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lNepBUYHbIX rMNepasibAOCTEPOHU3M
C COYeTaHHOM ceKpeuueun Koptusona

A.A. llucuubiH, B.MN. 3emnaHon, M.M. Haxymos, 3.P. llacdwurynnuna, C.b. LLyctoB, U.A. BexTepeBa

Pre0Y BO «CeBepo-3anafHbiil rocyqapCTBEHHbIN MeOULUHCKUA yHUBepcuTeT nmenn N.M. MeyHnkosa»
MuHagpaea Poccun (CaHkT-INeTepbypr, Poccuitckas Penepauns)

AHHOTaumA

IMeanb — U3yuUTh TUAarHOCTUYECKHEe BOZMOXXHOCTH CPaBHUTEJIBHOTO CeJlek-
THUBHOTO 3a00pa BEHO3HOM KPOBH U3 LIEHTPAIILHOM BeHbI HAIIOUeYHHKA Y
GOJBHLIX C IIEPBUYHBIM THIIEPANIbJ0CTEPOHI3MOM C COUETaHHON aBTOHOMHOM
CeKpeInyei KopTU3oa.

Marepuain u MeToasl. MccinenoBanbl ciiydad 7 HalMEHTOB C IIEPBUYHBIM
TUIepasbJOCTePOHU3MOM C COYeTaHHOM aBTOHOMHOM CeKpellrei KopTU301a,
IIPOXOAIMBINMX JiedeHHe B rieprof ¢ 2010 . mo 2019 .

Pesynbrarsl. V3 72 npooriepipoBaHHBIX TAIIMEHTOB C IePBHYHBIM THIIepallb-
JIOCTEPOHU3MOM Y 7 uesioBek (9,7%) ObUla AMAaTHOCTUPOBAaHA ABTOHOMHAs
cekperys Kopru3ona. YacToTa HeCOOTBETCTBUSI MEeX]Yy MHTPACKOIIMYeCKOM
kaptuHoil 1 CCB3K y GOJIbHBIX C COYeTaHHOM aBTOHOMHOW aJlbJ0CTEepPOH-
KOpTHU30I1 cekpenueid cocraBuwia 57,1%. Beimonnenune CC3BK y 6onbHbIX €
cuHApoMoM KoHHIIMHTa 1103BOJISieT YCTAaHOBUTb CTOPOHY TMIIEPIIPOAYKIMH
aNbl0CTepOHA U KOPTHU30J1a IIPU IBYCTOPOHHEH afieHoOMe HaJIIoYeqHHKa C
YHUJIaTepabHOHN BHIPAOOTKOM ropMoHOB. Ilocineoneparnuonnas Haamodey-

HUKOBasi HeZIOCTaTOYHOCTh Habuosianack y 28,6% GOJIbHBIX C CHHJIPOMOM
KonHuzra. CMmeranHele aJleHOMbI HaINIOYeYHUKa MOTYT ObITh HCTOYHUKOM
COBMEeCTHOM TUIlepCeKpelvy ajb0CTepOHa U KOPTH30JIa.

3axurroueHue. Y BceX IAIMEHTOB C [IEPBUYHBIM TUIIEPaJIb/J0CTEPOHU3MOM
HeoOX0/IMMO HCKIII0YaTh COBMECTHYIO aBTOHOMHYO IIPOJIKIIMIO KOPTH30J1a,
YTO 103BOJISIeT IIPOBOZIUTD MIPaBUIIbHYIO OLleHKy pe3dyssratoB CC3BK c no-
CJIeIyIOIIMM BBIOOPOM CTOPOHBI BMEIIaTeIbCTBA U IPOTHO3UPOBATh PUCK
Pa3BUTHS IIOCJIEOIePAIMIOHHON HA/IOYEeYHUKOBOM HEJJOCTAaTOYHOCTH.
KirroueBrble cjIoBa: IepBUYHBIN FHIIepPalIbI0CTEPOHNU3M, aBTOHOMHaAs Ce-
Kpellrs KOPTH30J1a, COYeTaHHAs CeKpellrs ajbJ0CTepOHa M KOPTU30I1a,
CMelllaHHA$ a/leHOMa, CPAaBHUTEJIbHBIN CeJIeKTUBHBIM 3a00p KPOBU U3 BeH
HA/IIOYeYHUKA, alb0CTepOMa U KOPTH30JI-TIPOAYLIMPYIOLIas afieHoMa Ipy
JIByCTOPOHHEH aJIpeHOKOPTUKAJIbHOM aJleHOMe.
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Primary hyperaldosteronism
with concomitant cortisol secretion

Aleksandr A. Lisitsyn, Vyacheslav P. Zemlyanoi, Mikhail M. Nakhumoy,
Zulfiya R. Shafigullina, Sergei B. Shustov, Irina A. Bekhtereva

Northwest State Medical University named after I.I. Mechnikov (Saint Petersburg, Russian Federation)

Abstract

Aim - to study the diagnostic possibilities of comparative selective venous
blood sampling from the central adrenal vein in patients with primary
hyperaldosteronism with combined autonomous cortisol secretion.
Material and methods. The study included 7 patients with primary
hyperaldosteronism with combined autonomous secretion of cortisol who
were treated in the clinic from 2010 to 2019.

Results. In 72 operated patients with primary hyperaldosteronism, 7 (9.7%)
were diagnosed with autonomous secretion of cortisol. The frequency of
discrepancy between the intrascopic picture and comparative selective
blood sampling in patients with combined autonomous aldosterone-cortisol
secretion was 57.1%. Performing comparative selective blood sampling in
patients with Connshing syndrome makes it possible to establish the side of
hyperproduction of aldosterone and cortisol in bilateral adrenal adenoma
with unilateral hormone production. Postoperative adrenal insufficiency

www.innoscience.ru

was observed in 28.6% of patients Connshing syndrome. Mixed adrenal
adenomas can be a source of joint hypersecretion of aldosterone and
cortisol.

