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AHHOTauus

Lens — ompeneneHre ONTHMANEHOH TAKTHKU OOCICIOBAHUS U JICICHUS
MAIUeHTOB C JBYCTOPOHHEN MaKpOHOMYIIPHOU TUIepIUIa3uell Haamo-
YEYHHKOB.

Marepuan u MeToasl. MccienoBans! cirydan 11 GonbHEIX ¢ Omnate-
paJbHOI MaKpOHOIYJSIPHOW TUIIepIUIa3Heil Ha[IIOYeIHHKOB (OCHOBHAS
rpyma). s cpaBHEHHsT OMOXMMHYECKHX MOKa3aTeNlel UCCIeI0BaINCh
pe3yabTarhl 26 3110pOBbIX JIF0[eH (KOHTPOJIbHAS IPYIINA).

Pe3yabrarbl. Y 00JbHBIX C JBYCTOPOHHEH MaKpOHOILYISPHOW T'H-
nepriazueil HaANOYEYHUKOB OMpeNeIsIuch HEJO0CTAaTOUHOCTH
11B-runpoxcunasbl, 21-rugpokcuinaspl, 11B-rugpokcucTeponIIeruapor
€Ha3bl 2 TUIIA U yBEJIMYCHHE aKTUBHOCTH 5B-pelyKTa3bl 0 CPAaBHEHUIO
¢ Tpynnoi KoHTpo. ONTUMaNIbHBIM JIEYSHHEM JaHHOH IPYIIIB 00Ib-
HBIX SIBIISIETCSL ONHOCTOPOHHSIS aHAPEHAIIKTOMUSL. {1151 BBIOOpa CTOPOHBI
BMeEIIATeIbCTBA Y OONMBHBIX ¢ OMIaTepaIbHOH MaKPOHOMYISIPHOM THIIEp-
miasueil HaanoueuHukoB ¢ AKTI -He3aBucumbIM cuHpoMoM KymmHra
HEOOXOIMMO BBITIOJIHEHUE CPABHUTEIILHOTO CEJIEKTHBHOTO 3a00pa KpOBHU
U3 LEHTPAIbHBIX BEH Ha/[IOYEUHUKA.

BbiBoabl. [IepBbIM 1IaroM B JeUCHUH OOJBHBIX C ABYCTOPOHHEH Ma-
KPOHOAYJISpHOU Tunepruiasuei HaanoueynnkoB ¢ AKTT-He3aBUCHMBIM
cuaapomoM Kymmmara riezecoodpasHo paccMaTpuBaTh OXHOCTOPOHHIOIO
a/IpeHAIPKTOMHIO, KOTOpast O3BOJISIET YMEHBIIUTh PHCK Pa3BUTHS HAl-
TIOYEYHUKOBOH HEJOCTATOYHOCTH U IOCIEAYIONIEro IPOBEICHUS 3aMe-
CTUTEIILHOI TOPMOHOTEPATINH.

KuioueBsble cioBa: cuaapoM KymmHra, AByCTOPOHHSISI MAKPOHOILYISP-
Hasl THIEPIUIa3Hs HaAMOYeYHNKA, SHIOTeHHBIH I'HIePKOPTHIN3M, CpaB-
HUTENBHbIN CeIEeKTHBHBIN 3a00p KPOBH M3 BEH HAANOYCUHHKA, PE3CKIIUS
HaJNOYEeYHHKA.

KondaukT HHTEpecoB: He 3asBIICH.
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Experience in the treatment of patients
with ACTH-independent macronodular bilateral
adrenal hyperplasia
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Abstract

Aim - to determine the optimal tactics for the examination and treatment
of patients with macronadular bilateral adrenal hyperplasia.

Material and methods. The study included 11 patients with macronodular
bilateral adrenal hyperplasia (main group). To compare biochemical
parameters, the results of 26 healthy people were studied (control group).
Results. The patients with macronodular bilateral adrenal hyperplasia
were characterized by deficiency of 11B-hydroxylase, 21-hydroxylase,
11B-hydroxysteroid dehydrogenase type 2 and increased activity of
5B-reductase compared with the control group. The optimal treatment for
these patients is unilateral adrenalectomy. A comparative selective blood

sampling from the central veins of the adrenals is necessary to select
the side of intervention in patients with bilateral macronodular adrenal
hyperplasia with ACTH-independent Cushing's syndrome.

Conclusion. The first step in the treatment of patients with bilateral
macronodular adrenal hyperplasia with ACTH-independent Cushing's
syndrome is unilateral adrenalectomy, which reduces the risk of developing
adrenal insufficiency and subsequent hormone replacement therapy.
Keywords: Cushing's syndrome, macronodular bilateral adrenal
hyperplasia, endogenous hypercorticism, comparative selective blood
sampling from the adrenal veins, adrenal resection.
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m BBE/IEHUE
CnHz[pOM Kymmnra — 3T0 cocrosiHme, 00yCIIOBIEHHOE
KOMITJIEKCOM CUMITTOMOB, CBS3aHHBIX C H30BITOYHBIM
cofiep’kaHneM KopTUKocTepounoB. Hanbonee pacnpo-
CTpaHEHHON MPUYHUHOHN TAKOTO 3a00JICBAHUS SBIISICTCS
HapylIeHHe Peryasiuyd oOpaTHOW CBS3HM THIIOTATaMO-
runou3apHOi OCH, CBSI3aHHOM ¢ HeaIeKBaTHOM MTPOIYK-
e AKTI onmyxomnsto runodusa (BUK) u sxrommde-
CKO¥ BBIPaOOTKOM KOPTHKOTpOTIHHA. B pyrux cioydasx
TUTIEPIPOIYKITHS CTEPOHIOB MOXKET OBITH 00YCIIOBICHA
OTYXOJIBI0 KOPKOBOTO CIIOSI HAaAMOYEeYHUKA (aeHoMa,
paK), y3eIKoBoH (Makpo- ¥ MUKPOHOMYJISIPHON) THIIEP-
IJ1a3ued ¥ MTUTMEHTHOW NUCIIa3ueidl MyYKOBOM 30HBI
KOpBI HagnmodedHuka [1-3]. PacpocTpaneHHOCTH TH-
MIEPKOPTU30IM3Ma Y MTAIUEHTOB ¢ HOBOOOPAa30BaHUSIMHU
HaJAIoYedHnKa coctaBiget oT 5% 10 30% [4]. Ha noxro
KopTHKOCcTepoMbl npuxogutcs 20,9%, axpeHoKopTH-
KaJIbHOTO paka — 1%, MUTMEHTHOH MHCIUIa3uu KOPHI
Haamouegnuka — 1,8% [5].

