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Pesiome

Onyxonu, cekpeTMpyloLne KaTexonaMuH, ABAAIOTCA PeaKMMM HOBOOOpPa3oBaHMAMU 1
BCTpeyvatoTca MeHee yem y 0,2% nauneHTOB C apTepuasnbHON runepteH3nei. B To Bpems
KaK ruraHTckume bpeoxpomoLmToMbl BCTPeYatoTca ropasfo pexe. NpeacraBneH KnuHuye-
CKUI cnyyali 48-neTHero MykUmHbl, y KOTOpOro Obina rmraHTckas 3j10KkayecTBeHHasa deo-
Xpomouutoma pasmepom 27x19x13 cm. Bo Bpema obcnefoBaHna Ha remaTypuio B npa-
BOM HafMoOYeyHMKe NaLMeHTa ClyyaiHo O6bII0 06HAPYKEHO U NMOATBEPXKAEHO HoMbLUOe
o0bpa3oBaHe, AMarHOCTUPOBaHHOE Kak rmraHTckas ¢eoxpomMmouutoma.
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Abstract

Tumors secreting catecholamines are rare neoplasms that occur in less than 0.2% of
patients with hypertension. While pheochromocytomas are rare neoplasms in the adrenal
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glands, giant pheochromocytomas are much rarer. In this report, we present the case of
a 48-year-old man who had a giant malignant pheochromocytoma measuring 27x19x13
c¢m. During an examination for hematuria, a large formation was accidentally discovered
in the patient’s right adrenal gland.

This formation was diagnosed as a giant pheochromocytoma and proved; therefore,
notification of it was considered important for medical professionals.

Keywords: metanephrines, malignant pheochromocytoma, hematuria, hypertension,
chromaffin cells

Onyxonu, CeKpeTnpyoLne KaTexonaMuH, NPoucxoasiume n3 xpoMadpuHHbIX KNeTok,
6bIBalOT 2 TMMOB: HEOXPOMOLIMTOMA M3 MO3rOBOIO BeLLeCTBa HAANMOYeUYHVKOB U NaparaH-
rMOMa U3 CUMMNATUYECKMX FaHIMEB.

DeoxpomoLMTOMbI — pefKme HOBOOOPa3oBaHWsA, BCTpevaowmecs meHee yem y 0,2%
NMauneHTOB C apTepuanbHoN runepteHsuen [1, 2]. B To e Bpema ruraHtckme ¢peoxpo-
MOLIMTOMbI BCTPEUAIOTCS ropa3fo pexe. XoTa 60MbWMHCTBO TakMX OMyXOJSiell OCTalTCs
[obpoKayecTBeHHbIMU, 0KOJI0 10% CTAaHOBATCA 3/I0KaYeCTBeHHbIMU. HecmoTps Ha To uTto
GONbLUMHCTBO ClyyaeB ABNATCA CMOPAAUYECKMU, MHOTAA OHM MOTYT ObITb CBA3AHbI C
MHOeCTBEHHOW 3HAOKPUHHONM Heonna3uen 2-ro tuna (MEN-2), cuHgpomom mnnena —
JNungay (VHL) n pexe c HepodmbpomaTtosom 1-ro Tuna (NF-1) [3, 4].

