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TUMOR OF THE ADRENAL MEDULLA
(CHROMAFFINOMA) IS A COMPLEX
CLINICAL CASE

A. Zhilina

Yu. Melnikova
Yu. Chizhova
E. Ignashova
A. Malygin

Summary. Chromaffinoma (pheochromocytoma) is a tumor of
chromaffin cells of the adrenal medulla that produces catecholamines
(adrenaline and norepinephrine). The frequency of occurrence of this
pathology is approximately 2—8 cases per 1 million population per
year [1]. Despite the large number of guidelines and recommendations
devoted to the diagnosis and treatment of chromaffinoma, the
versatility of the clinical picture of this disease, the low frequency
of occurrence in the population causes numerous errors leading to
untimely, incorrect treatment of such patients, which increases the risk
of complications, reduces the quality of life of patients and ultimately
increases the cost of therapy. It should be noted that tumors secreting
catecholamines do not always remain detected in a timely manner,
which cannot but lead to cardiovascular complications up to a fatal
outcome. In this regard, | would like to share my own experience in
the management of a patient with chromaffinoma, the rarity of which
also lies in the fact that the pathological process is localized in the left
adrenal gland, while in 90% of cases pheochromocytoma is localized
on the right.

Keywords: chromaffinoma, free metanephrines and normetanephrines,
tumor secreting catecholamines, high degree of arterial hypertension.
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Anomayus. Xpomapduxoma (peoxpomounutoma) — omyxonb M3 Xpoma-
GWHHBIX KNETOK MO3roBOT0 (10 HAZAMOYEUHNKOB, MPOAYLMPYHLLAs KaTe-
XONamuHbl (aApeHanuH 1 HopajpeHanuH). Yactota BCTPeUaemMoCTu JaHHoI
naTonoriM CocTaBnAeT NpuMepHo 2—8 cyyaeB Ha 1 MITH. HaceneHua B rog
[1]. He cmoTpa Ha 6onbluoe KONMYeCTBO PyKOBOACTB U PeKOMeHAaLuil, no-
CBALLEHHBIX JUArHOCTUKE W NeyeHnio XpomadduHoMbl, MHOrOrpaHHOCTb
KNMHIYeCKoii KapTHbI LaHHOT0 3a00N1eBaHNA, HeBbICOKAA YaCToTa BCTpeyae-
MOCTH B NONYAALNM 06YCIOBANBAET MHOTOUNCIEHHDIE OLIMOKM, NPUBOAALLME
K HeCBOEBPEMEHHOMY, HEMPaBMUbHOMY NeUeHII0 TaKuX MaLyueHToB, 4To No-
BbILIAET PUCK PA3BUTUA OCNOXKHEHII, CHIXKAET KauecTBO XKIU3HN NaLNEHTOB
1 B KOHEYHOM UTOTE YZ0POXAET CTOMMOCTb Tepanuy. Henb3a He 0TMeTUT,
YTO OMYXONM CEKPETUPYHLLME KATEX0NaMUHbI, He BCErAa 0CTaloTCA CBOeBpe-
MEHHO BbIABNEHHBIMY, UTO HE MOXET He NPUBOAUTD K CePAYHO-COCYAMCTHIM
0CNIOXHEHNAM BNNOTb 10 CMePTeNbHOTO UCX0Za. B (BA3M ¢ 3TUM, X0Tenoch 6bl
NOAENNTLCA COOCTBEHHBIM OMbITOM B BEAHUM NaLMeHTKN ¢ XpomahduHo-
MOIA, PeAKOCTb KOTOPOT0 3aK/MKYAETCA eLLie U B TOM, YTO NATONOTMYeCKIii npo-
Liecc 10Kanu30Banca B 1eBOM HaAnoueyHuKe, B To Bpema Kak B 90% ciyyaes
$eoxpomoLuToMa noKanu3yetca Cnpasa.

Kniouegsie cnoga: xpomadduHoma, cBobofHbIe MeTaHedpUHbI U HOpMeTa-
HeQPUHbI, 0MyX0fb, CEKPeTUPYHLLAA KaTexoNaMuHbl, BbICOKas CTeneHb apTe-
puanbHoil runepTeH3mm.
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BkAaA aBTOPOB

wnnHa A.H.— BepeHme nauyveHTKU Jo onepa-

TUBHOIO JIeUeHWs, HanucaHe JaHHOW CTaTbly,

06befMHeHVe JaHHbIX Tab0opPaTOPHON U UHCTPY-
MEHTaNIbHOWM ANarHOCTMKN Ha A0 ONepaLnoHHOM 1 nocse-
onepaunoHHom 3Tanax, MenbHukosa t0.E. — nutepatyp-
Hblll 0630p COBpPEMEHHbIX CBEAEHWUA U peKkoMeHAauui
no BeAEeHMI0 MaLMeHTOB ¢ XpomadpduHomMol, BopoHumHa
E.A.— pacwmndpoBKa reHeTUYECKNX NCCNefoBaHUN.

