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CoBpemMeHHast SHAOKPUHOMOIS, He CMOTPSI Ha BCE CYLLIECTBYIOLLVIE AOCTVXKEHNIS, CTASIKMBAETCS C AOBOJIbHO CIOXHON MPOGAeMoin — 3T0 feHeHre NaueHToB ¢
OMyXONSIMU, CEKPETVPYIOLLIMMI KaTexoNiaMmyHbl. /ICTUHHas pacnpoCTpaHeHHOCTb (heOXPOMOLIMTOMbI HEM3BECTHA, Tak Kak AiaHHbIe, MOJy4YEHHbIE B UCCNEA0BaHUSX,
3aBUCST OT KpUTEPUEB Nnoabopa NauMeHToB 1 MOryT 3HaYMTENbHO pasdnmyaTbest. JaHHbe OryXomnn XapakTepuaytoTesl MHOroobpaavieM naTouavonorHeckix
MexaH3MOB pa3BuTYis 3a60neBaHus, HTO 0OYCIOBVMBAET LUMPOKYIO BaprabensHOCTb CUMITOMATVIKM U CIIOXKHOCTU B AMArHOCTUKE. [1py 3TOM CBOEBPEMEHHbIN
[MarHo3 HerMocpPeCcTBEHHO BAVSIET Ha MPOrHO3 1 KaYECTBO XKIM3HW MaLMEeHTOB. HepeaKo onyxonu, CeKPETVPYIOLLINE KaTeXONaMUHbI, OCTAIOTCS HE BbISIBIEHHBIMM,
B TaKVX Crlydasix O4eHb BbICOK PUCK TSHKEbIX CEPAEYHO-COCYANCTbIX OCNOXHEHWI BMIOTb A0 CMepTENbHOrO 1exoaa. CRoKHOCTb AMarHOCTVKM JaHHOro B1aa
NaTomnorn 3aKo4aeTCs TakXKE 1 B TOM, HTO AaHHbIE OMYyXO MOTYT MMETb HAANOHYEHHVKOBYIO 1 BHEHAANOHEHHVKOBYIO TOKaNM3aLMIo, & TakxKe HaCNeACTBEHHbIN
xapakTep 3abonesaHuns, 4To ellle 6onbLe J06aBNAET CNOXHOCTEN B AMArHOCTVIKE U NIeHeHN (PeoXPOMOLIMTOMbI. CBOEBPEMEHHOE BbISIBNIEHME COMYTCTBYHOLLINX
OMyXOJEBbIX ¥ TOPMOHASBHBIX MPOSIBNEHNI SBASETCS BaXKHLIM (DAaKTOPOM B BEAEHUN MaLWEHTOB C MeHETUYECKN-AETEPMUHNPOBaHHLIMI (hEOXPOMOLIMTOMAMM.
B CBsI3M CO BCEM BbILLENEPEHNCNEHHBIM N3YyHeHNE (HEOXPOMOLIMTOMBI SBISIETCS aKTyasibHOM NPOBIeMoi COBPEMEHHOM SHLOKPUHONOMN.
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MANAGEMENT AND TREATMENT OF A PATIENT WITH A HORMONALLY ACTIVE ADRENAL TUMOR
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In spite of all existing achievements, modern endocrinology comes across a rather complex issue such as treatment of patients with catecholamine secreting
tumors. True prevalence of pheochromocytoma is not known, as data obtained during the research depend on criteria of patients’ selection and can vary
significantly. The tumors have numerous pathophysiological mechanisms of disease development due to a wide variability of symptoms and complex diagnostics.
Meanwhile, timely diagnosis produces a direct effect on prognosis and quality of life. Catecholamine secreting tumors are commonly not detected. In such
cases, there is a high risk of severe cardiovascular complications up to a lethal outcome. Complex diagnostics of this pathology also means that the tumors can
have adrenal and extraadrenal localization and that the disease is hereditary. This makes diagnostics and treatment of pheochromocytoma even more complex.
Timely detection of concomitant tumor and hormonal manifestations belongs to an important factor of management of patients with genetically determined
pheochromocytomas. Thus, examination of pheochromocytoma is a pressing issue of modern endocrinology.
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deoxpomMoLMTOMa — 3TO  OMNyXOfb MO3FOBOrO  Cfo4 [Mpy TOM CBOEBPEMEHHO YCTAHOBMIEHHbIM  OMarHO3

Hafno4Ye4Hrka, coctoswas K3 XpoMaPUHHBIX KNETOK,
npoayLMpytoLLLas KaTexonaMmuHbl (aapeHanuH, HopaapeHanH
v podamuH). [lepBoe onucaHue (EOXPOMOLUTOMbI
natvpyetcs 1886 ronom, HeMeukMM MnaTofioroaHaToMOM
Frankel, HangeHHytO Npu ayToncum B ABYX HaAnoYeqHuKax
y 18-netHen OeBylLKM, BHe3anHO ymepLler OT Konnanca.
MHoroo6pasne  natou3nONOrM4ecKnX  MexaHU3MoB
pa3BuTKS 3aboneBaHnst, BbI3BaHHOE AENCTBMEM FOPMOHOB,
BblpabaTblBaeMbIX OMyxOofblo, 0OYCMOBAMBAET  LLIMPOKYHO
BaprabenbHOCTb CUMATOMATUKI U CIOXKHOCTU B AMArHOCTVIKE.