Conclusions. In all patients with primary hyperaldosteronism, it is necessary
to exclude the joint autonomous production of cortisol, which allows for a
correct assessment of the results of comparative selective blood sampling, with
subsequent choice of the intervention side and predict the risk of postoperative
adrenal insufficiency.

Keywords: primary hyperaldosteronism, autonomous secretion of cortisol,
combined secretion of aldosterone and cortisol, mixed adenoma, comparative
selective blood sampling from the veins of the adrenal gland, aldosteroma and
cortisol-producing adenoma in bilateral adrenocortical adenoma.
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m BBEJIEHUE
O CoOBIii MHTEpeC cpefiv OOJIbHBIX C IIEPBUYHBIM THUTIepaib-
JIOCTEpOHU3MOM TIPeJICTaBIISIOT AleHThl C HOBOOOpaso-
BaHUSMU HA/IIOYeYHHKA, UMEIOIIMMU COYeTaHHYIO CeKpeIuio
KOPTH30J1a U a/lbJIoCTepoHa. JJaHHBIA BapraHT KOMOWHUPO-
BaHHOM FOPMOHAJIBHOM aCCOLMALUU PeIKOCThIO He SIBJISIeTCS.
[To MHEHMIO MHOTHX HUCCIIefioBaTeNell, paclipoCTPaHeHHOCThb
KOCeKpeITuM KOPTU30J1a U albJ0CTepOHa COCTaBIIsSeT OT 5 [0
21% [1, 2]. Takue nanueHTHI IPeICTABISIOT IPYTIITY PUCKA,
YTO 00YyCJIOB/IEHO BBICOKOM BEPOSITHOCTBIO Pa3BUTHS Kapayo-
BaCKYJISIPHBIX U MeTaboIMuecKux ocloXkHeHUH. [lo MHeHHIO
aBTOPOB, HETaTMBHOE BIIHSHIE CyMMUPOBAHHOTO BO3[eMCTBUS
TUIepIpONYKIIMM MUHepasio- U TIIOKOKOPTUKOUIOB BelleT K
BBICOKOMY PUCKY HapylleHHM pUTMa ceplia, HHpapKTa MH-
oKap/ia, CepieYHoM HeJ0CTaTOYHOCTH, aTepoCKIepo3a Kopo-
HapHBIX COCYIOB, Pa3BUTHS MHCYIIBTOB M CaxapHOro auabera
[3]. CoueTanue rumepcekpervy aabJOCTepOHa U KOPTHU30JIa
MOXKET OBITh TPUYMHOM Pa3BUTHS MOCIe0NepaliioOHHON Hajl-
[I0YeYHMKOBOM HEJJOCTaTOYHOCTH, YTO TpebyeT MocJie afipeHa-
JISKTOMUU IIPOBeIeHUs 3aMeCTUTeJIbHOU [TIFOKOKOPTUKOUITHOMN
Tepanuy. B cBsi3U ¢ 3TUM crieruaayicTh 00palaoT BHUIMaHUe
Ha 00s13aTeJIbHOe CKITI0YeHHe TUIepPKOPTUIM3MA Y OOJIBHBIX C
JVarHOCTUPOBAHHBIM [IePBUYHBIM T'UIIepab0CTePOHU3MOM.
[ToBbInIeHHBIN YPOBEeHb KOPTH30JIa Y OOIBHBIX C KOCEKpeTH-
PYIOLMMU HOBOOOPA30BaHUAMH HAJIIOYeYHUKA MOXeT K3-
MeHSITh JIaTepajIu3aliio, YTO CO3/1aeT TPYOHOCTHU ISl OL[eHKU
pe3y/IbTaTOB CPAaBHUTEIBHOIO CeJIeKTUBHOIO 3a00pa BeHO3HOM
kpoBu (CC3BK) u moxeT nmpuBomuTh K HecooTBeTcTBHIO KT-
n3obpakenuii ¢ manubiMu CC3BK[4]. Kpaiine penko cpemy co-
BMECTHO KOCeKpeTHPYIOIIUX HOBOOOPa30BaHUM HaJlIOYedHHKA
MO)XeT BCTPeyaThCsl MUeNIOIUIIOMaTO3Has MeTalllasus, KoTopast
SIBJISIeTCS] IPUYMHOM HeolpeieJIeHHOTO MHTPACKOMHNYeCKOro
¢denoruna [5]. HecMoTpst Ha TO YTO MHUEJIOUIIOMBI SIBJISIFOTCS
NoOpoKadeCTBeHHBIMU U TOPMOHAIBHO-HEaKTUBHBIMU, aBTOPEI
TI0IYePKUBAIOT Ba’KHOCTb KOMIIJIEKCHOM TOPMOHAJILHOM ¥ MOpP-
donorrudeckoit orieHKM Takux obpa3oBaHuil. TakuM 0OpazoMm,
YVHUKaJIbHBIHN IO/ITUIT aJIeHOM Ha/lllo9evyHHKa TpebyeT 0coboro
BHUMAHHUS IS YJIy4IIIeHHs Pe3ysIbTaToB JieueHUs Mal[ieHTOB
C KOMOMHMPOBAHHOM aJIbJI0CTEPOH-KOPTHU30JI0BOM CeKpeITve.

m [IEJIb

Wzyunts quarsoctudeckue BoamoxHoctr CC3BK u3s ren-
TpaJIbHO BeHbI HaJTIOYe4yHUKa ¥ OOJIbHBIX C IEPBUYHBIM THU-
TepajbI0CTePOHU3MOM C COUeTaHHOW aBTOHOMHOM CeKpeluen
KOPTH30J1a.