[lepBryHas OunareparbHast MaKpOHOAYIISIPHAS THUTIEP-
TUTA3Ms SBISIETCS PEAKUM ITOATHTIOM cHHIpoMa Kyrmara
u cocraBisieT MeHee 1% cpeny manueHToB ¢ TUTIEPKOp-
TAII3MOM [6]. B psine ciydaeB 3aboneBaHe MOXKET Ha-
YHHATHCS C U3MEHEHUH B OJTHOM HA/ITOYETHUKE 1 B JaJTh-
HEeHIIIeM MPUBOIUTH K IOPaKEHUIO KOHTPIIATEPaIHHOTO
HAATOYEYHHUKA, YTO COIIPOBOXKIAETCS MTPOrPECCHBHBIM
POCTOM KOPKOBOTO CJI0S1 HA/ATTOYEYHNKA U TOPMOHATbHON
aKTUBHOCTBHIO. TOIBKO KOMITJIEKCHAS TUATHOCTHYECKAs
OIIEHKA ITOJTyYEHHBIX Pe3yJbTaToB (KIIMHUYECKUX, HHTPA-
CKOITMYECKHX, JaOOPATOPHBIX ) UCCIICTOBAHMA TIOMOTACT
CZeTaTh MPAaBIIBHBIN BEIOOD B JICUEHUH TOM KaTeroprun
O0onbHEBIX [7]. OmHAKO OCTAIOTCS CIIOPHBIC MOMEHTHI B
MPaBIJIFHOCTY HHTEPIPETAINH TOITYICHHBIX pe3ybTa-
TOB 00CIIEIOBaHMS, TAKTHKE BEJCHHUS TAKUX OOJMBHBIX U
BBEIOOpE 00bEeMa OIIEPATHUBHOTO BMEIIATEIHCTRA.

VY nanueHToB ¢ cuHApoMoM KylinHra, BEI3BaHHBIM
OmnarepanrbHON MaKpOHOIYIIAPHON TUTIepIUTa3uel Hal-
MMOYEYHHUKA, OTMEUAIOTCS IPU3HAKH HEAOCTATOYHOCTH
11B-runpoxcunassl, 11B-ruapokcucTepOnIaeTHapOTe-
Ha3bl 2 THNA U YBEIWYEHUs aKTUBHOCTH 5 pemyKra-
3bl. ['Mmeprasus HaMmOYeYHUKOB MOXKET Pa3BUBATHCS
MOCIIeI0BaTeNbHO. B cutyarm ABycTOpOHHETO Topa-
JKEHUS HAATIOYEYHUKOB, 00yCIIOBIEHHOTO HOAYISPHON
TUTEpIUTa3nel HaAIIOYeYHNKOBOTO TeHE3a C Pa3BUTHEM
curnpoma Kymmiara, B kauecTBe IIepBOTo ATara JISUeHUs
OTIpaBIaHHA OAHOCTOPOHHSIS aAPEHAIIKTOMHUS Ha CTO-
poHe ¢ mpeobianaroieii TOPMOHAIBHON aKTHBHOCTHIO
Y HOIYJIAPHBIM M3MEHEHHeM jkele3bl. Bee manueHTsl ¢
JIBYCTOPOHHUM TIOP2KCHUEM Ha IIIOYEUHUKA HYKIAFOTCS
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B KOMIUJIEKCHOM TOPMOHAJIBHON U MHTPACKOMUYECKOU
OLIEHKE IS ONITUMAJIBHOTO BBIOOpa 00beMa XUPYPIU-
YEeCKOro BMelIaTeNnbcTBa. BeInogHeHne opraHocoxpa-
HAPOLIEH onepanuu TpeOyeT HaJbHEHIIero n3y4eHus
BOIIpOCA.

m [[EJIb

[IpoBenenne ananm3a OOIHHBIX C YHIOTEHHBIM THIIEP-
KOPTHIII3MOM, COTIPOBOXKTAIOIIMIMCS IBYCTOPOHHIM T10-
paXCHHEM HaATIOYCIHUKOB, JIJIST OTIPENCTICHUS allTOPHT-
Ma 00CIIeIOBaHUS U ITOCIICIYIONIETO JICICHI.