XpomaddrHoMma — 3TO onyxonb, pa3BuMBaloLias-
ca 13 xpomadpPnHOBIACTOB — KINETOK, MPOUCXOAALMNX
13 rpebeLika HEPBHOWM TPYOKM M MUTPUPYIOLWMX B Nepu-
oae 3MOpPMOHANbHOro pa3BuTKA B nepudepnyeckme aHa-
TOMUYECKME CTPYKTYpPbl (MO3roBOWM CNON HAafMOYEYHNKOB,
cMMnaTuyeckme raHrmmm 1 naparadrnmm) [2]. Yawe pa-
Hasa naTtoniorua passuBaeTca B Bo3pacTe oT 20 go 50 ner,
HO OMucaHbl Cllyyan pPa3BuUTUA 3aboneBaHUs B Bo3pacTe
ot 3 mecaues o 90 net. Okono 60% nauMeHTOB AaHHOWN
naTonornen ABAAIOTCA B3POC/ble MALUEHTKN >KEHCKOro
nona. B 90% cnyyaes nopaxeHue ABAAETCA OAHOCTO-
POHHVM U1 NIOKanM3yeTca Yalle B NpaBOM HagmnovyeuyHuke,
B 10% cnyyaeB oTMeyvaeTca nopakeHne 06oux Hagnoveu-
HUKoB. B 10% cnyyaes HabntogaoTcA 310KaveCTBEHHOCTb
[aHHOW onyxonu, cnocobHas K pacnpoCcTpaHeHno MeTac-
Ta30B, Yallle OOHapyKMBaeMbIX B NOAXKeNy[LOUYHOW »Kenese,
nuMmdaTryeckux ysnax, WutosmuaHom xenese [3]. Hannume
MeTacTa3oB (peOXPOMOLMTOMbI B BbllleyKa3aHHbIX opra-
Hax, AaeT KIMHUYECKYI0 CUMMNTOMATUKY MOPa)KeHUsA TOro
opraHa Kyfa pacnpocTpaHuia MeTtacTasbl XpoMadodurHo-
Ma, UTO KpaliHe 3aTpyAHAeT CBOeBpeMeHHOoe yCTaHOoBe-
HMe AmarHosa n MOWCK NEepPBMYHOrO oyara MopaxKkeHus.
3nokayecTBeHHOCTb  deoxpomMoLuTOMbl  onpefensaT
He No 06bIYHbIM MOPPONOrMYECKM 1 UMMYHOTUCTOXUMMU-
YeCKNM KpUTeprAM, a MO HaNYMIO MeTacTa3oB B HEXpo-
MapPUHHON TKaHWU.

MayuneHTKa K, 38 neT, obpatmnack Ha NPUEM K Bpayy-3H-
JOKpuHonory B megunuuHckum ueHtp XK «JlokomoTtumB»
15.12.20 c »kanob6amun Ha BHe3arHble MOBbIWEHNA YPOBHSA
Al po 220 mm pT CT (CUCTONMYECKOE), KOTOPble COMPOBO-
XAanucb YyBCTBOM CTpaxa CMepTu, Taxmkapauen go 120
B MUHYTY, APOXbIO B TeNe, UHTEHCUBHOW rOJIOBHOW 6011bi0
B 3aTbIIOYHOM 06NACTK, OLYLIEHUAMMN KXKEHUA B KOHUU-
Kax nanbueB pyK, CUIbHbIM pe3KNM NOKpacHeHnem nuua,
npepwectsoBaslee nosbiweHno AJl. BbllweykasaHHblie
NPUCTYMbl OTMeYanncCb NPUMEPHO 4-5 pa3 B CYTKWU, Ky-
nnposanucb npuemom 40 Mr nponpaHosona NPUMepHoO
yepes 30 MuHyT. CHMKeHne AJl conpoBoOX[anocb Henpo-
N3BOJIbHbIM BblAeNleHNEM 60JbLLIOro KoNnyecTBa CBETION
MOUU, XONOAHbIM JIUMKUM NOTOM, ANapeei 1 OLyLeHNAMN
CcAaBneHua 3a rpyauHoi 6e3 nppaguauuun. Kpome toro, na-
LUMEeHTKa OoTMeyana M3MeHeHMe BHeLWHOCTU (OKpyrneHue
N OTEYHOCTb NK1ua), NOABNEHME annepruyecknx peaxkumin

Ha MPOoAYKTbI, cofepKallne 6bICTPOYCBOSIEMbIE YTINIEBOAbI,
OTEKW HOT [10 BEPXHEN TPETMN FrONEeHN.

Anamnesis morbi: Bnepsble »anobbl Ha MOBbIWEHKE
ypoBHA Al o 220 MM PT CT NOABWINCH Yy MNaLUEHTKN
B AHBape 2020 roga v npoBouUMpoOBaNnCb Gr3MYeCKU-
MU Harpyskamu. lMaumeHTKka — UHCTPYKTOP NO KaTaHWio
Ha TOPHbIX NblKax. 3aTeM MPUCTYynbl CTanu 6ecnokouTb
NPV 3MOLMOHANbHbIX NepeHanpaKeHNAX, BbIXoAe Ha Xo-
NOAHbIV BO3[YX 13 MOMELLEeHUA.

MauneHTKa HEOQHOKpPATHO obpallanach K Bpauy Kap-
ZVOorory, KOTopbiM 6bifl BbICTaBAEH AMarHo3: [mnepToHu-
yeckas 6one3Hb 3cTeneHu, 2 CTagum, PUCK 3, HasHavyanucb
pasnuyHble BapWaHTbl aAHTUTMNEPTEH3UBHOM Tepanuu
pasnnuHbIMKM KOMOMHaUuMAMK npenapatos (6uconponon
10 mr+ nepuHgonpun 10 Mr + MOKCoHUANH 0.6 mr; 6uco-
nponon 10 mMr+ asuncaptaH + XnopTannaoH; aMnoAUNUH
10 mr + 6uiconponon 10mMr + runoTmasug 25 mr). Hukakom
13 BUOOB KOMOVHALMWI Ha3HAaUYeHHOW aHTUTUMNEPTEH3UB-
HOW Tepanun He NpefoTBpaLLan rmnepToHNYecKne Kpusbl.
B anpene 2020 roma nauueHTKe OblO PEKOMEHAOBAHO
06paTUTLCA K SHAOKPUHONOTY. B CBA3M CO CNoXKHOM 3nu-
AeMNOoNormMyeckon cutyaumen v3-3a nNaHAEMUN KOPOHa-
BMPYCa, 3aKpblTeM BO3MOXHOCTM MAaHOBOM MOMOLLM
Y3KUX CeunanmcToB, NaLueHTKe yaanocb NPOKOHCYNbTU-
poBaTbCA y SHAOKPMHOMOra TonbKo B Aiekabpe 2020 ropa.
[o sToro BpemeHuM naumeHTKa MbiTasacb MCNONb30BaTb
pas3fnyHble BapuaHTbl paHee MpeanoXKeHHbIX aHTurune-
TEH3UBHbIX MpernapaToB 6e3 nonoXxutenbHoro 3¢odekTa,
KYynupysa runepToHNYecKne Kpusbl MPUemomM MponpaHo-
nona, NbiTanacb KOHCYNbTUPOBATLCA OHJANH Y Pa3fINYHbIX
cneunannctoB. Ho BblleyKasaHHble MPUCTYMbl TOJIbKO
yyawanumcb 1 Ha4yanm nporpeccnpoBaThb.