m MATEPHUAJI U METO/IbI
3a nmepuop ¢ 2010 o 2019 rr. B kiIMHUKe UMeHd 3.3, JUX-
BaJibJia OBIIO MPOOTIEPUPOBAHO 72 TaIlMeHTa C IePBUIHBIM
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runepanbaoctepoHusMomM. Y 7 (9,7%) manuenTtoB (5 XeH-
IIVH U 2 MY>X9MH) OblIa TUarHOCTUPOBaHa KOMOWHUPOBaH-
Hasl CeKpeIus ajb/I0CTepoHa U KOPTHU30J1a (aBTOHOMHas ce-
Kperiys koptr3ona). CpeHU BO3PaCT MallieHTOB COCTABUII
50,4+10,8 roma. UMT - 28,6+2,3 xr/m?. Bcem manueHTam
IIPOBOJMJIACH OIleHKA TOPMOHAJIbHOIO CTaTyca MeToJaMU
MMMYHOaHaJIM3a C onpezeyieHreM aJipeHOKOPTUKOTPOITHOTO
ropmoHa (AKTT), kopTu3ona, aabAoCcTepoHa, peHuHa, JIeru-
IPO3NHaHIPOCTepPOHa-CyIbdara, HopMeTaHepprHa U MeTa-
HedprHA B KPOBH, MOAABIISIONINN JIEKCaMeTa30HOBBIN TeCT-
Imr (ITT-1mr). MeTomoM XeMHITFOMHAHECIIEHTHOTO aHaIu3a
(XJIA) ompenenscst ypoBeHb KOPTH30JIa B CyTOYHOM Moue.
MetonoM BbICOK03GbGEKTUBHOM KUIKOCTHOM XpoMaTorpaduu
(B3XKX) ompenenensl 6 koptukocTepouioB (kopruzon (F),
koptu3oH (E), koptrkoctepoH (B), 11-1e30KCHKOPTUKOCTEPOH
(DOC), 11-perunpokoptukocTepoH (A), 11-1e30KCUKOPTU30I
(S)) B chIBOpOTKe KPOBU. Y BCEX MAIlMeHTOB UCCIIeIoBaH CTe-
pounHbii mpodwmib Mmoun (CITM) MeTomom ra3oBoi Xpomaro-
macc-criekrpometpud (I'X-MC). [liis onpeneneHus: CTOPOHbBI
C Mpeobi1aIatoleil TOpMOHATBHON aKTUBHOCTBIO BBITTOTHSIICS
HeCTUMYIMPOBaHHBIN cpaBHUTeNbHBIN CC3BK 13 nenTpas-
HBIX BeH HaJIo4ye4yHUKa. BceM OOJIBHBIM BBHITOMHSIACH KOM-
nbtoTepHasi Tomorpadus (KT) opraHoB GpIOIIHOM MOJIOCTH U
3a0pIONIIMHHOIO IPOCTPAHCTBA C KOHTPAaCTUPOBaHUEM, MOP-
¢donoruyeckoe U UMMYHOTUCTOXMMUYECKOe UCCIIefJOBaHUe
yhasieHHoro Marepuana. CtaTucTiudeckast 00paboTKa JaHHBIX
IIPOBOJMJIACH C UCIOJIb30BaHMEM IIPOTrPaMMHOM CUCTEMBI
STATISTICA for WINDOWS (Bepcus 10).

m PE3VYJIBTATHI

Y Bcex GOBHBIX OTMEYAJTHUChH 5KajIo0bl Ha MTOBLIIIIEHKe ap-
TepuanbHoro gasnenus (AJl) (160/90 — 190/100 mm pt. CT.),
9YTO TpebOBajI0 MHOTOKOMIIOHEHTHOW aHTUTHUITepTeH3UBHOM
Teparuy, CHIKeHHe TOJIepaHTHOCTU K GU3NYeCKUM Harpys-
KaM, yBeJIn4eHue Macchl Tejla. Y IByX IalleHTOB Oblia Jua-
THOCTHPOBaHA XpOHHUYecKas 060Jie3Hb MoYek, MoueKaMeHHast
6ose3Hb. Y Tpex OOIbHBIX — JAereHepaTUBHO-TUCTpodUUe-
cKue 3ab0/1eBaHUs TOSICHUYHO-KPeCTIIOBOTO OT/esIa 03BO-
HouHUKa. [lo pesysnsraTam 1ab60paTOpPHOTO UCCIIeIOBaHUS Y
BCex OONIBHBIX OblJIa YCTAHOBJIEHA T'MITOKAIMeMHUs U TUCIH-
nunemMus. Y deThIpex IMAIMeHTOB — HapylleHHe TOJepaHT-
HOCTH K IJIIOKO3e. B KIIMHKWYeCKOM aHaju3e KPOBH Y JIBYyX
OONIBHBIX 0TMeYaIoCh He3HAUHUTeNIbHOe YBelndeHre YPOBHS
nerikoruToB (0T 9,7x10%1 mo 12,2x10%m). ITo pesynsraTam
TOPMOHAJIBHOTO 00CyeoBaHUs OBUIM TOIY4YeHbl CHU)KeHHe
ypoBHst AKTT, oTcyTcTBUe nomapiieHHs KOPTHU30JIa IIPU IIpo-
BeJleHMM HOYHOTO TecTa € 1 MI JekcaMeTa30Ha, CHI)KeHHe
HOA-cynbdara, noBeIllIeHHe YPOBHS KOPTU30J1a B CIIIOHE.
Bce 310 coueTanoch ¢ MUHEpanIOKOPTUKOWAHOM aKTHUBHOCTBIO
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<1,0 ur/min). HecMoTpst Ha To uTo MeauaHa 11-1e30kcukopTH-

