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PE3IOME

deoxpoMoITOMA — peikasi HeHPOIHIOKPHHHAS OIMYXO0Ilb, MTPOAYIIHPYIOMIAsi KATEXOIaMUHBL,
Y TIOTEHIMAJIBHO M3JIeYNMas IPUYMHA BTOPUYHON apTepuanbHoil runeprensun (Al') y mereit,
cocrapnsromast 0,5-2 % cimydaes [1-5]. B cratbe 00CyxaaeTcst KTMHUYECKUH CITydaill alueHTKH
16 net, oOpaTHUBLIEHCS 32 TIOMOIIBIO C jKano0aMy Ha 3MU30bI moBbImeHust AJl u cepauedue-
nue. [Ipu 00csie10BaHNN BBISBICHO MOBbIIcHHE HOpMeTanehpuHa (11,57 HMosb/i1), 00beMHOE
obpazoBanwme JieBoro HaamouedHuka (33x33x30 MM) 1 KOHIICHTpHUUECKasT TUTIEPTPO(HsT MHO-
kappa Jsieoro xemynodka (MXKII z-score +4,84). [locne npenomnepainoOHHOTO UCTIOIBE30BAHUS
0~ ¥ B-aipeHO0I0KaTOPOB BHIMOJIHEHA JIAIAPOCKOITNYECKas aJ[pEHAIIKTOMUS. | MCTOIOTHUeCKU
NoATBEepKIeHa HU3KomuddepenmpoBannas peoxpomonutoma (PASS 12). 'eHetnueckoe Te-
CTHUPOBAHME BBIIBIIIO TIATOTCHHYIO MyTanuto B rede VHL (¢.250G>T). Cinyuait WutrocTpupyeT
TPYAHOCTH JTUATHOCTUKHU (DEOXPOMOITUTOMBI Y TIOZIPOCTKOB BBU LY ee penkocT (0,52 % npuunH
AT'). Hanmue rurnepTeHs3un ¢ IOpaXXeHueM OpraHOB-MHUIIEHEH OTPe00BAIIO UCKITIOUYEHHUSI BTO-
pUYHBIX TIpUuWH. BeisBiieHne mytanuu VHL AukTyeT HeOOXOAUMOCTh HAOMIONCHNSI B TCUCHUES
Bceit sxu3nu. [1o1HOe HUBETUPOBAHUE CUMIITOMOB M THIIEPTPOPHHA MUOKAp/Ia MOCJIe orepaiyun
MOATBEPIKAAET KypabenbHOCTh 3a00IeBaHuS TIPH CBOEBPEMEHHOMN THArHOCTHKE.

KiroueBnbie ciioBa: (beOXpOMOLII/ITOMa, apTepuajibHas TUICPTCH3Us, ICAUATPUYICCKA TTOITYJIIA-
oy, KaTeXOJIaMHWHBI

©Slkosenko M.IO., lla6aesa M.A., Tleppynuna T.M. u mp., 2026 ()BY4o |

80 | Tom6 | Ne2 | 2026



RUSSIAN JOURNAL FOR PERSONALIZED MEDICINE . I I

Jas uutupoBanus: Sxosenko M. 10., [llabaea M. A., [lepsynuna T. M. u np. TpynHslii myTh
K IMarHosy: peoxpoMonuTOMa KaK NpUYrnHa BTOPUYHON apTepUaNbHON THIIEPTEH3UH Y TIOA-
poctka. Poccutickuii sicypran nepconanuzuposannou meouyunsl. 2026;6(2):80-88. https://doi.
org/10.18705/2311-4495-2026-6-2-80-88; https://elibrary.ru/amajub

The difficult path to diagnosis:
pheochromocytoma presenting as secondary
arterial hypertension in an adolescent

Maria Yu. Yakovenko?, Maria A. Shabaeva’ 2, Tatyana M. Pervunina?,
Natalia A. Bobrova?®, Elena S. Vasichkina?

1 Saint Petersburg State Budgetary Healthcare Institution “Children’s City Hospital No. 2 of Saint
Mary Magdalene”, St. Petersburg, Russia

2 Federal State Budgetary Institution “V. A. Aimazov National Medical Research Centre” of the
Ministry of Health of the Russian Federation, St. Petersburg, Russia

3 Saint Petersburg State Budgetary Institution “City Polyclinic 114", St. Petersburg, Russia

Corresponding author:

Maria Yu. Yakovenko,

St. Petersburg SBHI «Children’s City Hospital #2 of St. Mary Magdalene»,
2 Line, V.O., Bldg. 58, St. Petersburg, Russia, 199053.