Anamnesis vitae: ConyTcTBylowme 3aboneBaHunA: 0Xu-
peHve 1 cteneHn, gucnungemus 2 b, HapyleHne Tone-
PAHTHOCTM K YrieBofaM, XPOHWYECKUN KanbKyne3HbIl
XONeLVCTUAT, BHE 0OOCTPEHMSA, BApUKO3HAas 60J1e3Hb 06eunx
HOT, peTuKynApHasa GopMa, XPOHUYECKUIN aTpoduUecKnii
racTpoflyofieHnT, BHe 0060CTpeHus. VNHPeKUMOHHbIN re-
naTuT, BeHepuyeckne 3abonesaHus, Tybepkynes, annep-
rmyeckme peakuuu otpuuaet. femoTpaHcdysuii He Obino.
BpeaHble npuBbIUKM OTCYTCTBYIOT. HacnefnctBeHHOCTb
oTArowleHa no runepToHnyeckom 6onesHu (MaTb 1 otew),
y3noBoWu 306 (MaTb). bepemeHHocTeln -2, pofbl — 2. MeH-
CTPYanbHbIV LUK He HapyLUEH.

Status praesens: Poct = 175 cm, Bec = 96 kr, UMT =
32 kr/m2. Mpu obpauweHun obliee COCTOsIHME OTHOCKU-
TeNlbHO ypoBneTBopuTenbHoe. Jluyo anddysHo rune-
pemMrnpoBaHO, OTeuyHo. KoXKHble MOKPOBbI MOBbILIEHHOM
BNAXKHOCTU. BbicbimaHuin Ha Koxe HeT. MNepudpepuryeckne
numdoy3nbl He yBenuueHbl. TONWMWHA CKNajKM HUXe J1o-
natkm 1.5 cm. Crpuin HeT.
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Cuctema opraHoB fpixaHua: [lbixaHne yepe3 HOC CBO-
6oaHoe, Y4 = 16 B MUHYTY. [IbIXaHUE BE3UKYSPHOE, XPU-
NMOB HeT.

CeppeuHo-cocyaucTtas cuctema: Obnactb ceppua
He n3meHeHa. [paHnUbl OTHOCMTENbHOW TynocTn cepaua
pacwmpeHbl BleBo, +2.0 CM KHapy»u OT NeBOW cpeluH-
HO-K/IIOUMYHON NNHUN. TOHbI cephLa ACHble, PUTMUYHbIE,
wymos HeT, YCC = 110 B muHyTy, Al npn ocmoTpe (neBas
pyka) = 150/100 mm pT cT, (NpaBada pyka) = 145/100 mm pT
cT. MNynbcauma Ha neprudepruecKmx cocygax CoxpaHeHa.

Cuctema opraHoB nuwieBapeHus: A3biK BNaXKHbINA, Yn-
CTbIN. 3ybbl cCaHMpoBaHbl. XKMBOT NpuY Nanbnauuy MArkni,
6e360ne3HeHHbIN, yyacTBYeT B aKTe AblxaHus. [leueHb, ce-
neseHkKa He yBenuueHbl. CTyn — 3anopbl.

Cuctema moyeotgeneHmsa: O6nacTb NMoyeKk BuU3yasnbHO
He m3meHeHa. CumnTom MacTepHaLKOro oTpuLAaTENbHbIN
¢ obeux ctopoH. MouencnyckaHue ceobofHoe, 6e3bones-
HeHoe. ocsie r’MNepTOHNYECKOrO KPU3a OTMEYaeTca Co-
NPOBOXAaNnocCb HEMNpoV3BObHOE BblAeNieHre 60JbLIOro
KONMYecTBa CBETNION MOYN.

npOBe,D,eHbI [ONOoJIHNTENbHbIE MeTOAbl NCCNIeAOBaHNA:

SOKr o1 15.12.20 — put™ cuHycosbin, ¢ YCC =110 B Mu-
HYTY, Anddy3Hble M3MEHEHNA MUOKapAa, NPU3HAKK CHY-
eHVA KOPOHapHOro KPOBOOOpaLLeHUs B HUKHEOOKOBBIX
oTaenax.

Ha npvieme 3HAOKpMHOMOra nauueHTKe pPEeKOMEeH-
[IOBaHO MCCNnefoBaHNe YPOBHA oOWmMx MeTaHePppPUHOB
N HopMmeTaHedpPVHOB M3 CYTOYHOrO KOMMYECTBa MOUM.
(O6wme — cBo6OHbIE 1 CBA3aHHble MeTaHebPUHbI 1 HOp-
MeTaHedpPUHbI — MPOMEXYTOUHble MPOAYKTbl MeTabo-
nM3Ma appeHanvHa 1 HopagpeHanuHa. [aHHoe wuccne-
[loBaHWe HeobxoAMMO Afsi ANArHOCTUKU U MOHUTOPUHTa
onyxonen HagnoyeuyHnka (xpomadpodrHombl). MetaHedpu-
Hbl HEMPEepPbIBHO MPOM3BOAATCA B KieTKax XxpomappuHo-
Mbl 1 He CBfi3aHbl C BbIOPOCOM aKTVBHbIX GPAKLUI KaTexo-
NaMVHOB, NO3TOMY CHOP aHanM3a Mouyn Ha MeTaHePpPUHBI
NpPou3BOANTCA HE3aBUCMMO OT 3MK30A0B MOBbILIEHHOrO
apTepuanbHoro fasneHus. OnpegeneHne meTaHebprHOB
N HopMeTaHePPUHOB ABMAETCA «30/10TbIM CTAHZAPTOM»
B AnarHoctnke xpomadpdrHombl. YyBCTBUTENIbHOCTL Me-
Tofa coctaBnaet 99%, cneynduyHoctb 85-89%. OTpuua-
TeSIbHbIN Pe3ynbTaT aHanmn3a JOCTaToYeH AnA Toro, YTobbl
nckniountb deoxpomoumntomy [4]. Ha HopmeTaHedpuHbI
He OKas3blBaloOT BAMAHMA npenapaTtbl ANA CHUXKeHWA ap-
TepuanbHOro AaBfeHus, HO ANA JOCTOBEPHOro aHanmsa
peKOMeHyeTCA MCKMoUMTb MPOAYKTbI, coflepaline ce-
POTOHUH — GaHaHbl, WOKoNag, Cblp, Kpenkui vai, kode,
ankoronb. Takxe pekomeHpyeTca nsberaTb TaxKenbix ¢u-
3UYeCKUX Harpy3oK, CTPeccoB, KypeHus, 6onesbix Bo3fen-