KopTuaon 9 4, HMonb/n 446 [378;453] 138-690
ot P ety 174 [127: 204]  70-345 sona (S) cocrapuna 1,5 [1,4; 2,2] ur/mn (Hopma <2 HI/MI), ¥
AKTT 9 u, nr/mn 7,91[6.1; 8,3] <46 Tpex MalfueHToB HaOJIFOIa/IOCh TTOBLIIIIEHHE YPOBHSA JaHHOI'O
KopTtu3on cntoHbl, HMOnb/N 19,0[16,0; 20,5] 2,5-9,0 I1oKa3aTeJi.
NATL, HMonb/n 212 [105; 253] <50 [To maHHBIM MYJIBTUCIMPAIbHON KOMIIBIOTEPHOM TOMOTpa-
AnbAOCTEPOH, N/MA 456[399;902] 142 ¢uu (MCKT), BuIsSBIIeHHBIe HOBOOOPA30BaHHUs UMeNH 106po-
PeHuH. nr/mn 33[07:49] 2 1_5'3 8 KauyeCTBEHHBIN U Heolpee/leHHbIM GEeHOTHUII U Yallle BCero
APC 362[136: 498] 0,52-37,8 (5 Habmofenuii) pacrosarajuch B JIeBOM HaJlllOYedHMKe.
Cpennuii pasmep HOBoo6GpasoBaHuil coctaBui 40,4+8,7 mMM.
e 5261285518 <100 D
-P poM). B opHOM HabmiomeHuu o6pa3oBaHKe IPAaBOr0 HAAMIOYEYHU-
X - -~
JlerMapoanuaHapoCTEPOH-CYNbdaT, MKI/MJI 0,1[0,1;0,4] 0,35-4,3; Ka MMeJI0 COMHHUTEeJIbHbIM MHTPACKOIINYeCKHUU Cl)eHOTI/IH, 4qTO
M08-56 6b110 06y CIIOBIIeHO 60MIbIIMMK pasMepamu (50 MM) ¥ HeOITHO-
MeTaHedpuH B CbIBOPOTKE KPOBW, Nr/MI 38,6 [17,0; 48,7] 0-65

POIOHOCTBIO CTPYKTYPhI HOBOOOpa3oBaHUs (HaTUBHAS IIOT-
HocTb -10 HU, abcomoTHbIN KO3bOUIIMEHT BLIMBIBAHUS Ha
Tabnuya 1. lNokasamesnu eopMoHansHol akmusHocmu y 6onbHbix ¢ 10 MuH — 52%) (pucyHok 1).
coemantol cekpeuued MemoaOM,u,MM,y Hoa',“'a”uaa,(”ﬂ) ) C 1esbio UCKIIIOYeHUS 37I0Ka4eCTBEHHOCTU BBISIBJIEHHOTO
Table 1. Indicators of hormonal activity in patients with combined
secretion by immunoassay (n=7) obpa3oBaHus1 OBIIIO TIPOBEJIEHO CTEPOUIHOe MPOGUIMPOBaHYE
cyToqHo¥M MouH. IloyueHo cHIDKeHMe aHAPOreHOB (aHIpOCTe-
(TioBBIIIeHe albJOCTEPOHA, CHIDKeHUe PeHUHa, TIOBBIIIIeHHe  POH, 3THOXOJIAHOJIOH, IerMAPO3ITMaH/POCTePOH, aHPOCTEeHTPH-
aJbI0CTepOH-peHruHOBOTO cooTHOomenus (APC) v orcyTcTBHe o), MOBbIIIeHHe S5B-Terparuapo-11-ne3okcrukoprusona — 182
TIOJJABJIeHNSI AJIbIOCTEPOHA Ha 1poGe ¢ GU3HoNIornieckum pac-  MKr/cyT (Hopma 10-70 mkr/cyT), SB-TerparuapokopTu3ona —
TBOpOM) (Tabiuma 1). 1400 mxkr/cyt (Hopma 200-750 mkr/cyT), 5B-Trerparuapo-11-
VYpoBeHb KOPTH30JIa CyTOYHOW MOYHM, TOITYYeHHBIH Me-  JIerMAPOKOPTHUKOCTepoHa — 146 Mkr/cyT (HopMma 11-63 MKr/cyT),
tTomoMm XJIA, 6but yBenmuueH u cocraBun 93,1 [74,9; 114,01  5B-Terparuapokoprrkoctepona — 952 Mkr/cyT (Hopma 25-100
MKr/cyT (Hopma 20—-65 Mkr/cyT). MccienoBaHue CHIBOPOT-  MKI/CYT). JlaHHBIe M3MeHeHUs! CBUIETeNIbCTBOBAJIM O [VTIOKO- U
K1 KpoBUu MetonoM BOJKX BBISIBUIIO NOBBHIIIEHHWE YPOB-  MHHEPaJIOKOPTUKOMIHON aKTUBHOCTH. TakKe OBLIO OTMEYeHO
Hs KOpPTUKOCTepoHa a0 5,5 [5,3; 6,6] (HopMa <3 HI/MJI) U  yMeHbllIeHHe aKTUBHOCTH 50.-pefyKTasbl (CHIDKeHHe OTHOIITe-
uuit: An/Et-0,5; 5a-THF/53-THF=0,1; 50-THB/53-THB=0,4)
Y CHIDKeHHe aKTUBHOCTH 11[-ruapoKcrucTepouieruiporeH
a3pl 2 Tuna (yBenmdenre otHoureHuit: 5B-THB/5B-THA=6,5;
5B-THF/5B3-THE=0,5). Ha ocHOBaHMM ITOITyYeHHBIX pe3ysIbTaToB
ObIIO BBICKA3aHO MHeHIe 00 OTCYyTCTBUM 37I0Ka4eCTBEHHOCTH BbI-
SIBTIEHHOTO 06pa30BaHus MMPABOTO Ha/IIIOUYeYHUKA. [ Ipu ructoso-
TMYeCKOM MCCIIeIOBAHUY YAAIeHHOTO HaJlTTOueYHKa ObUTH 0OHA-
Py>KeHbI MUeJIOJIMIIOMAaTO3HbIe OYark C y4aCTKOM KPOBOM3IIHSHUS
Y HEeKpO3a B COCTaBe a/IpeHOKOPTUKAJILHOIO HOBOOOPa30BaHKsI.
Ob6mast cymma bannos no mikane L.M. Weiss cocraBuna 1.
VuuThiBas, YTO B KIIMHUIECKOM KapTHHe JOMUHUPOBAJI Iiep-