MNpeponepaLoHHasn AnarHoOCTUKa 1 TepaneBTNYeCKoe ieyeHrne MoryT 6biTb 3aTpya-
HeHbl y NaLMEHTOB CO 3/I0KAYeCTBEHHON GEOXPOMOLMTOMON. Knaccuyeckne cMMNTOMBI,
Habrnofaemble y NauneHTOB € GeOXPOMOLMTOMONW, BKIIOYAIOT SMN30ANYECKYIO FOJIOBHYIO
60/1b, MOTANBOCTb 1 TaxmKapauto [1, 5]. NpumepHO y NONOBUHBI NaLMEeHTOB Habnoaa-
eTCA NapoKCU3MarnbHaa apTepuasibHas rmnepTeHsns, y 60NbLIMHCTBA OCTaNbHbIX NaLu-
€HTOB — NepBUYHasA apTepuranbHasa rMnNepTeH3naA UIn HopMasibHOe KPOBAHOE AaBJieHue.
Y 60nbLUMHCTBA NAUMEHTOB C GEOXPOMOLMTOMON He NPOABAIOTCA BCE 3 KNACCUYECKUX
CUMMTOMa OJHOBPEMEHHO [6, 7]. [epBbIM LWArom B fMarHOCTrKe GeoxpomMoLUTOMbI AB-
nAeTcs GUOXUMMNYECKNI aHANN3 MOUU U GPAKLIMIOHMPOBAHHbIX MeTaHEGPUHOB U KaTexo-
NTAMWHOB Ma3mbl.

MNMocne GUOXMMUYECKOTO MOATBEPXKAEHUA AMArHO3a PEKOMEHAYETCA PEHTIEeHONOoru-
yeckoe UccnefgoBaHue ana onpenesieHrs MecTononoXeHus onyxonu. NpubnusnTtenbsHo
15% Bcex HeoxpomMoLMTOB ABAAIOTCA BHEMOYEUYHbIMU, HO 95% 13 HUX HAaXOAATCA B HptoLL-
HOW MONOCTY 1 Manom Ta3sy [4]. [inA AnarHoCTuUKM nopaxeHus HeobxoarmMa KomrbioTep-
Hast Tomorpadusa (KT) nnu marHutHo-pe3oHaHcHasa Tomorpadua (MPT) 6pioliHon nomno-
CTW U Manoro Tasa.

Kak Tonbko guarHoctupoBaHa $eoxpomMoLTOMa, MALVEHTOB ClieflyeT OneprupoBaTh
nocsie Heo6xoAUMON MeaMLUMHCKOW MOAroToBKM. Bo Bpemsa npeponepaliOHHON nog-
roToBKM TpebyeTcAa cMMNaTMYecKnini KOHTPOsb ¢ anbda-b6nokagon ¢ nocnegywoulen be-
Ta-agpeHepruyeckon 6nokagon. NMockonbKy onepauus no yaaneHnio GeoxpoMoLUTombl
conpsMeHa C BbICOKMM PUCKOM, BO BPeMA MaHUMyNALMK cnegyeT TwaTe/lbHO KOHTPONn-
poBaTb MoKa3saTtenu remognHamumkm [8]. Bbibop nogxofa BKOYAET Kak flanapockonmye-
CKYI0, TaK 1 OTKPbITYIO OMepaLuio B 3aBNCMMOCTU OT XapaKTEPUCTVK ONyXonu 1 pakTopoB
nayueHTa. B 3Tom oTyeTe 0 KNUMHUYECKOM Cllyyae NpefcTaBneHa rMraHTCKas 3/1oKaye-
CcTBeHHas GpeoxpomounToma pasmepom 27x19x13 cm.
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Cnyuyain 13 npakTukm

MauwneHT A., nctopua 6onesHn Ne 5453/26743, my»ckoro nona, 48 net, obpatunca B
cny»0y HeOTNOXKHOW MOMOLLU C Xanobol Ha KpoBb B Mouye. [Npu Y3U 6pioLiHon nonocty,
BbINOJIHEHHOM [1A1 BbIACHEHWA STUONOMMK reMaTypumn, B 061acTy NPaBoro HagnoyeyHmkKa
6b110 06Hapy»keHo 0bpa3oBaHKe AraMeTPOM 26 CM.

