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AHHOTaums

LleAb. M3yunTb KAMHUMKO-AABOPATOPHbIE XaPAKTEPUCTUKU M OTAAAEHHbBIE PE3YALTATHI AeUeHUs KOTOPThl 6OAbHBIX € AKTI-3KTONUPOBAHHBIM CHH-
ApoMoM — AKTT-3C (AKTT — aApeHOKOPTUKOTPOIHbINA TOPMOH).

Marepuanbl M mMeToAbl. [1poBeAEHO PETPOCNEKTUBHOE OOCEPBALIMOHHOE OAHOLIEHTPOBOE OAHOMOMEHTHOE MccaeaoBaHue 130 naumeHToB C
AKTT-2C. NMpoaHaAn3mnpoBaHbl AeMorpamueckme CBEAEHUs O MaLUMEHTaX, AAHHbIE aHAMHE3a, PE3YAbTaTbl FOPMOHAAbHBIX M MHCTPYMEHTAAbHbIX
MCCAEAOBAHUIA HA AO- M MOCAEOMNEPALIMOHHOM 3Tarax, OTAAAEHHbIE PE3YALTATbl A€HEHMS.

Pe3yAbtarbi. Bo3pacT Ha MOMEHT AMArHOCTUKM 3a60AEBaHMst COCTaBMA OT 12 A0 74 AeT (Me 40 Aet [28; 54]). AAMTEAbHOCTb 3a60A€BaHMS C MOMEHTA
MOSIBAEHMSI CUMITOMOB AO BepudpMKaLmm AamarHo3a — ot 2 Ao 168 mec (Me 17,5 mec [7; 46]). B 81 (62,3%) cayuae nepBUUHbIA 04ar AOKAaAM30BaACs
B AETKOM, B 9 — B CPEAOCTEHUM, B 7 — B MOAXKEAYAOUHOM XKEAE3E, B 5 — B HAAMOUEUHUKE, MO 1 CAyHalo — B CAEMON KMLLKe U 4epBeOOPa3HOM OTPOCTKE,
y 1 naunenTa npuunnoint AKTT-2C oKa3aACs MEAYAASIDHBIN PaK LUIMTOBUMAHOM xeAe3bl, B 25 (19,2%) cAyvasix yCTaHOBUTb AOKAAM3aLIMIO HEMPO3HAO-
KpuHHOM onyxoan (HDO) He yaaroch. MeamnaHa neproaa HabAAeHMst cocTaBuaa 27 mec [9,75; 61,01, MakcumanbHo 372 mec. IMepBuyHbIi ouvar
yaaneH y 82 (63,1%) GOAbHbIX, ABYCTOPOHHSISi RAPEHAAIKTOMMS! MO KM3HEHHbIM MOKa3aHUsM BbinoAHeHa 23 (17,7%) naumneHtam, u3 Hux 16 —c H3O
HEeYCTaHOBAEHHOW AOKaAM3aLUMM, 7 — C LIeABIO KOHTPOAS TSKEAOTO TEeUEHWsI MMMEPKOPTULIM3MA MOCAE HEPAAMKAABLHOTO XMPYPrUieckoro A€HeHMs.
Mertactasbl BbisiBAeHbI Y 25 (19,2%). Ha MoMeHT nocaeaHero HabAoaeHust 59 (72%) naumeHToB B pemuccum 3aboaeBanust, y 12 (14,6%) pa3suacs
peunams, 26 (20%) yMEPAM OT NMOAMOPraHHOM HEAOCTATOYHOCTH (N=18), TPOMOOIMOOAUM AETOUHOM apTepum (N=4), OCAOKHEHUI XMPYPrUYECKOro
BMELLATEAbCTBA (N=2), CUHAPOMA AUCCEMUHMPOBAHHOIO BHYTPUCOCYAMCTOro cBepThiBaHus (n=1), COVID-19 (n=1).

3akawuenne. Hanboaee vactbim nctounukom AKTI-OC sBasiotcst HOO 6poHxoaerouHomn aokaamsaumm (62,3%). PaanmkaabHoe Xupypruyeckoe
AeyeHUe B GOAbLIMHCTBE CAyYaEeB MO3BOASIET AOOUTHCS CTOMKOMN pemMmccum 3a6oaeBanmst (72 %), OAHAKO YacToTa AeTaAbHOCTU (20%) U peLmAMBOB
3ab6oAeBaHms (14,6%) oCcTaeTcst BLICOKOMN.