E-mail: mashasudnikovich@mail.ru

ABSTRACT

Pheochromocytoma is a rare neuroendocrine tumor that produces catecholamines and represents
a potentially curable cause of secondary arterial hypertension in children, accounting for 0.5-2 %
of cases. This article discusses the clinical case of a 16-year-old female patient who sought
help with complaints of high blood pressure and palpitations. Examination revealed elevated
normetanephrine levels (11.57 nmol/L), a left adrenal mass (33x33x30 mm), and concentric left
ventricular hypertrophy (Z-score +4.84). Following preoperative a- and f-adrenergic blockade,
a laparoscopic adrenalectomy was performed. Histopathology confirmed a low-differentiated
pheochromocytoma (PASS score 12). Genetic testing identified a pathogenic mutation in the
VHL gene (¢.250G>T). This case illustrates the diagnostic difficulties of pheochromocytoma
in adolescents due to its rarity (0.5-2 % of arterial hypertension causes). The presence of
hypertension with target organ damage necessitated the exclusion of secondary causes. The
identification of a VHL mutation mandates lifelong surveillance. The complete resolution of
symptoms and myocardial hypertrophy after surgery confirms the curable nature of the disease
when diagnosed promptly.
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Cnucoxk coxkpamenmii: A/l — aprepuanbHoe 1aB-
nenue, KT — xomnbrorepHast Tomorpadus, MPT — mar-
HUTHO-pe3oHaHcHast ToMorpadusi, CMAJ] — cyrounoe
MOHHUTOPHUPOBAHNE apTEePUATHHOTO AaBieHus, Y3U —
yIbpTpa3BykoBoe uccienoanne, YCC — gacroTa cep-
nedHbix cokpariennit, OKI' — anexrpokapanorpadus,
Ox0KI" — axokapauorpadus.

BBEAEHUE

deoxpomorrombl 1 aparanranomsr (OXL/TITIT)
OTHOCSITCSl K KATETOPUU PEAKUX HEHPOIHIOKPHUHHBIX
HOBOOOpa30BaHUH, UCXOAAIINX U3 XpoMa(PUHHBIX
KJIETOK MO3TOBOTO BELECTBA HAIIOUCUHUKOB MO0 U3
CUMIATUYECKUX U TapaCUMIIaTHYECKUX ranmues [ 1-5].

CoracHO 3MMUJIEMUOIOTMYECKUM JaHHBIM, €5KETOTHAs
4acTOTa BCTPEYaeMOCTH JAaHHOW IATOJIOTHH B IeIMaTpyuye-
CKOI rormyrisitu cocTtasiseT oT 0,5 10 2 ciryyaeB Ha MUIT-
JIUOH nieTel [S, 6]. BBumy MemIeHHOTo pocTa OImyXojeh
1 HEPEIKO 3ala3IbIBAOIICH JUAarHOCTUKH, (haKTHIEeCKast
pacrpoctpanenHocts @XI/TIIJI B nerckom Bo3pacre,
T0 BCeH BEPOSITHOCTH, CYLIIECTBEHHO TPEBBIIIIAET COBPEMEH-
HbIE pacueTHbIE okazareny. Manugecrarys 3a001eBaHust
OOBIYHO MPUXOIMTCS Ha BO3pacTHOM MHTEpBa OT 11 110 15
JIeT; caydau Ae0roTa y AeTel Miajamie S JeT sBIsioTCs
Ka3yHUCTUUECKH pPefKuMH [7].

[punnunuansHoii ocodbennocthro GXII/TITJI B me-
TUATPUIECKON MPAKTUKE SBISETCA peobasanre Ha-
ciencTBeHHBIX (hopM, coctapistommx 70—-80 % mpoTus
35 % y B3pOCIHBIX, IPU 3TOM CIIEKTP BOBJICYEHHBIX T'e-
HOB BKJIIOUaeT He MeHee 25. JlaHHOe 00CTOSTEILCTBO
BBIJIBUTAET F€HETUYECKOE TECTHPOBAHKE HA MEPBBIN
IUIaH B QITOPUTME 00CIIeIOBaHUs JeTeHl C IOI03pEHNEM
Ha OXII/TITJI. YcraHOBICHHE HOCUTEILCTBA TATOTCHHOIO
BapHaHTa MO3BOJISIET ONITUMHU3UPOBATh AUATHOCTHYECKUE
MEpONPUSITHS, THIUBHIYaIH3UPOBATH JIEYeOHYI0 TaKTH-
Ky 1 pa3paboTarh MepcoOHAIM3UPOBAHHYIO MTPOrpaMMy
JOJITOCPOYHOTO MOHUTOPUHTA C YUETOM XapaKTepa Bbl-
SIBICHHOM MyTanuu [7-9].

Knunndeckast kapruHa GpeoxpoMoLUTOM/IaparaH-
[JTUOM OTJIMYAETCS 3HAYUTEIbHBIM MTOJIMMOPPUZMOM
1 B OOJIBIITMHCTBE CITy4aeB OMPEAETIAETCS CUMIITOMATH-
KO N30BITKA KaT€XOJIAMUHOB. BeyuM KIMHUYEeCKUM
MIPOSIBIICHUEM BBICTYIIACT apTepHajibHasl TUIEPTECH3MS,
koropas B 60-90 % HabnroneHni HOCUT CTaOUIBHBIN
xapaktep [2]. Cpenn Hanbomaee 4acThIX CUMIITOMOB
y neTeil BBIACISAIOTCS TOJIOBHBIE 00JIH, KOTOphIe B 67 %
cityJaeB codeTtarorcs ¢ runeprensueii [2]. Cepaednenue,
MOTJIMBOCTb, ONIEAHOCTH KOKHBIX IIOKPOBOB U TOLIHOTA pe-
ructpupytorcs y 47-57 % nauuenTos [2, 6]. 3HaYUTETBHO
perke BCTPEUaIOTCs TPEBOKHOCTD, CHIPKEHNE MAaCcChI Tea
1 HapylIeHus 3peHus [2]. B oTnenpHbIX nccneqoBaHusIX
OIMCAaHBbI CIIy4au, KOrAa eTUHCTBEHHBIMU IPOSBICHUSI-
MU 3a00sieBaHUS OBbLIM MOJUYPHs U mosnuauncus [7].
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Bwmecre ¢ Tem crieyeT momdepKkHyTh, YTO B ITEAHATPH-
YECKON MPAKTUKE CUMITOMBI U30bITKA KAaTEXOJaMHHOB
HEPENIKO OCTAIOTCS Hepaclo3HaHHbIMH [1, 2].