m MATEPUAJI U METO/1 bl

C 2000 o 2016 roxg B xinuHHKE D.D. DxBaibaa
C3I'MY um. .. MeunukoBa OBIIIO TIPOOTIEPHPOBAHO
11 manwenToB ¢ OnarepaabHOU MAaKPOHOAYIISIPHOH T'H-
neprutazuei Hagmoueynnka (bMHIY). ¥V 6 mamuenTon
OBlIa TMarHOCTHPOBAaHA ABTOHOMHAS CEKPENrs KOPTH-
3o0ia Uy 5 — cunapom Kymunra. Bcem namuenTam c
JIByCTOPOHHEW rurnepruiasueit mpoBOIUIOCh KOMILJIEKC-
HOE TOPMOHAJIFHOE MCCIIEA0BAaHNE, KOTOPOE BKIIIOYATIO
METOJIbl UMMYHOAHAIIA3a C OMpeNeIeHUEM CyTOYHOTO
pUTMa CEeKpelnH KOPTHU30JIa U alpeHOKOPTHUKOTPOITHO-
ro ropmona (AKTT'), cBOOOIHOTO KOPTHU30Ia B CITIOHE
(CKC) B 23 4, anpocTepoHa, peHUHA, HOpMeTaHepprHa
u MeTaHe(prHa B 1mIa3Me KpPOBH, YPOBHS KOPTH30Ja B
CHIBOPOTKE KPOBH IOCIIE TOABISIONIETO JeKCaMeTa-
3oH0BOTO Tecta (I1/IT) ¢ 1 mr, 2 Mr m 8 Mr. Bmecte ¢
STHM OTPEACIISUTH IPEAIECTBEHHIKH MIHEPAJIO- 1 TITFO-
KOKOPTHKOHUIOB B CBIBOPOTKE KpoBH MeTooM BIXKX.
JloToTHUTENTbHO MCCIEA0BANN MOYY Ha COJlepKaHue
csobomaoro xopruzona (UFF) u xopruzona (UFE),
18-OH-koptukocrepona (U18-OHB). Onpenensiioch
cooTtHotreHne koptuson / koptuzoH (F/E), koptukocte-
pon / 11-meruapoxoprukocrepod (B/A) m UFF / UFE.
Jns vcciienoBaHus CTEPOHUIOTEHE3a W MCKIFOUCHUS
3JI0KaYeCTBEHHOCTH HCITOIB30BAIIN aHAIN3 CTEPOHTHO-
ro npoduinsg moun (CIIM) MeTogoM razoBoii XpoMaro-
Macc-criekrpomerpun (I'X-MC). B xozne maboparopHOTo
TECTUPOBAHUS y BCeX OONBHBIX OBl NCKITIOYeHA (heoX-
POMOLIMTOMA U IEPBUYHBIN TUIIEPATILI0CTEPOHU3M. J1Jis
MIPOBEICHUS CPABHUTEIHFHON OIEHKH TOPMOHAIBHOTO
craryca 6onbHBIX ¢ BMHI Gpina ricnonp3oBaHa KOH-
TPOJBbHAS TPYIIA (30POBBIE), COCTOSBINAS U3 26 YeI0-
BeK. Bcem OONTBHBIM BBITTOMHSIACH KOMITBIOTEPHAS TOMO-
rpadus ¢ BHyTpUBEHHBIM KOHTpacTupoBanueM u MPT
runoduza. C menpio onpeaeeHns JaTepain3aniui ak-
TUBHOCTH THITEPIDIA3HPOBAHHBIX HAIIIOYETHHKOB ¥ BCEX
OONBHBIX MPOBOAMIICS CPABHUTEIBHBIN CENEKTUBHBIN
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3a00p KPOBH U3 IICHTPAJIbHBIX BEH HAIMOYeYHHKA. Tak-
e BBITIOJTHSITUCH BCE HEOOXOMMBIE CTaHapTHEIE 00-
CJIC/IOBAHUS JIsl TPOBENICHUS TIAHOBOTO OTIEPATHBHOTO
BMeIlaTeNbCTBA. YIaIeHHbBIN MaTeprall ObUT OJABEPTHYT
rmaromopdosornaeckoMy ucciaenopanuto. OeHka pe-
3yJIBTaTOB MMPOBOJMIIACH C TOMOIIBIO CBETOONTHYECKOTO
mukpockorma OLYMPUS BX-46. Craructudeckas 00-
paboTKa TaHHBIX OCYIIECTBISIIACH C UCTIONB30BaHUEM
nporpammuoit cucreMbl STATISTICA for WINDOWS
(Bepcmst 10).

m PE3VJIBTATDI

Cpenunii Bo3pacT 60ombHBIX ¢ AKTI-He3aBuCUMBIM
CHUHIPOMOM ¢ OnaTepaabHONH MaKpOHOMYIISIPHON THIIEP-
miasuert (bMHI) cocraBun 56,147,8 roma. Y marueHToB
C aBTOHOMHO# cekpenmelt koptu3zona (1 rpymma) u cuH-
npomom Kymmmara (2 rpymnma) cpemHuii BO3pacT cocra-
Bu 59,344,7 u 52,2+7,8 rona coorBeTcTBeHHO. CpenHunii
WHJEKC Macchl Tena ObuT paBeH 32,9+4,7 xr/m? (1 rpymma
—35,3£3,9 xr/m? u 2 rpynma — 30,8+4,3 xr/m?). BMHIT
Obuta muarsoctuposana y 9 (81,8%) sxenrmmn u 2 (18,2%)
Myx4auH. KimHaeckas kapTrHa XapakTepr30Baiach Ha-
JTUYYEM apTepruaibHoi rurepreH3ud B 81,8% cimyuaes,
Muomnaruu — y 72,7% OonpHBIX, mieTopa — B 27,3% ciy-
4aeB, TupcyTH3Ma — B 27,3% cirydaeB, 0CTeOnopo3a — y
36,4% OONBHBIX, CaxapHOTO AradeTa ¢ HapyIIeHHeM TO-
JIEPAaHTHOCTH K TIIFOK03€ — B 54,5% cirydaeB, odrampmo-
narun —y 18,2% marnmenTos. J[mrensHOCTE 3a0051€BaHUS
0 MOMEHTA MTOCTaHOBKH JIMAarHO3a W OTIPeIeeHus 10-
Ka3aHWH K Oomepaltuu coctaBmia oT 6 mec. mo 10 et (1
rpymma — 14,0+6,9 mec. u 2 rpymma — 48,8+ 46,3 mec.).

Busyamuzupyromuit penorunn BMHI (pucyHok 1)
OBLI ITpeIcTaBIeH MHOKECTBEHHBIMH Y3JIOBEIMH 00pa3o-
BaHUSIMH B 000MX HaAmodeyHnKax (1 HaOmoneHue), MHO-
YKECTBEHHBIMH y3JIOBBIMHU 00Pa30BAHMSIMH B OTHOM HaJI-
MMOYEYHNKE W OMHOYHBIM y3JIOM K KOHTpJaTepatbHON
xkene3e (2 HaOIFONEHUS ), OMTHOCTOPOHHUM MHOTOY3JI0-
BBIM U3MEHEHHUEM C THUIEPIIIa3ueil MPOTHBOIIOIOKHOTO
Hagnodeunuka (1 HabmroneHne), IByCTOPOHHEH OTHOY3-
JIOBOM THIIepIIIa3HueHi HaIIOYeUHUKOB (7 HAOIIONCHHMA ).