HEMoCPEeACTBEHHO BVSIET HA MPOrHO3 U Ka4eCTBO >KWU3HU
nauwenToB [1]. PacnpocTpaHeHHOCTb (HeoXPOMOLIMTOMbI
cpeay naumeHToB ¢ rmnepteHaunein coctasnseT 0,2-0,6%. Mo
MeHbLLEN Mepe, Yy TPeT! NauMeHTOB C PEOXPOMOLTOMONM
NPUYMHON 3aboneBaHNst ABNSETCA HACNEACTBEHHAsA MyTaLns
[2]. N3BecTHO, 4TO theoxpomoLiMToMa B OOSbLLUMHCTBE ClyYaeB
BblpabaTtbiBaeT B OOMbLUMX KOMMYECTBax KaTexonamuHbl, 1
OTCYTCTBUE NIEHEHNST MOXET NMPUBECTU K CEPAEHHO-COCYANCTLIM
1 LepebpanbHbiM KaTacTpodaMm, BMIOTb 40 CMEepPTENbHOro
ncxogda [3]. Co BpemeHeM yBennyMBaroLLasacs B pasmMepax
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Onyxoflb MOXXET BbI3BaTb KOMMPECCUOHHbBIA CUHOPOM [4].
BbisiBneHne heoxpoMoLMTOMbl B pamMKkax HacieqcTBEeHHbIX
CVYHOPOMOB MOXET OblTb MOBOAOM [NS1 CBOEBPEMEHHOM
OVarHOCTUKN U NeYeHrst OpyriMx Y4ieHOB cembi npobaHaa.
PacnpocTpaHeHHOCTb 3M10Ka4eCTBEHHON (HEOXPOMOLIMTOMBI
cocTtaenseT 10-17%. 3noka4ecTBEHHOCTb (PEOXPOMOLITOMBI
onpenensioT He Mo 06bl4HbIM - MOPMONOTMHYECKUM U
VMMYHOMMCTOXUMUYECKMM  KPUTEPUSM, @ MO0 HaIuyuio
MeTacTas3oB B HexpomadUHHON TKaHW. [pn MyTaumsax B
reHe, KoavpytoLLem cybbeanHuLy B cykumHaTaermaporeHassbl
(SDH-B), deoxpomoumTOoMa UMEET  3/10KaA4YeCTBEHHbIN
xapakTep 6onee 4eM B 40% HabnogeHui [5].

OMNCAHME KITMHNYECKOT O CITYHAA

MaupeHTka K, 38 net, obpatunacs Ha nprem K Bpaqy-aHOoKPVHOMory
B LICM «Jlokomotue» 15.12.20 ¢ >xanobamm Ha Kpu3oBble
noBblleHns ypoBHA A 0o 220 MM PT. CT. (CUCTOMNHECKOE),
COMPOBOXAAIOLLIMECH HyBCTBOM CTpaxa CMepTW, Taxvkapamen
0o 120 yoapoB B MUHYTY, APOXbIO B Tene, MyNbCUPYHOLLEN
rofioBHOM 60MbI0 B 3aTbIIOYHOM  06MacTw,  OLLYyLLEHNEM
MOKaUTbIBAHVISI U MOKEHVSE B KOHYMKAX MastbLIEB PyK, BHE3arHbIM
MoKpacHeHNeM nua, MPeaLecTBOBaBLUMM MOBbiLeHo AL
[MpucTynbl NoBblweHns ALl oTMedanucb npumMepHo 4-5 pas
B CyTKW. [MpuncTynbl noBbileHrs AL KymMpoBaiMCb MpUYeMoM
40 Mr nponpaHonona npumepHo Yeped 30 MUHYT. CHbkeHne
ALl conpoBOXAANIOCH HEMPOW3BOMBbHBIM BblAENEHNEM BOMLLLIOM
KOMMYECTBa CBETIION MOHM, XONOAHbBIM JIMMKVM MOTOM, AaBALLMM
OLLLLIEHVSIMIA 32 MPyAVHON 6e3 1ppaaaLmmn.

Anamnesis morbi: BnepBble »anobbl Ha MOBbILLEHWE YPOBHSI
ALl 1o 220 MM PT. CT. NOABUANCH Y NaUVEHTKI B siHBape 2020 T,
NPOBOLIMPOBaNCE  3MOLIMOHANbHBIM - MEePEHanpPs>KeHNEM,
BbIXOAOM Ha XON0AHbI BO3AYX 13 MOMELLEHUS, (UBNHECKIMM
Harpyskamn (kataHve Ha fbbkax). aumeHTka HeOAHOKPaTHO
obpallanack K Bpady-kapamonory, 6bi1 NocTaBneH aMarHos:
rmnepToHuYeckast 6onesHb 3-i cTeneHn, 2-1 cTaaun, PUCK
3, HasHa4anacb aHTUrMNepTeH3NBHasA Tepanus PasinyHbIMA
KOMOuHaumsaMu  npenapatoB  (6uconponon 10 wMr +
nepuHoonpun 10 Mr + MokcoHuauH 0,6 mr; 6uconponon
10 Mr + aswncaptaH + xJopTanuMpoH; amnogunuH 10 mMr
+ 6uconponon 10 Mr + runotrasug 25 mr). Hu oguH 13
BapuaHTOB Ha3HAYeHHOW aHTUrMNepTeH3VBHOW Tepanuu
He npegoTBpaLlan rmnepToHnYeckre kpusbl. B anpene
2020 r. nauneHTke ObINo PeKoMeHOoBaHO 0bpaTUTLCA K
SHOOKPUHONOrY. B CBA3M CO CNOXHOW SM1AEMUONOrM4ecKom
cuTyaumer u3-3a naHOeMun KOpOHaBMpyca, 3akpbITUeM
BO3MOXXHOCTM M1IaHOBOW MNOMOLLM Y3KUX CrneumannctoB
nauyeHTke yaanoch NPOKOHCYNBTUPOBATLCS Y SHAOKPUHONOMa
TonbKO B fekabpe 2020 r. [Jo 3TOro BpemeHn nauveHTka
nbliTanacb WCMNOMb30BaTb pPasfnyHble BapuaHTbl paHee
NPEeaNOXEHHbIX aHTUMMNEePTEH3MBHLIX MpenapaTtoB 6e3
MONOXUTENBHOIO 3hPeKTa, Kynpyst IMNepTOHNHYECKNE KP3b
npuemMom rnponpaHonona. Ho BbilleykasaHHble MpPUCTYMbl
TOMBKO y4alllannch, CamMOYyBCTBME MaLMEHTKN yXyaLlanocs.