HopmetaHedpuvH B cbiBOpPOTKe kpoBu, nr/Mn 64,4 [46,8; 80,8] 0-196

PucyHok 1. MCKT 6prowHol nonocmu u 3a6prouiUHHO20

npocmpaHcmsa y 60J1bHOU C HOBOO6PAa30BaHUEM NPaBo2o BUYHBIN TUITEPaIbJOCTEPOHU3M, BCeM OOIbHBIM TTPOBOIMIICS
Hadno4yeyHuka ¢ coyemaHHol npodyKuuel anb0ocmepoHa u

KOPIMU3ONA (HAMUBHAS thasa): 8 — AKCUANLHAS NAOCKOCT L, CC3BK wu3 nieHTpaibHBIX BeH HajimouyedHrKa. HecMoTps Ha
6 — KOpOHasIbHasi NII0CKOCMb. II0JTyYeHHYIO CeJIeKTUBHOCTB 110 KOPTHU30ITy, TOJIBKO B TPeX Ha-
Figure 1. Abdominal and retroperitoneal CT scan (a — axial view, GrrofieHusIx ObUIa OTMedeHa Jarepanusanus (Li=3,2; 3,9; 4,3).
b — coronal view, native phase) in a patient with a tumor of the right B 6
adrenal gland with combined production of aldosterone and cortisol. OCTaJIbHBIX CITydadaX WHIEKC JlaTepan3aniy Koeballcs B

unTepBae ot 0,5 go 1,3. Beicokuit ypoBeHb KOPTH30J1A IOMU-

HUPYIOLIEro HaINMoYe4yH1Ka U II0/IaBlIeHre
n Koptuson | AnbaoctepoH | AHAPOCTEHAUOH PacyetHble .
okasarenu HMOnb/N nrimn HrimMn MHAEKChI KOPTH30J1a B KOHTpJIaTepaJIbHOM Kejle3e

MpaBas SBJIUIACH TIPUYMHOMN HeazieKBaTHOIO pe-
Ha[no4Ye4HKkoBas 4233 6150 45,6 A/K (cnpaBa) = 1,45 synbrara CC3BK, uTo CBUjETeILCTBO-
BeHa -

Tesas BaJIO B I10JIb3Y IBYCTOPOHHEN ruiepce-
Haano4e4yHuKoBas 8456 16021 83,9 A/K (cnesa) = 1,89 Kpelyu anbJocrepoHa. CoOOTBeTCTBEHHO
HElE CTOpOHA BMeIaTeIbCTBa BIOUPAJIach Ha
U (BT B 721 875 2.8 OCHOBAHMH KOMIUIEKCHOM OLIeHKH (JIOMH-

nonas BeHa)

MHpekc cenekTuBHOCTM cnpaea (no koptusony) = 5,9; (Mo aHapocTeHAnoHy) = 16,3 HHpOBanI/HO pa3sMepoB HOBOOOPasoBaHHs,
MHpexc cenektuBHOCTM cnesa (no koptusony) = 11,7; (no aHapocTeHamoHy) = 30,0 YPOBHEH anbIoCTepoHa U KOPTU30I1a).
MHpekc natepanusauum (A/K (aomuHunpyrownin): A/K (koHTpnatepanbHbii)) = 1,30 B KkadyecTBe IpUMepa XOTeJIOCh Gbl

Ta6nuya 2. Pesynsmamsi CC3BK, nony4eHHble y 601bHOU C NnepBUYHbLIM TIPeJICTaBUTh KIIMHIUYECKOe HabIoeHue.
2unepasibO0CmMepoHU3MOM C codemaHHoU aunepnpodykyuel kopmusona (KnuHuU4yecKoe V nauueHTKy 59 J1eT GbUT AUArHOCTHPO-
HabnoeHue)

Table 2. Results of comparative selective blood sampling obtained from a patient with BaH IepBUIHBIM THUIIEPAJILI0CTEPOHHU3M
primary hyperaldosteronism with combined hyperproduction of cortisol (clinical observation) Y aBTOHOMHasl cekperusi Koptusodna. [lo
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PucyHok 2. Makponpenapam (Ha pa3pese) npaBo2o Hadno4YeyHuKa
C y3/10BbIMU 06pa30BaHUSMU, UCXOOSWUMU U3 KOPKOBO20 C/1051
Xenesbl C codemaHHol anb0ocmepoH-Kopmu3os cekpeyued.

Figure 2. Adrenal gland with a node from the cortex of the gland
with combined aldosterone-cortisol secretion.

nmaaHbM KT 6proiitHo momocTy ¥ 3a0pIOIIMHHOTO TIPOCTPaH-
CTBA B JIEBOM HaJIIIOYEYHHKe OIpefielisiIoch HOBOOOpa3oBaHUe
pasmepamu 42 mm. Ilo pesynbraram BeinonHeHHoro CC3BK
WHJIEKC JIaTepam3ariuu coctaBui 1,3. [TpuanHoi pacxoxieHus
71ab0OpaTOPHBIX ¥ TOMOTrpadrUeCKUX pe3ysIbTaToOB MOCTYXXUII
BBICOKAM YPOBEHb KOPTH30J1a, II0JIy4YeHHbIN U3 [IeHTPaJIbHON
BeHBI JIeBOT0 HAJITIOUEYHUKA, YTO OBUIO 00YCIIOBJIEHO COYeTaH-
HOM rvIiepceKperyied ajibI0CTepOHa U KOPTY30J1a B JIeBOM HaJl-
royevHyiKe (Tadumna 2).

Eme B ognom Habmiogenuun (6ojibHasE OTKa3ajlaCh OT
omneparnuu) no pesynsraram CC3BK 6bu1 fuarHocTHpoBaH
cily4all JByCTOPOHHe! aJieHOMBl HaJilloueyHHUKa (clipaBa —
11x19x10 MM u cieBa — 26x41x35 MM), U3 KOTOPBIX JieBast
[IpoIyIpoBaia KOPTH30JI, a IIpaBasi — ajbI0CcTepoH. MHaekc
JlaTepann3alyy C JOMHUHUPOBAaHUEM IIPaBOM CTOPOHHI CO-
craBui 6,5. B mpencrasnenHoM citydae y 60bHON He OBIIO
KJIMHUYEeCKUX MposiBieHui cuaapoMa Muenko — Kymunra, a
[IepBUYHBIN TUIepalbJOCTePOHU3M He CONPOBOXIAJICS TH-
MIAYHOM KIIMHUYeCKON KapTUHOM U CTaJl CIIy4aiHOM HaXOOKOU
npu CC3BK.

