX8, CAIX, CK7*, CD10*

Martepuai cBETJIO-XeATOro 1BeTa C y4acTKaM1 KPOBOU3IIN-
STHUI, MIMEIOTCSI TPU3HAKK MHBa3MBHOTO POCTa
Light yellow tissue with areas of hemorrhage, invasive growth

[He3n0Boi, TPyOUaThIii MM aTbBEOJISIPHBII THIT POCTa,
COCTOSIIININ U3 KJIETOK C OMTUYECKHU ITPO3PAYHOI
LUTOIIA3MOM, CJIOKHAsI COCYANCTAs! CEThb C KaluLIsipaMu,
OKPYXAIOIUMHK TIPAKTUIECKN KaXI0€ CKOTUICHIE
OIyXOJIEBBIX KJIETOK
Nested, tubular, or alveolar growth pattern composed of cells
with optically clear cytoplasm; complex vascular network with
capillaries surrounding nearly every tumor cell cluster

YTO B MEXIYHAPOIHOW JIUTepaType UMEIOTCSI OIMMCaHUs
YCIEIITHOTO IIPOBEICHUSI OPraHOCOXPAHSIONINX OIlepa-
LIV y TTallMeHTOB JeTcKoro Bo3dpacra [28]. Kpome Toro,
onucaH ciydait Mmetacratmdeckoit popmbl FOI'KO mouex
y pebeHKa ¢ OmIaTepaabHBIMM JISTOYHBIMU METacTa3aMM.
[IpoBeneHHass XMMUOTEpaIsl He IpHUBeJIa K perpeccy
METacTa3oB, OJHAKO BBITIOJTHEHHBIC JBYXCTOPOHHUE
TOPAaKOTOMMU C paauKaIbHBIM YIaJeHUeM MEeTacTa3oB
TO3BOJIMJIN PEOEHKY B TeUeHUE 2 JIET OCTaBaThCSI B PEMUC-
cuu 1o 3adosieBaHuIo [29].

ITpornos npu FOTKO nouku pacueHuBaeTcsl B 00Jb-
IIMHCTBE ClTyyaeB Kak OnaronpusiTHbI. Kak OGbuto cka-
3aHO paHee, B psilie cJiydaeB OTMEUYEHO Pa3BUTHE OTIa-
JIECHHBIX METacTazoB [2, 29], 4ToO MOXET KOppeJIupoBaTh
¢ OOJIBIITMU pa3MepaMU OITYXOJIM U MOP(OIOTTIeCKIMH
XapaKTepUCTUKAMU, BKIIOUAIOIINMHI BBICOKYI0 MUTOTH-
YECKYI0 aKTUBHOCTD M HaJM4yue HEKPO30B [2, 9].

B omnuchiBaeMOM KIMHUYECKOM cliydae IMOCJe Ipo-
BEICHUS JIalIapOCKOIMMYECKON pe3eKIUM YCTaHOBJIECH
Mopdosornyeckuii auarHos: FOI'KO mouku. YuutsiBas
JIOOPOKAYECTBEHHBII XapaKTep OMyXOJIu, ITOCe MTPoBeae-
HUST PaIuKaJIbHOTO XUPYPTUUECKOTO JICUYEeHMS TTalleHTKa
OblIa OCTaBJIeHa IO TMHAMUYECKUM HAOIIONEHUEM I10
MECTY XUTEIbCTBA, KOTOPOE B TOM YHUCJIE MPEIycCMaTpu-
BaeT PETYJISIPHBINI KOHTPOJIb apTepuabHOTO MaBJICHUS

m 1M KOHCyJIbTallMM KapauoJjora IIpu HEOOXOIUMOCTHU.

JlanHoe HaOJoIeHNe TOMUYEepPKUBAET LIEHHOCTh MyOJIM-
Kalluu KaXXJI0ro eIMHUYHOro ciayyas Kak MHCTpyMEHTa
HaAKOTUICHUS 3HAHUI, KOTOPOE JIOXKMUTCSI B OCHOBY CO3/a-
HUS KIMHUYECKUX PEKOMEHIALIUI TP OTCYTCTBUM BO3-
MOXHOCTH MPOBEJAEHUS UCCEA0BAHUI BEICOKOTO YPOBHSI
MIOKa3aTeJIbHOCTH BBUILY peaKOCTH 3aboneBanms [30].

3akmouenue

IOTKO gBngercs peakuM IT0OpOKaYeCTBEHHBIM
BUIIOM OITyXOJIM TIOYEK JeTCKOro Bo3pacta. CylecTByeT
CIIOXXHOCTB B TIpOoBeIeHUM T depeHIINATBHO TUarHoC-
TUKU PA3IMYHBIX TUCTOJOTMYECKUX BApUAHTOB OMyXOJjeit
MoYeK — Kak JOOpPOKAaYeCTBEHHBIX, TaK U 3JTOKAYECTBEH-
HBIX — Ha TIPEIOIepallMOHHOM 3Talle C YYeTOM OOJIBIIIOTO
pa3sHooOpa3rsi HO30JIOTMYECKUX (hOpM U 4acTO CXOXKeil
PEHTIeHOJIOTHYeCKOl KapTUHBI. [IposiBieHne CTOWKON
apTepuaIbHOM I'MIIePTEH3UN MOXET KOCBEHHO YKa3bIBaTh
Ha Bo3MoxxHoe Hainuue FOT'KO, omHako B HEKOTOPBIX
CIyJasxX OITyXOJIb MOXKET IIPOTeKaTh OeCCHMIITOMHO.
B cnyyae Mopdho0ruyeckoro MmoaTBepXKICHUST JaHHOTO
TUCTOJIOTUYECKOTO BapuaHTa MPEATNIOYTUTEIbHBIM METO-
IIOM JICYCHUS SIBJSICTCS] XUPYPTUUECKOE BMEIIATEIbCTBO
B BUIE BBINOJHEHUS OPTaHOCOXPAaHSIOLIEH Ornepalui,
yTO O0O0ECIeYMBaET TIOJTHOE W3JIeYeHUe, KYMUPOBaHUE
apTepuaIbHOM THIEPTEH3UM U TIO3BOJISICT IMPOIOTIKUTH
JMHAMUYeCcKoe HaOTIoIeHNE MallueHTa.
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