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NMepBUYHBbIN rTMNEepanbAOCTEPOHU3M

C COYeTaHHOM ceKpeuuneun KopTusona

A.A. IlucuubiH, B.MN. 3emnadoin, M.M. Haxymos, 3.P. LLlacdhurynnuna, C.b. LLlyctoB, U.A. BexTepeBa

Pre0yY BO «CeBepo-3anafHblil rocyqapCTBEHHbIN MeAULUHCKUIA yHUBepcuTeT nmeHn .M. MeyHnkosa»
MwunzgpaBsa Poccum (CaHkT-INeTepbypr, Poccuiickas Penepaumns)

AHHOTaumA

Lenp — U3yInuTh TUATHOCTHUYECKHE BO3MOXKHOCTH CPAaBHHUTEJIBHOTO CeJlek-
THUBHOTO 3a60pa BeHO3HOH KPOBH U3 I[eHTPAIbHOM BeHbI HAfIOUeYHHKA Y
6OJBHBIX C IEPBUYHBIM THIIEPaIbJ0CTEPOHI3MOM C COUeTaHHON aBTOHOMHOM
CeKpelyen KOpTA301a.

Marepuain u Metoasl. MccinenoBanbl cirydan 7 HalMEHTOB C IIEPBUYHBIM
TUIEePaJIbA0CTEPOHU3MOM C COYeTaHHOM aBTOHOMHOM CeKpelrer KOpTU30I1a,
IpoXoMBINMX JiedeHue B nepuof ¢ 2010 r. mo 2019 .

Pesysnbrarsl. M3 72 npooneprpoBaHHbIX MAIMEHTOB C IePBUYHBIM I'AIIepallb-
JIOCTEPOHU3MOM Y 7 uesioBek (9,7%) Obula AMAaTHOCTUPOBAHA ABTOHOMHAs
cekpeIysl KOpTU30Jia. YacToTa HECOOTBETCTBUSI MeXy HHTPACKOIIUIEeCKOH
kaptuHoii 1 CCB3K y GObHBIX C COYeTaHHOM aBTOHOMHOW aJIbJ0CTEepPOH-
KOpTHU30I1 cekpenueii coctaBuia 57,1%. Beimonnenne CCB3K y 6onbHBIX C
cuHpoMoM KoHHITMHTA T03BOMISET YCTaHOBUTL CTOPOHY TMIIePIPOAYKIIUN
anbA0CTepOHA U KOPTHU30J1a IIPU IBYCTOPOHHEH afleHoMe HaIOoYedHHKa C

yHUIIaTepasIbHOM BBIPaboTKoM ropMoHOB. IlocneoneparyonHas Haanouey-
HUKOBasl HeZIOCTaTOYHOCTh Habumtosianack y 28,6% GONBHBIX C CHH/IPOMOM
KonHmuara. CMmeraHHble aJIeHOMbI HAINIOYeYHUKA MOTYT ObITh HCTOYHUKOM
COBMeCTHOM I'MIlepceKpeliy albI0CTepOHa U KOPTU30JIa.

3axsiodeHne. Y Bcex NAlMeHTOB C epBUYHBIM I'MIepaibl0CTepOHU3MOM
HeobX0IMMO HCKIII0YaTh COBMECTHYIO aBTOHOMHYIO IPOAYKIIMIO KOPTH301a,
YTO 103BOJISIeT IIPOBOZIUTD MIPaBUJIbHYIO olleHKy pe3dyibratoB CCB3K ¢ mo-
ClleyIoIUM BEI6OPOM CTOPOHBI BMeIllaTesIbCTBA U TPOTHO3UPOBAaTh PUCK
Pa3BUTHS TI0C/Ie0epallMOHHOM HaiOuYeYHUKOBOM He[J0CTaTOYHOCTH.
KonroueBble cioBa: NepBUYHBIM rUNepanbIoCTepOHU3M, aBTOHOMHAs ce-
Kpelus KOpPTH30J1a, COYeTaHHAs CeKpellMs albJOCTePOHA M KOPTH30Ia,
CMelllaHHAasl aJleHOMa, CPaBHUTEeJIbHBIN CelleKTUBHBIM 3a60p KPOBH U3 BeH
HaJTI04YevHHKa, albJoCTepoMa 1 KOPTU30JI-IPOAyLMpyIolias afeHoMa IIpy
JIByCTOPOHHEeH aJIpeHOKOPTUKAJILHOM 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

