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Axkmyansnocms. B ciyuae ouazHocmuposanoil heoxpomoyumomvl — npedcmasumeis HelupodIHOOKPUHHBIX ONYXOnell — Helb3s 3a-
0bI8AMb O BOZMOICHOCHIU CUHOPOMA MHOINCECMBEHHOU SHOOKPUHHOU Heonaazuu. Ocoboe gnumanue O0NHCHO YOeaImMbcsl OONbHbIM
€ 08YCIOPOHHUM NOPAdICEHUEM HAONOYeUHUKO8. B ceéa3u ¢ smum neobxo0umo 0onorHumensHo npogoouns CKPUHUHS0B0E 2eHem -
ueckoe obcnedosanue.

Lens. Yayuwenusn ouacnocmuxu u pe3yibmamos aeduenus DOTbHbIX ¢ CUHOPOMOM MHOICECMBEHHOU IHOOKPUHHOU HEONAA3UU.
Mamepuanst u memoowl. B cmamve npedcmasneno Habniodenue KIUHUYeCcko2o ciyuan 37- 1emHe20 MyjiCuutbl, NPOXooUsuLe2o
06cnedosanue u ieuerue no nosody 08YCmMopoOHHel eoXpomMoyumombl.

Pe3ynomamut u ux oocysyucoenue. Ilocne ycneuwinoti ounamepanbroil a0peHarIKmomuy y Nayuenma OuaeHOCMuposan MeoyiispHulll
Paxk wumoBuUOHoU dicenesvl U blnoanena mupeoudskmomus. I enemuueckoe ucciedosanue svisiguno nanuuue mymayuu 71900 6
xooone 634 eena RET. B ceasu ¢ smum ycmanoenen cunopom MOH 2. Vuumvieas 8bicoKylo KOHKOPOGHMHOCMb MYMUPOBABULE2O
2ena cpedu HacIeOHUKO8 Nepeoll IUHUU, NPOBEOEHO 2eHemuyeckoe 00c1e008ane ColHa NAYUeHmMd, KOmopoe noOMeepoulo Hanuue
oannotl mymayuu. Pebenky ovina ebinonnena c6oespementds mupeouoIKmomusl.

Hanuuue y 60nvH020 08ycmoponHeeo nopasicenusi HAONOUeUHUKO8 8 ude OUIAMepaIbHOU HeoxpoMOYUmomsl, 66UV NePEUUHOL
OHKONO2UHECKOU HACMOPOJICEHHOCMU, dendem HeoOXo0UMbIM uckuovenue cunopona MOH 2 muna kak y camoeo nayuenma, max
Uy e2o 6nudICaiuux KposHovlx poocmeeHHuKkos. OnmumanbHo 0e30naACHbIM U UHGOPMATNUBHBIM MEMOOOM ABNACMCI 2eHEMUUECKOe
uccnedosanue.

3axniouenue. B nacmosuee epemsa 0 céoeepemernoll OuasHocmuku u aevenus cunopoma MOH neobdxooumo komniexcroe odcne-
oosanue, KaK camozo 6016H020 MAK U e20 POOCTNEEHHUKOS.

Knioueswvie cnosa: peoxpomoyumoma, bunamepanvnas geoxpomoyumoma, buramepanvras aopenanrdzkmomus, MOH 2, medynnap-
HbILL paK WUMOoBUOHOU Jicee3bl
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Introduction. Pheochromocytoma is one of representative of neuroendocrine tumors. According this fact, pheochromocytoma
remains to evaluation for multiply endocrine neoplasia, especially if disease is bilateral. In this case, it is necessary to additionally
carry out a genetic screening test.

The aim of the study is to improve diagnosis and treatment outcomes for patients with MEN syndrome.

Materials and methods. The authors present a clinical case of a 37-year-old man diagnosed and treated for a bilateral
pheochromocytoma.

Results. The patient was diagnosed medullary thyroid cancer after successful bilateral adrenalectomy. The patient underwent
thyroidectomy. A genetic research showed the T1900 mutation in the codon of 634 RET gene, which confirmed the presence of
the patient MEN 2 syndrome. According to the high concordance of the mutated gene, patient's son was carried out to genetic
examinations, which confirmed the presence of this mutation. The boy underwent thyroidectomy opportunely.