Anamnesis vitae: ConyTCTBYOLLME 3a00NEBAHNISA: OXKMPEHME
1-1n cTenenn, gucnunuaemuns 2 B, HapyLLeHVe TonepaHTHOCTH
K yrneBodam, XPOHWYECKUA KasnbKyne3HbIl XONeumUCTuT,
BHe 0OOCTpeHus, Bapuko3Has O605e3Hb, PEeTUKYNspHas
dopma, XPOHUHECKUA aTPOPUHECKUA raCTPOOYOLEHWT,
BHe 000CTpeHust. VIHDEKLMOHHbBIN renaTtuT, BeHepu4eckune
3aboneBaHus, TyDepKynes, anneprmyeckme peaxkLmm oTpuLaeT.
FeMoTpaHcdy3unin He Bbino. BpeaHble MPYBbIYKM OTCYTCTBYIOT.
HacnegcTBeHHOCTb OTSrOLLEHA MO MMNEePTOHNHECKON BONE3HM
(MaTb 1 oTeu), y3noBon 306 (MaTb). bepemeHHocTen — 2,
poapl — 2. MeHCTpyasibHbIA LMK HE HAapyLLEH.
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CLINICAL CASE

Status praesens: poct = 165 cm, Bec = 86 kr, VIMT =
31,6 /M2, Tpu obpalLeHnn obLiee COCTOSIHME OTHOCUTENBHO
yooBneTBoputensHoe. JIMLO rMnepemMmpoBaHo, OTEYHO.
Ko>kHble MOKPOBbI MOBBILLEHHOW BAaXKHOCTW. BbICbinaHnin Ha
koxxe HeT. Mepudepnyeckme NMMAQOy3nbl HE YBENNYEHbI.

CucTema OpraHoB [blxaHus: [AblXaHWe 4Yepe3 HOC
ceBobogHoe, YOO = 16 ymapoB B MUHYTY. [bixaHue
BE3UKY/IAPHOE, XPUMOB HET.

CeppoevHo-cocyamctas cuctema: obnactb cepaua He
n3MeHeHa. MpaHuLbl OTHOCUTENBHOW TYMOCTY cepaLia pacLlUMpPeHb!
BNeBO, +2,0 CM KHapy>X1 OT NEBOWN CREANHHO-KIKOHNHHOM INHAM.
ToHbl cepaua sicHble, pUTMUYHbIE, LymoB HeT, YCC = 110
ynapoB B MuHyTY, AL npu ocMoTpe (neBast pyka) = 150/100 Mm
pT. Ct., (NpaBas pyka) = 145/100 mm pT. cT. MNynbcauys Ha
nepuepHeCcKIX COCyAax coxpaHeHa.

Cuctema oOpraHoB MULLEBAPEHUS: A3blK  BNaXKHbIN,
4MCTbIN. 3yObl CaHMpoBaHbl. XKVMBOT NMpuv nanbnauuy Markui,
0e360Me3HeHHbIN, y4acTBYeT B akTe [ObixaHus. [leyeHb,
ceneseHka He yBenmyeHbl. CTyn — 3anopsl.

Cuctema Mo4veoTaeneHNs: 06nacTb NMoYeK BU3yaslbHO He
n3meHeHa. CumnToMm MacTepHaUKoro oTpuLaTessHbI ¢ 06erx
CTOpOH. MovevncnyckaHne ceobogHoe, 6e360ne3HeHHoe.
Mocne rMnepToHNYECKOro Kpr3a OTMEYaETCS HEMPOW3BOSIbHOE
BblAeneHre 60bLLIOrO KOMMYeCTBa CBETION MOYMN.

MpoBeaeHbl AONONHUTENBHbIE METOAbI MCCNea0BaHs:

SKI™ oT 15.12.20 — put™ cuHycoBblin, ¢ HCC = 102 ynapos B
MUHYTY, ANddy3HbIE M3MEHEHVISI MOKaPAA, MPU3HAKM CHYKEHIS
KOPOHAPHOIO KPOBOOOPALLIEHVS B HYXKHEDOKOBBIX OTAENaX.