CpenHee 3HaYCHYE TUIOTHOCTH (IIPABOTO U JICBOTO Ha/l-
TTOYEYHUKA) B HATUBHYIO (Pa3y HAXOAWIIOCH B THAIIa30He
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-4 +7 HU, B Beno3uyto ¢a3zy +18 +53 HU, B Beaenu-
TenbHyIo ¢a3zy +5 +18 HU. AGCOmOTHBII 1 OTHOCHUTEIH-
HBIH K02 GUITHEHT BRIMBIBaHMS Ha 10—15 MUH cocTaBmI
56,3% — 88,9% u 53,8% — 80% COOTBETCTBEHHO.

[Ipu mpoBegeHNMH TOPMOHAIBHOTO HCCIIEIOBAHUS
METOJIOM UMMYHOAHAJIN3a MEXIY OOIBHBIMH IIEPBOH 1
Bropoit rpynn ¢ BMHI' 6p11a momydena goctoBepHas
pazauna: kopruzon 21 4 (1 rpynma — 198 (161-249)
HMOJTB/IT; 2 Tpymma — 438 (300-583) amons/m) p=0,004;
KopTH30:1 ciroHb! (1 rpynma — 13,9 (9,4-19,2) amons/7;
2 rpymma — 27,2 (18,9-35.,4) amons/m) p=0,009; ypoBeHs
koptuzona mocie [IJIT 1mr (1 rpymma — 120 (98-136)
HMOJIB/IT; 2 Tpymma — 365 (299-396) umons/i) p=0,008,
AT 2 mr (1 rpymma — 98,3 (86—114) amomns/m; 2 Tpym-
ma — 568 (357-623) amouns/im) p=0,004. [1pu cpaBHEHUH
nokazareseit 6ombHeIXx BMHI' ¢ rpymmoii koHTponst ObLia
MOJIy4eHa JOCTOBEPHOCTh OTIMYHUS IO KOPTH30dy 21 4
(1 rpymmma — p<0,001; 2 rpymnma — p<0,001), cBoboaHO-
My KopTu3ony ciroHs! (1 rpymnma — p=0,001; 2 rpymnma
— p<0,001). HecMoTpst Ha TO 4TO y OONBHBIX MTEPBOU U
BTOPOM I'PyIII YPOBEHb aJIbJOCTEPOHA HAXOOUIICA B TIpe-
Jenax peepeHCHbIX 3HaueHH, OblIa IOJIy4eHa A0CTO-
BEpHAas pa3HULA [0 aJIbJIOCTEPOHY C IPYIIONH KOHTPOJIS
(1 rpymmma — p=0,002; 2 rpymma — p=0,006). Y 6ompHBIX
MIEPBOI U BTOPOU IPyIIl OTMEUEHO CHUKEHUE YPOBHEH
AKTT (1 rpymnma — p<0,001; 2 rpynma — p<0,001) u
HA2A-C (1 rpymma — p<0,001; 2 rpynma — p<0,001) B
cpaBHEHUU ¢ rpymnmnoil kouTpodis. [To ganasiM BOXKX y
6ompHBIX ¢ BMHI OB1710 TOITydeHO0 yBeTHueHHe YPOBHS
koprtuzona (F) (mepsas rpynmna — p=0,126, 2 rpymma —
p=0,019) B CBIBOPOTKE KPOBHU M IKCKPEIINN KOPTU30JIa C
mouoii UFF (mepsas rpymma — p<0,001; Bropas rpymma
—p<0,001) B cpaBHEHHH ¢ KOHTPOJIBHOU rpymimoi. Jo-
croBepHoro otinuuus 1o yposHio (F) (p=0,703) u UFF
(p=0,100) mexmy OONBEHBIMH MIEPBOM M BTOPOH TPYIIIT
BBISIBJICHO HE ObUIO. Y MALMEHTOB € ABYCTOPOHHEH Ma-
KPOHOZYJISIPHOW THIIEPIIa3uell BHISIBICHO yBEIHMUCHHUE
ypoBHs KopTukoctepoHa (B) (nepsas rpymma — p<0,001;
BrOpas rpymma — p=0,145) u 18-ruIpoKcCHKOPTUKOCTEPO-
Ha (18-OHB) (nepBas rpymma — p=0,011; Bropas rpymma
—p=0,034) B cpaBHEHHU C TTOKa3aTEIIMU KOHTPOIBHOM
rpynmnsl. Bmecte ¢ 3TuMm nocroseproctu omnuust o (B)
(p=0,126) u (18-OHB)
(p=0,298) mexmy 60Ib-
HBIMU NEPBOU U BTOPOU
rpynn oOHapyXeHO He
OBLI0.

Ha ocHoBaHuu wuc-
cnenoBanus CIIM meto-
noM 'XMC y 6onpHBIX
¢ BMHI nony4eHo cuu-
KEHHE aHAPOCTEpOHa
(An), meruaposmnuaH-
npocrepona (DHEA),
16-OH-DHEA, anapo-
crearpuona (dA3) mo
OTHOWIECHHUIO TPYNIBI

Pucyrok 1. AkcuanbHbil (1) u KOPOHasTbHbIU (2) Cpesbl ¢ U30OPaXEeHUeM IPagozo U /166020 HAOMOYEYHUKOS 1 HTPOJS (p <0,001 ) )

(HamueHasi ¢ha3sa) ¢ d8ycmopoHHel MakpoHOOynsapHoU eunepniasued.
Figure 1. Axial (1) and coronal (2) views of the right and left adrenal glands (native phase) with bilateral

macronodular hyperplasia.
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Takxe y OONbHBIX mep-
BOI1 ¥ BTOPO#i TpyI OBLIO
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OTMEUEHO MOBBIIIEHHUE TITI0-
KOKOPTHUKOUIOB: TETparu-
npokopruzona (THF), te-
TParuIpoOKOPTHKOCTEPOHA
(THB) u terparunpo-11-
neszokcukopTuszona (THS)
(p<0,001).