Discussion. Due to primary oncological observation if the patient has pheochromacytoma, it is necessary to exclude MAN 2
syndrome both in the patient himself and his relatives. The safest and informative method is genetic research.

Conclusion. Presently a comprehensive examination of both the patient himself and his relatives is necessary for timely diagnosis

and correct management of treatment patients with MEN 2 syndrome.
Key words: pheochromocytoma, bilateral pheochromocytoma, bilateral adrenalectomy, MEN 2, medullary thyroid cancer

Oxono 15% ciyuyaifHO BBISIBIEHHBIX HOBOOOpPa30-
BaHWH HAAIIOYEYHHKA MMCIOT OWMIIaTEepalbHYIO JIOKaJH-
3amuio [1]. OTo MOryT OBITH: MeTacTa3bl B HAIIOYCUHUK,
y37oBasl THIEpIUIa3usl HaamodyeyHuka Ha ¢one AKTI-
HE3aBHCHMOTO JSHJOTCHHOTO THIEPKOPTHIM3MA, Tapa-
TaHTJIMOMBI W JOOPOKAa4YeCTBEHHBIE aJIEHOMBI KOPKOBOTO
ciost HaanoyeyHuka. B 10% HaOmromeHUt TUArHOCTHPY-
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ercs OwmmarepanbHas ¢eoxpomoruroma (1,2). Cuanuraer-
cs1, uto B 10%-27% cinydasix BO3HUKHOBEHHE (PEOXpoMo-
nuToMBl o0ycioBieHo wmyTtamuei B reHax RET, SDHA,
SDHAF2, SDHB, SHDC, VHL, NFI, TMEM127, MAX.
Bwmecre ¢ tem, y 10-20% mannenToB ¢ xpoMahhruHOMOH
nuarHoctupyercss MOH. MHoXecTBeHHasT SHIOKPHUHHAS
Heoraszus (MOH) — HacIeCTBEHHBIN ayTOCOMHO-IOMH-
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OPUTHHAABHOE HCCAEAOBAHHE

HaHTHBIA CHHJIPOM, KOTOPBIN BeTpeuaeTcs B 1-8 cirydaes
Ha 100000 HaceneHus. DTOT CUHAPOM MOAPA3JCISAIOT Ha
nBa tua: MOH 2A u MDOH 2B. O6a >Tux moaTuia BKII0-
4aroT B ce0sl MENyJJISIPHBII paK MIMTOBHJIHOM JKEJe3bl U
(dbeoxpomoruromy. B cutyanmun MOH2A Takxke guarto-
CTUpPYETCs aJleHOMa MapaliuTOBUHON ese3bl. 3a pas-
BUTHE JaHHOTO CHHJpoMa oTBeTcTBeHHa MyTtanus RET
reHa, JOKaJN30BaHHOTO B JAECATON XpoMOcOoMe, KOTOPHIi
KOJUpYeT O€JIOK, SBIISIONINICS PElEenTOPOM THPO3HHKH-
Ha3bl. Okono 98% mnaruentoB ¢ MOH 2 umMerotr mytanuu
B 3apOJIbIIIEBBIX dK30HaxX 5, 8, 10, 11, 13, 14, 15 unu 16
rena RET. Haubonee wacras myranust RET (y 80%) pac-
noJjioxkeHa B 3k30He 11 xomona 634. Co BpeMeH mepBoro
onucanust denrkcom OpaHKOM M NEPBOrO YAAYHOTO XH-
pypruueckoro yiedeHusi peoxpomorutomsl llesapem Py
n Yapnp3om Melio npon3omén 3HaYuTENbHbII TTporpecc
B BONpPOCAaX JUATHOCTHUKH, XUPYPrHYECKOTrO JICYCHUS U
BEJICHUS TakuX manueHToB [3]. Pa3Butne CcoBpeMEHHBIX
TEXHOJIOTUH CAemano JanapoCKONUYecKyo aJpeHaldIKTo-
MUIO TIPHOPUTETHBIM METOJIOM B JICUCHHH TAllMEHTOB C
cugapomom MOH?2 tuna [4].
Knunuueckxuui cayuaii