Ha npvieme aHOOKPVHOMOra nauveHTke pPekoMeH0BaHo
nccrnefoBaHie  YpoBHS  OOWMX  MeTaHedpUHOB U
HOopMeTaHedPUHOB K3 CYTOYHOrO KOMAM4YecTBa MOYU.
Oblwme — cBoboaHble W CBsA3aHHble MeTaHedPVHbl ©
HOpMeTaHeMPVHBI — MPOMEXXYTOYHbIE MPOAYKThI MeTabonmMama
afpeHannHa 1 HopagpeHanvHa. VccnegosaHne ncnonb3yeTcs
019 ANarHOCTVIKK M MOHUTOPWHIa Oryxoner HaanoYeyHuKa
(beoXpoMOLIMTOMbI), HEPBHOW TkaHW (HepobnacToMmel,
raHrIMoOHEBPOMSI). Ha HopMeTaHedpuHbl He OkKasblBakoT
BNSHUS aHTUIMNEPTEH3MBHbIE Mpenapatbl, B OTN4Me OT
OpYrvx MpoOAyKTOB MeTabonvMaMa KaTexofamMuHOB, HO [ONs
[OCTOBEPHOIo aHanM3a peKoOMeHyeTCst UCKITHOYNTL NPOAYKTHI,
copepykalme CepOTOHVH, — BaHaHbl, LLIOKONaM, Cbip, KPenKui
yan, kodbe, ankorofib. V3beraTtb OU3NYECKUX Harpysok,
CTPeccoB, KypeHusi, 60MeBbIX BO3AENCTBUM 3a TPU AHS 00
npegnonaraemoro cbopa aHannaa moyu. Mpu cbope mMoum
PEKOMEHAoBaH 0ObI4HbIN MNTLEBON PEXUM. MeTaHedpuHbl
HeMpPepbIBHO MPOU3BOASATCS B KIETKax OMyxoSin 1 He CBA3aHb!
C BbIOPOCOM aKTUBHbIX (DPaKLMii KaTexonammMHOB, MO3TOMY
cbop aHanmMsa Mo4M Ha MeTaHedPUHbI MPON3BOAUTCSH
HEe3aBMCMMO OT 3MU30A0B MOBbLILEHHOMO apTepuanbHOro
[aBneHns. BHyTpYOMyxoneebii Mpouecc MeTUAMPOBaHUS
KaTeXONaMUHOB MPOUCXOAUT MOCTOSHHO W He 3aBWUCUT OT
BPEMEHN BblbpOca aKTMBHbIX KaTexonaMUHOB B COCYAMCTOe
pycno. OnpepneneHne meTaHedpuHa 1 HopmeTaHedpuHa
SABNSETCA  «30M10TbIM  CTaHAApPTOM» B OMarHOCTUKe
dheoxpoMoUmUTOMbI. HyBCTBUTENBHOCTE METOA4A COCTaBNsAeT
99%, cneundpndHoctb — 85-89%. OTpuLaTensHbii
pesynsTaT aHanm3a 0oCTaTodeH AJ1s TOro, YToObl UCKTIOHUTE
deoxpomoupmTomy [6].

MeTtaHecpuH = 890 wmr/cyT. (mMeHee 320,0),
HopMeTaHedpuH = 560 (MeHee 390) ot 25.12.20.

Ot 25.12.20 kKpeaTuHuH = 89,0 MKmONbL/N,
NOHOCENEKTUBHbIN  aHanM3  3M1eKTPONTOB  (Kanum =

4,29 MMOnb/N, KanbUuii MOHN3UPOBaHHbIA = 1,21 MMonb/n,
HaTpuii = 133,0 mmonb/n, xnopuael = 102,3 Mmons/n). AHanms
KpOBM KMHMYeckui ot 25.12.20 remornobuH = 117 r/n,
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nenkountbl = 11,75 *10%n, TpombGountbl = 341*10%n,
aputpouunTbl = 4,09*10"/n. KncnoTHO-OCHOBHOE paBHOBECHE
ot 25.12.20 ABE, mmone/n = 0,6, GGLU = 5,1, cHCO3(P) =
23,5, cLac = 0,7, ctHBg\l = 122, mOsm, mmol\kg = 270,2,
pCO2, mmHg = 37,1, ph = 7,412, pO2, mmHg = 40,8, s02%
= 74,9, Bpemsa = 16:32, rematokput = 37,4.

moko3a kpoBu = 7,5 MMOMb/N, FNUKUPOBAHHbINA
remornobuH = 6,0% (NoBblleHVE YPOBHSA caxapa B
KPOBM CBS3aHO C NatoU3nNoNorm4ecknm aheKTom
BO3HVIKHOBEHWSI «BTOPUYHOro» Amabeta nnm HapylleHnus
TONEPaHTHOCTM K [IIOKO3€e, YTO OBOYCMIOBAEHO YCUIIEHMEM
MMUKOreHoNM3a B NeYeHN, yMeHbLLIEHNEM BbIPabOTKIM MHCYIMHA
3a CHYET CTVMYNSAUMX o- alpeHOPELLENTOPOB MOMYKENYA0HHON
xenesbl) [3].

KomnbioTepHass Tomorpacdus opraHoB OploLIHON
MOJIOCTN C BHYTPUBEHHbIM 6OSIIOCHBIM KOHTPaCTUPOBaHNEM
oT 28.12.20. 3akntoveHve: uccnefoBaHue BbINOSHEHO B
MYSIBTUCMIMPANbHOM PeXrMe MO CTaHOapTHOW Nporpamme
C BHYTPVBEHHbIM OOJOCHBIM  YCUNEHVEM N300paXKeHs.
Ha cepun MCK Tomorpamm nedeHb 0OblHHOM (DOPMbI,
pa3mMepoB, MNOMOXeHWst 6e3 04aroB MNaToNOrMYecKom
MAOTHOCTX 1 NAaTOMOMMHYECKOro HaKOMMIEHUST KOHTPaCTHOro
BellecTBa. BHyTpunedeHouYHble »XendHble NpoTokn 1 XKBI
He paclumpeHbl. 2KenvHbii Ny3blpb B pasMepax He YBenuyeH,
PEHTFEHOKOHTPACTHbBIX ~ KOHKPEMEHTOB HE  COOEPXMT.
MomykenyooyHas »kenesa He pacrnofioxeHa 00blMHO, MMeeT
[0Nb4aTyio CTPYKTYPY, BUPCYHIOB MPOTOK He BU3Yan3npyeTcs.
O4aroBbIX W3MEHEHWA 1 MaToNOrMHecKNx obpasoBaHuii
B TKaHW >Xenesbl He BbIsBNeHO. [lapanaHkpeaTnyeckas
knetyatka He u3MeHeHa. CeneseHka B pasmMepax He
yBenM4eHa, MMeeT POBHblE KOHTYPbI, OOHOPOAHOM MIOTHOCTA
6e3 o4aroBbIX M3MeHeHWU. oYk pacnonoXkeHsl 06bIHHO.
MapeHxvMa ©6e3 o4aroB NaTOMOMMYECKON MAOTHOCTW.
YNC novek He paclumpeHbl. CoCcyancTble HOXKW MOYeK
CTPYKTYpHbI. [MapaHedpanbHas knetdaTka He Wn3MeHeHa.
Hagnoye4Hrkn pacnonoxkeHbl 0Ob4HO. MpaBbli HagmoHYeHHNK
He n3MeHeH. B neBoM Haano4e4vHvke, B Tene 1 MeamanbHom
HOXXKe onpefensieTcs obpasoBaHne OKPyrion opmbl C
HYETKUMW POBHbIMM KOHTYpamu, pasmepamun 4,0*3,9%4,5 cm,
nnotHocTeto +30 HU. [locne BBeOeHWss KOHTPacTHOrO
BelLleCTBa HakomneHne paBHOMepHoe: B | dasy + 88
HU, Bo Il hagy + 65 HU, 4epe3s 10 muHyT = + 50 HU.
JleBas nodeyvHas BeHa MPOXOAUT BAOMb HVDKHErO Mostoca
obpazoBaHuns. CBobOAHasA XWAKOCTb B OPIOLLIHOM MOMOCTA
He onpegenseTcsa. YBenmYeHus MMAOy3noB  OPHOLLHOM
MosiocT 1 3a0PIOLLMHHOMO MPOCTPAHCTBA He OMNpPefensieTcs.
[eCTPYKTUBHBIX M3MEHEHWIA KOCTEN B 30HE CKaHMPOBaHWSA He
oTMeyaeTcd. 3akntodeHne: KT-npusHaky naTonorn4eckoro
0bpa3oBaHKs N1EBOro HaAMO4YeHHMKa.