www.innoscience.ru

with unilateral hormone production. Postoperative adrenal insufficiency
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
Oco6bn71 HWHTepeC cpeiu OOIbHBIX C TIEPBUYHBIM THIIe-
paIbJJ0CTEPOHMU3MOM IIPeICTaBIISIIOT IalleHTHI C HOBO-
00pa30BaHUAMU HANIIOYeYHUKA, UMEIOLUMH COYeTaHHYI0
CeKpeInio KOPTH30Jia U ajlbJoCTepoHa. JJaHHBIM BapuaHT
KOMOWHMPOBAHHOW FOPMOHAILHOM aCCOIUAIINK PeIKOCTHIO
He siBisieTcsl. [To MHeHMIO MHOTHMX HCCIIe[joBaTesel, pacipo-
CTPaHEeHHOCTh KOCeKpellud KOPTH30J1a U ajlbJJOCTepOHa COo-
crassieT oT 5 710 21% [1, 2]. Takue manueHThbI TPeACTaBISIOT
CPYIIy PUCKA, 9TO 0OYCJIOBIEHO BBICOKOM BepOsITHOCTBIO
Pa3BUTHS KapJUOBACKYIISIPHBIX U MeTaboINYeCKUX OCJI0X-
HeHuit. [lo MHeHUIO aBTOPOB, HeraTUBHOE BJIMSIHUE CYMMMU-
POBaHHOTO BO3eMCTBYSI TUIIepPIIPONYKIIMY MHUHepasIo- U [Iio-
KOKOPTHKOH/IOB BefleT K BBICOKOMY PHUCKY HapyIlleHUi puTMa
cepaia, nH$papKTa MUOKapAa, CepAeIHOM HefIoCTaTOYHOCTH,
aTepockKJIepo3a KOPOHAPHBIX COCYAOB, Pa3BUTHSI UHCYJIBTOB U
caxapHoro auabeta [3]. CodeTaHue TUrepCcekpernu aiabao-
CTepoHa U KOPTH30JIa MOXeT OBbITh IPUYMHON Pa3BUTHS II0-
CJ1eolepallMOHHOM HaIIIOYeYHUKOBOM HeZJOCTaTOYHOCTH, YTO
TpebyeT Hocyie aJpeHaIdKTOMUM [TPOBeJleHus 3aMeCTUTeJIb-
HOM TTIOKOKOPTHUKOUIHOMN Tepanuy. B CBS3M C 3TUM CIlenu-
aJIMCThI 00OpaIlaloT BHUMaHKe Ha 00si3aTelbHOe MCKITIoUeHre
THUIIepPKOPTHUIM3MA y OONBbHBIX C AMAarHOCTUPOBAHHBIM Iep-
BUYHBIM TUIIepalIbJOCTepOHU3MOM. [10BbIIIIEHHBIN YPOBEHb
KOpTH30JI1a y DOIBHBIX C KOCEKpPeTUPYIOIUMHU HOBOOOpa3o-
BaHUSMH HaJIIOYeyHUKA MOXeT U3MeHSTh JaTepain3aliuio,
YTO CO3/1aeT TPYAHOCTH JJIS1 OIleHKU Pe3yJIbTaTOB CPaBHU-
TeJILHOTO CeJIeKTUBHOTO 3abopa BeHo3Ho KpoBu (CCB3K)
1 MOXeT TIPUBOIUTh K HecooTBeTcTBUIO KT-u3obpaxkenuit
¢ mauubiMu CCB3K [4]. KpaiiHe penko cpeiyu COBMECTHO
KOCeKpeTUPYIOIINX HOBOOOPa30BaHUI HANIIOYeYHUKA MO-
>KeT BCTPevaThCsl MUEJIONIMIIOMaTo3Has MeTalljIasus, KoTopast
SIBJISIeTCSI IPUIMHOM HeolpeielIeHHOI0 HHTPACKOITNYeCKOIro
denotumna [5]. HecMoTps Ha TO YTO MUEJIONUATIOMBI SIBJISIOTCS
noOpoKaueCTBeHHBIMU U TOPMOHAJIbHO-HEeaKTUBHBIMHU, aBTO-
PBI OYEepPKUBAIOT BaKHOCTh KOMIZIEKCHOU TOPMOHAJIBHOU U
MOpGOJIOTMYeCKON OIeHKH TaKUxX o0pa3oBaHui. TakuM 00-
pa3oM, YHUKAJIbHBIN TOTUI aIeHOM HaJ[lIoYedHNKa TpebyeT
0cob0ro BHUMAaHUS 11l yAYUIIeHUs] pe3ybTaToB JiedeHUs
TMAIMEeHTOB C KOMOWHUPOBAHHOM aJTbI0CTEPOH-KOPTHU30JI0BOM
CeKpelyen.

m [TEJIb

Wzyunts quarsoctudeckue Boamoxxuoct CCB3K u3 ren-
TpasIbHO BeHbI HaJTIOYe4yHUKa ¥ OOJIbHBIX C IEPBUYHBIM THU-
TepajbI0CTePOHU3MOM C COUeTaHHOW aBTOHOMHOM CeKperuen
KOPTH30J1a.

2

m MATEPHUAJI 1 METO/IbI

3a mepuop ¢ 2010 o 2019 rr. B kIMHUKe UMeHH 3.0.
JiixBajib/ia OBLIO MPOOIIEPUPOBAHO 72 TalkeHTa ¢ IepByuY-
HBIM TUNepanbaocTepoHusmoM. ¥ 7 (9,7%) mamueHToB (5
JKeHIITUH U 2 My>XUHH) OblJIa AUarHOCTUPOBaHa KOMOUHUPO-
BaHHAas CeKpeIus ajabJ0CTepOHa U KOPTH30ja (aBTOHOMHas
cekperus Koptu3ona). CpeqHui BO3pacT MaIeHTOB COCTa-
Bui 50,4+10,8 roma. UMT - 28,6+2,3 kr/m?. Bcem narnuveH-
TaM IIPOBOAUIIACH OIfeHKa TOPMOHAJIBHOI'O CTaTyca MeTolaMU
MMMYHOAHaJIM3a C onpezejieHleM aJipeHOKOPTUKOTPOITHOTO
ropmoHa (AKTT'), kopTr3ona, anbaocTepoHa, peHuHa, JIeru-
IPO3NHaH/IPOCTepPOHa-CyIbdara, HopMeTaHepprHa U MeTa-
HedprHA B KPOBH, TOAABIISIONINN JIeKCAaMeTa30HOBBIN TeCT-
Imr (ITIT-1mr). MeTomoM XeMHITFOMHUHECIIEHTHOTO aHaIu3a
(XJIA) ompenensicst ypoBeHb KOPTH30JIa B CyTOYHOM Moue.
MetonoM BbICOK03GbGEKTUBHOM KUIKOCTHOM XpoMaTorpaduu
(BO7KX) onpenenens! 6 koptukocTepouaoB (koptuson (F),
koptu3oH (E), koptrkoctepoH (B), 11-1e30KCHKOPTUKOCTEPOH
(DOC), 11-perunpokoptukocTepoH (A), 11-1e30KCUKOPTHU30I
(S)) B chIBOpOTKe KPOBU. Y BCEX MAIlMeHTOB UCCTIeIOBaH CTe-
pounHbii mpodwmib Mmoun (CITIM) MeTomom ra3oBoi Xpomaro-
macc-criekrpometpud (I'X-MC). [liis onpenenieHus: CTOPOHbBI
C Mpeobi1aIatoleil TOpMOHATBLHON aKTUBHOCTBIO BBIITOTHSIICS
HeCTUMYIMPOBaHHBIN cpaBHUTeNbHBEIN CC3BK 13 nenTpans-
HBIX BeH HaJIo4yedyHUKa. BceM OOJIBHBIM BBHITOMHSIACH KOM-
nbtotepHasi Tomorpadus (KT) opraHoB GpIOIIHOM MMOJIOCTH U
3a0pIONIIMHHOIO IPOCTPAHCTBA C KOHTPAaCTUPOBAaHUEM, MOP-
¢donoruyeckoe U UMMYHOTUCTOXUMUYECKOe UCCIIefJOBaHUe
yhasieHHoro Marepuana. CtaThuctiudeckasi 00paboTKa JaHHBIX
IIPOBOJMJIACH C UCIOJb30BaHMEM IIPOTrPaMMHOM CUCTEMBI
STATISTICA for WINDOWS (Bepcus 10).