N306bITOYHAST MPOAYKIIMS KaTeX0JaMUHOB MOXKET
MIPUBECTH K MIUPOKOMY CTIEKTPY CTPYKTYPHO-(PYHKIIHO-
HaJBHBIX H3MEHEHUI MHOKap/a — OT CyOKIMHHYECKON
JUCQYHKIMA JI0 KIMHUYECKU BBIPAYKEHHOHN KapIHOMHO-
natuu [10]. B nutepatype UMEroTCs JaHHBIE O TIOTSHIIH-
aJbHON 00pPaTUMOCTH KaTeXOJaMHUH-UHIYIIMPOBAHHBIX
MOopa)keHUH cep/IIia Py YCIIOBIUH CBOEBPEMEHHOH (hap-
MAaKOJIOTUIECKON KOPPEKIIUH 1 XUPYPTHYESCKOTO JICUCHHUS
¢deoxpomoruromsr [11-13].

CeplieuHO-COCYIUCThIC OCIIOKHEHHUS Ha (DOHE THIIep-
KaTeXOJIaMUHEMHUH aCCOLMUPOBAHBI CO 3HAYUTEIHHBIM
pocToM 3a00J1€BaeMOCTH M cMepTHOCTH. KiTmHIge cKuii
CHEKTP JJAHHBIX COCTOSIHUI BApbUPYET OT TUIIEPTOHUYE-
CKUX KPH30B M OCTPBIX HAPYIICHHUI MO3rOBOTO KPOBO-
oOpalleHus 10 TUCCEKIIMU a0pThI, MH(APKTa MHOKap/a,
YKU3HEYTPOKAIOUIUX apUTMUN U cepAEYHON HeaocTa-
toyHOCTH [12—15]. OntmcanHbIe (EHOTHUIIBI TOPAKESHHS
CEpACUHO-COCYUCTOI CHCTEMBI BKITIOYAIOT TUTEPTPOduro
MHOKap/1a, CTPECC-MHYIIMPOBAHHYIO KapIMOMHOIIATHIO,
CHCTOJIMUECKYIO M IMACTOIMUYECCKYHO TUC(YHKIIHIO,  TaK-
JKe TAIATAIMOHHYIO0 KapUOMHOTIATHIO [5].

[Nomumo remomHaMITdeckuX 3P PEKTOB, KaTeXOTaMH-
HBI HENIOCPE/ICTBEHHO BIIMSIOT Ha BHEKJICTOYHBINA MAaTPUKC,
CI0COOCTBYsI HAKOIUICHHIO KOJUTareHa U ()OpMUPOBAHUIO
MuOKapauaasHoro Gubdposa [14]. JlanHbIe H3MEHEHUS
HE MOTYT OBITh OOBSICHEHBI HCKITFOUUTEBHO THIIEPTEH-
3UBHBIMH dPPEKTAMH KaTeX0JIaMHHOB, KOTOPBIE Peal-
3YIOTCSI Yepe3 CTUMYIISIIUIO O- U -aJ[peHOPEIeNTOPOB
Muokapza [15, 16], u, BeposTHO, BKITIOUAIOT KOMIIOHCHT
MPSIMOTO TOKCUYIECKOTO TIOBPEKICHNS KapAHOMHUOITUTOB.

30II0THIM CTaHAAPTOM BepUPHKAITIH PEOXPOMOITUTO-
MBI CITYXHT ONPECIICHHE KOHIICHTPAIllU! MeTaHe(hprHa
1 HopMeTaHe(pHHa B IIa3Me KPOBU WITU CYyTOUYHON MOYe
C MOCJICYIOLIMM IPOBEACHUEM JIyYCBBIX METOIOB BU3Y-
amm3anun (MPT umu KT ¢ KOHTpacTHBIM YCHIICHHEM ),
MO3BOJISIONINX YTOYHUTH JIOKATN3AIIUIO OITYyXOJIH, BBIS-
BUTh BOBMOKHBIC METACTATUYECKUE OYATH U OTPEICIUTh
00BeM XHPYpPruvaecKoro BMemmarenscraa [1].

[IpenonepanroHHasi MOArOTOBKA C MPUMEHEHHUEM
0-aIIpEHOOIOKATOPOB, B-aApeHOOIOKATOPOB U, B OT-
JIENTbHBIX CITy4asX, ”HTHOUTOPOB TUPO3ZUHIHIPOKCHIIA3EI
obecrieurBaeT 0€30MMaCHOE TEUSHHE HHTPA- U TIOCIICOTIe-
parmoHHoro Tepuozos [1, 2].