CTBMI 3a 3 OHA OO npeAnonaraemoro cbopa CyTOUYHOTO
aHanunsa mouu. MNpur cbope moun pekoMeHOoBaH OObIUHbIN
NUTbEBOW PeXrM. MNpun BbINOSIHEHNN UCCNIeOBAaHUN B CY-
TOYHOW Moye MeTaHePPUHOB 1 HoOpMeTaHePUHOB BblsAB-
NeHbl BbICOKME Lnpbl METUIMPOBAHUA MPOU3BOAHbBIX Ka-
TexonamunHoB. MeTaHedpuH = 890 mr/cyT (MeHee 320.0),
HopMeTaHedpuH = 560 (MeHee 390) oT 25.12.20, uTO CBU-
LeTenbCTByeT 0 HanMunm GeoxpomMoLUTOMbI.

Ot 25.12.20 KpeaTnHuH = 89.0 MKMOb/N, NOHOCENEK-
TUBHbIA aHaNN3 31eKTPONMTOB (Kanum = 4.29 mmonb/n,
KanbLUWin NOHMU3UPOBAHHDbIN = 1.21 MMONbL/N, HaTpUn =
133.0 mmonb/n, xnopuabl = 102.3 MMonb/n). AHann3 KpoBsu
KNVHuYecknnm ot 25.12.20 remorno6uH = 117 r/n, nenko-
unTbl = 11.75 *10°/n, Tpom6ounTbl = 341*10°/n, aputpo-
untbl = 4.09%10'*/n. KMCnoTHO-OCHOBHOE paBHOBecue
oT 25.12.20 ABE, mmonb/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, p02, mmHg= 40,8, s02%
=74,9, Bpema = 16:32, remaTtokput = 37.4.

Mpn ob6cnepgoBaHuM Gbina BbisiBAIEHA runepravke-
mus. [NoKo3a KpoBu = 7.5 MMONb/N, MUKNPOBaHbIN re-
MOro6uH = 6.0% (NoBbllLEHVEe YPOBHA Caxapa B KPOBU
CBA3aHO c natodusronornyeckum sGpdeKkTom BO3HNKHOBE-
HWA HapyLUeHUA TONEPaHTHOCTY K roKO3e, YTo 0byCnoB-
NEeHO yCUNIeHNEM FNKOreHoNn3a B NeYeHn, yMeHblLUeHne
BbIPAabOTKN MHCYNMHA 3a CYET CTUMYNAUMK O- agpeHope-
LeNTOPOB NOAXKENYLOUYHOM »Kenesbl) [4].

Mpy BbINONHEHUN KOMMblIOTEPHON TOMorpadus op-
raHoOB GPIOLWHON NONOCTA 1 3a6PIOWNHHOIO NPOCTPaH-
CTBa C BHYTPUBEHHbIM GOJMIOCHBIM KOHTPACTUPOBaHNEM
oT 28.12.20. 6b1n1 NonyYeHbl ciefytolive faHHble. 3aKito-
yeHue: ViccnegoBaHme BbINOSIHEHO B MyfbTUCNMPANbHOM
pexunme no cTaHAapTHON Nporpamme C BHyTPUBEHHbIM 60-
JIIOCHBIM ycuneHmem nsobpaxkerHns. Ha cepun MCK tomo-
rpaMm nevyeHb 06bIYHON GOPMbI, Pa3MEPOB, MOJIOKEHUS
6e3 0UaroB MNATONIOrMYECKON MAIOTHOCTY 1 MATONIOTMYEeCKOo-
ro HaKOMJIeHMA KOHTPACTHOrO BellecTBa. BHyTpuneueHou-
Hble XenyHble NpoTokn 1 MBI He pacwupeHbl. KenyHbin
ny3blpb B pa3Mepax He yBennyeH, PeHTTeHOKOHTPACTHbIX
KOHKPEMEeHTOB He cofepxuT. lodkenygouHaa »kenesa
He pacrnonoxeHa O6blYHO, MMEET [oNbYaTylo CTPYKTYpPY,
BMPCYHIOB NPOTOK He Bu3yanusupyetca. Ouarosbix n3me-
HEHUIN 1 NaToNornyeckmx obpasoBaHWi B TKaHWU »Kenesbl
He BbiABMeHO. [lapanaHKkpeaTnyeckas KnetyaTka He n3me-
HeHa. CeneseHKa B pa3mepax He yBennyeHa, UMeeT POoB-
Hble KOHTYpPbl, OAHOPOAHON MAOTHOCTY 6€3 0YaroBbIX 13-
MeHeHUN. MouKM pacnonoXeHbl 06bIuHO. MapeHxrMa 6e3
ovaroB natonoruyeckon nnotHoctu. YJ1IC noyek He pac-
wupeHbl. CoCcyancTble HOXKKU MoyveK CTPYKTYpHbI. MMapa-
HedpanbHaa KneTtyaTka He u3MeHeHa. HagnoueuHukm
pacnonoxeHbl 06blYHO. MpaBbiii HAAMOYEUYHNK He U3Me-
HeH. B neBoM HagnouyeyHuKe, B Tefie N MeAnanbHON HOXKe
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onpegensaeTca o6pa3oBaHNe OKPYrIon GopmMbl C YETKUMMA
POBHbIMM KOHTYypamu, pasmepamm 4.0¥3.9%4.5 cm, nnoTHo-
ctbto +30 HU. Mocne BBeaeHMA KOHTPACTHOrO BellecTBa
HaKkonsieHne paBHomepHoe: B | ¢a3sy + 88 HU, Bo Il dazy +
65 HU, yepes 10 muHyT = + 50 HU. JleBasa noyeyHasn BeHa
NPoXoAuT BAOJb HUXHEro nontoca obpasosaHus. Ceobopa-
HaA >KMAKOCTb B OPIOLWHOM MONOCTM He onpepensaeTcs.
YBenuyeHuna numdoy3nos GPIOLWHON NoNoCTM 1 3abpioLu-
WHHOIO NPOCTPaHCTBa He onpegenaetca. [JecTpyKTUBHbIX
MN3MEHEeHUI KOCTeN B 30He CKaHMPOBaHNA He OTMeYaeTcA.
3akntoyeHme: KT npusHaku natonornyeckoro obpaso.a-
HUA NIeBOro HaAMoYeYHuKa.