m PE3VYJIBTATBI

Y Bcex OONBHBIX OTMEYATUCh 5KajIo0bl Ha TTOBBIIIIEHHE ap-
TepuanbHoro gasnenus (AJl) (160/90 — 190/100 mm pr. cT.),
9YTO TpebOBajI0 MHOTOKOMIIOHEHTHOW aHTUTUIEePTEeH3UBHOM
Teparuy, CHIKeHHe TOJIepaHTHOCTU K GU3NYeCKUM Harpys-
KaM, yBeJIiueHHe MaccChl Tesa. Y JByX MAlKUeHTOB Obla Jua-
THOCTHPOBaHA XpOHHUYecKas D60Jie3Hb MoYek, MoueKaMeHHast
6oe3Hb. Y Tpex OONbHBIX — iereHepaTUBHO-IUCTPOpUIeCKre
3abosieBaHuMs OSICHUYHO-KPeCTIIOBOIO OTZiesIa [T03BOHOYHHKA.
ITo pesymnbraram 1abOpaTOPHOTO UCCIIEIOBAHKS Y BCeX OOIBHBIX
ObUTa yCTAaHOBJIEHA THUITOKAIMEMUS U UCTUITHIeMUSL. Y YeThl-
pex MalleHTOB — HapyIlleHe TOJIepaHTHOCTH K IoKo3e. B kiu-
HHYECKOM aHaJi3e KPOBHU Y IBYX OOJIbHBIX OTMeYanoch He3Ha-
YUTeNIbHOe YBeJIMYeHre ypoBH4 Jedikoruros (ot 9,7x109/1 no
12,2x109/7). ITo pe3ysibraTaM ropMOHAIBHOTO 00CIIeJOBaHUS
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MokasaTtenu Pesynetat Me
[Q25;Q75]

Koptuson 9 4, HMonb/n 446 [378;453] 138-690
KopTtu3on 21 4, HMonb/n 174 [127; 204] 70-345
AKTI 9y, nr/mn 7,916,1; 8,3] <46
KopTtu3on cntoHbl, HMOnb/n 19,0[16,0; 20,5] 2,5-9,0
MNAT1, HmMonk/n 212[105; 253] <50
AnbAoCTepoH, Nr/mMn 456 [399; 902] 14,2-156,5
PeHuH, nr/mn 3,3[0,7; 4,9] 2,1-53,8
APC 362 [136; 498] 0,52-37,8
e 2s(oasisle) <100
ﬂ.ﬁr%ﬂposnmaanocreporl-cyn bepar, 0,1[0,1; 0.4] )KMO(’)‘?SS—_Z}S,’ g;
MeTtaHedpuH B cbiBOpoTKe Kposu, nr/Mn 38,6 [17,0; 48,7] 0-65
HopmMeTtaHedpyH B CbiBOpPOTKE 64,4 [46,8; 80,8] 0-196

KpOBW, Nr/Mn

Ta6bnuya 1. lNokaszamenu 20pMoHaibHOU akmuBHOCMU Y 60JIbHBIX C
codemaHHoll cekpeyueli MemodoM UMMyHoaHanu3a (n=7)

Table 1. Indicators of hormonal activity in patients with combined
secretion by immunoassay (n=7)
6buTH omydeHs! cHinkeHe ypoBHs AKTT, orcyTcrBue mopa-
BJIeHMsI KOPTU30J1a [IPY IPOBe/IeHUH HOYHOTO TecTa C 1 MT 1iek-
cameTa3oHa, cHikeHue J1DA-cynbdara, OBbIIIEHNE YPOBHS
KOPTH30J1a B CTIOHe. Bce 3To codeTanoch ¢ MUHepaJIOKOPTHKO-
WTHOM aKTHUBHOCTBHIO (ITIOBBIIIIEHNE albI0CTepOHa, CHIDKeHNe
PeHHa, IOBBIIIeHNe albJ0CTepOH-PEHUHOBOIO COOTHOIIeHUS
(APC) u oTcyTCTBUe MTOHABIEHUS aIbIOCTEpOHA Ha Ipobe ¢
¢dusHomornIeckuM pacTopom) (Tabsuma 1).