DeoxpoMOITITOMa OTHOCHUTCS K PEIAKHM, HO TTOTESHITH-
AIBHO M3JICYMMBIM ITPUIHHAM BTOPHYHOM apTepHaTbHON
TUTIEPTCH3UH B MEAUATPUYECKON MpakTUke. Bricokas
4acTOTa HACJIEACTBEHHBIX GopM, 110 80 % citydaeB y je-
Teil, 000CHOBBIBACT HEOOXOAMMOCTD ITPOBEICHISI TCHETH-
YECKOTO CKPUHWHTA BCEM TAIEHTaM C TTOCIIEAYIOIIHM
MO’)KU3HEHHBIM MOHUTOPUHTOM JJII CBOEBPEMEHHOTO
BBISIBJICHUS PELUAMBOB W/WiIM MayMrau3anmu [ 1, 2].
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JlnarHoCTHYEeCKUH MTONCK NP TTOJ03PEHUH Ha (eo-
XPOMOIIMTOMY HEPEIKO MPEJICTABISET COOO0MH CIOKHYIO
3a1a4y, TpeOyoiyo auphepeHInaTbHON JMarHOCTHKH
C UIMPOKUM KPyroM 3a00JIeBaHUi, HUMEIOIINX CXOIHYFO
KIMHUYECKYIO KapTHHY.

B Hacrosmiei cratbe MBI peiCcTaBIsieM KIMHIYECKOe
HaOJIFOICHHE TALMEHTa C apTepUaIbHON TUIIepTeH3UeH
1 BepUHUIIPOBAHHON (HEOXPOMOIIUTOMOM, WILTFOCTPHU-
pyIolee myTh OT MEPBUYHOTO MOIO3PEHUS 0 TIOIHOTO
KOHTPOJIS HaJl KIIMHIYECKUMH TPOSIBICHNUSMH, HUBEJIHPO-
BAHUSI OCJIOKHEHUH M OTMEHBI METMKAMEHTO3HO! TePAITHHL.

KJIMHUYECKWU CNYYAI

[Taumentka, 16 net, rocnUTaIU3UPOBAHA B KAPAHO-
nornueckoe otnenenue CII0 'BY3 «Jlerckas ropoackas
OonpauIa No 2 cBaTOM Mapuu MarjaiuHb ¢ skaio0aMu
Ha IU30/IbI MOBBIIIICHUS apTepuaabHoro aapnerus (A L)
1 yYaleHHOE CepaIicOneHue.

W3 anamHe3a: pociia U pa3BUBajiach 10 BO3PacTy;
(hm3nueckoe pa3BUTHE TAPMOHUYHOE, HUKE CPEIHETO;
Ha JUCIIAHCEPHOM Yy4eTe Y MPO(UIbHBIX CIICIIUAIACTOB
paHee He COCTOsJIa; HACTEICTBEHHBIN aHAMHE3 T10 Cep-
JIEYHO-COCYUCTOH MaTOJOTHN HE OTSTOIICH.

Buepseie jxano0b1 Ha noseimiene AJl ormerunia
B Bo3pacte 14 siet, cocTosiHue ObLIO PaclieHEHO KaK Mpo-
siBeHue Bererococyaucroit aucronnu (BC/), Tepanus
HE Ha3Ha4Yalach.

B Bo3pacte 16 neT 3013016l Y4aCTHUIHUCh, COITPOBO-
XKIAUCH cepanedrenrneM u nmoabemom A/l mo 160/90—
170/110 MM pT. CT., BRIPAKCHHOH T'OJIOBHOU OOJIBIO, YTO
MTOCITYKHJIO OCHOBAaHHUEM JIs TOCITUTAIIN3AIIUH C [ENTBIO
Bepudbukanuu quaruosa. s nuddepenmanbHoit qua-
THOCTHKH 3CCEHIIUANBHON U BTOPUYHOHN apTepHabHOM
TUIEPTCH3MH OBLIO BBIMOJIHEHO KOMIUIEKCHOE Jiabopa-
TOPHO-UHCTPYMEHTAIbHOE 00CIIeIoBaHHE.

Pezynbrars! 71a00paTOpPHBIX M HHCTPYMEHTAIBHBIX Me-
TOJIOB UCCIICIOBAHUS: YPOBEHB AIIEKTPOIIMTOB M KapAHO-
cnerudruecknx GepMEeHTOB B IpezieniaX peepeHCHBIX
3HAuCHUH, PYHKIIMS TI0OYCK HE HAPYIICHA, KOHIICHTPAIHS
TUPEOUTHBIX TOPMOHOB U KOPTH30J1a HE MOBHIIICHA.

[Ipy CyTOUHOM MOHHUTOPHPOBAHUU apTEPUATIEHOTO
nasnerns (CMA 1) BEIsIBIIEHA KapTHHA, XapaKTepHasT IS
CTAaOWIILHOW CUCTOJIO-IHACTOIUYECKON apTepuanbHON
TUTNICPTECH3UH B TCUCHUE CYTOK (MHICKC TUIIEPTEH3UH —
83 %). [Tokazaremn AJl xapakTepr30BAIUCh CIIETYIONIMI
3HAUYCHWSIMA: cpenHee cuctonmmdeckoe AJ] maem —151 M
PT. cT. (Anamna3oH kojebanuii ot 125 10 186 MM pr. cT.),
HOYBIO — 162 MM pT. cT. (130—-189 ™MMm pT. cT.), cpenHee
muacronuueckoe AJl aaem — 87 MM pr. cT. (54—-111 Mm
PT. CcT.), HOYBIO — 98 MM pT. cT. (79—121 mm pT. cT.).