MyxunHa, 37 net, 0OpaTHIICS K TepareBTy C Kajo-
O0amu Ha OOIIYIO0 cIabOCTh, 3MHU30Abl TOINHOTHI, PBOTEI,
Oosieil B sruracTpaibHOW 001acTH, MOBBIIICHHE apPTEPH-
aJBHOTO JJaBJCHUS (JuacToindeckoe Bolme 120 MM.pT.CT),
yyaieHHoe cepaieouenue. [lo pesynsratam Y3U Oprom-
HOM IOJIOCTH U 3a0PIOIIMHHOTO MPOCTPAHCTBA BBISIBICHO
M300XOreHHbIe 00pa30BaHUs MMPABOrO M JICBOrO HAJIO-
yeyHHKa pa3Mmepamu 39x27 u 56x33MM COOTBETCTBEHHO.
ITo IIAK xpoBoTOK qO0CTOBEpHO HEe ompenenscs. Y3U
LI TOBH/IHOM JKeJIe3bl BBISIBUIIO 00pa30BaHKE IIPABOM 0N
12x9x11mMM u neBoit noau 6x6xXx9MM, HEepaBUIBHOU (op-
MBI, HEOJHOPOJIHOH CTPYKTYpPBI C aHIXOI'€HHBIM KOMIIO-
HEHTOM M BBIPQKECHHBIM TEPHHOYJISPHBIM KPOBOTOKOM.
[lo naHHBIM TOHKOHMTOJILHOM acnupalMOHHOW Ouorncuu
(TAB) — kapTHHa KOJUTOMTHOTO 300a. B mapamuToBuIHBIX
xKeJe3ax oOpazoBaHuit He BbIsiBiIeHO. Lleiinbie muMdaTu-
YecKHe y3Jbl HE YBEJIMUYCHBI. [ OpMOHAIBHOE HCCIIea0Ba-

HUE BBISIBUIIO BBICOKMH ypoBeHb KopTuzona (yrpo — 1300
HMOJIB/JT) 1 KaTEXOJaMHHOB KPOBH (aapeHaauH 417 mr/mi
npu Hopme 0-100 nir/mi u HopaapeHanuu 1633 nr/mi npu
HopMme 0-600 mr/mut). B mocnenyromem, s YTOUHCHUS
TOPMOHAJBHON aKTUBHOCTH U ONPEACICHUS aJbHEeHIICH
TaKTUKH JICYCHUS MMAIIMECHT ObLI HATIPABJICH B 3HIOKPHUHO-
JIOTUYECKOE OTJeNIeHNEe KIMHUKHU 2.2.01xBanpaa C3IMY
uM. U.11.MeunukoBa. [Ip 00bEKTUBHOM OCMOTpE: XYyJI0-
maBblid, acrennynbiii, UMT — 18,7 kr/m?, UCC B nokoe —
110 ya. B MuH. B OMOXMMHUYECKUX aHAJM3aX OTMEYAIOCh
CHIIKEHHE YPOBHS KaJus 0 3,3 MMOJIB/II.

OTMEYCHO TMOBBINICHUE KAJBIUTOHUHA 10 77mr/
it (0-20nr/mi) u XpomorpanuHa A — 225ur/™Mit (no 100
ur/mi). [lo manaeim MCKT — B mpaBoM HaJamo4YeyHU-
Ke orpenensercss o0beMHOe o0pa3oBaHHE OOpazoBaHHE
pazmepamu 33x26x35MM, OBalbHOH (OPMBI, HATHBHOM
mioTHocThi0 +13+30HU, ¢ MHTEHCUBHBIM HAKOIJICHUEM
KOHTPACTHOTO BEIICCTBA B apTepualibHyio ¢aszy +148HU
W Halnuue runojneHcHbiX 30H +20+35HU, na 10 munyTe
+ 52HU, B 1¢BOM HAJNOYCYHUKE BH3YyalU3UPyeTCs 00-
pa3zoBaHue OKPYTJIOH (Gopmbl, pazmepamu 43x38x60MM.,
HaTUBHAs TUIOTHOCTh +18+42HU, aprepumanbHas ¢aza
+25+77HU, na 10mun - 50 HU, ¢ Oonee BbIpaKCHHBIMH
TUIOJICHCHBIMH 30HAMU (32 CYET KPOBOWBIHUSHHI U He-
kpo3a) (cm. puc. 1,2,3.4).