Mo paHHbIM peHTreHorpadum opraHoB rpypHoON
KneTku ot 25.12.20: Ha 0630pHOI1 peHTreHorpamme opra-
HOB rPYAHOW KNeTKM Nerkne pacnpasnieHbl, 63 ouyaroBbix
N MHOUNBTPATUBHBIX U3MeHeHUI. KopHM nerkux He pac-
wupeHbl. Kynon anadpparmbl pacnonoxeH o6blyHO. TeHb
cepaua 1 cocynoB He paclmpeHa. CYHYCbl CBO6OAHDI.

Bbin BbICTaBNEH KNMHUYECKNI OMarHos3:

OcHoBHoM: OeoxpomoumTOMa NEBOFO HaAMOYEYHUNKA,
cmewaHHaa dopma (MKB-10: E27.5. TunepdyHKumna mo3sro-
BOrO CJ1051 HAANMOYEYHUKOB).

OcnoxHeHunA: CumntTomaTnyeckaa aptepuanbHasa ru-
nepteH3una Il cteneHn. CumntTomaTmyeckasa runeprivke-
MUA.

JleyeHue: YuuTbiBaa TAXenoe u nporpeccupylouiee
TeueHvie 3ab6ofieBaHUsA, pasMep U BbICOKYIO MIOTHOCTb
06pa3oBaHNs NIeBOro0 HagmnoyeyHmka Obiio 3amnnaHupo-
BAHO MpOBeAeHNe JIeBOCTOPOHHEN lanapoCcKoNMUecKom
peTponeprUTOHEOCKONNYECKON agpeHanakTomun. Ho ne-
pea nnaHMpyembiM onepaTMBHbLIM BMeLLATENbCTBOM 6biNo
HeobxoAVMMO NpoBefeHME CTabunusMpylowen npegone-
paunoHHon noparotoBku. CTabunupytowas npenonepa-
LMOHHAs MOAroToBKa Heobxoauma B TakUX Ciyyasix Ans
WCKJIOYEHMA BO3HVIKHOBEHWSA HeyMnpaBnfaeMoln reMoanHa-
MUKW NpY yaaneHun xpoMadGrHHON ONyxXosu.

C >ToN uenblo naumeHTKe Obll Ha3HAyeH [oKCas3o-
3MH ¢ 28.12.20. JoKca3o3nH — CeneKTUBHbI NPOJSIOHTU-
poBaHHbIN a1 — agpeHobnokaTtop ANA nepopanbHoro
NPVYIMEHEHNA, KOTOPbI BO3[AENCTBYET Ha BeCb CNekTp
al- agpeHopeuenToOpoOB Pe3nCTMBHbIX cocyaos. [Mepuog
nonysbiBefeHUA 22 yvaca. dbdeKTMBHaA fJo3a AoCTuUra-
eTcAa yepes 2-3 vaca. [laumeHTKe Ha3HayeH [OKCa303UH
B Ao3e 4Mr 2 pa3a B fieHb, C MOCTeNeHHbIM NOBbIWEHNEM
no3bl 1 pa3 B 3 gHA o 20 mr, NO4 KOHTPOJIEM YPOBHA ap-
TepuanbHoro aasneHua. Npu Taxmkapaumn nauneHTke pe-
KOMEHJ0BaH nprem npenaparta 61conponon B CTapToBo
fose 2.5 Mr 1 pa3 B fieHb YTPOM, MOJ, KOHTPONeM Nysbca.
Mpuem npenapata 6uconponon 6b1 pekoMeHJoBaH Mo-