PeHTtreHorpacdus rpygHon knetkm ot 25.12.20: Ha
0030pHOM  pEeHTreHOrpaMMe OpraHoB TPYAHON KNETKM
Nerkne pacnpasfeHbl, 6e3 o4aroBbIX 1 UHPUIBTPATUBHBLIX
n3mMeHeHun. KopHW Nerkrx He pacluvpensl. Kynon guadparmbl
pacnonoXeH 0bbl4HO. TeHb cepLia 1 COCyA0B He paclumMpeHa.
CuHycbl cBOBOAHbI.

Bbin BbICTaBNEH KIIMHWUYECKUI OMarHo3.

OcHoBHOI: (heoxpomMoumMToMa JIEBOrO HaAMOYE4HMKa,

cMelwaHHas dopma  (MKB-10: E27.5. TvnepdyHKUmA
MO3rOBOro Cost Hafno4YeYHNKOB).
OcnoxHeHus: cuvMnToMaTu4eckas apTepuanbHas
rmnepTeHans Il ctenerHn. CumnTomMaTuyeckas rmneprivkeMmns.
JNleyeHne: [N nNpoBedeHUs  CcTabunnanpytoLen
npenonepauyoHHo NOArOoTOBKW MNauMeHTKe Obl Ha3HaveH
nookcasos3nH ¢ 28.12.20. [1oKCa303WH — CeNeKTUBHbIN

MPOMOHMMPOBaHHBIA o1- aapPeHO6IoKaToP AN NepopasbHOro

NMPUMEHEHNS!, KOTOPbIA BO3AENCTBYET Ha BECb CMNEKTP
al-agpeHopeLenTopoB  pPe3ncTVBHbIX cocynoB. [lepuop
noslyBblBeOeHs — 22 4. SdhdekTrBHas [o3a OoCTuUraeTcs
dYeped 2-3 4. [MaumeHTke Ha3Ha4eH O0KCa303uH B 003e 4 Mr
2 pa3a B [ieHb, C NOCTEMNeHHbIM MoBbILLEHEM 003kl Pa3 B 3 AHA
0o 20 Mr, Nof, KOHTPOMEM YPOBHST apTepuaibHOro AaBneHus.
Mpw Taxrkapouy NaLvieHTKe pekoMeHa0BaH Nnprem npernapara
O1conponon B CTapToBOW A03e 2,5 Mr pa3 B OeHb YTPOM,
nof, KOHTponem nynbca. MNMprem npenaparta Guconponosn dbin
PEKOMEHA0BAH MOC/e AOCTVYKEHNSI CTONKOrO a-6/10KMPYHOLLErO
athdpekTa. IMpr HecobMOAEHMN 3TOrO YCNOBUSA HE UCKITOHEHO
napofoKcanbHoe yxydlleHe TeYeHUst TUNepTOHUYECKUX
KpW30B, YTO CBA3aHO C HMBEMPOBaHWEM B2 OUNATUPYHOLLErO
athdhekTa anpeHaHa. 3To 1 Habnoaanoch Y NaUneHTKM B BUOE
YCYrybneHus TSKeCTU COCTOSIHUS, ONUTENbHOCTU 1 HYaCTOTb!
FMNEPTOHMYECKNX KPU30B Ha doHEe aHTUrMnepTeH3UBHbIX
npenaparoB, PeKOMEH0BaHHbIX KapaMONorom A0 NOCTaHOBKMN
ovarHosa. Ha doHe npriema gokcasosvHa W buconponona y
nauneHTKN He OTMeYarnochb MOCTypasnbHOM rmnoTeHaun. MNpn
NpoBeaeHU NpeaonepaLoHHON NOArOTOBKM BbiLLIEYKa3aHHbIMI
npenapataMmii BO3MOXKHO BO3HWKHOBEHWE MOCTypasibHOM
rMnoTeHsun. [ocTypanbHas rMnoTeH3ns BOCMPUHUMAaETCS
HEKOTOPbLIMW AOKTOPaMM Kak CUMHa K OTMEHE U CHDKEHIO
[03bl a-H610KaTOPOB, YTO ABMSETCS TUMWMYHOWM OLUMOKON. Ha
camMoM [ene BO3HUMKHOBEHME MOCTYpPasnbHOW MMNoTeH3um
CBSI3aHO C WCXOAHbIM, MaTOreHeTUHECKN OOYCMOBEHHbIM
neduLmMToM obbemMa UMPKYIVPYIOLEN »XUOKOCTU, a He C
npsiMbIM AeNcTBMEM NpernapaToB. [NoaToMy Ao3a a-6110KaTopoB
NP1 BO3HMKHOBEHMM MOCTYPaslbHOW MMMNOTEH3UM HE O0HKHA
CHWKaTLCA 1 Mpenapartbl 3TOW rpynrbl He AOMKHbI OTMEHSITLCSA
[6]. Hambonee Tskenble naumeHTbl — 3T0 NaLyeHTbl CO CTONKOM
FMNOTOHMEN VNN TEHOEHUMEN K Hell B MEeXMNpPUCTYNHOM
nepviode. Y aTuX naumeHToB a-aapeHOob/10KaTopbl SBASKOTCA
CcpencTBOM Bblbopa, KOTOPOE NO3BONSET N36EXKaTb COCTOAHUS
«HeyrnpaBAsieMon reMoguHaMUKn» 1 KaTexoNamMUHOBOIo
woka [7]. MNMonHoe ncye3HoBEHWE MMNEPTOHUHYECKNX KPU30B,
cTabunmnaauys yposHs AL, OTCYTCTBUE TaxXMKapauy MPOU30LLIIN
y naupeHTkn k 20.01.21.