YuuThIBas MOJYYCHHBIC PE3YJIBTAThI, YCTAHOBJICH
nuarHo3: bumatepanbHas (eoxpoMonHMTOMa M PEKO-
MEHJIOBAaHO ONEepaTHBHOE JieueHue. B nanpHeiem ma-
[UEHTY MPOBEACHA JBYCTOPOHHSS JIalapOCKOMHYecKas
aJ[pEeHATIPKTOMUS U Ha3HAuUeHA 3aMECTUTENbHAs Teparnus
TIFOKOKOPTUKOUJAMH M MHHEpaJIOKOpTUKOMAaMu. [ u-
CTOJIOTHYCCKUIN aHalin3: MOP(OJOrHYESCKH HICHTHYHBIC
HOBOOOpa30BaHUsI MPaBOrO0 M JICBOI'O HAJINOYCYHUKOB,
AHATOMHMYECKOE CTPOCHUE KOTOPBIX CTEPTO 3a CUET 00b-
EMHBIX 00pa30BaHUM, MPEACTABICHHBIX THE3AMHU U JU]-
(hy3HBIM POCTOM OITyXOJICBBIX XpoMa(PUHHBIX KIICTOK;
OTMEUACTCS SLACPHBINA TTOTUMOPPHU3M.

B nocieonepalinoHHOM mepuoje OTMEYEHa HOpMa-
JU3anusl YPOBHEH KATEXOJAMUHOB M METaHE()PUHOB B

Ta6muma 1/ Table 1

Topmonanwvnvie uccneoosanus/ Hormonal parameters

Ioxa3aresn / Test PesyasbTar / Hopma / En.u3m. / Unit
Result Normal

A TpeHOKOPTUKOTPOITHEIH TopMoH 9 4. / Adrenocorticotropic 21,7 <46 Ir/mn
hormone 9 h
A JIpEHOKOPTUKOTPOIHBINA TopMoH 21 4. / 11,0 <20 Ir/mn
Adrenocorticotropic hormone 21 h
Koptuzon 9 4. / Cortisol 9 h. 403,0 138-690 Hwmomns/n
Koptuzon 21 u. / Cortisol 21 h. 2420 70-345 Hwmomnb/n
AnbpoctepoH 94. ropusonTansho / Aldosterone 9h. 310,0 10,0-105,0 Ir/mMn
horizontally
Amnrunorensunl (APIT) / Angiotensin I (Angl) 1,78 1,90-6,00 Hr/mn/4ac
Pennn 9 4. / Renin 9 h. 21,9 4,7-31,9 TIr/mn
Meranedput B kpoBu / Metanephrine in the blood 578 0-90 [Mr/mn
Hopwmeranedpun B kpou / Normetanephrine in the blood 648 0-180 [Tr/mn
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Tabnuua 2 / Table 2
B37KX mouu / Hplc urine analysis
Ioxa3zaresn / Test Pesynbrar / Hopma / En.mzm. /

Result Normal Unit
CBoOoaubIi kopTH30: / Plasma free cortisol 48,5 10-25 Mkr/c
CBoOomubIif kKopTr3oH / Plasma free cortisone 93,4 20-75 Mxr/c
WHneke ¢B.kopTu3oH/cB.kopTH30J / The plasma free cortison / 1,9 2-3
plasma free cortisol ratio
18 ruapokcukoprrroctepon / 18 Hydroxycorticosterone 28,8 <30 Mxkr/c
WHaeke 6B-THAPOKCUKOPTU30J1/CB.KopTH30J / The 1,3 2-12
6B-hydroxycortisol /plasma free cortisol ratio
6B-rupokcuKopTH301 / 6B-hydroxycortisol 65,2 40-300 Mxkr/c