cne QOCTVXKEeHUA CTOWKOro a- 6nokupyioulero adpdekra.
Mpu HecobMAEHNY 3TOrO YCJIOBUA HE UCKITIOYEHO Ma-
pOAOKCanbHOE YXYALIEHWE TeUYeHUA TUNePTOHNYECKIMX
KpX30B, UTO CBAI3aHO C HUBENMpPOBaHMeM (2 AuAATUPY-
towero s¢dekTa agpeHanmHa. Yto n Habnoganoch y na-
LUMEHTKM B BUAE YCYrybneHusa TaXecTn COCTOAHWA, Onu-
TENbHOCTU U YaCTOTbl TMNEPTOHNYECKMX KPU30B Ha GoHe
aHTUTMNEPTEH3MBHbBIX NpenapaToB, PeKOMeHAOBaHHbIX
Kapanonorom Ao NOCTaHOBKM AuarHo3a. Ha ¢oHe npue-
Ma AOKCa303MHa 1 61MConposiona, y NauneHTKN He oTMme-
Yanocb MNOCTypanbHOW runoteHsmu. lNpu npoBegeHUN
npepgonepaunoHHON NOArOTOBKM BbllleyKa3aHHbIMU npe-
napatamu, BO3MOXHO BO3HUKHOBEHME MOCTypanbHOW
runoTeHsnn. [locTypanbHasa rUNoOTeH3MA BOCMPUHMMA-
eTCA HEKOTOPbIMY AOKTOPaMM Kak CUrHan K OTMeHe unu
CHUXXEHUIO [03bl - 610KaTOPOB, UTO ABNAETCA TUMUYHON
owunbkon. Ha camom fene BO3HUMKHOBEHME MOCTypalb-
HOWM FMMOTEH3UN CBA3AHO C UCXOAHbIM, MAaTOreHeTUYecKn
06ycnoBneHHbIM AedMLUTOM 06bEMOM LIMPKYNVpPYIOLLEN
XKUAKOCTY, @ He C MPAMbIM AeNcTBMEM npenapaTos. o-
3TOMy 033 a- 6/1I0KaTOPOB MPU BO3HUKHOBEHWYM MOCTY-
pPanbHOW rMMNOTEH3UN He JOJKHA CHUXKATbCA 1 npenapa-
Tbl 3TOW TrPynnbl He JOMKHbI OTMeHATbcA [7]. Hanbonee
TAXesible NaLMeHTbl — 3TO NauKeHTbl CO CTOMKOW rMnoTo-
HUeW UNu TeHJEHUMEN K Hell B MEXXNPUCTYNMHOM nepuoge.
Y 3Tux naumMeHToB a- agpeHobnoKaTopbl ABNATCA cpel-
CcTBOM BblOOpa, KOTOpOe No3BoONAET n3bexaTb COCTOAHNA
«HeyrnpaBAemMoll reMoANHaAMUKM» 1 KaTEXONaMWHOBOTO
woka [2]. NMonHoe ncuesHoBeHMe rMNepPTOHNYECKNX Kpu-
30B, CTabunmsauyma ypoBHa All, OTCYyTCTBUE TaxmKapauu
npousowsno y naymeHTku K 20.01.21

SKI ot 19.01.21 3Kl — put™m cmHycosbin, ¢ YCC = 80
B MUHYTY, Anddy3Hble N3MEHeHMA MUOKapAa.

KucnotHo-ocHoBHOe paBHoBecue (KOP) ot 19.01.21
ABE, mmonb/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, sO02% = 86,
Bpemsa = 6:10, rematoKput = 37.6, Kanui = 3.1 mmonb/n,
KanbUU NOHN3MPOBaHHbIN = 1.18 mmonb/n, HaTpum =
134.3 mmonb/n, xnopugbl = 99.7 Mmonb/n). AHann3 Kposwu
KnuHuyecknn ot 19.01.21 remorno6uH = 122 r/n, nenko-
uuTbl = 8.3 ¥10°/n, TpOomM6ouUTbI = 300%10°/N, 3pUTPOLU-
Tbl = 4.05%10'%/n. Caxap KpoBu =6.8 MMONb/JI.

Kputepun nogrotoBrieHHOCTU K ONepaTuBHOMY

BMeLLaTeNIbCTBY Npu peoxpomMoLuTome

¢ YMmeHblUeHMe (MCYE3HOBEHME) TUMEPTOHUYECKNX
Kpu3os

¢ KynupoBaHue runoBosieMmMyeckoro crHapoma (Knu-
HUYECKN 1 MO pe3y/bTaTaMm MnpeponepauvioHHOro
M3MepeHa LeHTPaNbHOro BEHO3HOTO AaB/eHNs

¢ HusenvpoBaHue HapyLieHU pUTMa

¢+ KoppeKkumns Metabonmuecknx paccTpomncTs
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TununyHble oWNGKN

B npegonepayoHHON NOAroToOBKe

¢ OTMEHA WM CHUXKEeHMeE J03bl d-afpeH0b10KaTopoB
Npv NOCTYpanbHOW rMNOTEH3UN U TaxMKapAanun B Ha-
yanbHow dase npriema npenapara

¢ HanuMume NCXOOHOWN rMNOTOHUN pacLieHMBaEeTCA Kak
NPOTMBOMOKa3aHMe K Ha3HauyeHuio a-agpeHobno-
KaTtopoB

¢ nonbITKa KOMMNEHCcaUUM rmnoBoSIEMMN U TUMOTOHUN
MHOY3MEN KNOKOCTU U BBEAEHMEM Ba30MNpecco-
poB 6e3 NpuMeHeHNs a-agpPeHO6I0KaTOPOB

¢ ronbITKa KOMMeHcaunm Taxukapaum HasHavyeHunem
[3-appeHobnokaTopoB 6e3 npeaBapuTesibHOro Ao-
CTUXKeHUA a-610KaTopoB