ITo gaHHBIM CYTOYHOTO MOHHTOPHUPOBAHUS DJIEK-
tpokapauorpamMmmbl (CMOKI') B TeueHne Bcero nepu-
0J1a HaOJIOICHUSI PETUCTPUPOBAJICS CHHYCOBBIN PUTM.

CpenHecyTouHasi 4acTOTa CEPACUHBIX COKPAICHHUM
(UCC) cocraBuna 103 ya/muH, oTMedaiach TSHICHIUSL
K CHHYCOBOH TaxMKapIuu B JHEBHBIC U HOYHBIC YACHI.
KiMHuuecky 3HaYMMbIX pYIICHHH PUTMA U TPOBOIUMO-
CTH CepALa HE 3apEeruCTPUPOBAHO.

[To manHBIM 3x0Kapauorpaduu (OxoKI') BeIsBIEHBI
NPU3HAKKA KOHLIEHTPUYECKOW THIEPTPOPUHN MHOKapAa
JIEBOTO JKEITy/I0YKA: TOJINHA MEIOKETyI0UYKOBOM repe-
ropoaku coctaBuia 13 mm (z-score +4.84 mo Boston),
TOJIIIMHA 3a/IHEH CTEHKU JIEBOTO JKeIyAo4yka — 12 MM
(z-score +3.5 mo Boston). Mopdonorus u KnHeTHKa
KJIallaHOB HE M3MEHEHa, Iyra aopThl 0e3 0COOCHHOCTEH.
JlaHHBIX 32 BpPOXJIEHHBIE TIOPOKH Cep/Iia He TTOTyUeHO.

I1pu odranpMoI0ruueckoM 0CMOTPE ATOJIOTUH IV1a3-
HOT'O JTHA HE BBISBIICHO.

ITpu xommnerotepHoii Tomorpaduu (KT) romosaoro
MO3ra [aToJOrMYECKUX N3MEHEHHH HE 3aperHCTPUPOBAHO.

VnpTpasBykoBoe uccienopanue (Y3W) muroBuHONR
U [ApaIIUTOBUAHBIX JKEJIe3 TaKKe HE BBIABUIIO CTPYK-
TYPHOH [1aTOJIOTHH.

ITo Y3U 3a0promMHHOT0 NPOCTPAHCTBA B MPOCKLIUH
JICBOM MOYKH BU3YaJIU3UPOBAHO 00BEMHOE 00pa30BaHUE
OKpy™I0# (hopmbl pazmepoM 3,0%3,6%2,9 MM, ¢ YeTKIMHA
KOHTYpaMH U pOBHBIMH T'paHuIiaMH (puc. 1). B pexxume
L[BETHOT'O JOMILIEPOBCKOTO KAPTHPOBAHMUS ONPEICISIICS
CPEIHEHMHTECHCUBHBIH KPOBOTOK C MACHTH(PUKALIHEH
OJTHOTO TIMTAIOIIETO COCY/a.

JInst yTouHeHHs XapakTepa BhISIBICHHOTO 00pa30BaHHUs
MIPOBOAMIIOCH JOOOCIICIOBAHHE.

Bo-niepBbIx, Oblia HaOpaHa CyTOYHast MOYa Ha HCCIIe-
JIOBAaHWE YPOBHS IKCKPEIIMN MeTaHE(PPHHOB: OTMEYECHO
3HAYMMOE MOBBIILICHHE YPOBHs HOpaapeHatiuHa — 1800 Mkr/
cyT (tipu pedeperce 10 80 MKT/CyT), YPOBEHD IKCKPEITHT
aJpeHaJIMHA HAXOAWICA B Ipeienax peepeHCHbIX 3HAYCHUH
(7,8 mkr/cyT). Kpome TOr0, 3aperucTprupoBaHo MOBBIILICHNE
YPOBHS CBOOOTHOTO HOpMETaHe(PpUHA B IJIa3Me KPOBH
110 11,57 HMOJIB/J1, TOT/1a KaK KOHIICHTPALMs CBOOOIHOIO Me-
Ta"e(prHa OCcTaBajach B mpeaenax Hopmbl (0,09 HMOITE/ ).

Taxoke Obina BemonHeHa KT opraHoB OpromiHOiA 1mo-
JIOCTH ¥ 3a0PIOIIMHHOTO IPOCTPAHCTBA C BHYTPHBEHHBIM
KOHTpacTUpoBaHUEeM. B 001acTi BOPOT JICBOW MOYKH
BU3YaJIM3UPOBAHO 00pa3oBaHKe, OKPYIIIoN (HOpMEI, He-
OIHOPOZHOM CTPYKTYPBbI, BEPOSITHO PAcTyILee U3 HOXKKH
JIEBOTO Ha/INOYEYHMKa, pasmepamu 3,0%3,1x3,6 cM (puc. 2).