KaroueBblie caoBa: AKTT-3KTOMMPOBAHHbIN CUHAPOM, HEMPOIHAOKPUHHAS OMYXOAb, TMMEPKOPTULIM3M, KAPLUMHOUA AEIKOTO, KapUMHOUA TUMYCA,
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Abstract

Aim. To study the clinical, biochemical characteristics, treatment results and follow-up of patients with ectopic ACTH syndrome — EAS (ACTH —
adrenocorticotropic hormone ).

Materials and methods. A retrospective, observational, single-center study of 130 patients with EAS. Demographic information of patients,
medical history, results of laboratory and instrumental investigations at the pre- and postoperative stages and follow-up of EAS were analyzed.
Results. The mean age at the diagnosis ranged from 12 to 74 years (Me 40 years [28; 54]). The duration of the disease from the onset of symptoms
to the verification of the diagnosis varied from 2 to 168 months (Me 17.5 months [7; 46]). Eighty-one (62,3%) patients had bronchopulmonary
NET, 9 — thymic carcinoid, 7 — pancreatic NET, 5 — pheochromocytoma, 1- cecum NET, 1- appendix carcinoid tumor, 1 — medullary thyroid
cancer and 25 (19.2%) had an occult source of ACTH. The median follow-up period of patients was 27 months [9.75; 61.0] with a maximum
follow-up of 372 months. Currently, primary tumor was removed in 82 (63.1%) patients, bilateral adrenalectomy was performed in 23 (18%)
patients, in 16 of them there was an occult source of ACTH-producing NET and in 7 patients — in order to control hypercortisolism after non-
successful surgical treatment. Regional and distant metastases were revealed in 25 (19.2%) patients. At the time of the last observation 59
(72%) patients were exhibited a full recovery, 12 (14.6%) — had relapse of the disease and 26 (20%) — died from multiple organ failure (n=18),
pulmonary embolism (n=4), surgical complications (n=2), disseminated intravascular coagulation syndrome (n=1) or COVID-19 (n=1).
Conclusion. In our cohort of patients bronchopulmonary NET are the most frequent cause of EAS (62.3%). Surgical treatment leads to remission
of hypercortisolism in 72% cases; the proportion of relapse (14.6%) and fatal outcome (20%) remains frequent in EAS.

Keywords: ectopic ACTH syndrome, neuroendocrine tumor, hypercortisolism, bronchial carcinoid, thymic carcinoid, surgical treatment, long-
term results
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Beeaenue

OHporenHsli runepkoprunusM (OI7) — Txenoe SHI0KPUH-
HOe 3a00JIeBaHKE, CONPOBOXKAAIOIIEECS HIMPOKHM CIEKTPOM
CHMIITOMOB U OCJIOXHEHHH BCIEACTBHE JIIUTEIHLHOTO BO3ACH-
CTBHSI HA OPraHU3M H30BITOYHOTO KOJIMYECTBA TITFOKOKOPTHKO-
unoB. Cpeny cieKTpa HO30JIOTUH, IPUBOISIINX K THIIEPKOPTH-
u3My, 10 80% ciydaeB cOCTABISIOT apeHOKOPTHKOTPOIIHBIN
ropmoH (AKTI)-cexperupyronme aneHoMmbl runoduza (60-
ne3nb Nuenko—Kymmura — BUK). 3HaunrensHo Gonee pen-
kuM BapuantoM Ol sBnsercs AKTI-3kronupoBaHHBIA CHH-
npom (AKTT-OC), o0ycioBieHHbI H30BITOYHOMN TPOAYKIIUCH
AKTI, u 3Ha4MTENbHO peXe KOPTUKOTPONHMH-PUIIM3UHT-TOP-
MmoHa (KPTI') HefiposnnokpunHoii onyxomnsto (H20). 3abonesa-
Hue cocrasisier 5-20% Bcex cimyyaeB AKTI-3aBucumoro OI,
BcTpeuasich ¢ yactotoit 0,2—1,0 na 1 miH Hacenenwus B rox [1].