JlonmomHuTENBEHO OBLIO
MOJy4YEeHO CHH)KEHHE CO-
otHomenus (SP-THF+5a-
THF+THE) / THS (mepBas
rpymma— 28,8 (25,8-33,2) u
Bropas rpymma — 10,7 (7,4—
13,2)), koTOpOoe B COUCTaHUH
¢ yBenmuenneM THS sBis-
eTCs TIpU3HAKOM AcdeKTa
11B-ruapokcunassl. YBeu-
yeHne coorHomenuss THB /
THA (p1,2<0,001), THF /
THE (p1,2 <0,003) o ganabmM I'X-MC sBrsercs pu-
3HAKOM HEJ0CTaTOIHOCTH 11B-THapoKCcHCTepOnaIeT i I-
porenassl 2 tuna. CHMKeHHE cooTHOMeHus An/Et
(mepsas rpymma — p=0,002 u Bropas rpymma — p<0,001)
BEpOSITHEE BCETO MOXKET OBITh CBSA3aHO C YBEITMUICHUEM
aKTUBHOCTH (hepMeHTa SP-pemyKTasbl, KOTOPHIA yIacTBY-
€T B KOHBEpPTAIlUH aHApOCTeHANOHA B SPB- Et. YMeHb-
IIEHNE COOTHOIICHHUS CYMMBI TETPAarHAPOIIPON3BOIHBIX
KOpPTH30J1a ¥ KOpTH30HA K 11-0x0-P3 (<50), momydenHoe
y nanueHtoB ¢ BMHI ¢ cunnpomom Kyimnra, sisisiercst
npu3HaKkoM nedekra 2 1-TuapoKcuiiashl.

st onpenienieHus natepanu3aiii TOPMOHAILHOM aK-
TUBHOCTH BCEM OOJBHBIM MPOBOAMIICS CPAaBHUTEIHHBIN
cenektuBHEIHN 3a00p kpoBH (CC3K) 13 meHTpaTbHBIX BEH
HaJmno4YeyHnKa. JlaHHas mporenypa BHIIONHIIACH €3
JIEKCaMETAa30HOBOM CYNPECCHH. YCIEIIHOCTb BBITOJHEH-
HOW KaTeTepu3alliy OMPEIeIsid M0 aHAPOCTEHINOHY,
MeTaHe(pUHY U aTbJJOCTEPOHY. YPOBEHB CENIEKTUBHOCTH
o MetaHeppuHy coctaBmi 12<Si<76,9, anapocreHano-
Hy — 5<Si<52,7 n anmppoctepony — 4,5<Si<28,8. Tonpko B
IByx ciaydasx (18,2%) He ObII0 OIy4YEHO CENEeKTHBHO-
CTH, YTO ITOTPeOOBAIO IPOBEICHHUS TIOBTOPHOTO 3a00pa
KPOBH 13 LIEHTPAJIHHBIX BEH HA/AMTOYETHUKA.

MenunaHa rpaiieHTa OTHOIIEHUS! YPOBHS KOPTHA30JIa
JIOMAHUPYIOIIEH CTOPOHBI JKEJIE3bI K MOKA3aTeIto KOp-
TH30JIa KOHTPJIATEPATLHOTO HAIMOYEYHUKA y OONBHBIX
nepBol rpynnsl coctaBuia 1,2 [1,1; 1,3] u Bropoii rpyn-
el — 6,0 [3.9; 7,6] (p=0,004). PacueTHsIit TpamueHT oT-
HOIICHUS 110 KOPTU30TY (JIOMUHUPYFOITHIA HaIIOYETHIK
/ HYOKHSS TIOJas BeHA M KOHTPIIaTepaTbHBIN HaJIIOYEIHIK
/ HIDKHSS TIOJast BEHA) CpeIy OONBHBIX BTOPOH TPYIIITHI
coctaBui >7,8 U <3,2 cOOTBETCTBEHHO. BMecTe ¢ 3Tum y
TIAIIMEHTOB MIEPBOM TPYTITEI MEeAMaHa HHJIEKCa (KOPTHU30I
W3 HaJIOYEYHIUKOBOW BEHBI / KOPTH30J U3 HIKHEH T10-
JIO¥ BeHBI) Ha JOMUHHPYIOIIEH (1) CTOpOHE cocTaBuia 5,6
[4,3; 11,6] u xoHTpNarepansHOi (K) cropore — 5,0 [3,8;
8,4]. Y GONBHBIX TIEpBO TPYIIIBI U BTOPOH TPYTIIITHI HH-
JIEKC JlaTepanu3anyy Haxoawics B muanasone 1,0<Li<1,5
u 3,0<Li<10 cootBeTcTBeHHO. Mcnonp3oBanue Ouomap-
kepoB (BOXKX) mo3Bonuito mosyyuTs JOMOTHATEBHBIE
TIOKa3aTeJ ! JIaTepaIn3alliy Y OOILHBIX TIEPBOi M1 BTOPOI

KywuHea.

syndrome.
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PucyHok 2. KT opz2aHos bprowHOU nonocmu u 3abpioluiHHOZ0 NpocmpaHcmea (akcuarsibHbIl cpes,
HamueHas ¢hasa) u aHeuozpachusi Pasoeo U 51e8020 HalNo4Ye4HUKo8 y nayueHmku ¢ BMHI™ ¢ cuHopomom

Figure 2. Abdominal and retroperitoneal CT scan (axial view, native phase) and angiography of the
right and left adrenal glands in a patient with bilateral macronodular adrenal hyperplasia with Cushing's

rpynn. Cpeny naiyeHToB HHAEKCHI JIaTepaIu3aliy ObLI
CIIeyIOIKE: TIepBasi rpymma — mo koptuzony F (BOXKX)
<2,0; xopruroctepony B(BOXX) <1,5; 11-ne3okcukop-
tizony S (BOXX) <1,0; Bropas rpymia — no KOpTH301y
F(BOXX) >2,4; kopruroctepony B(BIXKX) >2,3; 11-ne-
3okcukopTH3ony S (BOXKX) >2,5 cooTBeTCTBEHHO.