Hayka n nHHoBauuu B meguuuHe T.9(3)/2024

Bo Bcex ciyyasix afpeHalI3KTOMUs BBINOJIHSIIACH IO-
CPeIICTBOM 3H/I0OBUE0XHUPYPrudeckoro TpaHCIepuTOHea b-
HOT'O BMeIllaTelbCTBa. BpeMs omepanuu cocTaBuio oT 60
1o 90 mus. OcnoxHeHuH, TpeOyIOIIMX ITOBTOPHOTO BMella-
TeNbCTBA, He ObII0. B mocieonepaliioHHOM IepHuofie y JBYX
MaI[MeHTOB 0TMevyaloCh pa3BUTHe HAAII0YeIHUKOBOM HeJo-
CTaTOYHOCTH, YTO TpebOoBaso MIPOBefieHUs 3aMeCTUTeIbHON
IJIIOKOKOPTHKOUIHOM Tepanuu. Tak, y OIHOM NallMeHTKH yepe3
2—4—6 9acoB T0CJIe OKOHYAHUS OIePaI[ii OTMEeYeHO CHIDKe-
HHe YpOBHs KopTu3ona — 214—184-76 umonb/i, a y apyroro
nanueHnTa yepe3 18 vacos — 101,3 amonb/n. JIIUTETbHOCTD
3aMeCTHUTeJIbHOM Tepamuu cocTaBuia 5 1 96 cyTok.

PesynbraTsl maroMopdoaoruieckoro UCCiIeqoBaHUs CO-
OTBETCTBOBAJIM JOOPOKAaYeCTBeHHOM aJpeHOKOPTHUKAJIbHOM
agenome (L.M. Weiss 0-1 6asmn) (pucynku 2, 3).

m OBCYKJIEHHUE

Cunnpom KoHHIMHra mpeicTaBiseT 0COObIN MOATHUIT HO-
BoOOpa3oBaHUi HAATIOYeYHHKA C KOMOMHUPOBAHHOMW THUTIEP-
CeKpeIried KOPTH30Jia U ajibiocTepoHa. [lepBoe coobienne
0 TIaI[UeHTe C MePBUYHBLIM THITePaJIbJ0CTePOHU3MOM U CHUH-
npomoM Kymmara 6s110 ormy6mmkoBaHo XoraHom B 1977 roxy.
B nocnenytomem goctrkeHus B U3ydeHUN MeTabolIOMUKU
CTepOUJIOB, MOJIEKYJISIDHOM TeHeTHKH, UMMYHOTCTOXUMHUU
TI03BOJIMJIH TIOITY YU TD GoJiee MOIHYI0 MHGOPMAIUIO [Is IOHU-
MaHUs Pa3BUTHS JTaHHOTO 3aboneBanus. B HacTosIee BpeMs
MOXKHO BCTPETHTb ITyOIIMKAIMK, CBUIETETLCTBYOIINE O BBICO-
KOM MpOIIeHTe KOCeKPeTHUPYIOIINX HOBOOOpa30BaHUi HA/IIO-
4yeyHuKa [4]. PacnpocTpaHeHHOCTb acCOIHUAIK aBTOHOMHOM
CEeKpeIyy KOpPTH30J1a HabIIoaeTcsl IOYTH y TPETH HallHeHTOB
C aJbJIOCTEPOH-NIPONYIUPYIOIIMMH aJIeHOMaMHU HaJIII0YeYHHKA
[6]. B Hamiem ucciegoBaHuy Takasi KOMOMHAIIWS JTUATHOCTH-
poBana y 9,7% O0bHBIX C TePBUYHBIM TUIIepabI0CTePOHU3-
MOM U npeobiiajiajia y xkeHCKoro rnosa. CunTaercs, 4To Mpu-
YKMHA COYETAHHOM CeKpelyy CBsI3aHa C HAJIMYMeM XHUMEepPHOTo
reHa, kopupytoiero 11B-runpokcnnazy (CYP11B1) u amb-
nmocrepoHcuHTeTasy (CYP11B2). UMMyHOrHCTOXMMUYECKHe
HICCIIeIOBaHUS CBUIETENIbCTBYIOT 0 Koakcnpeccun CYP11B1
u CYP11B2 B Takux ajgeHomax HaamnoudedHuka [7]. [Toatomy

PucyHok 3. AdpeHokopmukasnbHasi adeHoMa ¢ codemanHol cekpeyuell anb0ocmepoHa u kopmusona. A. PpaeMeHm onyxonu cMewaHHo20
CMPOeHUs: KpyNnHble Knemku C BaKyousupoBaHHol cBemsi0-303uHogpuibHol yumonnasmoll (B BepxHeM npaBoM yaiy) U KilemKu cpedHego
pasmepa c meMHol basopunbHol yumonna3smoll (B HWkHeM n1eBoM yany). b. ®pazmeHm onyxonu, cocmosiuull u3 Ksiemok ¢ meMHol
6a3opunbHoll yumonnasmol. B. ®pazmeHm onyxonu, cocmosiwull u3 K1emok co cBems0-303uHogwibHoU yumonsasmoll.

Okpacka 2zeMamoKcu/iuHoOM u 303uHoM: A. YeenudeHue x40 (nyna); b u B — ysenu4eHue x100.

Figure 3. Adrenocortical adenoma with combined secretion of aldosterone and cortisol.

A - A fragment of a tumor of mixed structure: large cells with vacuolated light eosinophilic cytoplasm (in the upper right corner) and medium-
sized cells with dark basophilic cytoplasm (in the lower left corner). B — A tumor fragment consisting of cells with dark basophilic cytoplasm.
B — A tumor fragment consisting of cells with light eosinophilic cytoplasm.