VpoBeHb KOpTH30JIa CYTOYHOM MOYH, MOTY4YeHHBIH MeTo-
nom XJTA, 6ein yBentuueH u cocraBuni 93,1 [74,9; 114,0] mxr/
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cyT (Hopma 20-65 Mkr/cyT). MccnenoBaHue CHIBOPDOTKY KPOBH
metonoM BOXKX BBISBUIIO OBEBIIITEHNe YPOBHS KOPTUKOCTEPO-
Ha 110 5,5 [5,3; 6,6] (Hopma <3 Hr/MiT) U 18-THUIPOKCUKOPTUKO-
crepona 0 1,1 [0,7; 1,6] ar/mi (Hopma <1,0 ar/min). Hecmotpst
Ha To 4TO MenuaHa 11-me3okcukoptusona (S) cocraBmia 1,5
[1,4; 2,2] ur/mi (HopMa <2 HI/MiT), Y Tpex MaliMeHTOB HabJIr0-
JTAJIOCh TIOBBIIIIeHHe YPOBHS JaHHOT'O [T0Ka3aTeis.

[To maHHBIM MYJIBTUCIMPAIbHON KOMIIBIOTEPHOM TOMOTpa-
uu (MCKT), BrIsIBIIeHHBIE HOBOOOPA30BaHUS UMeJH 00po-
KaueCTBeHHBIN U Heompee/leHHbIM GeHOTHUII U Yallle BCero
(5 HabmrofeHui) pacnoJiarajiich B JIEBOM HAJITIOYeIHUKe.
Cpennuit pasmep HOBooGpasoBauuii coctaBui 40,4+8,7 mMM.
B omHOoM HabmoneHny o6pazoBaHUe MPAaBOro HAAIOYeYHHU-
Ka UMeJI0 COMHUTENIbHBIN WHTPACKOIMYeCKUi GeHOTHUII, YTO
66110 00y CIIOBIIeHO 60MbIIMME pazMepamu (50 MM) U HEOTHO-
POIOHOCTBIO CTPYKTYPHI HOBOOOpa3oBaHUs (HaTUBHASI IUIOT-
HocTb -10 HU, abcomoTHbIN K03bPUITMEHT BHIMbIBAaHUS Ha
10 muH — 52%) (pucyHok 1).

C menpi0 UCKIIIOYEHUS 3JI0KaYeCTBeHHOCTH BBISIBJIEH-
HOTO 00Opa3oBaHUs OBLIO MPOBEIEeHO CTepPOUJHOe Mpo-
¢dunupoBanue cyrouHoit Mouu. [lonydyeHo cHuUXKeHHe
aH/IPOreHOB (@H/IPOCTEPOH, 3TUOXOJIAHOJIOH, JIeTMAPO3THaH-
JPOCTEpPOH, aH[POCTEHTPHOII), OBBIIIeHHe 5B3-TeTparuapo-
11-ne3okcukoprusona — 182 mkr/cyt (Hopma 10-70 MKr/cyT),
5B-Terparunpokoprrsoina — 1400 mkr/cyT (Hopma 200—750 Mkr/
cyT), 5p-terparuapo-11-nerunpokoprukocrepoHa — 146 Mkr/
cyT (HopMa 11-63 MKr/cyT), 5B-TeTparuIpoKOpTUKOCTepOHa
— 952 mkr/cyT (Hopma 25—-100 Mkr/cyT). JlaHHBIE U3MeHeHUs

CBUIETeNIbCTBOBAJIM O ITIIOKO- U MUHepaloKop-

TUKOWIHOM aKTUBHOCTH. Takke OBIIO OTMEYeHO
yMeHbllIeHHe aKTUBHOCTU S0-PellyKTasbl (CHU-
skeHue otHoineHui: An/Et-0,5; 5a-THF/58-
THF=0,1; 5a-THB/5B-THB=0,4) u cumxeHnue
akTHBHOCTH 11B-ruIpoKcrcTeporiernporeHa
3bl 2 ThNA (yBenudeHve otHomenwit: S5B-THB/503-
THA=6,5; 58-THF/58-THE=0,5). Ha ocHoBanuu
IOJTy9eHHBIX Pe3yJIbTaToB ObLIO BHICKA3aHO MHe-
HHe 00 OTCYTCTBHH 37I0KQUeCTBEHHOCTH BbISIB-
JIeHHOTO 00pa30BaHusl IPaBOro Ha[IIOYeYHHKa.

PucyHok 1. MCKT 6ptowHot noocmu u 3abprolluUHHO20 npocmpaHcmaa y
60s1bHOU ¢ HOBoOBpa3oBaHUEM NPaBo20 Hadno4YeyHUKa C codemaHHol npodykyuel
anboocmepoHa U kopmu3sona (HamuBHas ¢asa): a — akcuasibHas NIoCKoCMb,

6— KOpPOHasibHasi NJioCKoCMkb.

Figure 1. Abdominal and retroperitoneal CT scan (a — axial view, b — coronal view,
native phase) in a patient with a tumor of the right adrenal gland with combined

production of aldosterone and cortisol.