Y OONBHBIX C aBTOHOMHOM CEeKpelreil KopTH30ia OT-
MEeYaJ0Ch COOTBETCTBUE YBEINUEHHS TOMOTpahUIECKUX
pa3MepoB HaAIMOUEUHHKA C IpeodIaiaHueM BEIPAOOTKH
KopTH30a. B TO Bpems Kak y OHO¥ OOJIBHOM C CHHIIPO-
moM Kymmara (Bropast rpymmna) Obu1a JUarHoCTHPOBaHA
JaTepaan3alys Ha CTOPOHE C MEHBIIMMH Pa3MepaMu Ke-
ne3bl (PUCYHOK 2).

Ha pucynke 2.1 npencraBnena tomorpadudeckas
KapTHHA IPaBOTO M JIEBOTO HAAINOYECYHHUKA, 2.2 — Be-
Horpadus mpaBoro HaJamo4YeyHuKa, 2.3 — BeHorpadus
JIEBOTO HA/MIOYEYHUKA

ITo pesynsraram CCB3K y 3T0i1 nanuenTKu Oblia mno-
Jy4deHa MpaBOCTOPOHHSS JIaTepanu3anus, rae Li=7,57 u
KOHTpJaTepanbHbId HHAEKC cocTaBui 3,22. PacueTHble
IrpaZMeHTHl JIaTepanu3auuu no kopruszony F, xopTu-
xocTepoHy B u 11-ne3oxcukoprusony S, nony4eHHbIE
meronoM BOXKX, cBuaeTensCTBOBAIN O JOMUHUPOBA-
HuU npaBoro Hagnodeunuka (Fu/Fx=5,43, Bn/Bk=2,28,
Sn/Sk=2,82).

B 9 nabmopenusx 6onpHbiM ¢ BMHI Ha mepBoM
3TaIne JIeYeH!s! BBINOIHIACH OHOCTOPOHHSAA aJlpeHa-
Jm3KkToMUs. JIEBOCTOPOHHSS aipeHaIdKTOMUs Obljia BbI-
MoJIHEHa y 6 ¥ IPaBOCTOPOHHSA — Y 3 NanueHToB. B
OJTHOM CJly4ae MpOU3BOAMIACE ONTHOMOMEHTHAs Jlana-
poToMHas OnnatepalibHas aAPEHAIIKTOMUS U B PYTOM
— pe3eKnys JIEBOTo HajaloueyHuka. B xone nuHaMunye-
CKOTO HaONIOAEHUs 38 ONEPUPOBAHHBIMU OONBHBIMU
CIYCTsI TPH ToAa OBl OTMEUYEH KIMHUYECKUH peluIuB
3aboneBaHus y onHoi mauueHTku. I1o pesynbrary mpo-
BeneHHoro KT OpromrHoii monoctu u 3a0prOILUHHOTO
MIPOCTPAHCTBA JUATHOCTUPOBAHA IHIEpILIa3us MpaBo-
ro HaJImoYeuyHuka go 55,7x12,6x24,3 MM ¢ HaIH4ueM
y3J0BOTO 00pa30BaHUs B JaTepanbHON HOXKE HaIIo-
yeyHHKa pazmepamu 22x10x12 MM (aOComOTHBIHA U OT-
HOCHUTEbHBINA KOA(Q(QHUIUECHT BHIMBIBAHUS KOHTPACTHOTO
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BemiecTa coctaBuia 76,3 u 63% co-
OTBETCTBEHHO). [Ipn ropmMoHanbHOM
00cIIeI0BaHNH BBISBIIEHO HAPYIICHHE
pHUTMa ceKpemuu KopTuiona (Kop-
T™H301 9 9 — 448 HMOJB/JI, KOPTHU3OI
21 u— 238 umons/in), camwkenne AKTI
(AKTI 9 9 — menee 5 nr/Mi) 1 OTCYT-
CTBHE TOJIaBICHNS KOPTH30JI1a Ha JIeK-
CaMeTa30HOBOU Mpobde (KOPTU30J1 Ha
(hone TIpoOBI ¢ 2 MT' IeKcaMeTa3oHa —
540 amonw/n u ¢ 8 Mr — 410 HMOITB/1T).
[Toce o6¢cyxneHns O0ILHON B paMKax
MEXTUCITUTLTTHAPHOW KOMUCCHH OBITO &
MIPUHATO PEIIeHHE O TTOBTOPHOM OTIe-
pPaTHBHOM BMENIATEIHCTBE. Y YUTHIBAS
MOpaKeHre eTMHCTBEHHOTO HAIOYeH-
HHKa U JOOpOKadYeCTBEHHBIN HHTpA-
CKOTTMYECKUH PeHOTHI 00pa30BaHUS
JKeJe3sl, Y 00JIbHOM ObIIa MpoBeaeHa PE3CKITHsI ITPABOTO
HaJAMOYEYHNKa. B nanpHeieM y manueHTKH OTMEISHO
pa3BUTHE HAAIIOYETHUKOBOW HEJOCTATOYHOCTH, YTO I10-
TpeboBaIo MPOBEACHNS 3aMECTUTEIHHON TTTFOKOKOPTH-
KOMJIHOM Tepanuu B TeueHue 14 mec.

B 10 mabmiogeHUsSX ONEpaTUBHOE JICUYCHHUE BBHI-
MOJTHSUIOCHh SHIOBUICOXUPYPIHIECKH depe3 OOKOBOM
TpaHCIIEpUTOHEANbHBIH 1OCTYIl. Bpems onepatuBHOro
BMeniaresnbcTBa coctaBuio ot 80 go 150 mun. Untpa-
OTIEpaIlIOHHBIE Pa3Mephl yAaJIeHHOTO HAAMOYedHUKA
coctapuiu 70,73+ 19,25 mMm. Xupyprudaeckux 0Ciaox-
HEHUil He HaOIIoIaoCh.