KPOBU U CYyTOUHON Moue. [IoBbIIIeHNSI KOHLIEHTPALUH Ma-
paTropMoOHa, XpOMOTpaHWHA A U PaKOBOTO dMOPHOHATb-
HOTO aHTHUIeHa He oTMeueHO. OJHAKO, COXPAHSIOCH BbI-
COKOE COJICpYKaHUC KAJBIIUTOHWHA B KPOBU 110 147 mr/miL.
YauTeiBasgs JlaHHbBIC THUCTOJIOTHH, CTOMKOE IOBBIIICHUE
YPOBHSI KaJILIIUTOHMHA B KPOBU, AaHHbIe Y3U 0 Hanmuuuu
00BEMHBIX 00pa30BaHU B 000X OJISX MTUTOBUTHOU JKe-
JIe3bl, Y MAIMEHTa OBbLI 3aMO03PCH C BBICOKOH CTCICHBIO
BEpPOATHOCTU cuUHApoM MOH 2, u, yuuThIBas UCKJIIOUYU-
TEIBHO HEOJATONMPSATHBIN MPOTHO3 MPU JaHHOM 3abole-
BaHWH, OBLIO PEKOMCHJOBAHO YIaJCHHUE NIUTOBHIHOM
skese3bl. Uepes Mecsll MalueHTy Mpou3BeeHa ToTajabHas
TUPEOUJPKTOMHUS C MOCIEAYIOEH 3aMECTUTEILHON Te-
panueid TUPOKCHUHOM. I[Ipu THCTOIOTrHYECKOM HCCIEN0-
BaHWH YCTAHOBJICHA MYJIbTU(OKAIBHAS MEAYJLIsIpHAS
(C-xJieTouHAasT) KapIHOMA MPABOM U JICBOW JIOJTH, BepeTe-
HOKJIETOUHBIH BapUaHT IIMTOBUAHOM sxkene3bl. [Ipy ummy-
HOTMCTOXMMHUUYECKOM HCCJIEI0BAHUM OIYXOJIEBbIE KJIETKU
9KCIPECCUPYIOT KaJbLIUTOHUH. BOJIBHOMY BBITIOJHEHO
TEHETUYECKOE MCCIeI0OBaHUEe, KOTOPOE MOATBEPAUIO MY-
tanuo T1900 B kogone 634 rena RET. IlpoBeneHHsIil re-
HETUYCCKUI CKPUHUHT (KOTOPOMY JIOJKHBI IIOIBEPraThCs
BCC MpPSMBIC POIACTBCHHUKHA OOJBHOTO) BBISBHI TaKYIO
JKE MYTAlHIO y 8-JICTHETO ChIHA MAITUCHTA, OMOXUMHUYC-
CKHE U TOPMOHAJIbHBIC HAPYIIEHUS Y HETO HE BBISIBJICHBI,
o pesyipraram Y3U mMUTOBUIHOMN KEJEe3bl U HAAMOUYEU-
HUKOB CTPYKTYPHBIX U3MCHCHHI TakKe OOHApPYKEHO HE
ob110. OJIHAKO, COTJIACHO MHOTOJIETHUM HAOIIOACHUSAM
CIENUAJIUCTOB, Yy MAaIlUEHTOB ¢ MyTauusiMu B 634 Kojo-
He, HaOxromanock Meracrazuposanue MPIIXK B Bozpac-
T€ 5 JeT, B CBSI3U C YeM Yy JIeTeH ¢ TaKUMHU MYyTalHUsIMU
THPCOUIPKTOMHUS JOJDKHA OBITH BHITIOTHEHA HE MO3HEE 5

neT. [TocKosIbKy B HallleM ciTydae 9TOro He HaOJ0/1aJIoCh,
MaJIbYUKy Oblia MPOBEICHA TOTAJIbHAS THPEOHIIKTOMUS
U Ha3HAYeHa KOPPEKTHas 3aMeCcTUTenbHas Tepanus. Ye-
pe3 1aBa roja Iociie MPOBEJICHHBIX Onepanuii Ha (oHe
FOPMOHAJIBHON 3aMECTUTEIBHON Tepanuy CaMO4yBCTBHE
nanueHTa xopoulee. Bce mokasaTenu ropMOHaIbHBIX Te-
CTOB B Ipefenax 1eneBbix 3HaueHui. Pesynsratel MCKT
B TeueHue 2,5 et 0e3 U3MEHEHHUH.