29.20.01.21 YuuTbiBaa TAXKECTb COCTOAHMA OGOSIbHOWN,
Hannume BbICOKOW MAOTHOCTM OOBEMHOrO ropmo-
HafbHO aKTMBHOro obpa3oBaHMA B NEBOM Hapamno-
yeuyeHuKe, nauueHTKe Oblla nNpoBeAeHa peTpo-
NepPUTOHEOCKONMYECKaa aApeHaN3KTOMUA CfeBa,
B YC/OBUAX KOMOWHMPOBAHHOWM aHecTe3uun ¢ VBJI.
HanoxeH umaHakpunaTtHbli Knen Dermabond.
MocneonepaloHHbIE Nepuog npoTekan 6e3 oco-
6eHHocTen. MNocneonepaunoHHas paHa 3a)kusana
NepBUYHbIM HaTaXeHneMm. PesynbraTbl ruMcrono-
rmyeckoro wuccnefoBaHua (maTtonoro-aHaToMuye-
CKOro nccnefoBaHMA OMepaumoHHOro matepuiana
c onyxonbto): OeoxpomounTOMa JIEBOr0 Hagmnoveu-
HuKa (gmametp 4.5 cm) c 04aroBow COCYyANCTON UH-
Ba3ven, 6e3 MNPU3HAKOB KancCynApHON WHBa3UW.
MNMocne npoBeAeHHOW onepauun naumeHTKe Obio
PEKOMEHOBaHO OrpaHuyeHre ¢GU3NYEeCKon Ha-
rpy3kn B TeyeHue 6-8 Hepenb, NpvemMm npenapara
KopTed no cxeme 2 Tab yTpo, 1.5 Tab — obep, 1 1ab
B 20u. Yepe3 1 mecAy npuema npenapata Kop-
Ted [03a NOCTENEHHO CHMXKanacb C nocseaylLlei
NOSIHOM OTMEHON Npenapara Yepes 3 mecAua C Mo-
MEeHTa ero HasHayeHuA. 3a Nepuoj NOoCTeNeHHOro
CHVXKeHMA [03bl NpenapaTta KopTed, Yy NauneHTKn
[BaxAbl BO3HMKaNM 3nNn304bl NageHnsa yposHa All,
conpoBoXaalwWwmnecs peskoin obuiein cnabocTblo,
TOLIHOTOW, YTO 3aMedNIAN0 TEMMbl CHUXEHUA [03bl
npenapara kopteod.

C MOMeHTa NOJSIHOWM OTMeHbI NpenapaTta kopted nayu-
eHTKe npoBefeHo obcnepoBaHue: ot 25.04.21 AKTI = 28
nr/mn (10-185), aHann3 MOYM Ha KOPTU30/ U3 CYTOYHOIO
konuyectBa = 8.3 MKr/cyT (4.3-176), KOpTM301 B KPOBWU
= 5.9 (3,7-19,4) mkr/gn. NaureHTke GbINIO NPOBEAEHO re-
HeTnyeckoe TectupoBaHue Ha myTtauum RET, VHL, SDHB,
SDHD.

Pe3synbtaT MoONeKynApHO-reHeTMyecKoro uccnenoBa-
HMA oT 9.07.21 lNpoBefeHO TapreTHOe CeKBEHWPOBaHue
(naHenb «HacneacTBeHHble OMNyxoneBble CUHAPOMbI»).
MccnepoBaHHble renbl: APC, ATM, ATR, BAP1, BARD1, BLM,

BLPRTA, BRCA1, BRCA2, BRIP1, CDH1, CDKN2A, CHEK2,
EPCAM, FANCM, FH, FLCN, GNAS, GREM1, MAX, MENT,
MLH1, MRE11, MSH2, MSH3, MSH6, MUTYH, NBN, NFT,
NF2, NTHL1, PALB2, PMS1, PMS2, POLD1, POLE, PRKAR1TA,
PTCH1, PTEN, RADSD, RADS1, RADS1C, RADS1D, RB1,
RET, SDHA, SDHAF2, SDHB, SDHC, SDHD, SLX4, SMAD4,
SMARCA4, SMARCB1, STK11, SUFU, TMEM127, TPS3, TSCT1,
TSC2, VHL, WRN. 3akntoueHune: naToreHHble/BepoATHO Na-
TOreHHblE BapVaHTbl FTEHOB, aCCOLMNPOBAaHHbIX C Hacnen-
CTBEHHbIMW OMYXONEBLIMU CUHAPOMaMU He BbIABEHDI.

Mo paHHbIM PETPOCNEKTUBHbLIX M MPOCMEKTMBHbIX re-
HETMUYECKUX WCCNeaoBaHNUN, BbIMOJIHEHHbIX Ha 6OJbLUMX
KONIMYecTBax nauneHToB ¢ XpomaddUHHbIMU Onyxonamu,
nout y 30% 60NbHbIX MMEKTCA FreHeTuYeckne fedekTol,
nepegatowmeca no ayToCOMHO-4OMUHAHTHOMY Tuny. 3a-
6oneaHve NposABNAeTCA BO3HMKHOBeHUEM GYHKLMOHU-
pYyOLWMX NaparaHrinoM Kak MpaBWio, MHOMECTBEHHDbIX,
C BbICOKMM 3/10KaueCcTBEHHbIM noTeHumnanom. GeHoTmnu-
yeckaa MeHeTPaHTHOCTb (pEeOoXPOMOLMOMbI Yy TaKMX Ma-
umeHToB coctaBnaetr 15-40%. Mpn 3TOM reHeTuyeckom
gedeKkTe naparaHrIvoOMbl XapaKTepusylTca npenmylle-
CTBEHHO HOpaApPeHaNnNHOBLIM TUNOM cekpeLun [5].

[aHHOl naumeHTKe 6GbINO PEKOMEHAOBAHO reHeTuve-
CKOe TecTUpOBaHWe ANA UCKIIOYEHUA FreHeTUYeCcKnx fge-
bekToB, nepepaLWMXCcA MO ayTOCOMHO-AOMUHAHTHOMY
TUMNY, OTBETCTBEHHbIX 332 GOPMMpPOBaHME JaHHOW NaToso-
run. Tak, B 32-38% HabnogeHnin peoxpomoLmToMa Mo-
XKeT BCTpeyaTbCA B paMKkax cuHgpoma SDH wnu cunppo-
Ma GYHKLMOHMpPYOLWen naparaHrinomsl (mytauma SDH-B
(1p35-36) nnu SDH-D (11g23), a Takxke A n C cybbegnHu-
ubl). B30-35% cnyvaes deoxpomoLMToma ABNAETCA NPOsB-
nexHviem 6onesHun ¢oH Xunnena-fimHpay (mytauus VHL-re-
Ha 3 XpoMocombl), B 20-22% — KOMMOHEHTOM CUHAPOMA
M3H 2A vnun cnHgpoma Cunnna (mytaumna RET-npoTooHKo-
reHa 10 xpom ocombl ¢ 10 no 16 3K30H), B 4-6% — M3H 2b
unun cuHapoma lopnunHa (mytauma RET-npoTtooHkoreHa 10
Xpomocombl. B 883 nnu 918 kopgoHe 11 3k30Ha), B 8-14% —
HelipodurbpomaTosa 1Tina nnm 6onesHn PeknuHrxayseHa
(myTauma NF-1rena (17q11)) [5,6].