MokasaTtenu Koptuson AnbAocrepou AH.qpocreH.quou PacueTHble
HMonb/n nr/mn Hr/Mn WUHAEKCbI

MNpaB.as

HagnoyeyHunkoBas 4233 6150 5,6

BEHa

NeBas

HagnoyeyHunkoBas 8456 16021 83,9
BEHa

HMB (HwkHAa 721 875 2.8

nonas BeHa)

MHpekc cenekTMBHOCTH cnpaga (no koptusony) = 5,9; (o aHapocTeHaMoHy) = 16,3
MHpekc cenekTMBHOCTM cneBsa (no koptusony) = 11,7; (No aHAPOCTEHAUOHY) =
NHpekc natepanusaunn (A/K (aomuHmpytowmii): A/K (koHTpnaTtepanbHsiit)) = 1,30

Tabnuya 2. Pesynsmamsl CCB3K, nonyyeHHble y 601bHOU C nepBUYHbIM
2unepanbO0CMepoHU3MOM C codemaHHol sunepnpodykyuel kopmu3osna

(knuHuyYeckoe HabnooeHue)

Table 2. Results of comparative selective blood sampling obtained from a patient
with primary hyperaldosteronism with combined hyperproduction of cortisol

(clinical observation)

www.innoscience.ru

A/K (cnpasa) = 1,45

A/K (cneBa) = 1,89

ITpu rucronoruyeckoM UCCieJoBaHUU yAaJleHHO-
ro Ha[lOYeYHHKa ObUIM 0OHApPY>KeHbl MUeJIOoNH-
[IOMaTO3HbIe O4Yar C y4aCcTKOM KPOBOUSJMSIHUS U
HEeKpo3a B COCTaBe aJIpeHOKOPTUKAILHOTO HOBO-
obpaszoBanus. Obmias cymMMa 6aisioB IO IIKaie
L.M. Weiss cocraBuia 1.

VYuuThIBas, YTO B KIMHUYECKOM KapTHHe J10-
MUHHUPOBAJI TIePBUYHBII rUIIepaibI0CTepPOHU3M,
BceM 6ombHBIM rpoBoawiicss CC3BK u3 nenTpanb-
HBIX BeH Hajnode4yHrka. HecMoTpst Ha rosmyden-
HYIO CeJIeKTUBHOCTb 110 KOPTH30ITY, TOJIBKO B TPeX
HabmofeHUsx ObUIa OTMe4YeHa JiaTepalu3anus
(Li=3,2; 3,9; 4,3). B ocrasbHBIX CITy4asx UHIEKC
JlaTepanu3anyy Koebascs B uHtepsae ot 0,5 10
1,3. Beicokuii ypoBeHb KOPTHU30J1a JOMHUHUPYIO-
II1ero Ha/iIo4YeyHKa U MofaBJieHre KOPTHU30Jia B
KOHTPJIaTepaJIbHOM Kejle3e SIBJISVINCh IIPUIUHOMN
HeazekBaTHOro pesynsrara CCB3K, 4to cBupe-
TeJIbCTBOBAJIO B MOJIb3Y ABYCTOPOHHEH rumnepce-
Kpeluu anbaocTepoHa. COOTBETCTBEHHO CTOPO-
Ha BMelllaTeJIbCTBA BbIOMpasiach HA OCHOBAHUU

3

30,0
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PucyHok 2. Makponpenapam (Ha pa3pese) npaBo2o Hadno4YeyHuUKa
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.

KOMIUIEKCHOH OTIeHKH (JJOMUHHUPOBAHUIO pa3MepoB HOBOOO-
pa3oBaHus, YPOBHEH ajibJIOCTepPOHA M KOPTU30I1a).

B xauecTBe npuMepa XoTenoch ObI MPeICTaBUTh KITMHUYe-
CKoe HabOmoneHue. Y manydeHTKy 59 jieT 6bUT TUarHOCTUPOBAH
[IepBUYHBII TUIlepanbJOCTePOHU3M U aBTOHOMHAsI CeKperus
koptu3oda. [1o manasiM KT OprorHoi mosocTv ¥ 3a0pIoliH-
HOTO IIPDOCTPAHCTBA B JIEBOM HAJIIOYEYHUKe OIpeiessiioch
HOBooGpa3oBaHue pazmepamu 42 Mm. [lo pe3ysibraTaM BbI-
nonaenHoro CCB3K unpekc natepanu3anuu coctaBui 1,3.
[TprumHO# pacxoXkaeHus JabopaTOPHBIX U TOMOTpaduieCKUX
Pe3yJIbTaToB MOCITYXXWI BBICOKHM YPOBeHb KOPTU30J1a, TOJTY-
YeHHBbIX U3 [IeHTpajIbHOW BeHbl JIeBOI'O HAAIIOYeYyHUKa, 4TO
6bUI0 00YCIIOBTIEHO COYeTaHHOM TrUIepceKkperiell anbIocTe-
POHA ¥ KOPTHU30J1a B JIeBOM HafTIOYedHUKe (Tadsumna 2).

Erme B omHOM HabmoneHny (6o1bHasE OTKa3anach OT orepa-
1um) 1o pesdynsraraMm CCB3K 6bu1 quarHoCcTUpoBaH Citydait
IBYCTOPOHHe! aJleHOMBI HajioyeyHuKa (crpasa — 11x19x10
MM U cJieBa — 26x41x35 MM), U3 KOTOPBIX JieBasi ITPOYIHPO-
Bajia KOPTU30J1, a IipaBasi — ajbI0CTepoH. MHeKc marepasu-
3aIUU C IOMUHUPOBAHUEM ITPaBOM CTOPOHHI cocTaBui 6,5. B
IIpeJICTaB/IeHHOM ClIy4ae y OONBbHOM He ObUTO KIMHUYeCKUX

Hayka n nHHoOBauuu B MeauuuHe

nposiBiieHnt cuHapomMa Hrenko — Kyiunra, a mepBUYHBIM -
[IepabJ0CTePOHMU3M He COIPOBOXK/AAJICS TUIIMYHOM KIMHU-
YeCcKOM KapTHHOM U cTal ciy4aiHon Haxonkoi npu CCB3K.