[Tpu maruuTHO-pe3oHancHoU Tomorpaduu (MPT)
OpraHoB OPIOIITHOM TTOJIOCTH M 3a0PIOIIMHHOTO TPOCTPaH-
CTBa C BHYTPUBEHHBIM KOHTPACTHPOBAHHEM B IIPOCKLIUH
JIEBOTO HAJANOYEYHUKA BU3YaJIM3UPOBAHO 0OBEMHOE
oOpazoBanue pazmepom a0 3,3%3,3x3,0 cM, XapakTepu-
3yIOLIeeCs YeTKUMH POBHBIMH KOHTYPaMH U BBIPaKEHHO
HEOJTHOPOTHOHM CTPYKTYpPOIi 32 CHET HAJIMUHsI KUCTO3HBIX
BKUTFOUeHUH (puc. 3). IHBa3um B MpHIIeKAIIIE MATKHC
TKaHHU He BBISBIICHO. [IpaBblii HAMOUEYHUK UMeNT 00bIY-
HOE CTPOCHHE.
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LT KIDNEY

Puc. 1. Y3U 3a0prommHHOTO MPOCTPAHCTBA: MPU3HAKK 00BEMHOT0 00pa30BaHMsl JICBOH IIOYKH pazMepaMu 10 3%3,6%2,9 Mm,
OKpYTJIOH (POPMBI C YETKUMHU IPAHUIIAMH U POBHBIM KOHTYPOM

Fig. 1. Ultrasound of the retroperitoneal space: signs of a space-occupying lesion in the left kidney measuring up to 3x3.6%2.9 mm,
round in shape, with clear borders and a smooth contour

[

Puc. 2. MCKT opraHoB OpIOIIHO# MOJIOCTH U 3a0PIOLIMHHOTO TPOCTPAHCTBA: 00pa30oBaHUe B 00JACTH BOPOT JICBOM MOUKH
pazmepamu 30%31x36 Mm

Fig. 2. MSCT of the abdominal cavity and retroperitoneal space: a mass in the left renal hilum, measuring 30x31x36 mm
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[TanenTka Obl1a MPOKOHCYIBTUPOBAHA OHKOJIOTOM,
KOTOPBIH c(HOPMYIHPOBaA MPEABAPUTEIBLHBINA THATHO3:
«HoBooOpa3oBaHue 1€BOT0 HAAMOYEYHHKA HESICHOTO
MOTEHIMAIA 37I0Ka9€CTBEHHOCTHY. BBITO peKoMeHI0BaHO
n000cIIeI0BaHNE — OTIPEIeJIEHUE YPOBHS XPOMOT PaHU-
Ha A, a TaKXKe XUPYPruueckoe ynaieHue oopa3oBaHus
C TMOCJEYIOIINUM THCTOJIOIMYECKUM HUCCIIE0BAaHUEM.

XpoMmorpanuH A — 3T0 O€JIOK, KOTOPBIH SIBISIECTCS
crieru(pIIHBIM MapKepoM HEHPOIHOKPUHHBIX OITyXOJIeH.
VY HanueHTKU ero ypoBeHb ObLI BBICOKMM M COCTABUII
876,48 mxr/n (pu pepeperce 10 100 MKr/m).

Ha ocHoBaHuM JaHHBIX MPOBEACHHOTO 1000CIe0-
BaHMs MALlMEHTKE ObLI BbIHECEH auarHo3. OCHOBHOM:
OO6pazoBanue JEBOTO HAAMOYEUHUKA ((heOXPOMOITUTO-
Ma?). OcnoxxHeHne: ApTepraibHasi THIIEPTSH3US BTO-
puuHoro rere3a. CUHycOBasi TaXUKapIusi BTOPHYHOTO
renesa. ['uneprpodus MrUOKapaa JIEBOTO HKEITyA0UKa.

C y4eToM pe3yIsTaroB MPOBEICHHOTO 00CIICIOBAHUS,
a TaKKe KIMHIYECKON KapTUHBI (OIMyIIEHHS cepaeone-
HHH, CHHYCOBasl TaXUKapAusl, CTaOWIbHAS apTepualibHast
THIEPTEH3MS ¢ TIPU3HAKAMU TIOPasKeHHsI OPraHOB-MHIIIe-
Hell B Buje TUNepTpouu MHUOKapAa JICBOTO JKEITya0u-
Ka) ¢ IeJbI0 a/IpeHeprudecKkon 0oka s, kouTpomst YCC
1 CHIKEHUS IIPEJi- ¥ IOCTHATPY3KU HA MHOKap/] Ha3HaueHa
KOMOMHHPOBaHHAs! TEPAIHS 0-aIpEeHOOI0KATOPOM (JI0KCa-
3030H) " -aApeHOOIOKaTOPOM (METOMPOJIONa TapTpar).

Ha ¢one xoMOMHMPOBaHHOW Tepanuu ynaioch JTIOCTHYb
uenessix ypouedt AJl u UCC.

[locne noctmxenns nenesbix yposaed AJl u HCC
BBITIOJTHEHO XHPYPTrHIECKOE BMEIIATEIHCTBO B 00BEME
JIAmapoCKOMTMIECKON apeHAIIKTOMIH clieBa (yaaieHne
OITYXOJIH €IMHBIM OJIOKOM C HAIIOYEIHUKOM U OKPYKa-
IOLIeH JKUPOBOH KJIETUATKOMN).

I'ucronoruueckoe ucciie0BaHNE ONEPaIMOHHOTO
Marepuaa BbISBAIO HU3KOAUPPepeHITMPOBaHHYO (eo-
xpomonuroMy (12 6amroB mo mkane PASS, 8 6amnos
o mrkaie GAPP).