[TaTomopdonornyeckoe uccaea0BaHue YIAICHHOTO
MaTepuaa BO BCEX CIIydasX BBISBIIIO MAKPOHOMYIISIP-
HYIO TUIIEPILIA3UI0 KOPbI HAAIOYeYHUKOB. CpenHuil Bec
HAJAIIOYEYHUKOB C MaKpOHOAYJIAPHOU runepiuiazueit
coctasun 82,7+£51,8 T (MakcuMansHas macca 210 ). Ha
pa3pese TkaHb Hajanoueunuka npu BMHI coaepxana
Y3JI6I CEPO-KEITOTO U SIPKO-KEJTOTO I[BETa (PUCYHOK 3).
Mopdomornueckass CTpyKTypa rUnepIuIa3upoBaHHON
TKaHu mpu AKTI-He3aBrcHMOM CHHIpOME ObIIa Ipe-
CTaBJIEHA JByMs THUHaMH KieToK. [IepBblil TUI — 3TO
KJIETKH C TIPO3PATHOM ITUTOIIIa3MOM (OoraThle JINITH 1A~
MH), & BTOPOH — ¢ KOMIIAKTHOM MUTOIITIa3Mo (OemIHbIe
TUNAIaMu ), o0pas3yrine ocCTpoBKH. Bmecrte ¢ aTum
oTpeeNsIach MEeXy3JI0Bas THIIEPIIa3us TKAaHH Hal-
noueyHuka. [1o mkane L.M. Weiss 2 6anna Ob110 BBI-
CTaBJeHO y 4 manueHTos, 1 6amr —y 3, 0 6ammos —y 4.

1 Scram)

m OBCYXJIEHUE

[lepBuuHast AByCTOPOHHSS MaKpOHOAYJSpHAS TH-
niepriasust Haamodeunuka (IIBMHI) sBisercs penkoit
MaToJ0TUeEN, IPUBOASAIIEH K pa3BUTHUIO CUHIpoMa Ky-
muHTa. [ BRIIENeHns JaHHOTO 3a00JIeBaHUs B OT-
JENbHYIO TPy TPUMEHUINCH Pa3IMdHbIe Ha3BaHUS:
MacCHBHOE MaKpOHOAYIISIPHOE 3a00JeBaHIe KOPBI Ha/I-
MTOYEYHIKOB, aBTOHOMHAsI MAKPOHOIYIIApHAsI TUTIEpILIa-
3us HagnmoueynnkoB, AKTI -He3aBucnMoe MacCUBHOE
IBYCTOpPOHHEE 3a00JIeBaHNE HAAIMOYEYHUKOB, TUTAHT-
CKaf, WJIN OTPOMHAs, MAaKPOHOAYIIAPHAS TUTIEPILIA3H
HaJIIOYEYHUKOB U MaKpPOHOAYISpHAs TUCIIIAa3us Hal-
MTOYCYHUKOB (8).
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PucyHok 3. Makponpenapam Hadrno4eyHuka ¢ MakpoHodyrnspHoU aunepnnasuel: 1) aud
U3MeHeHHOo20 HadrnoYeyHUKa CO CMOPOHbI Karcyribi, 2) 8ud Ha paspese.

Figure 3. Adrenal gland with macronodular hyperplasia: 1) view of the altered adrenal
gland from the side of the capsule, 2) sectional view.

Hoctarouno yacto BMHI' conpoBoxaaercs aB-
TOHOMHOM CeKperueil kopTu3oja 6e3 BEIpakeHHBIX
KIIMHAYECKUX MPOsiBIeHNNA. OTHAKO CYOKIMHIYECKUN
TUTIEPKOPTHUIIA3M MOXKET OBITh IPHIMHON OXUPEHUS,
HapyIIEHUS TOJIEPAHTHOCTH K TIIFOKO3€, CAaXapHOTO AHa-
OeTa, apTepHaAIbHON THIIEPTEH3UH, TUCTUITUIEMUN H
octeornopo3a. B 6oapmuHCTBE CiiydaeB 3abojeBaHue
ne6totupyet B Bo3pacte 50-60 net [9-10]. B Hammx
HaOIFOJIEHUSAX BO3pacT OONBHBIX HAXOAWIICS B IHaIla-
3oHe oT 37 no 70 net. IIpu stom 81,8% manueHToB
OBLTN KEHIINHBI. B mabopaTopHBIX TaHHBIX y 0O0Jb-
HbIX ¢ BMHI' anarHocTupoBaHo yBeIWYEHUE YPOBHS
BedepHero koptu3oia (21 u), moBEIIIIEHHE CBOOOTHOTO
KOpTHU30J1a CItoHBI B 23 4, nonasinenne AKTI u orcyt-
cTBUE nojasieHust koptuzona Ha [IJT ¢ 1 mr u 2 mr.
[To marasiM BOXKX monydeHo yBenwdeHue ypoBHEH
TITIIOKOKOPTHKOUIOB B KpoBH. Ha ocHOBaHWMM pe3ynbra-
toB uccienosanns CIIM meromom ['X-MC y GonbHBIX
CK ¢ IIBMHI Obun osry4eHs! pu3Hakyd HeJ0CTaToq-
HOocTH 11B-THapokcumnassl, 21-ruapokcmnassl, 11p-ruma-
POKCHCTEPOHUIIETUAPOTECHA3El 2 THIIA U yBEIUUEHUS
aKTUBHOCTH S5PB-pemykrassl. JlaHHbIE N3MEHEHNUS CBH/IE-
TEIBCTBYIOT O BO3MOKHOM JINCOANIaHCe CTePOUIOTeHe3a
MIPOUCXOSIIETO B y3JIaX ¥ THIIEPILIa3nPOBAHHON TKaHU
KOPKOBOTO CJIOSl HAJIITOYETHHKA, BEAYIEM K MTOBBIIIE-
HUIO TIIIOKOKOPTHUKOUIOB M KX TIPEIIIeCTBEHHUKOB.