Bo Bcex cityyasix afipeHasIsKTOMUs BBIIIONHSUIACH [TOCPe/i-
CTBOM 3HJI0BHEOXUPYPIUUeCKOTO TPAHCIIepUTOHEeaIbHOI0
BMelllaTebcTBa. Bpems onepanuu cocraBuio ot 60 go 90
MuH. OcioXHeHMH, TpeOyoIUX IOBTOPHOTO BMellaTelIbCTBa,
He 6bU10. B mocreonepaiioHHOM Iieprofie  ABYX MAI[eHTOB
OTMeYasioCh pa3BUTHE HAATIOUeYHUKOBOW HEIOCTaTOYHOCTH,
YTO TpeOOBaIo NPOBeieH s 3aMeCTUTeIIbHOM ITTFOKOKOPTHUKO-
W/IHOY Tepanud. Tak, y ofiHOV MalyeHTKy Yepe3 2—4—6 4acoB
II0CJIe OKOHYAHUSI OIlepalli OTMeueHO CHIDKeHHe YPOBHSI KOp-
Tu3oma — 214—184—76 HMonb/1, a y Ipyroro nanyeHTa yepes
18 gacoB — 101,3 uMonb/1. JIIUTENHEHOCTD 3aMeCTUTEILHOM
Tepamnuu coctaBuia 5 u 96 cyTok.

PesynbraThl maroMopdoaoruieckoro UCCiIeqoBaHUsI Co-
OTBETCTBOBAJIM JOOPOKAaYeCTBeHHOM aJpeHOKOPTHKAIbHOM
agenome (L.M. Weiss 0-1 6amn) (pucynku 2, 3).

m OBCYXKJIEHUE

Cungpom KoHHIMHra mpefcTaBiseT 0COObIN MOATHUIT HO-
Bo0Opa3oBaHUI HAATIOYeYHHKA C KOMOMHUPOBAHHOMW THUTIEP-
CeKpeIvied KOPTH30Jia M ajibiocTepoHa. [lepBoe coobienue
0 TIaI[UeHTe C MIePBUYHbIM T'HITePasIbJ0CTePOHU3MOM U CHUH-
npomoM Kymmara 6s110 ory6mmkoBaHo XoraHoM B 1977 roxy.
B nocnenyiomnem goctikenus B U3ydeHUN MeTabolIOMUKU
CTepoUJIOB, MOJIEKYJISIPHOM TeHeTHKH, UMMYHOTCTOXHUMHUU
TO3BOJIMJIM TIOJTyYUTh O0JIee IOTHYI0 MHGOPMAIIUIO IS TOHU-
MaHUs Pa3BUTHS TaHHOTO 3aboneBanus. B HacTosIee BpeMs
MOXKHO BCTPETHTh ITyOIIMKAIK, CBUETETLCTBYOIINE O BBICO-
KOM HpOIIeHTe KOCeKPeTHUPYIOIINX HOBOOOpa30BaHU HA/IIO-
4yeyHuKa [4]. PacnpocTpaHeHHOCTb acCOIHUAIMK aBTOHOMHOM
CEeKpeIyy KOpTH30J1a HabIIoaeTcsl IOYTH y TPETH HallHeHTOB
C aJbJIOCTEPOH-NIPONYIMPYIOIMMH aJIEHOMaMHU HaIII0YeYHHKA
[6]. B Hamiem ucciegoBaHuy Takasi KOMOMHAIIMS JTUATHOCTH-
poBaHa y 9,7% OOJIBHBIX C IePBUYHBIM T'MIlepajibl0CTepo-
HH3MOM U IIpeoOiiafana y >keHckoro nosa. CuuTaeTcs, 4To
MPUYMHA COYETaHHOM CeKpellny CBsi3aHa C HaJIMYMeM XUMep-
Horo reHa, kogupytoiiero 11p-ruapokcunazy (CYP11B1) u

A T

PucyHok 3. AOpeHokopmukanbHas adeHoMa ¢ codemarHoll cekpeyuel anbdocmepoHa u kopmusosna. A. dpazmeHm onyxonu cMewaHHo20
CMpOoeHUsi: KpynHble Kiemku C BaKyonu3upoBaHHOU cBemo-303uHounbHoll yumonnasmoll (B BepxHeM npaBoM yaiy) U Kiiemku cpedHez0
pasmepa ¢ meMHol basousnbHol yumonna3smol (B HWKHeM n1eBoM yeiy). b. ®pazmeHm onyxonu, cocmoswudl us kemok ¢ memHol
6a3ocpunbHoll yumonnamol. B. ®pazmeHm onyxonu, cocmosuul U3 Knemok co cBemio-303uHoguibHol yumonnasmod.

Okpacka 2eMamoKCUSIUHOM U 303uHoM: A. YBenudeHue x40 (nyna); b u B — yBenuveHue 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). 5 — 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 C — magnification of x100.
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anppoctepoHcuHTeTady (CYP11B2). UmmyHOTrHCTOXUMU-
yecKUe HCCIIefIOBAaHUS CBUAETENIbCTBYIOT O KO3KCIIPeCCHr
CYP11B1 u CYP11B2 B Takux ajjleHOMax HaJilO4YedHUKa [7].
[Toatomy ummyHookparBanue Ha CYP11B1 u CYP11B2
SIBJISIeTCSI 00sI3aTeIbHBIM B TUIIMPOBAHUU IIePBUYHOIO THUIIe-
payibI0CTepOHU3Ma.