MaumeHT 6610 rocnutanunsnposaH B CO PCHIMMLOWP (oHkonornuyeckyto KnnHuky r. Ca-
MapKaHfaa) Ans ganbHewnwero obcnenosaHus, auddepeHuymnaumm fodpokavecTBEHHbIX 1
3/10KaYeCTBEHHbIX 06pa30BaHNI HAAMOUYEYHMKOB U OLIEHKM TOPMOHaNbHOWM akKTUBHOCTM.
Mpu Pm3mkanbHOM ocMoTpe ObiNM OTMeUeHbl Crefylollne nokasaTtenu: apTepuanbHoe
pasneHune 150/90 mm pT. CT,; yacToTa Nynbca 92 ya/mMuH; Temnepatypa 36,5 °C; abixatenb-
HasA cMcTema B HOpMe; cepaeyHbii pUTM B HopMe. [JonoHWUTeIbHOro rofioca 1 WyMoB He
Habniopganochb. MNpu ocmoTpe 6ptolHOM NonocTn H6b10 06HapyKeHo obpa3oBaHKe Npa-
BWJIbHbBIX KOHTYPOB pa3mepoM 20 cm, Nanbnupyemoe, ¢ ryboKo pacnonoXeHHbIM nopa-
XeHrem B MPaBOM BEPXHEM U CpefHeM KBafpaHTax. buoxmmuueckne aHanm3bl naymeHTa
6blIM B HOPME, HO NMpU NPOBEAEHUN FOPMOHaJIbHbIX TeCTOB Oblnn 06HapY»KeHbl BbICO-
Kue YpOBHMW appeHanvHa, HopagpeHanuHa n HopmeTaHepprHa B MOYe U Nnasme KpPoBK
(cm. Tabnuuy).

JlabopaTopHble aHanun3bl

Laboratory tests
Tectbl Pesynbratbi Hopmatusbi
AKTI 53,3ng/L 6,7-22,6 ng/L
Koptuson 21,2 yg/dL <46 pg/dL
HouHoW NogaBnAnLWmii TeCT C AeKCameTa3zoHoMm (1 mr) 0,80 ug/dL
TectocTepoH 3,82 pg/L 1,98-6,79 ug/L
AnbpocTepoH 24,36 ng/dL 7-30 ng/dL
PeHuH 3,58 ng/mL/h 0,98-4,18 ng/mL/h
AApeHanuH nnasmbl 173,92 ng/L <90 ng/L
HopapapeHanvH nnasmbl 754,93 ng/L <500 ng/L

MeTaHedprH CyTOUYHON MOuM
HopmeTtaHedpuH cyTouHOM Moun

198,95 ug/24 h
2643,27 ug/24 h

50-250 pg/24 h
100-500 pg/24 h

Puc. 1. MCKT: ruraHTcKas 310KauyecTBeHHaa ¢peoXxpomMoLTomMa NpaBoro Haano4Ye4yHnKa

Fig. 1. MSCT: giant malignant pheochromocytoma of the right adrenal gland
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MauneHTy 6611 NOCTaBeH fMarHo3 «peoxpoMoLnToma» U NPoBeAeHO XONTEPOBCKOe
MOHWTOPVPOBaHNe AnA KOHTPONA apTepuanbHOro AaBneHus B TeueHune 24 u. Obcnego-
BaHMe rnasHoro AHa 6b110 OCyLeCTBIEHO C TOUKU 3peHNA NOBPEXAEHNA OPraHOB BCieA-
CTBME apTepuanbHOW rMNepTeH3nK, NOCPeACcTBOM KOTOporo Obina fMarHocTmpoBaHa
rmnepToHnYeckan petmHonatua 1-n ctaguu. luneptpodus nesoro xenygouka dbiia Bbl-
ABeHa Npu sxokapanorpadum.

Mpu MCKT 6ptoLHon nonoctu 6bim 06HapyKeHbl cneaytoLire Npu3HaKku.

B npaBomM HagnouyeyHMKe MeNoCb MacCMBHOE MOpPakeHne pasmepom 226x168 mMm
OT BEepPXHel 4acTu A0 NMeYeHU, HUXKe NPaBoN rpaHnLbl, CAABAMBalOLEee BOPOTHYIO BEHY,
nepecekaiollee CpefHIo NNHUIO, MIOTHOrO XapakKTepa, C KUCTO3HO-HEKPOTUYECKNMN
yyacTKaMu, YTO CBMAETENbCTBYET O reTeporeHHOM NopaX}keHUn HagnoveyHuka (puc. 1).