Haubonee uyacto npuumuoit AKTI-OC ssmstorcss HOO,
JIOKJIM3YIOIIMECS B OpraHax IpyIHOM KIETKU [2], HECKOJBKO
pexe — B TOMKETynouHOH >kenese [3] m Haamodewnukax [4].
HUckmrounTtensHo peaxo (<1% cmyqaes) HOO, cexperupyromue
AKTT, MO)XHO BCTPETHTh B JKEJIyIOYHO-KHILIEYHOM Tpakte [5],
SIMYHUKAX [6], mpencrarensHOi xenese [7], moukax [8], mpu me-
IyJsipHOM pake mrougHOH xene3sl (MPILK) [9]. Hecmotpst
Ha COBPEMEHHbIE METOIbI THarHOCTUKY, B 10-30% ciydaes nep-
BUYHBIH OITyXOJIEBBII O4ar 0CTaeTcsi HeycTaHOBICHHBIM [10].

BBuny 3HauMTenbHOW peakocTH 3abosieBaHUs OOJBIIMH-
CTBO CYIIECTBYIOIIHX B JINTEPAType JaHHBIX MPEICTABILIOT CO-
0011 onMcaHus OTASNBHBIX KIMHIUUECKHUX ciydaeB. OnpeneneH-
HBIE aCTEKThl JTAHHOTO 3a00JIEBaHUsI MO-TIPEKHEMY OCTAIOTCS
HEIOCTAaTOYHO XOPOIIO W3yYeHHBIMU. B 4acTHOCTH, HEMHOTO-
YHCIIEHHBI HCCIIEOBAHUS C JUTUTEIBHBIM HaOMIOAEHHEM KOTOPT
MIAIMeHTOB, CBEACHUS O (haKTOpax, ONMPENeNSIONMX MIPOTHO3
3a00j1€BaHUsl U PUCK BO3HUKHOBEHMs peuuauBa. Tpelyrorcs
JaJIbHEHIe HMCCIeJOBaHMs, KOTOpbhle IMO3BOJISAT PacUIMPHUTDH
MoHNMaHne BapuaHTOB KiamHIUYeckoro TeueHmst AKTI-OC, B
TOM YHCJIE B 3aBUCHMOCTH OT JIOKAJIM3alMU M IaToMop¢oIIo-
ruyeckux ocodbenHocreit HOO, yrounuTs nporHos u paspabdo-
TaTh eJMHBIE TOAXO/bI K JCUCHHIO.

eab uccaeroBaHusi — U3YyYUTh KIMHHUKO-TA00OpaTOpHEIE
XapaKTePUCTUKH, MPOAHAIM3UPOBATh OJIKAWIINE U OTJalICH-
HBIE PE3yJbTaThl XHUPYPruuecKoro JICYeHHUs, IIPOBECTH aHAJIN3
PE3YJIBTaTOB JUINTEIBHOTO JUHAMUYECKOTO HaOMIOIEHHS 00T~
HbIX ¢ AKTT-nmponyumpyronmu HO0O paznuunoii nokanm3a-
IUH.

MaTepMaAbl U METOABI

IIpoBeneHO OOHOLEHTPOBOE OIHOMOMEHTHOE MCCIEN0Ba-
HHE C PEeTPOCHEKTHBHBIM aHAJM30M JaHHBIX. B mccrenoBanme
BkitodeHsl 130 manuenToB (79 xeHiiumH, 51 Myx4uHa) ¢ ycra-
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Tabanua 1. O6mas xapaktepuctika 130 naumentos ¢ AKTI-2C

Table 1. General characteristics of 130 patients with arenocorticotropic hormone — ectopic syndrome (ACTH-ES)

ITapameTtp

Me [Q1; Q3], (min; max) uiu adcoI0THOI
U OTHOCHTEJIbHOH YaCTOTHI

CooTHotreHre MYKYUHBL: )KCHIIUHBI, %

Cpennuii BO3pacT Ha MOMEHT MTOCTaHOBKHU MAarHo3a, JeT

JnutenbHOCTh 3a00eBaHMs 10 BepuHUKaLMK JHarHo3a, Mec

1:1,5
41,5+15,6
Myxunnst: 35 [31,7; 39,7]; (125 69)
Kenmmnsr: 47 [41,9; 48,7]; (16; 74)
17,5 [7; 46], (2; 168)

Jlabopamopuvle ucciedoanus 6 aKMueHoU cmaouu 3a001e6aHus

AKTT B 8:00, nr/mi

AKTT B 23:00, rir/mi

Koptuzon B 23:00, HMOINB/NT

CB0OOIHBII KOPTH30J B cIitoHe B 23:00, HMOJIB/IT

CB0OOIHBIM KOPTU30JI B CYTOYHOH MOY€e, HMOJIB/CYT

140,55 [99,73; 201,5], (35,35; 579,9); n=120*
120,2 [88; 182,9], (13,18; 588,3); n=99
1228 [957,25; 1428,5], (163.9; 3390); n=105
71,78 [40,5; 1211, (11; 908,6); n=55
2841 [1695,65; 6456,33], (415,2; 17 200); n=94

*VYKa3aHO YMCIIO MAIMEHTOB, €CIIM OHO MeHbIIe 130.