l'unepripogykuust KOPTHU30/1a IIPYU IepBUYHOM TUIlepaslb-
JIIOCTepOoHU3Me BefleT K yCyTryOieHHI0 MUOKapAHaIbHOMN
TOKCUYHOCTH, MeTaboJINYeCKOTO CUHJpPOMa, OCTeONopo-
3a U CHIDKeHHIO KauecTBa XU3HU 60abHBIX [8]. B cBs3u ¢
3TUM Bce OOJIbHBIE C TIePBUYHBIM T'HIIepalbI0CTePOHU3MOM
JOJDKHBI OBITH 00CIIeIOBaHbI HA NpeAMeT UCKIIIOYeHUs T'H-
MepKOpPTULIM3Ma (HOYHOH MOMIaBIISIONTUH JIeKCaMeTa30HOBBIN
Tect, ypoBeHb AKTT, xoptusona B cione u moue) [9, 10].
[Ipu nByCcTOpOHHEM I1epBUYHOM THIlepajibl0CTepOHU3Me
IUISl OIIpefiefieHUs JlaTepajiv3alui TpebyeTcs IpoBefleHHe
CCB3K. OgHako coBMecTHas TUTIEPCeKpenusi MOXeT MpH-
BeCTH K HeIlIpaBUJIbHOM OIleHKe IOJyYeHHBIX Pe3ybTaToB
[1, 11]. IloBblmeHre YpoBHS KOPTH30J1a HAa UIICHIIaTepasb-
HO¥ CTOpOHe U [T0JJaB/IeHre KOPTU30Jla B KOHTPJIaTepajIbHOM
Ha/ITIOYeYHHKe SIBJISIOTCS IIPUYUHOM OIIMO0YHOM HHTepIpe-
TaIlMU B CTOPOHY JIByCTOPOHHero rnopaxenus. CorviacHoO Ju-
TepaTypHBbIM JIaHHBIM, YaCTOTa HECOOTBETCTBHUS U300paxe-
uuii u CCB3K konebnercs ot 37,8% no 67% [4]. Ananus
pesynsraro npoBeneHHoro CCB3K y 6onbHBEIX € coueTaH-
HOM cekpelyell TOATBepXKaaeT GakKT JOXXHOTO OTCYyTCTBUS
JaTepajyiv3aliii rOpMOHAIbHOW aKTUBHOCTH Y 4 (57,1%)
00bHbIX. JlaHHBIM CUHIPOM MOXeT OBITh MIpeICTaBJieH He
TOJIBKO COYeTaHHeM FOPMOHAJIbHONM aKTUBHOCTH B OJJHOM
HaJII0YeyHHKe, HO ¥ KOMOWHanuel anbAoCTepOH-TIPOAY-
[IMPYIOIel aJieHOMbI OJHOTO HA/IMIOYeYHHKA C U30BITOUHON
MIPOAYKIIMel KOpTU30jia B KOHTpJIaTepasibHOM xkesnese [12].
[ToaTomy mipu BeIOOpe CTOPOHBI BMelllaTeSIbCTBAa He0OXOAU-
MO He TOJIbKO YUUTBHIBATh pa3Mepbl HOBOOOPA30BaHUM, HO U
IIPOBOAIUTH OIIeHKY YHKIMOHAJIBHO AOMUHUPYIOIIEro 06-
pa3oBaHHUs KOpbl HAAIOYeYHUKOB 110 pesynabraTaM CCB3K
Y3 HaJTIOYeYHUKOBBIX BEeH.

Tak, o pesynsraram BeinosHeHHOro CCB3K y opHoi na-
I[UeHTKHU C COYeTAaHHOM ceKpenuell Obljla AMAarHOCTUPOBAHA
TUIePIPONYKIHSI KOPTU30Jia B TOMOrpadpuiecky JOMUHHUPYIO-
111eM 06pa30BaHUM OJHOTO HA[[IOYeYHMKA U TUIIePIIPONYKIIHS
anbJIOCTepPOHA B MeHblIlel aJieHoMe JIPyTroro Ha/llloYeqHHKa.
Kocekpetupytomias ajleHoOMa HIICHIaTepaIbHOTO Ha/IOYeYHH-
Ka MOXXeT ITOJIaB/ISATh CeKpellrio KOPTU30J1a B IPOTHUBOIIOJOX-
HOM Ha/ITIOYeyHHKe U CO3[]aBaTh BIleyaTeHHe HellpaBUIbHON
KaHIOJISITIMM KOHTpJIaTepaibHOM BeHbl [ 1]. B ¢Bs3u ¢ aTuM s
OIIeHKH CeJIeKTUBHOCTH y MAI[MeHTOB C COUYeTaHHOU ceKkpe-
I[Mel TpeJjiaraeTcs MCIOJIb30BaTh aHAPOCTEeHIUOH, MeTa-
HedpuH U HOpMeTaHedpuH [4]. B Haimx HaOIIOIEHUIX MbI
He BCTPeTWIUChH C «JIOXKHO HellpaBUWJIBHOM) KaTeTepu3aliveil
I[eHTpaJIbHOM BeHBI HaJTIOUedHHKa (BO BCeX CIIydasx WHAEKC
CeJIeKTUBHOCTH 110 KOPTH30J1y ObUI Oobllie 2).

B HacTosiiee BpeMst MOXXHO BCTPETUTD ITyOITUKAIIUY C yKa-
3aHMeM Ha Ipeo0iiaiaHre Pa3MepoB ajlb/I0CTepOH-KOPTHU30T
MIPONYLIMPYIOMNX 00pa30BaHUM HAATIOUeYHHKA, I7je OOBIYHO
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nuameTp cocTasisieT 6osee 25 mm [7, 9, 13]. Cnenyet oT-
MeTUTh, YTO y BCeX OMePUPOBAHHBIX HAMU ITallUeHTOB pas-
Mep omyxonu 66ut 0T 30 1o 54 Mm. [To3TOMY MOXXHO CKa3ath,
YTO BCe IallMeHTH! C IepBUYHBIM TUIIepPaibI0CTePOHU3MOM
1 OOJIBIIUMU aieHOMaM{ HaJIIOYeYHUKa JODKHBI OBITh B
00s13aTesIbHOM TIOpSsifiKe 00CIIeIoBaHbI JIJIs UCKITIOUeHUs TH-
MIepKOPTHUIU3Ma.