Pesyabrarsl 1 nx o6CcyKAeHHIE

B npencraBieHHOM KJIMHHUYECKOM cllyyae OoTMeda-
€TCsl COYCTAHUC JIBYCTOPOHHECH HAIIOYCUHUKOBOU (Peox-
POMOLIUTOMBI M MEYJUISIPHOTO paka UIMTOBUIHON Kee-
3bl. CHHIPOM MHO>KECTBEHHOU AHIOKPUHHOW HEOMJIa3uu
2 TUNa MOATBEPKJEH MOJIEKYJSIPHO-T€HETUYECKUM HC-
CJICIOBAaHHEM, OOHAPYXKUBIIUM MYyTalUi0 B 634 Komo-
He. JlaHHast MyTaus codeTraet B ceOe emé U mopakeHue
OKOJIOIIMTOBUIHBIX JKE€JI€3, KOTOPOE MOXKET BCTPEUaThCs
B 20-25% cnyuaeB. OmgHako, B HalleM HAOJIOJACHUU Ta-
KUX U3MEHEHUM He BbIsABIeHO. COracHO JTUTEpaTypPHBIM
nanubiM, ipu MOH 2A, B 97-100% nuarnoctupyercs me-
JYJUTSIPHBIA paK IATOBUIHON jKeJe3bl, U B OOJIBITUHCTBE
cly4ae UMEHHO OH OIpeseNseT ero nporuo3 [5]. luarxo-
cruka xpoMa(HUHOMBI OCHOBaHA Ha KOMIUICKCHOM ITOJI-
XOJie, KOTOPBIH BKIJIFOUACT B CeOsl ONpE/ICICHUE YPOBHS
KaTeXO0JIAMHHOB, METaHC()PHHOB B IIA3ME U CYTOYHOM
moue. OueHb BaXKHBIM KPHUTEPHUEM, MOJTBEPKIAIOLUIAM
JIaHHBIM JTMAarHo3, SBJISIETCS YPOBEHb XpOMOrpaHuHa A.
3nauumo Benuka auarHoctuueckas poias MCKT, xoro-
past mO3BOJISIET YCTAaHABIMBATH JIOKAJIU3ALHUIO Tpoliecca
U ONPEACNATh MOP(O-PaJIHOIIOTHYCCKY0 KapTHHY OITy-
xomu. KT-guarHocTuka mo3BoiisieT OOHAPYKUTH OMyXO-

Ta6muna 3 / Table 3

Cymounasa moua/ Daily urine

Ioxa3zaresn / Test Pe3yabrar / Hopma / En.uzm. /
Result Normal Unit
Anpenanus B moue / Adrenaline in the urine 196,0 0-20 Mxr/c
Hopanpenanun B Mmoue / Noradrenaline in the urine 6143 0-90 Mkxr/c
Meranedpun B Moue (cBoOoaHbIN) / Metanephrine in the urine 1147,0 0-60 Mkr/c
Hopmetanedpun B Mmode (cBoboxubiit) / Normethanephrine in the 1960,0 0-120 Mkxr/c
urine
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Prc.l AKCHAJIBHBIV Cpe3 Ha ypOBHE HA/IIIOYEYHMKOB B apTe-
pnansHyio a3y ¢ oGo3HaueHMeM IIPABOr0 HAAIOYeYHMKA. /
Pic.1 Axillary cut of the adrenal glands in the arterial phase with
marked right adrenal gland marked.

Prc.2 AKcHanbHBIV Cpe3 Ha ypOBHe Ha/IIOUE€YHMKOB B apTe-
pmanbHy0 da3zy ¢ oGo3HaueHNMeM JIEBOIO HaAIOYedHMKa. /
Pic.2 Axillary cut of the adrenal glands in the arterial phase with
marked left adrenal gland marked.

Pyc.3 @poHTaIBLHBIN cpe3 ¢ 0003HaueHeM IIPaBoOro HaJamoded-
HuKa. / Pic.3 Frontal cut of the adrenal glands with marked right
adrenal gland marked.