Staining with hematoxylin and eosin: A. Magnification of x40 (magnifying glass); b and B — magnification of x100.
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ummyHookpamreanre Ha CYP11B1 u CYP11B2 sapnsercs
00s13aTeIbHBIM B TUIIMPOBAHUM [IEPBUYHOTO TMITePaJIbI0CTe-
poHU3Ma.

lunepripopykiiys KOpTH3o0iia IIpU IepBUYHOM T'UIlepalb-
IIOCTepPOHU3Me BefleT K yCyTr'yOieHHI0 MUOKapAuaIbHOU
TOKCUYHOCTH, MeTaboIMIecKoro CHH/IpOMa, OCTe0Iopo3a U
CHW)KEHHIO KauyeCTBa XKU3HHU 00bHBIX [8]. B cBsi3u ¢ 3THM BCe
OonbHBIE C TIePBUYHBIM HIIepajbI0CTePOHU3MOM JOKHbI
OBbITH 0OCIIeTOBAaHBI Ha IIpeiMeT UCKITIOUeHHs] THIIepKOPTHIIH3-
Ma (HOYHOM NOJaBIISIOMIKI 1eKCaMeTa30HOBBIM TeCT, YPOBeHb
AKTT, xoptusona B ciroHe v moue) [9, 10]. [Ipu nBycTropon-
HeM [epBUYHOM TUIIepajib0CTePOHU3Me I OIpeesieHus
narepanusanuy Tpebyetcs nposenenre CC3BK. Omgnako co-
BMeCTHas TUIlepceKpellrs MOXKeT IIPUBeCTH K HellpaBIWJIbHON
OlleHKe IOTy4eHHBIX pe3ysbTaroB [1, 11]. [ToBeineHue ypoBHS
KOPTH30J1a Ha UIICHIaTepajibHON CTOPOHe U MoJjaBlleHue Kop-
TH30J1a B KOHTpJIaTepaIbHOM HAZTIOUedHHKe SBJISIIOTCS TIPH-
YUHOM OITMOO0YHOM UHTepIIpeTallii B CTOPOHY By CTOPOHHEro
nopakeHust. CoIiacHO JIUTepaTypHBIM JaHHBIM, YacTOTa He-
cootBeTcTBUs n3o0bpakenuit u CC3BK konebnercs ot 37,8%
1o 67% [4]. Ananu3 pesynbratoB nposesenHoro CC3BK y
OOJIBHBIX C COYETAaHHOM CeKperrei MoATBep)kIaeT GaKT JIOXK-
HOTO OTCYTCTBWSI JIaTepaii3aliii TOPMOHAIbHOM aKTHBHOCTHU
v 4 (57,1%) 6onbHbIX. JJaHHBINA CUHAPOM MOXeT OBbITH ITpe-
CTaBJIeH He TOJIbKO COueTaHHeM FOpPMOHAJIbHOW aKTUBHOCTHU
B OIHOM HaAIIO4YeYHHKe, HO ¥ KOMOUHANNe! ajlbJO0CTepOoH-
MIPOAYIUPYIOIell aleHOMBI OHOTO HaAIIOYedHHUKa C U30bI-
TOYHOM NIPOAYKIMEN KOPTU30JIa B KOHTpJIaTepaibHOM JKejes3e
[12]. TlosTomMy 1ipu BEIOOpe CTOPOHBI BMellaTeIbCTBa Heob-
XOIMMO He TOJIbKO YUUTHIBATh pa3Mepsl HOBOOOpa30BaHUIA,
HO Y TIPOBOAIUTH OIIeHKY PYHKIIMOHAIBHO JOMUHHUPYIOIIEro
00Opa3oBaHMs KOPbI HAATIOUETHHUKOB 110 pe3ynbsratam CC3BK
13 HA[IIOYeYHUKOBBIX BeH.

Tak, o pesynsraram BeinonHeHHOro CC3BK y opHoii na-
IIMEeHTKYU C COYeTAaHHOM ceKpelyiell Obljla JUAarHOCTUPOBaHA
TUIIePIPONYKITHS KOPTU30Jia B ToMOrpadpuiecky JOMUHHUPYIO-
111eM 06pa30BaHUK OHOTO Ha[[IOYeYHMKA U TUIIePIIPONYKIIHS
anbJJOCTePOHA B MeHblIlel aJieHoMe JIPyTroro Ha/illoYeqHUKa.
Kocexkpetupytomias ajleHoOMa HIICHIaTepaIbHOTO HA/IOYeYHH-
Ka MOXXeT ITOJJaB/ISATh CeKpellrio KOPTU30J1a B IPOTHUBOIIOJOX-
HOM Ha/ITIOYeyHHKe U CO3[]aBaTh BIleyaTeHHe HellpaBUIbHON
KaHIOJISITIMM KOHTpJIaTepaibHOM BeHbl [1]. B ¢Bs3u ¢ aTuM s
OIIeHKM CeJIeKTUBHOCTH y MAIlMeHTOB C COUYeTaHHOU ceKkpe-
I[Mel TpeJjiaraeTcs MCIOJIb30BaTh aHAPOCTEeHIUOH, MeTa-
HedpuH U HOpMeTaHedpuH [4]. B Haimx HaOIIONEHUIX MbI
He BCTPeTWIUCH C «JIOXKHO HellpaBWJIBHOM) KaTeTepH3aliueil
I[eHTpaJIbHOM BeHBI HaJTIOUedHHKa (BO BCeX CIIydasx WHAEKC
CeJIeKTUBHOCTH 110 KOPTH30J1y ObUI Oobllie 2).