IIpoBeneHHOE reHeTHYeCKOe TeCTUPOBAaHUE (METON
CEKBEHUPOBAHMS) UJCHTU(DHUIIMPOBAJIO TATOTCHHBIN Ba-
puanTt B reHe VHL B rereposurornom coctostanu (HG3S,
chr3:10142097G>T, ¢.250G>T). [Ipu Mmennko-reHeTHYe-
CKOM KOHCYJIFTHPOBAHUHN YOS TUTEIbHBIX KIIMHUYECKUX
Y MOJICKYJISIPHBIX JIaHHBIX 32 HAJIMYKE CUHJApPOMa (POH
l'unnens-JIunaay He MOMYy4EHO.

B panneM mocieonepainoHHOM MEpHoe TaneHTKe
Ha3HavYeHa 3aMECTUTEeNIbHAsl TOPMOHAIIbHAS Teparus
TUAPOKOPTUZOHOM.

[1pu KOHTPOIBEHOM 00CIIEI0BAHNH, TIPOBEICHHOM ITOCIIE
3aBEPIICHUS XUPYPTHUECKOTO U METUKAMEHTO3HOTO 3TAIlOB
JISYCHHS, 3aPETUCTPUPOBaHA OTYETIMBAS TTOJIOKUTETbHAS
JIMHAMHUKA B BUJIE HOPMAJTU3AIIMU apTePUaIbHOTO JIABIICHUS
Y 9aCTOTHI CepieuHbIX cokpartenwuid. [1o manabiM DxoKIT

Puc. 3. MPT opraHoB OpIONIHOM MOJOCTH: B MPOEKIMH JIEBOTO HA/IIOUYSYHHKA 00pa30BaHKUE C HEOTHOPOJHOM CTPYKTYpOi

pazmepamu 33%33x30 Mm

Fig. 3. MRI of the abdominal organs: a 33%33x30 mm heterogeneous mass in the left adrenal gland
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KOHCTaTHUpOBaHA perpeccusi TUIepTpodhun MUOKapaa
JIEBOT'O JKEITy04Ka.

B cBs13u ¢ jocTinkeHreM 00paTHOTO PeMOJICTMPOBAHUS
U CTOMKOIM HOpMaJIM3alliK FeMOIMHAMUYECKUX TI0Ka3are-
JICH TUTTIOTEH3UBHAS TEparys ObLIA TTOJTHOCTHIO OTMEHEHA.

B otnanennom nocneonepaunoHHOM EPUOAE PELIU-
JMBOB apTEPUAJIBHON TUIIEPTEH3UU U TAXUKAPAUU HE 3a-
(ukcuposano. [larueHTka Mpo0HKAST JUHAMUYESCKOE
HaOJIIOZICHHE Y MTPO(HIBHBIX CHCIIHAIUCTOB C IIPOXO-
YKJICHUEM PEeryIIsPHOTO KOHTPOIBHOTO 00CIIeI0BaHUSI.

OBCYXAEHUNE

DeoxpOMOIITOMAa OTHOCUTCS K KaTeTOPUHU PEIKHIX
HEHWPOIHIOKPUHHBIX OIYXOJICH, XapaKTePHU3YIOIUXCS
MOAUMOP(HU3MOM KIMHUYECKUX MPOSIBICHUH U TpeOy-
IOIUX MYIBTUAMCIUIIIMHAPHOTO MOAX0AA K BEIEHHUIO
nanuenTos [ 1, 2].

B neauarpuydeckoit Nomyssiiu BCTPEYaeMOCTh IAHHOM
MaTOJIOTHY HHU3Kas, a KITMHUYECKOe TeYeHNE OTIINIAeTCS
3HAUUTETBHON BapuaOeNbHOCTBIO, YTO 00YCIOBINBACT
HEOOXOIMMOCTB TIOBBIIICHUS HACTOPOYKEHHOCTH CO CTOPO-
HBI TIEINATPOB U Y3KOMPOPHIIBHBIX CHIENHANNCTOB [1, 2].

[IpencraBnenHoe KIMHIYECKOE HAOMIONEHIE HATTISAHO
WJLTIOCTPUPYET CIIOKHOCTD TMArHOCTHYECKOTO TIOIXO0Ia:
JUIMTEIBHBIM aHaMHe3 dMU30IUYeCKON apTepuaibHON
TUIIEPTEH3UH Y IOIPOCTKA, pacieHuBatoreiica kak BC/L,
OTCPOUHIT BEpUPHKAINIO THATHO3a, HECMOTPS Ha HAJTIYHe
XapaKTEPHBIX CUMIITOMOB (TaXUKapIus, TUTIEPTOHNYE-
ckue Kpu3bl). Jlume nporpeccupoBanue 3a00eBaHUs
C pa3BHUTHEM TUIIEPTPO(UH MHOKap/a JIEBOTO JKeTy0uKa
(z-score +4,84) mocay)KMUJI0 OCHOBAHUEM ISl yTITyOJIeH-
HOTO 00CIIeTIOBAaHMsI, YTO TIOATBEPIKIAET HEOOXOJMOCTh
paHHEero HCKITtoueHNUs BTopudHBIX popm ALy nereit naxe
MIPYU CTEPTON KIMHUYECKOW CUMIITOMATHKE.

JlocTrKeHUsT IOCIIETHUX JIET B 00IaCTH MOJIEKY-
JIIPHOM T€HETHKH, BKIIOYAsl UASHTU(UKAIINIO HOBBIX
MyTaluil ¥ yTOYHEHHE TPEAUKTOPOB PEIUINBUPOBAHHS
Y MaJIMTHHU3AIMH, TIO3BOJIMIINA CYIIECTBEHHO YIITyOHUThH
MOHUMaHue narorexesa HeoXxpoMoOLIUTOMEI [1].