JIM HAOIMOYEYHUKOBOM JIOKaIM3aluu OoT 1 ¢cM U OoT 2 cM
BHEHA/IMOUYEYHUKOBON Jokanu3anuu [6]. Ilpumenenue
KOHTPAaCTHPOBAHUs U pacyeTa KOd(PGUIMCHTA BHIMbIBA-
HUSI KOHTpAcTa yBEJIMYUBAIOT YyBCTBUTEIBHOCTD U CIICII-
npuaHocTh MeToza a0 85-95% u 100% cooTBETCTBEHHO
[7, 8, 9]. Bricokast HATUBHAA IJIOTHOCTh, HU3KUW MPOIIEHT
BBIMBIBaHUSI, HEOJHOPOHOCTh, THIIEPBACKYJISIPHOCTH 00-
pazoBanust sBISIOTCA AupdepeHnnatbHBIMI KPUTEPHU-
SIMH (DEOXPOMOLIUTOMBI U 3JI0KQYECTBEHHBIX MOpPaKEHUH
HajarnoyeyHuka. KOHEYHO, JIOMOJHUTENBHO MalMeHThI
JIOJKHBI OBITH 00CIICIOBaHBI HA IPYTYIO ATOJIOTHIO, BXO-
Jduryio B coctas cunapoma MOH 2. Ilo cpaBHeHHIO €O
CIOPAAMYECKUMHU XpOMap(PUHHBIMH OMYXOJISIMH, XPO-
Madppunomy nipu MOH 2 xapakTepusyer BBICOKas BEpO-
SITHOCTH JIByCTOPOHHETO WJIM MHOYKECTBEHHOT'O IOpaske-
HUSl U MEHbIIas BBIPAKEHHOCTh KIMHUYECKOH KapTHHBI,
OOBSCHSCTCS TEM, YTO 3TH (PCOXPOMOIIMTOMBI BbIpada-
THIBAIOT MPEHMYIIECTBEHHO aJ[PeHAJIMH, a He HOopaJpe-
HaJIMH, U HE TaK 4acTO COIPOBOXKAAIOTCS apTepUaIbHOU
runepTeHsuei. B ciayuyae ABYCTOPOHHETrO NOpaKeHUs
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Pyc.4 ®poHTaIBLHBIN cpe3 ¢ 0003HaUeHNMeM JIeBOI0 HaAIo4dedu-
HuKa. / Pic.4 Frontal cut of the adrenal glands with marked left
adrenal gland marked.

HAJIOYCYHUKOB COUYCTAHHE BBICOKHX IUPP MeTaHEepH-
HOB B IIJIa3Me M MOY€e TPeOyeT 00sI3aTeIIBHOTO [000CIIe10-
BAaHUS U BBIIIOJHEHUS YIBTPA3ByKOBOI'O HCCIIEIOBAHUS
IIUTOBUHON JKeNe3bl, aHaJIu3a KPOBU Ha KAJIBLIUTOHUH.
Takxe HEOOXOOUMO MPOBOJUTH MEJUKO-TEHETHYECKOEe
HCCJIEIOBAHUE, TOCKOJIBKY B TOCIEIHHE TOABI MPHHSATO
CUMTATh ONTHUMAJBHBIM IOAXO, COIVIACHO KOTOPOMY XH-
pyprudeckasi TaKTHKa OIperenseTcs pe3ylbTaTaMy reHe-
THYECKOTI'0 UCClIeIoBaHus. B HacTosmmee BpeMs cuuTaer-
Csl, 4TO JIANTAPOCKOMMYECKasl apEHANIKTOMUS  SABISETCS
UJiealbHBIM BAPHAHTOM XUPYPTrUUECKOr0 BMEIIATEeNbCTBA
B ciydyae (eoxpoMouuToMbl. [10 ZaHHBIM JIUTEpaTypHI,
UMEIOTCSl PEAKUE COOOLICHUsI O CUMYJIBTAHHOH Jlanapo-
CKOMMYECKOW OmiaTrepanabHON agpeHaldKTOMHH. Bimo-
HEHUE CUHXPOHHOH IBYCTOPOHHEH 3HIOBUIECOXUPYPIHU-
YeCKOW aJIpeHaIPKTOMUHU BO3MOXKHO IT€PETHIUM, OOKOBBIM
TPaHCIIEPUTOHEATbHBIM U 3aJHUM DPETPONEPUTOHEATb-
HeIM poctynom [10,11]. Ongnako, B HacTosIIee BpeMs He
CYILECTBYET HU OHOTO PaHAOMHU3UPOBAHHOT O UCCIIE0BA-
HUS, JOKa3bIBAIOIIET0 MPUOPUTETHOCT OJHOTO U3 ITOTO