HOBJIEHHBIM B ®I'BY «HMMULI 3H10KpUHONIOTHMY» KIMHUYECKUM
nmuarao3zom AKTT-OC B nepuon ¢ 1990 o ¢espains 2021 1

Hanmnune AKTT-3aBucumoro OI' moATBEp:KAanoCh KIlH-
HUYECKON KapTUHOH 3aboyieBaHMs, pe3yJbraTaMu Jadoparop-
HBIX MCCJICZIOBAHMN M JUArHOCTHYECKUX TECTOB (IIOBBIIICHHUE
CcBOOOZHOTO KOPTH30JIa B CYyTOYHOM MoOue, B 00pasiie CIIOHBI,
cobpanHoit B 23:00, B kpoBu B 23:00, xoHuentpanust AKTIT B
yTpeHHHe 9ackl >10 nr/Mi, oTpHIaTeTbHas Maas mpoda ¢ 1 Mr
JIeKCaMeTa30Ha).

C uensto guddepenuunansHord auarnoctuku BUK u
AKTT-3C yacTtu manueHTaMm, BKIFOYCHHBIM B UCCIICJOBaHUE,
poBoAMiIack Oonblias neKcaMeTa3oHoBas mpoba. CHkeHue
Kopru3ona kposu B 8:00 6onee uem Ha 60% OT UCXOITHOTO TI0-
cJIe IpreMa HakaHyHe 8 MI' IeKCaMeTa30Ha PaClieHUBAIOCH KaK
BUK, Torma xak cHrkeHrne MeHee ueM Ha 60% CBHAECTEIBCTBO-
Baso B nons3y AKTI-OC.

BxuttoueHHBIM B HccieioBaHue 74 MalMeHTaM BBITOJIHSICS
CEJICKTUBHBII 3a00p KPOBHU M3 HMKHUX KaMEHHCTBIX CHHYCOB
Ha (OHE CTUMYJIALUM JIECMOIIPECCUHOM B 03¢ 8 MKI. I'panu-
€HT IpOJaKTHHA >1,5 CBUIETENbCTBOBAT 00 aIeKBATHOM ycTa-
HoBKe Karertepa. [pamuent AKTI uentp/mepudepus >2 1o
CTUMYIISILIMY U >3 1OCJIe CTUMYJISIIUH JECMOIIPECCHHOM CBU-
JeTenbcTBoBal B moab3y bBUK, Oosee HU3KMe 3HaUeHHs paclie-
HuBaiuch kak AKTT-OC [11].

IMouck HOBoOOpa3oBanusi, cekperupytomero AKTT, Bkiro-
YaJl NPOBEJEHHUE MYJIBTUCIHPAIBLHONW KOMIIBIOTEPHOM TOMO-
rpapun (MCKT) opraHoB rpyaHOH KJIETKH Ul BbISBJICHUS
HOBoOOpasoBanmsi jerkoro u cpenocrenus, MCKT opranos
OpIOIIHOM TOJNOCTH M 3a0pIONIMHHOTO MPOCTPAaHCTBA — JUIS
oITyXoJel HallOYeYHUKOB, IIO/DKEITYIOUHOM JKeJIe3bl, KeTyn0d-
Ho-kumeuHoro Tpakra, MCKT mieu, oprano rpynHoi KieT-
KM M YIBTPa3BYKOBOTO MCCIJIEZIOBAHUS ILIUTOBHIHOM IKeJe3bl
(IIPK) — nnst HoBoOOpa3oBanwmii [1DK. B ciiyyae coMHUTENBHBIX
pesyasraroB MCKT npoBoaunach coMaTrocTaTHH-PELEHTOP-
Has cuMHTUTpadus B pexuMe «Bce Teao» ¢ ''In-okTpeoTH-
oM, BI-meTaiionOeH3MITyaHU IUHOM Wid *’m TC-TeKTPOTHIOM
w/wm [IDT/KT ¢ %¥Ga-DOTA-TATE.