SKI o1 19.01.21 SKI' — put™m cuHycoBbIh, ¢ HYCC = 80
YOAPOB B MUHYTY, ANOdY3HblE N3MEHEHWS MVOKapaA.

KucnotHo-ocHoBHoe pasHoeecue (KOP) ot 19.01.21 ABE,
mmone/n = 0,5, GGLU = 2,0, cHCO3(P) = 24,7, cLac = 0,6,
ctHBg\l = 122, mOsm, mmol\kg = 267,1, pCO2, mmHg =
46,7, ph = 7,36, pO2, mmHg = 52,6, sO2% = 86, Bpems =
6:10, remaTtokpuT = 37,6, Kanuii = 3,1 MMONb/N, KanbLuii
MOHM3UPOBaHHbIN = 1,18 MMonb/n, HaTpuii = 134,3 Mmonb/n,
xnopviapl = 99,7 MMONbL/N). AHaNN3 KPOBW KIIMHUYECKNA OT
19.01.21 remorno6uH = 122 r/n, nenkountbl = 8,3 *10%n,
TpoMbouuTbl = 300*10%n, apuTtpounTbl = 4,05*10"%/n. Caxap
KpoBW = 6,8 MMOb/N.

Kputepun noAroToB/IEHHOCTU K onepaTuBHOMY
BMeLlaTenbCcTBy Npu heoXpPOMOLUTOME:

—  YMeHbllUeHNe (MCYEe3HOBEHWE) MMNepTOHNYECKUX
KpW30B;
- KynupoBaHWe  rUrNoBOMEMUYECKOro  CUHApoMa

(KNMHMYECKN 1 MO pe3ynsTaTaM npeaonepaLyioHHoro
N3MEPEHVISt LIEHTPAIIbHOrO BEHO3HOMO AaBfeHNs);

- HWBENMPOBaHWE HapyLLIEHNIA PUTMa;

- KOPPEeKLMs MeTaboMHecKNX PacCTPONCTB.

TunuyHble oWMGKN B NPefonepaLMoHHOl NOAroTOBKE:

- OTMeHa WM CHIWKEeHne 003kl a-aapeHoBI0KaToPOoB Npw
MOCTYPasIbHOM MMOTEH3UM 1 TaXMKapOuM B Ha4aslbHOM
hase npviema npenapara;

—  Ha/M4YMe WCXOOHOM TUMOTOHUM PAaCLEHVBAETCA Kak
MPOTVIBOMOKAa3aHe K HasHaYeHO a-aapeHOOIOKATOPOB;
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— MOMbITKa KOMMEHCAaLM TUNOBOMEMUN U TUMOTOHMN
NHODY3VeRn XNOKOCTM Ui BBEAEHNEM Ba30MpeccopoB
6e3 NpUMeHeHVst a-aapPeHOBIo0KaTOPOB;

— MOmMbITKa KOMMEeHcauun TaxuKapauu HasHa4YeHUeM

B-apgpeHobnokatopoB 6e3  npenBapuTeNbHOro
NOCTUKEHNST a-6roKaTopoB.
20.01.21 nauneHTke Obina npoBefeHa

PETPOMNEPUTOHEOCKOMYECKasa afpeHaNakKToMnsa cneea B
YCNOBUSIX KOMOUHMpOBaHHOM aHecTeaun ¢ VIBJ1. HanoxeH
umaHakpunaTHbeln knen Dermabond. [MocneonepauyoHHbIN
nepvon 6e3  ocobeHHoCTel.  [llocneonepauynoHHas
paHa 3axuBana MnepBUYHbIM HaTskeHeM. PeaynsraThl
MMCTONOMMHYECKOrO UCCNea0oBaHUst (MaToNoro-aHaTOMNY4ECKOro
1ccnefoBaHns onepauyoHHOro mMartepuana C OnyXoSbto):
deoxpomoumTOoMa N1IEBOrO  HaAMoYeqHuka  (ouameTp
4,5 cM) C 04aroBoW COCYANCTOWN MHBa3uen, 6e3 npruaHakoB
KancynspHom uvHBaswuu. [locne nposedeHHOV onepauum
nauvieHTke 6bI10 PEKOMEHOBAHO OrpaHnyeHve uruanHeckom
Harpy3ku B TedeHne 6-8 Hepgenb, npvieM npenapata kopred
no cxeme 2 Tab. ytpo, 1,5 tab. — oben, 1 1ab. B 20 u.
Yepes Mecsl, Npviema npenaparta kopted [o3a NocTeneHHO
CHWXanacb C MocrnedytoLert NofHOM OTMEHON npenapata
4Yepes TpW Mecsila C MOMeHTa ero HagHadeHusl. 3a nepuog
NMOCTENEHHOro CHWXXeHWs [03bl npenapata kopted Yy
nauveHTKV ABaXKAbl BO3HUKAM 3Mn304bl NafeHnst yposHst ALL
COMPOBOXAKOLLMECH PE3KON 0bLLEN cnabocThio, TOLLHOTON,
YTO 3aMefsIsNo TEMMbl CHYPKEHNS 403kl NpenapaTa KopTed.