C y4eToM BBICOKOH 4aCTOTHI HACIEACTBEHHBIX (OPM
B menuarpudeckoit mpaktuke (mo 70-80 % cirygaes),
TeHETHYECKOE TECTHPOBAHHE ITOKA3aHO BCEM IMAIleHTaM
¢ Bepu(UIIMPOBaHHBIM JHArHO30M. BOJIbHBIE C TATOTeH-
HBIMH BapHaHTaMU TPeOYIOT HAONIOACHUS B TCUCHHE
BCel )KM3HU, YYUTHIBAs TOTEHINAIBHBINA PUCK PEIUINBA
1 o3;10KadecTBieHus [ 1, 2]. Tak, Mo HEKOTOPBIM UCCIIEIO-
BaHMSM, 9aCTOTa PEITUIUBOB COCTaBIsET 38 % B TEUEHHE
25 et [6]. A mATUIETHSST BBKUBAEMOCTD MAllUEHTOB
CO 3JI0Ka4e€CTBEHHbIMU (hopMamu cocTaBisieT 78 % [1].

B onucanHOM HaMu ciydae MOJIEKYISIPHO-TEHETH-
YEeCKO€ MCCIIEZIOBAHNE BBISBHIIIO MATOTCHHBIN BapHaHT
BreHe VHL (¢.250G>T) B reTepo3UroTHOM COCTOSTHUH.
OtcyTcTBHE HA MOMEHT 00CIIeIOBaHMsI YOCAUTEIBbHBIX

II. SHOOKPVHONOINA | ENDOCRYNPLOGY

KJIIMHUYECKUX U MHCTPYMEHTAIBHBIX TPU3HAKOB CHH-
npoma ['mnmens-JInaaay He MCKII09aeT HEOOXOAUMOCTH
HaOJTIO/ICHNS 32 TAIIMCHTKOM ¢ Y4E€TOM BO3MOXKHOM MaHU-
(bectaruu Apyrux KOMIOHEHTOB CHHPOMA B OTIAAJIEHHOM
nepuoze. Habmronenne g0KHO BKIIOYATh €KETOAHYIO
OLICHKY KJIMHUYECKUX nposiBieHuid, onieHky AJl u UHCC,
€KEerogHOoe J1adopaTopHOe 00CIeI0BaHNE — ONIPEICIICHUE
CBOOOJHBIX MeTaHES(hPUHOB TUIA3MbI HJTH METaHE(PPHHOB
CYTOYHOI MOUH, a TaKKe YIbTPa3ByKOBOE 00CIEeI0BaHHE,
a [Ipy HeO0OXOUMOCTH — UCTIONIb30BAHHUE JIOTIOIHUTENb-
HBIX METOJOB BU3yanu3auu [1].

DeoxpoMOIMUTOMA MPEACTABISET OO0 MOTEHIH-
AJIbHO YCTPAHUMY!IO IPUYMHY BTOPUYHOM apTepUaAIIbHON
TUIepTEH3UH y feTeil. OnTumusanys 1e4eOHON TaKTUKH
MpeAnoiaaraeT y4acTue MyJbTHANCIUIUIMHAPHON KO-
MaH/JIbl, BKJIIOUAIOIIel He(poIoroB, SHIOKPUHOIIOIOB,
Kap/AMO0JIOr0B, MEUIIMHCKUX T€HETUKOB, PEHTTEHOJIO-
I'OB, OHKOJIOTOB U XUPYpProB. Takoi Moaxosa mo3BOJISET
HE TOJIbKO O0€CIIEUHTh a/IeKBaTHBII 00beM MEIUIIMHCKOH
MIOMOILM Ha dTare AUArHOCTUKH U JIEYEHUs], HO U Opra-
HU30BAaTh JIOJTOCPOYHOE HAOIIOACHHE 32 MAUCHTOM.
D PEKTUBHOCTD TAHHOW CTPATErHU MOJTBEPIKIACTCS
pe3yabTaTaMu JeUeHUs TPEICTaBICHHON MallueHTKH:
CBOEBPEMEHHO BBINIOJTHEHHAS JIATapOCKONINYECKas ape-
HAJIPKTOMHS Ha (POHE MPEIONEepaiOHHOIO UCIIOJNIB30-
BaHU 0- U B-aApEHOOIOKATOPOB MpHBEJA K MOJHOMY
perpeccy CUMIITOMOB, HOPMAJIU3AIIY TeMOANHAMUYIECKIX
ToKaszareseil 1 00paTHOMY peMOJIETUPOBAHHUIO MUOKapAa
JIEBOT'O KETy109Ka, YTO ITO3BOIMIO OTMEHNTH TEPATIHIO.

3AKJIFOMEHUE

JIaHHBII KITMHAYIECKUH CITy4aid MoJuepKuBacT HE00X0-
JIUMOCTB UCKITFOYSHHSI BTOPUYHBIX (HOPM apTepUaTbHOMI
TUNEPTECH3UH Y JETeH, BAXKHOCTh TEHETUUECKOTO CKPU-
HUHTa U MYJIbTUAUCHUIIJIMHAPHOTO BSaHMOHCﬁCTBHH
JUIL AOCTHIXKCHUA OIITUMAJIBHOT'O KIIMHUYECKOT'O HCX0/1a.
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