Yepes 1 rog nocsie NnpoBeAeHHOro ornepaTuBHOrO fe-
YyeHVA NaUNeHTKe NPoBeAeHO KOHTPOSIbHbIN OCMOTP 1 06-
cnepoBaHue.

30.20.01.22 Xano6 Het. Poct = 175 cm, Bec = 92, UMT

=30.61kr/m>

Cuctema opraHoB gbixaHusA: [bixaHre yepe3 HOC CBO-
6oaHoe, YA = 15 B MMHYTY. [IbIXaHME BE3UKYNAPHOE, XpU-
NoB HeT.

CeppeuHo-cocypmcTtaa cuctema: Obnactb ceppua
He M3MeHeHa. MpaHuLbl OTHOCUTENbHON TynocTu cepaua
paclwmpeHbl BNeBo, +2.0 CM KHapy»u OT NeBOWN CpeauH-
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HO-KJIIOUMYHON NNHUN. TOHbI cephLa ACHble, PUTMUYHbIE,
wymoB HeT, YCC = 80 B muHyTy, Al npn ocmoTpe (neBan
pyka) = 120/80 mm pT cT, (NnpaBad pyka) = 115/70 mm pT CT.
Mynbcauus Ha neprdepryeckx cocyaax CoxpaHeHa.

JOKI ot 20.01.22 3KI' — put™m cnHycoBbii, ¢ YCC = 76
B MUHYTY, Anddy3Hble M3MeHeHMA MUoKapza.

Yepes rog nocnie onepaumnm HoOpmanmn3oBanca ypoBeHb
MeTaHedPUMHOB 1 HOpMeTaHeQPMHOB B CYTOUYHOWN MOYe.
MetaHedpuH = 210 mr/cyT (MeHee 320.0), HopmeTaHed-
puH = 300 (MeHee 390) ot 24.01.22

AKTI 21.01.22 AKTI = 38 nr/mn (10-185), aHanu3 moun
Ha KOPTU30/ 13 CYyTOYHOrO KonmnyecTsa = 9.6 MKr/cyT (4.3-
176), kopTn3on B KpoBu = 5.4 (3,7-19,4) mkr/gn.

Mo paHHbIM MarHUTHO-pe3OHaHCHOW Tomorpadumn
noyeKk 1N HapMOYEUYHUKOB C KOHTPACTHbIM YyCUNeHUem
ot 23.01.22 [NpaBaa nouyka 95*45*43 mm, neeaa nouka
96*48*45MM. KOHTYpbl poBHble, yeTkre. Xopowo audde-
pPEeHUMPYITCA KOPKOBOE 1 MO3roBoe BelecTBo. Cocyau-
CTble HOXKWU He u3MeHeHbl. [apaHedpanbHaa Knetyatka
He m3meHeHa. KoHTypbl NpaBoro HagnoyeyHMKa POBHble
N YeTKMe, HanoyeuyHK obbIUHON TpeyronbHoW dopmbl,
pasmepbl 3.49%2.8cm TonwmHa HoxeK 3.3MM, CTPYKTypa

HagnoyeyHrka opHopopHaa. CocTtoAHWe nocne ypane-
HUA PeoxXpPoMOoLUTOMbI JIEBOrO HaamnmouyeyHuka. B noxe
YyOANEHHOTO HafNMoYeyHVKa AOMOSHUTENbHBIX OObEeMHbIX
06pa3oBaHuii He BbiiBNEHO. JTuMbaTnueckne y3sbl He yBe-
nnyeHbl. CBOGOAHAA »KMAKOCTb B OPIOWHOM MONOCTU
He BM3yanu3supyetcs. 3aknoyeHune: CocToaHUe nocne yaa-
NeHnA NeBOro HagmnoyeyHmKa no nosogy GbeoxpomoLunTo-
Mbl 0T 2021 roga. 3a peunans MP gaHHbIX He NofyyYeHo.

Ocob6eHHOCTb MpPeAcTaB/IEHHOrO KANMHUYECKOrO CIly-
yasi 3aKJIIOUAeTCA B TOM, UTO AMaArHo3 $peoxpoMoLMTOMbI
ONUTENbHOE BpeMA He Oblnl YyCTaHOB/IEH, MALMEHTKA AJn-
TefibHO Habnofganacb y Kapguosora ¢ AnarHo3om runep-
TOHWYecKkaa 6onesHb. OTOeNbHO HEOOXOAMMO OTMETUTb,
YTO Y MALMEHTKU OTMeYasicd OYeHb BbICOKUW UCXOLHbIV
ypoBeHb MeTaHedpuHa K HopmeTaHedpuHa, Gonbwwue
pa3mepbl onyxonu 4.0¥3.9¥4.5 cm 1 oTHOCUTenbHasa 3¢-
GEeKTMBHOCTb MpPUMEHAEMbIX NeKapCTBEHHbIX Mpenapa-
TOB. Henb3A He OTMETUTb B JaHHOM KJIMIHMYECKOM CJlyvae,
N CNIOXKHOCTb MPUHATUA PELLEHNIA B YCIIOBUSAX KOMOPOMA-
HOW maTonoruu, coyetawllenn B cebe 3HAOKPUHONOTMYe-
CKYI0 U XUPYpruyeckyro npobnembl. BakHbIM MOMEHTOM
B MpPeACTaBleHHOM KIIMHUYECKOM Cilyyae ABSAETCS CBO-
eBpeMeHHasA XMpyprmyeckasa KoppekLuus, 4to Henocpes-
CTBEHHO MOB/MANO Ha MPOrHO3 N KauyecTBO »KM3HU Nauu-
EHTKM.
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