C MOMeHTa NoHOM OTMEHbI Npenapara kopTed nauneHTKe
npoBeneHo obcnenosarve: ot 25.04.21 AKTI = 28 nr/mn (10—
185), aHanM3 Mo4M Ha KOPTU30/ 13 CYTOYHOIO KOMMYecTBa =
8,3 MKr/cyT (4,3-176), kopTn3on B kposu = 5,9 (3,7-19,4) mkr/
on. MNauyeHTke 6bI10 NPOBEAEHO MrEHETUHECKOE TECTUPOBAHME
Ha myTauum RET, VHL, SDHB, SDHD.

PegynstaT MONeKynsapHO-reHeTUHECKOro MCCnedoBaHus
ot 09.07.21 NpoBeaeHO TapreTHOE CEeKBEHNPOBaHME (NaHenb
«HacnencTBeHHble OnyxoneBble CUHOPOMbI»). iccnegoBaHHble
reHbl: APC, ATM, ATR, BAP1, BARD1, BLM, BLPR1A, BRCA1,
BRCA2, BRIP1, CDH1, CDKN2A, CHEK2, EPCAM, FANCM,
FH, FLCN, GNAS, GREM1, MAX, MEN1, MLH1, MRE11,
MSH2, MSH3, MSH6, MUTYH, NBN, NF1, NF2, NTHL1,
PALB2, PMS1, PMS2, POLD1, POLE, PRKAR1A, PTCH1,
PTEN, RADSD, RADS1, RADS1C, RADS1D, RB1, RET, SDHA,
SDHAF2, SDHB, SDHC, SDHD, SLX4, SMAD4, SMARCA4,
SMARCB1, STK11, SUFU, TMEM127, TPS3, TSC1, TSC2,
VHL, WRN. 3akstoyeHune: natoreHHble/BeposiTHO NaToreHHbIe
BapuaHTbl eHOB, acCOUMVPOBAHHbIX C HaCNedCTBEHHbIMU
OMyX0NeBbIMU CUHAPOMAaMM, HE BbISBNEHbI.

OBCY>XXOEHVE

o AaHHbIM PETPOCMEKTMBHbBIX 1 MPOCMEKTUBHBIX FEHETUHECKIIX
1CCNefoBaHni, BbIMOMHEHHbIX Ha 6oMblUMX  BbibOpKax
naumeHToB ¢ xpomMaduHHbIMKU onyxonsamMu, noytn y 30%
O0MBbHbIX UMEIOTCH reHeTnYeckre AedekTbl, nepenatoLLmecst
no ayTOCOMHO-AOMUHaHTHOMY Tuny. B 32-38% HabntogeHui
OTMeYaeTcst MyTalusi reHoOB, OTBETCTBEHHbIX 3a CUHTE3
CcyKumHaTaoervaporeHasbl, D-unu B-cybbegmHuupl (SDHD
nnn SDHB) [5]. 3aboneBaHvie NposiBASETCst BOZHUKHOBEHVEM
PYHKUMOHVPYIOWMX — MaparaHriMoM,  Kak — npasuilo,
MHO>XECTBEHHbIX, C BbICOKVM 3/1I0KaYECTBEHHBIM MNOTEHLIMANOM.
deHoTUNMYeckass NeHeTPaHTHOCTb  (HEOXPOMOLIMOMbI Y
TakMx naumeHtoB cocTtasnsetr 15-40%. [BycTopoHHee
nopaxeHne Haano4e4yHVKOB OTMedvaeTcsa B 40% cnyyaes,
BHeHaano4e4yHKoBoe nopaxeHne — B 70% [3]. IMpu aTOM
reHeTU4ecKoM [fedekTe naparaHrvoMbl XapakTepuaytoTcs
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CLINICAL CASE

NPerMyLLEECTBEHHO HOpPaApeHaIMHOBBIM TUMOM CeKpeumu.
[eHeTn4Yeckoe TecTMpoBaHWe Obll0  PeKoMeHOoBaHO
nauuMeHTke, Tak Kak, MO [OaHHbIM  MHOIFOYUCIIEHHbIX
FeHeTUYECKNX WCCNedoBaHWU, MPOBEOEHHbIX Ha O0MbLUNX
BbIOOpPKax MauMeHToB ¢ XpoMadUHHBIMLA OrnyxonamMu, Obino
BblBNEHO, 4TO Yy 25-35% 60nbHbIX (PEOXPOMOLIUMTOMONM
VMEIOTCSt  FeHeTndeckre faedekTbl, nepegarolmecs Mo
ayTOCOMHO-AOMWHAHTHOMY — TUMy, OTBETCTBEHHblE 3a
BO3HVKHOBeHWe 3abonesanvis [7]. Tak, B 32-38% HabnioaeHui
heoxpomoLIMTOMa MOXKET BCTPeYaTbCs B paMkax CUHApOMa
SDH vnn cuHopoma (QyHKLVMOHUPYIOLLEN naparaHrivoMbl
(myTaums SDH-B (1p35-36) nnn SDH-D (11g23), a Takke A
n C cybbeguHupl). B 30-35% cnydaes deoxpomouptoma
ABNAeTCH nposiBneHneM 6one3nn oH Xunnens-SiuHgay
(MyTaums VHL-reHa 3 xpomocombl), B 20-22% — KOMMOHEHTOM
cuHopoMa M3H 2A nnu cuHgpoma Cunnna (mytaumst RET-
npoTooHkoreHa 10 xpom ocombl ¢ 10 no 16 3k30H), B 4-6% —
M3H 2B nnu cuHgpoma lopnuHa (MyTtaums RET-npoTooHKoreHa
10 xpomocombl B 883 nnn 918 kopoHe 11 ak30Ha), B 8-14% —
HerpodurbpomaTosa 1-ro Trna unm 6onesHn PeknuHrxayseHa
(MyTaumsa NF-1 rena (17g11)) [5].