[TarenTam ¢ mpenBapuTENHLHO YCTAHOBICHHOM JIOKAIN3a-
mueit HOO BeInonHAnock Xupypruueckoe jgedeHue. JddexTus-
HOCTb M PaJHUKaIbHOCTh XHPYPIHYECKOTrO JICUEHHsS B PaHHEM
rocrneonepaonHoM tepuone (1-7-i AHM) OIEHUBAIUCH IO
ypoBHio AKTI" 1 koptuzona kposu B 8:00, B o31HEM MOCIEO1IEe-
pannoHHOM nepuoze — 1o cytounsiM putMaM AKTI u koptH3so-
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J1a KPOBH, pe3yibTaraM CBOOOIHOTO KOPTH30J1a B CYTOUHON MOYe
w/umu cimone B 23:00. KpurepusiMu pemuccun 3a0osieBaHUS
SBISUTACE: JIaDOPAaTOPHO TOATBEP)KIACHHAS HaIIOYCYHHKOBAS
HEJOCTATOYHOCTh HJIM HOPMAJIH3AIUs YPOBHS KOPTU30J1a KPOBU
B PaHHEM IT0CIIEONIePAIIIOHHOM IIEPHOJIE, BOCCTAHOBJICHHE PHT-
MoB AKTI u kopTr3ona, HOpMaIM3alUus YpOBHEH KOpPTU30ja B
CYTOYHOH MOYE W/WIIM CIIOHE BEYESPOM, PErpecc KIMHHIECKHUX
nposiBIeHui O B MO3THEM ITOCIICONEPAIMOHHOM MIEPHOIE.

OKOHYATEBHBIN ANarHo3 BEPUPHUIIMPOBAIICS 110 pe3yiIbTa-
TaM naToMop(OIOrHYECKOro UCCICAOBaHUS B COOTBETCTBHH C
oprasocnenupUIHbBIMUA KIacCH()UKAUSIMU, aKTyalbHBIMH Ha
MOMEHT ITOCTAaHOBKH JUArHO3a.

Topmonanbaoe wuccnenoBanue AKTI (pedepeHcHbI WH-
TepBai: yTpo 7,2—63,3 nr/mi, Beuep 2—25,5 nr/mit), KOpTU30I1a
B CBHIBOpOTKE KpoBU B 23:00 (64-327 HMOB/M), OmpenencHue
CBOOOTHOTO KOpTH30jia B BeuepHer citoHe (0,5-9,6 HMOIIB/M)
MPOBOIMIINCH HIEKTPOXEMHIITIOMUHECLIEHTHBIM METOZIOM Ha aHa-
muzarope Cobas 6000 Module €601 (Roche); u3mepenue cBo-
OomHOro kopruzona B cyroynoit moue (100-379 umomb/cyT) —
AMMYHOXEMIUTIOMHHECIICHTHBIM ~ METOIOM  Ha  armapare
Vitros ECi.

O0beM BBIOOPKY IPEBAPUTEILHO HE paccuuThiBacs. Cta-
TUCTHYECKass 00pabOTKa JaHHBIX OCYIIECTBISUIACH TIPH TIOMO-
1M TIaKeTa cTaTucTHYeckux nporpamm IBM SPSS Statistics 23
(SPSS. Inc, Chicago, IL, USA). [Ins npeacraBieHus KoIude-
CTBCHHBIX JAHHBIX HCIIONB30BaHa MenuaHa (Me) ¢ yka3aHHeM
HMHTEpPKBapTUILHOTO nuana3zona [Q25—Q75], MakcUMalbHBIX U
MHUHHUMAJIBHBIX 3HAYEHHH.