Y4auThIBasI, 4TO aJIECHOMBI C COUeTaHHOM CeKpeItuei UMeIoT
npeobiiaiaHye pPa3MepoB HaJl aJIb/I0CTepOH-TIPOAYIUPYIOIIN-
MU aJileHOMaMH, CyIIeCTByeT PUCK BCTPeYH CO 3710KaueCTBeH-
HOM omyxonbio. B HacTosiiee BpeMsi MOXXHO BCTPeTUTh CO-
o01r1eHus 0 5 ciTydyasx aApeHOKOPTHUKAIbHOM KapIUMHOMBL C
KOMOMHUPOBAaHHOM TOPMOHANILHOM runepcekpenyeit [6]. B
CBSI3U C HeollpefieJieHHbIM UHTPACKONINYeCKUM (peHOTHUIIOM
BBISIBJIEHHBIX 00Pa30BaHUN HAJIIOYeYHUKA Y BCeX HaIlMX
MAlMeHTOB BHIMOJIHIAIOCH CTepOMAHOEe IPOodUINpOBaHUe
moun. OfHaKO OBUOXUMHUYECKUX MAapKepPOB 37I0Ka9eCTBEeHHO-
CTH TI0NTy4YeHo He Ob10. CrielyeT OTMeTUTh, YTO 110 JaHHBIM
CIIM, BeimonHenHoro MetofoM ['X-MC, y Tpex GOBHBIX C
KOMOMHHMPOBAHHOM CeKpeIrei Habioaanoch CHKeHre dep-
MEHTaTUBHOW aKTMBHOCTH 11[B-THIpoKCHCTepOueruipore
Ha3zbl 2 THIMA, YTO HAOJIIONAeTCs y MalleHTOB C aBTOHOMHOM
CeKpelrer KOPTHU30/1a U MOXeT CIIY)XUTb OJHOM U3 JI0IO0JI-
HUTEJIbHBIX TPUYUH Pa3BUTHS apTepHalIbHON TUIIepTeH3U! y
3TOM KaTeropuy NanreHToB.

B omgnoMm HabnroneHuy NMpU rUCTOJIOTHYECKOM UCCIIefo-
BaHUH OOJIBIIIOT0 HOBOOOPA30BaHUSI TIPABOTO HAATIOYETHHKA
ObUTa CITy49aliHo 0OHapy»eHa MUeJIONUIIOMaTO3Has! AUCITa3Us.
JlaHHas HaXO/IKa CBUETeNbCTBYeT O BOSMOXKHOCTH KOMOUHU-
POBAHHOM TOPMOHAJIbBHOW aKTUBHOCTU CPeAyl MUKCOUAHBIX
HOBOOOPa30BaHUI HA/IITOYEIHUKA.

CornacHo AaHHBIM MHOTUX IyOIUKaIMi, IOCBSIIeHHBIX
cuHapomy KoHHIMHTA, 0TMeYaeTCst BBICOKUI PHUCK Pa3BUTHS
MI0CJTeollepalliOHHOTO TMITOKOpTHIIK3Ma. [1o MHeHMIo aBTOpOB,
y HOJIOBUHBI NTAlIMeHTOB HaOJIIoaeTcs ocieonepaloHHast
HA/IMOYeYHHUKOBasl HeloCTaTouHOCTh [14]. D.Wang u coasr.
(2015) cumratot, 9TO yBeJIMIeHHe PUCKa TTOCIIe0NepalliOHHON
HeJI0CTaTOYHOCTH 00y CIIOBIEHO YPOBHEM KOpTH3oia (>5 MKI/
1) nocie tecta IIJIT ¢ 1 mr mekcamerasoHa [15]. B Hamem
HCCIIeJOBAHMU HA/ITOYeYHUKOBas! HeIOCTaTOYHOCTh Pa3BUIACh
y 2 (28,6%) 6onpHBIX. YpoBeHb Koptusona Ha [IAT 1 cpequ
3TUX OONBHBIX COCTABHII Oojtee 273 HMoub/i (>9,8 MKr/m).

m SAKJIFOYEHUE

TakuM 06pa3oM, MepBUYHBIN TUIEPaIbI0CTEPOHHU3M MO-
>KeT COTIPOBOXIATHCS ITIIOKOKOPTUKOUIHON aKTUBHOCTBIO
6e3 mpusHakoB cuHapoma HUnenko — Kymunra, uro Tpebyer
IIPOBeIeHUs KOMITJIeKCHOTO HMOXUMUYeCKOro 00CIeIoBaHHUS
C I1eJIbI0 TPOrHO3MPOBAHUS PUCKA pa3BUTHS TOCIeoIepary-
OHHO¥ Ha[IIOYeYHUKOBOM HEIOCTaTOYHOCTHU. BrisBneHue co-
YeTaHHOW CeKpeIluy MoXKeT COPUeHTUPOBaTh Bpaya B OIfeHKe
BO3MOXXHBIX HeofHO3HauHbIX pe3yssraTroB CCB3K. IToatomy
oteHka pe3ynbTatoB CCB3K y 60/bHBIX C COUeTaHHOM ceKpe-
Iueli TpebyeT NHANBHUAYAIBHOTO U MYJIBTUANCIUIIIMHAPHOTO
noaxoyia. P
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