BECTHHK DKCIIEPUMEHTAJIBHOM 1 KJIMHUYECKOI XUPYPITHMU Tom X, Ne3 2017



Ta6muua 4 / Table 4

IIxana oyenxu peoxpomoyumom naonoueunuxkoe PASS/
Pheochromocytoma of the Adrenal gland Scaled Score (PASS)

Kpurepuii / Risk factor Banasr / B marepuase /
Score Histologically

Kpymnasie raesna nuddyssoro pocrta (>10% odbema omyxonu) / Large nests or 2 2
diffuse growth (>10% of tumor volume)
LlentpanbHble min cnuBHBIE HeKpo3bl / Focal or confluent necrosis 2 0
Beicokas knerounocts / High cellularity 2 0
Knerounoe onnooo6pasue / Cellular monotony 2 0
Beperenoobpasuble omyxonesbie kieTkd / Tumor cell spindling 2 2
Ourypst MuTo30B (>3 B 10 monsx 3penust npu ysenndennu 400) / Increased 2 0
mitotic figures (>3/10 high power fields)
Arunuuneie MUTO3b1 / Atypical mitotic figures
PacnipocTpanenue omyxonn B KHpoOBYIO TKaHb / Periadrenal adipose tissue
invasion
BackynsipHast nuBasus / Vascular invasion 2 0
Kancynpnas naBasus / Capsular invasion 1 0
3ameTHbIi siaepHbIi moaumopdusm / Profound nuclear pleomorphism 1 1
Snepuas runepxpomasust / Nuclear hyperchromasia 1 0
Cymwma / Total: 5(>4)

JI0CTyNOB. MBI HCHONIB3yeM OOKOBOW TpaHCIEPUTOHEAIb-
HBIH HJIOBUJICOXUPYPrUYECKUI JOCTYII, KOTOPBIH IT03BO-
JISIET COKPATUTh BPEMSs BBIKJIIOUCHHS OITyXOJIU U MPEIoT-
BpaTUTh T'€MOJUHAMHYECKHE W3MEHEHUs, BBI3BAHHBIC
BEIOPOCOM KaTEXOJIAMHHOB B 00muid KpoBoTOK [12]. K
MIOJIO)KUTEIBHBIM MOMEHTAaM PETPONEPUTOHEAIBEHOTO JI0-
CTyIa OTHOCHUTCSI BOSMOXXHOCTH BBITIOJIHCHHSI OTEpaluu
IIPHU HAJMYUHU CIIAEYHOTO Ipolecca B OPIONIHON MOJIOCTH.
OnHaKo, OrpaHUYEHHOCTH ONEPAIMOHHOTO IIPOCTPAHCTBA
3aTpyAHSIET XUPYPrudecKrue MaHUIYISIIUN IpH o0pas3o-
BaHUAX OOJBIIMX pa3MepoB. JlaHHBIN mpuMep, MOKa3bl-

Cnucok AuTeparypsl

BaeT HAaJIS)KHOCTb, OE30MacHOCTh M TEXHUYECKYIO BO3-
MOYXHOCTH BBITIOJTHEHUSI CUMYJIBTAaHHOM OMiaTepaibHOU
ajgpeHaldKToMuu. Takoi MOAX0A AOJIKEH pacCMaTpUBaTh-
sl Kak MeToJ] BEIOOpa JUIsl MAaMeHToB ¢ cuaapomom MOH
2 tuna.

AomorHUTEABHAS MHPOPMAIIUS

Kondaukr unrepecon
ABTOpPHI JEKJIAPUPYIOT OTCYTCTBHE SIBHBIX M HOTCHIHAIBHBIX
KOH(IINKTOB HHTEPECOB, CBA3aHHBIX C IIyOIHKanuel HacTosmel cTa-

TBH.
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