MNMocne obcnepoBaHMA 6Gbina pekoMeHAOBaHa MPABOCTOPOHHAA afpeHan3KTOMUA.
Y1066l NPeaoTBPaTUTL NOTEHUMANbHBIV TMNEePTOHNYECKUIA KPpX3 BO Bpema onepauuu, na-
UMeHTy 6blna Ha3HauveHa anbda-6nokaga GeHokcnbeH3aM1MHOM, a 3aTeM MPONPaHONoNoM
B NpeAonepaunoHHbIn nepuog, 1 B gekabpe 2023 r. oH 6611 NpoonepupoBaH. Bo Bpemsa
onepaymun yCTaHOBMIEHO, UTO UMeeTcs bonblioe nonyosasbHoe ob6pa3oBaHve pa3mepa-
Mun 22x13x10 cMm, ncxogailee 13 NpPoeKL My NPaBoro HaagnovYeyHnKa, JOBOJIbHO MAOTHOMN
KOHCMCTeHUMK, ManonoasmkHoe. lNpaeasA Noyka He BoBieueHa B npouecc. ObpasoBaHue
crlerka cnasHo C TeNOM U XBOCTOM MOMXKENYLOUYHON Xene3bl, ceneseHka 6e3 ocobeHHo-
cTen. VMimeeTca MHOXeCTBO MATONOrMyYeCcKUX COCyAoB MO MOBEPXHOCTY onyxonu. MNpowns-
BeZleHO yfalNieHre onyxonv BMecTe ¢ Kancynon. O6bem KpoBonoTepu coctaBun 550 mn,
KOTOPbI OblN1 KOMMEHCMPOBaH MyTeM NepennBaHNA SPUTPOLUTHON Macchl U Niasmsl. Mo-
cneonepauuoHHbI Nepuod npoTekan rnagko. SNn3odbl apTepranbHON rMNepToHNUN BO
Bpema onepauuv He Habnoganucb. [McTonornyeckoe nccnefoBaHre Makpornpenapara
Nnokasano HoBooOpa3oBaHME KOPUYHEBOrO LIBETa, reTeporeHHoe onyxonesoe obpaso-
BaHMe pasmepom 22x19x13 cm Becom 1380 I C KNCTO3HbIMK MONOCTAMU, HabnogaTCA
HeKpoTUYeCcKne 1N KpoBoTouallue yqyacTku (puc. 2).

Puc. 2. Makponpenapat: KOpM4HeBOI OKpPacKu rereporeHHoe nopa)eHue (pasmep 27x19x13 cm, Bec
1380 r) c KNCTO3HOI NONIOCTbIO, UMEIOTCA YHYaCcTKN HeKpo3a 1 KPOBOTEeUYEHUA B NpUieraowmx obnacrax
Fig. 2. Macropreparation: brown heterogeneous lesion (size 27x19x13 cm, weight 1380 g) with a cystic
cavity, there are areas of necrosis and bleeding in adjacent areas
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Puc. 3. Benblie ouarn ¢peoxpomouTomMbl, Habniogaembie NP UMMYHOTMCTOXMMUYECKOM aHanuse
C OKpawmBaHuem xpomorpaHuHom A (A), cuHantodpusuHom (B) n S-100 (C)

Fig. 3. White foci of pheochromocytoma observed during immunohistochemical analysis

with chromogranin A (A), synaptophysin (B) and S-100 (C) staining

MpuY UMMYHOTUCTOXMMUYECKOM MCCefoBaHNK XpoMorpaHuH A (CgA), ciHanTopusmH
1 6enoK S-100 6bIn1 NONOXKUTENBHO OKpalleHbl. iHaeKkc MeyeHna Ki-67 6bin yKasaH Kak
1%. lMcTONaTONOrMYeCKUI pe3ynbTaT NOATBEPANI Hannuue GbeoxpomounTomsl (puc. 3).