B HacTostiiee BpeMst MOXXHO BCTPETUTD ITyOITHUKAIIUY C yKa-
3aHMeM Ha ITpeobiiajjaHe pa3MepoB ajbI0CTePOH-KOPTU30II-
MIPONYLIMPYIOMNX 00pa30BaHUM HAATIOUeYHHKA, I7je OOBIYHO
IuaMeTp cocTaBisieT 6osee 25 mMm [7, 9, 13]. Crenyet otme-
TUTh, YTO Y BCeX OIepMPOBaHHBIX HAMU ITalleHTOB pa3Mep
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orryxosu 66Ut 0T 30 0 54 MM. [To3TOMY MOXHO CKa3aTk, 4TO
BCe MalMeHTHl C IePBUYHBIM TUIlepaIbI0CTePOHU3MOM U
OONBIMMY aZleHOMaMH HaJ[lI09eYHHKa JOJDKHBI OBITh B 00s-
3aTesIbHOM TIOpsifike 00CIieIoBaHbI JIs UCKIIIOYeHUs THUIep-
KOPTHUITM3MA.

Y4auThIBasI, 4TO aJIECHOMBI C COUETaHHOM CeKpeIuei UMeIoT
npeo6iiafiaHye pPa3MepoB HaJl aJIb/I0CTepOH-TIPOAYIUPYIOIIN-
MU aJileHOMaMH, CYIIIeCTByeT PUCK BCTPeYH CO 3710KaueCTBeH-
HOM omyxonbio. B HacTosiiee BpeMsi MOXXHO BCTPeTUTh CO-
o011eHus 0 5 ciTydyasx aApeHOKOPTHUKAIbHOM KapIUMHOMBI C
KOMOWHMPOBAHHOMW TOPMOHAJILHOM TUtiepcekperyeit [6]. B
CBSI3U C HeollpefieJIieHHbIM UHTPACKONINYeCKUM (peHOTHUIIOM
BBISIBJIEHHBIX 00Pa30BaHUN HAJIIOUYeYHUKA Yy BCeX HaIlIMX
MalMeHTOB BHIMOJIHIIOCH CTepOUAHOEe MPodUINPOBaHUe
moun. OfHaKO OBUOXUMHUYECKUX MAapKepOB 37I0Ka9eCTBEeHHO-
CTH TI0NTy4eHo He Ob10. CrielyeT OTMeTUTb, YTO 110 JaHHBIM
CIIM, BeimonHenHoro MetofoM ['X-MC, y Tpex GOIBHBIX C
KOMOMHHMPOBAHHOM CeKpelrei Habioaanoch CHKeHre dep-
MEHTAaTUBHOW aKTMBHOCTH 11[-THUIpOKCHCTEpOUIeruipore
Hazbl 2 THIMA, YTO HAOJIOMaeTcs y MaleHTOB C aBTOHOMHOM
CeKpenueyn KOPTU30J1a U MOXET CIIYKUTb OAHOMN U3 [OIOJI-
HUTeJIbHBIX TPUYUH Pa3BUTHS apTepHalIbHON TUIIepPTeH3U! y
OTOM KaTeropuy IalueHTOoB.

B omgnoMm HabmroneHuy NMpu rUCTOJIOTHYECKOM UCCIIeo-
BaHUH OOJIBITIOT0 HOBOOOPA30BaHMSI TIPABOTO HAATIOYeYHHKA
ObUTa CITy4altHo 0OHapy»KeHa MUeJIONUIIOMaTO3Has! UCITasUs.
JlaHHas HaXOfIKa CBUETeNIbCTBYeT O BOSMOXKHOCTH KOMOUHU-
POBAHHOM TOPMOHAJIbBHOW aKTUBHOCTU CPeAyl MUKCOUAHBIX
HOB0OOOPa30BaHUI Ha/IITOYEIHHKA.

CornacHo AaHHBIM MHOTHX IYyOIUKaIUi, IOCBSIIeHHbBIX
cuHapoMy KoHHIMHTA, 0TMeYaeTCst BBICOKUI PHUCK Pa3BUTHS
MI0CJTeollepalliOHHOTO TMITOKOpTHIK3Ma. [1o MHeHHIo aBTOpOB,
y HOJIOBUHBI NTAlIMeHTOB HaOJIIoIaeTcs ocieonepaloHHast
HA/IMOYeYHHUKOBasl HelocTaTouyHoCTh [14]. D.Wang u coasr.
(2015) cumrator, 4TO yBeJIMIeHHe PUCKa TTOCIIeonepaliOHHON
HeJI0CTaTOYHOCTH 00y CIIOBJIEHO YPOBHEM KOpTH3oia (>5 MKI/
1) nocie tecta IIJIT ¢ 1 mr mekcamerasoHa [15]. B Hamem
HCCIIeJOBAHMY HA/ITOYeYHUKOBAs! HeOCTAaTOYHOCTh Pa3BUIACh
y 2 (28,6%) 6onpHBIX. YpoBeHb Koptusona Ha [IAT 1 cpequ
3TUX OONBHBIX COCTABHWII Oojtee 273 uMoinb/i (>9,8 MKr/m).

m SAKJIFOYEHUE

TakuM 06pa3oM, MepBUYHBIN TUIEPaIbI0CTEPOHHU3M MO-
JKeT COTPOBOXIATHCS ITIIOKOKOPTUKOUIHON aKTUBHOCTBIO
6e3 mpusHakoB cuHapoma HUnenko — Kymunra, uro Tpebyer
IIPOBeIeHUs KOMITJIeKCHOTO HMOXUMUYeCKOro 00CIeIoBaHHUS
C I1eJIbI0 TPOrHO3MPOBAHUS PUCKA pa3BUTHS IOCIeoIepary-
OHHO¥ Ha[IIOYeYHUKOBOM HEIOCTaTOYHOCTHU. BrisBneHue co-
YeTaHHOW CeKpeIluy MoXKeT COPUeHTUPOBaTh Bpaya B OIfeHKe
BO3MOXXHBIX HeofHO3HauHbIX pe3yssraTtoB CC3BK. IToatomy
oteHka pe3ynbTatoB CC3BK y 60bHBIX C cOueTaHHOM ceKpe-
Iuell TpebyeT NHANBHUAYAIBHOTO U MYJIBTUANCIIUIIIMHAPHOTO
noaxoyia. P
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