Pe3yAbtarnbl

Oobwan xapaxmepucmuka nayuenmos ¢ AKTIr-3C

B nccnenosanve BritoueHsr 130 narpieHToB (79 sxeHIIMH,
51 myxunna). OOmIast XapakTepUCTUKA MAMEHTOB MPEACTaB-
neHa B Ta0ua. 1. Bo3pacT OONbHBIX HA MOMEHT JAMArHOCTHKH
3aboseBanus coctaBui ot 12 1o 74 ner (Me 40 net [28; 54)).
JnuTeNnsHOCTD 3a00NIeBaHUsS ¢ MOMEHTA TOSIBICHHS MEPBBIX
CHMIITOMOB JI0 BepU(HKAIIMU TUAarHO3a BapbHpOBajia OT 2 10
168 mec (Me 17,5 mec [7; 46]). Me neprona HaOIOACHUS CO-
crasuia 27 mec [9,75; 61,0] ¢ MakcMaIbHBIM CPOKOM HaOIII0-
nenust 372 mec. Lukmaeckoe Tedenue I, ycTaHOBICHHOE Ha
OCHOBAHMH aHAIIN3a aHAMHECTUYECKUX JaHHBIX, a TAKKe MO~
TBEP)KICHHOE pe3y/bTaTaMu J1a0OpaTOpHBIX HCCIEIOBaHUH,
3adukcuposano B 11 (8,5%) cinyuasx.
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Ta6anua 2. KAvnnko-mopcporornyeckas xapaktepucruka AKTI -

npoayunpyroumx H3O pasanuHoi A0KkaAn3aumm

Table 2. Clinical and morphological characteristics of ACTH-producing neuroendocrine tumors (NETs) of various localization

Cpennuii
BO3pacT
YCTAHOBKH
AMArHo3a,

Yucao
JKeHIInH/
MYKYMH

Jloxkaamn3anus
H20

CUMIITOMOB

JnTeabHOCTD

110 YCTAHOBKH

Ki-67, %
Me [Q1; Q3]

(min; max)

JleTaJbHbBIH
HCXO0

MeracTasbl Pennaus

JAMArHO032a, MeC

JeT

Jlerkoe 43/38 41+£15 35,3+£35,5

Tumyc 8/1 27,9+12,6 15,9+14,5

Hanmoueunuk 4/1 51,249,6 29,8+20,3

TTomxenynounas
Kenesa

6/1 38,9+12,5 21,4423

Cremast KUIIKa 1/0 53 12

YepBeobOpasHbIit
OTPOCTOK

MPIIDK

1/0 20 48

1/0 40 22

Me 1,8
[1,0;3,9]
(0,5; 18,8)

Me 11
[8,4; 18,8]
(3,8; 50)

Me 3 [3; 14]

(3;24)

11/81 17/64 7/81

6/9 5/8 5/9

1,0 2/7 3/7

0,0 1/1 1/1

18,7 1/1

22,0 1/1 1/1

Cpenu oClIO)KHEHUH B aKTUBHOW CTaANH 3a00JICBaHUs HAM-
OoJiee YacTO PETHCTPUPOBANUCH apTepUaibHas THIEPTEH3HS,
M30BITOUHAS Macca Tena/OKUpeHHe, OCTEONOopO3, CaXapHbIN
nuabet, 3a00JeBaHUs CEPACYHO-COCYAUCTON CHUCTEMBI, BKIIIO-
YaBlIME CTEPOUIHYIO KapJHOMHOIATHIO, pa3lIM4YHbIe Hapy-
OIeHUs. PUTMa W TPOBOAMMOCTH, XPOHHUYECKYIO CEpACYHYIO
HenmocTtatouHoCTh (puc. 1). HuskoTpaBMaruyHbie MepenoMbl
JIMarHOCTHUPOBAHBI Y 58 MalMEeHTOB, U3 HUX KOMIIPECCHOHHBIC
MIEPENIOMBI TEJl IIO3BOHKOB BBISIBIICHEI y 48 OOJBHBIX.

MukpoaseHoma runodusa IO JaHHBIM MarHUTHO-PE30-
HAHCHOM TOMOTrpad 1 TOIOBHOTO MO3Ta BhIsiBIeHa y 28 (21,5%)
HAIMEHTOB, U3 HUX y 8 pa3Mep aJieHOMBI IpeBbiian 6 Mm. Jle-
catb (7,7%) MaUMEeHTOB ¢ MHIUISHTAIOMAMHU TUIO(H3a Tep-
BOHAYaJIbHO MOABEPTHYTHl HEHPOXUPYPTHUECKOH ONepanuy ¢
npensaputenabHbIM auarHosoM BUK, ognako BmocneactBum
BCEM U3 HUX ycTaHOBIIeH auarHo3 AKTI-OC.