Yepes rog mnocne onepaTvBHONO fleveHnss nauueHTke
NpoBefeHbl KOHTPOJbHbBIN OCMOTP 1 06CNeAoBaHME.

20.01.22 »Kanob HeT. PocT = 165 cm, Bec = 92, IMT =
34,07 Kr/M2.

CucTema OpraHoB [blxaHus: [AblXaHWe 4Yepe3 HOC
ceBobogHoe, YOO = 15 ymapoB B MUHYTY. [bixaHue
BE3UKY/IAPHOE, XPUMOB HET.

CeppoevHo-cocyanctas cuctema: obnactb cepaua He
13MeHeHa. MpaHViLbl OTHOCUTENBHOW TYMOCTY cepaLia pacLlUMpPeHD!
BNeBo, +2,0 CM KHapyXu OT NEBOV CPEOUHHO-KIKOYNHHON
NmHMK. ToHbI cepala siCHble, pUTMUYHbIE, LWymoB HeT, YCC
= 80 ymapoB B MuHyTy, AL npu ocMmoTpe (neeBasd pyka) =
120/80 mm pT. cT., (NpaBasi pyka) = 115/70 MM pT. CT. MNynbcaums
Ha NepundepnHeCKIX cocyax CoxpaHeHa.

SKI™ o1 20.01.22 SKIN — puTM cuHycoBbIh, ¢ HYCC = 76
yOapoB B MUHYTY, ANddY3HbIE N3MEHEHNST MOKapaa.
MeTtaHecbpuH = 210 wMr/cyT. (MeHee

HopMeTaHedpuH = 300 (MeHee 390) ot 24.01.22.

AKTT 21.01.22 AKTT = 38 nr/mn (10-185), aHan13 mo4u Ha
KOPTW30M N3 CYyTOYHOro Konnyectsa = 9,6 MKr/cyT. (4,3—-176),
KOpTW30n B KpoBu = 5,4 (3,7-19,4) mkr/an.

MarHutHo-pe3oHaHcHass ToMmorpadusi Mo4Yek u
HaAnoO4Ye4YHNKOB C KOHTPACTHbIM ycuneHnem ot 23.01.22.
MpaBasi noyka — 95*45*43 MM, nesasi novka — 96*48*45 mm.
KOHTYypbl pOBHble, 4eTkne. Xopowo AnddepeHUmpyoTcs
KOPKOBOE 1 MO3roBoe BellecTBO. CoCyauCTble HOXKN He
n3meHeHbl. [MapaHedpanbHas kfnetyaTtka He Wn3MeHeHa.
KOHTYpbl MNpaBOro Hagrno4eyHMka POBHblE U  YeTKue,
HaZMNoOYe4YHNK OObIMHOM TpeyrosbHOM (OopPMbl, pasmepsb!
3,49*2,8 cM. TonwmHa Hoxek — 3,3 MM, CTpyKTypa
HagnoyeyHka opgHopoaHas. CocTosiHMe Mocne yaaneHns
heoxpOMOLIMTOMBI IEBOMO HaAMoYeyHKa. B noxe yoaneHHoro
HaanoYeyHNKa OOMNOMHATENBHBIX 0OBbEMHbIX 006Pa30BaHWn He
BbISIBIEHO. JlumdaTtnyecke yanbl He yBenmdeHbl. CBoboaHas
>KUOKOCTb B OPIOWHOM MOMOCTN He BU3yau3npyeTcs.
3akntoyeHne:  COCTosiHME Mocne  ypaaneHus  N1eBoro
Haano4YeYHnKa No NoBoay deoxpoMoLmToMbl oT 2021 . 3a
peumame MP gaHHbIX He NoslyyYeHo.

320,0),

SAKITKOHEHNE

OcobeHHOCTb npencrtaBneHHoOro  KIMHMYeCKoro  criy4as
3aKJIH0HAETCA B TOM, HTO AMarHO3 (heoXpOMOLMTOMbI ANUTENBHOE
BpeMA He Obin YCTaHOBJIEH, NauUeHTKa AnnTesibHO Habnopganack



KNMHWUYECKN CIYYAW

y Kapayornora ¢ AxarHo30M rnepToHmnYeckast 6oneaHs. OTaensHo
HeoOXOAMMO OTMETUTb, YTO Y MaLUMEHTKN OTMEYasiCa O4YeHb
BbICOKMI VICXOAHbI YPOBEHb MeTaHebpuHa 1 HopMeTaHepuHa,
Oonblive pasmepbl onyxonv 4,0°3,9*4,5 cM 1 oTHOCUTENbHAas
3hHEKTVBHOCTb MPUMEHSIEMbIX NEKAPCTBEHHBIX MpPenapaToB.
Henb3s He OTMETUTL B AAHHOM KIIHUHYECKOM CIly4ae 1 CIIOKHOCTb
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