IIpu BEIsIBIEHUH JBYCTOPOHHETO MOPAKEHUS Ha-
noueyHkoB y nanueHToB ¢ AKTI-He3aBUCHUMBIM CHH-
npomoM KymmHTa BO3HHKAeT BOMPOC O BBIOOpE CTO-
POHBI OTIEPAaTHBHOTO BMeMIaTenbcTBa. CeroaHs MOXKHO
BCTPETUTH IyOnuKanuu, nocesimerasie pomn CCB3K
B IMArHOCTHKE W JieueHUH OombHBIX ¢ BMHI [11, 12].
Bo Bcex Hammx HaOIFOMEHVSIX MBI COTIOCTABIISLITH MTOJTY-
YeHHbIe Ta00paTOpHbIE TaHHBIE TUIa3MbI KPOBH, B3STON
W3 IIEHTPAIBHBIX BeH HAJIOYEYHUKOB, C PE3ylIbTaTaMu
KT OprorHoi monocTH 1 3a0pIOITMHHOTO MPOCTPAHCTBRA.
VY manueHToB MepBOW TPYMITBI OMpenemsiiach IByCTO-
POHHSISI THTIEPIIPONYKIHUS KOPTU30J1a (MHIEKC JlaTepa-
mu3arun ObuT <1,5), T7Ie ypoBeHb TaHHOTO OHoMapkepa
Bcer/a mpeooiaaan Ha CTOPOHE HHTPACKOITUYECKH J0-
MUHUpYIOLIeTo Haamodednruka. Y 6onpHBIX ¢ BMHI ¢
cuHapoMoM KymimHra narepanu3anuu mo KOPTH30ITY
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(UDA) cocrasmr >3. OnHAaKO B OJJHOM CIIydae MbI HE
YBHIENTN COOTBETCTBHSI MEXK/Ty H30BITOUHON POAYKITHEH
KOPTH30J1a ¥ IPe0OIaIaoNIiM pa3MepOM OHOTO U3 U3-
MEHEHHBIX HaITIOYE€YHUKOB.

Jlo HeaBHETrO BpeMeH! OCHOBHBIM METOJIOM JICUSHHS
OONBHBIX C IBYCTOPOHHEW TUIIepIIIa3Huel HaII0YETHIKOB,
CBSI3aHHOM ¢ cuHApoMoM Kyriara, Oblia ABYCTOPOHHSISA
angpeHamkTomus [ 13]. Takoit oaxom MPUBOIUT K CHIDKE-
HUIO Ka9eCTBa KI3HU OTIEPHUPOBAHHBIX OOIBHBIX, TPEOyeT
MO>KU3HEHHOM 3aMECTUTEIHHON TOPMOHOTEPAITUH, YBEIH-
YHBAIOIIEH PUCK Pa3BUTHUS HAJIMOYEUHUKOBOM HEI0CTA-
TOYHOCTH 1 JIeTAITbHOCTH 10 6—8% [14]. [losTOMy MHOTHIE
CHETMANCTHI PEIarafoT BEITOIHATH OTHOCTOPOHHIOKO
aJpEHAIPKTOMHUIO. Takol Moaxo/ Mo3BoJISET TOCTUTHY Th
pemuccru runepropTrzonmMa y 60% 6omsHbIX [15]. Ha
TIEPBOM JTalle JISYCHNS V¥ 9 MalneHTOB MBI BHITTOTHIITH
YHHUJIaTepaNbHYI0 afpeHamnkToMuto. Hu B ogHOM 13 Ha-
OJromeHui cpey OOBHBIX, TIOABEPTIITHXCS OJHOCTOPOH-
HEH aJpeHaNIdKTOMIH, He OBLTO OTMEUEHO aINCOHNYE-
ckoro kpu3a. Y 40% HaOIronamacs BpeMeHHasi BTOpHIHAS
HAAIOYEYHUKOBAsT HEJOCTaTOYHOCTh. B oqHOM ciydae
Pa3BHIICS PEIUANB OCHOBHOTO 3a00JI€BaHUS, KOTOPBIN
MoTpeOOoBa TOBTOPHOTO BMEIIATETHCTBRA.

B HacTos1iee BpeMst MOXKHO BCTPETUTh KpaiiHe orpa-
HUYEHHOE KOJIMYECTBO PadOT, MOCBAICHHBIX PE3EKIINU
Hagmodeuynuka pu [IBMHI. ABTopsl, myOnuKyrore
paboTHl 0 HAAMOYCTHHKO-COCPETAIOMMX OTePaITUuIX
TIPH IEPBUYHOMN TUTIEPIUIa3HH JKeJIe3bl, CBHIETEILCTBY-
10T 0 Oe3omacHoCTH U 3 dekTuBHOCTH MeTona [16]. Ho
BMECTE C 3TUM MOAYEPKHUBAIOT, YTO TOIXO] B BEIOOpE
MeTO/Ia JICYSHHS TAKUX OOIBHBIX TOJKEH OBITh MHIVBU-
IyadbHBIM. UTOOBI n30€KaTh MOCIIeACTBUH, BEI3BAHHBIX
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IIOJTHBIM yZaJIEHHEM HalIOYeYHHKA, B OZTHOM CIIydae Mbl
HCIIONIb30BAJI BAPUAHT OPraHOCOXPAHSIOIIEH OTepaliiy
Ha €IMHCTBEHHOM HaII0YEYHHKE U B APYTOM BBIIIOJIHU-
JIM PE3EKLHIO0 OTHOTO U3 U3MEHEHHBIX HAIIOYCYHUKOB.
CoxpaHeHHE TKaHH JXKeJe3bl EAMHCTBEHHOI'O HAaAIO-
YEeYHMKA MO3BOJIIIO H30€XaTh IOXKU3HEHHOTO IIpueMa
DJTFOKOKOPTUKOMIOB U YIYYIIUTh KaueCTBO )KU3HH MalH-
eHTkd. OHAKO TaKo¥ MOAX0J M3yYeH Malio U TpeOyeT
JAJBHENIIIETO aHaIIN3a.
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