B nocneonepaunoHHOM nepuoge y naymeHTa metaHedpuH CyTOYHOM Mouu 6bin B npe-
fenax Hopmbl u ALl cTabunmsnpoBanoco.

B 3AK/THOYEHNE

DMeoxpomoLToMbl 06bIYHO MOTYT BO3HMKATb B BO3pacTe oT 40 o 50 NIeT )KM3HY B paB-
HOW CTENEHMN Y MY>XUMH U XKEHLLMH.

BonbLUIMHCTBO HEOXPOMOLIMTOM ABASIOTCA LOOPOKauecTBEHHbIMU, U OKOo 10% — 3710-
KauecTBeHHbIMU [5]. [1o Mepe yBenuyeHus pazMmepa onyxosiv PUCK 310Ka4yeCcTBEHHOrO HO-
BOODOpa3oBaHMA TakxKe Bo3pacTaeT. PUCK 3110KkayeCcTBEHHOrO HOBOOOpa3oBaHuA B 8 pa3
BblLLIE MPY ONyXoNAX pa3mepom bonee 6 cm [9, 10].

3noKayecTBeHHbIN NoTeHUMan GeoxpoMOLUTOMbI HEBO3MOXKHO OMpPefenuTb 1o one-
pauuu, ecnu HeT NpeaBapUTeNbHbIX MPU3HAKOB MeTacTasos [5, 6].

B Hawem cniyyae He 6bifio OGHaPY»KEHO Oyara MeTacTa3upoBaHus. Takme rMcTonoru-
yeckre Npr3HaKK, Kak HEKPO3, aTUMUSA, MOBbILEHHbIN MUTO3, AAEPHbIN NOANMOPGU3M U
OnPY3HBIN POCT, Yalle BCTPEYAOTCA MPK 3/1I0KaYeCTBEHHbIX onyxonsx. Kaxxpgaa ocobeH-
HOCTb OLeHUBanach 6annamm n npodunrpoBaHem GeoxXpoMOLUTOMbI C MomoLbio PASS;
4 vnn 6onee 6annoB GbiNIO OLIEHEHO KaK arpeccriBHble O1ONOrMYECKME NPU3HAKU.

MockonbKy PASS B Hawem cnyyae coctaBun 11 6anno., NoTeHUmMasn 3NoKauyeCcTBeHHO-
CTW CYNTANCA BbICOKUM.

DeoxpomoLToMa 06bIYHO BbISBNAETCA NPY 06CnefoBaHNY 6€CCUMNTOMHbIX MaLu-
€HTOB.

Knaccuueckas Tpraga CMNTOMOB BKJTHOUYAET SMU30ANYECKYIO TOJIOBHYIO 60/b, NOTIU-
BOCTb M Taxukapgautio [1, 6].

Xnpyprmyeckoe BMeLLATENbCTBO SABMAETCA METOAOM BblOOPA Y MALMEHTOB C AMarHo-
30M «deoxpomouuTomar. B faHHOM criyyae npegnoyteHue 66110 OTAAHO OTKPbITOW One-
pauuu n3-3a 605bLIOro pa3Mepa onyxosu.
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MauueHT 6biN YCMELWHO NPOONeprpoBaH Nocsie NpeaBapuUTebHOM NpegonepauyoH-

Holl MoAroToBKU. MocneonepaunoHHbIN YPOBEHb KaTEXONaMHOB B MOYE Y MNia3Me Kpo-
B 6blN1 B HOpMe.

CpepHuii pasmep GpeoxpoMoLMTOMbI COCTaBNAET NpubAn3nTensHo 7 cm [13], 3aperu-

CTPVPOBaHHbIV pa3mep camol KpynHom onyxonu 6bin 45x20 cm [14].
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