Jlokanuzayua AKTI-npooyuyupyrouwyux H30

Haubonee 4acThIM UCTOYHMKOM IKTOIMUYECKOW MPOMYKIMU
AKTT sBastmice HOO OpoHX0NerouHoil JoKaau3aluu, Bbl-
spieHHble y 81 (62,3%) mammenra. AKTI-nmpoxgyrnmpyromue
OITYXOJI CPEIOCTEHUsI OOHapyXeHb! y 9 (6,9%) OoNbHBIX, emle
7 (5,4%) umemn HOO nomxenyaouHoi kenes3bl. 3HaUUTEIEHO
pee NepBUYHBIN oyar JJOKAJIM30BaJICS B HAATIOYEUHHKAX (n=5),
OYEHB PEZIKO — B CIIeTiol Kuike (n=1) 1 4epBeoOpazHOM OTPOCT-
ke (n=1), B 1 cmy4ae BeusiBier MPIIDK. V 25 (19,2%) nmanu-
eHroB uctouHuk AKTI-OC 10 HacTosiero BpeMEHH yCTaHO-
BUTb HE yayock (puc. 2). nuTenbHOCTh nepruoia HabmoneHus
OOJNBHBIX C HEYCTAaHOBJICHHBIM MEPBHYHBIM OYaroM COCTaBHIIA
or 1 go 80 mec (Me 16 mec [10; 30]). OOmias xapakTeprcTHKa
HAIEHTOB C pa3Iu4HoM okanu3aueis HOO ceeneHa B TaduI. 2.

Xupypzuuecxoe neuenue AKTI -npooyyupyrouwyux H30

DPA3NUYHOL 0KAU3AUUY

Xupyprudeckoe nedenue AKTI-OC mnposeneno 110
(84,6%) manuentam, U3 HUX HEPBUYHBIA OIyXONEBBIH ouar
yaaneH B 63,1% ciyuyaeB (n=82). CTpyKTypa OIepaTHBHBIX
BMEIIATENbCTB PEICTaBICHa Ha pHC. 3.

PanukanpHOe XUpyprudeckoe jJedeHue He yaaloch IpoBe-
ctu 4 mauuenTtam, cpeau Hux 3 umenu HOO nomkenynouHon
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Puc. 1. PacnpoCcTpaHeHHOCTb OCAOXKHEHHH SHAOTEHHOTO
runepkoprunsma y naunentos ¢ AKTI-9C B aktnBHO#M
cTaamMu 3a00AeBaHMsI.

Fig. 1. The prevalence of complications of endogenous
hypercortisolism in patients with ACTH-ES in the active
stage of the disease.

xKeJe3bl — 00beMHOE 00pa30BaHUE TOJOBKU M Tela Pa3MepoM
7,5%8,6%9,6 cM ¢ OImyX0JeBOi MHBa3uel oOuiel MeyeHOUHOH
apTepuH M ME3CHTEPUKOIOPTAIBHOTO BEHO3HOTO CTBOJIA B
1-M ciyuyae, 00beMHOE 00pa30BaHUE FOJIOBKH MTODKETYI0UHON
JKeJe3pl 10 5 CM B JUAMETPEe ¢ MHBa3HMeill BOPOTHOM BEHBI U
MHOXECTBCHHBIC METAaCTa3bl B IICYCHH BO 2-M Ciydae ¥ 00b-
eMHOe 00pa30oBaHUE Tela MOKEITYIOYHON JKeJe3bl pa3sMepoM
6,5%4 cM ¢ OmyX0JeBOi MHBa3Wel BEpxXHEW OpbIKEECUHOU ap-
TEpUHU U TOTAJIBHBIM METACTATUYCCKUM IMOPAKCHUEM IICUYCHU
B 3-M ciydae. OnHa nanuenTtka ¢ gokanusanueit HOO B cpe-
JOCTEHHH M METaCTaTHYECKUM MTOPAKEHHEM KOCTeH CKeleTa u
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0,8%
0,8%
0,8%

3,8%

5,4%

6,9%

Jlerkoe (n=81)

Tumyc (n=9)

Tlomxkenynounas sxenesa (n=7)
Haxnoueunux (n=5)

Cnenas kumika (n=1)

YeppeoOpasHslii oTpocTok (1=1)
MPLIX (n=1)

Heycranosnennoii nokxanuzauuu (n=25)

Puc. 2. Aokaanzaums uctounmka AKTT-npoayunpyromein H3O.
Fig. 2. Localization of the source of ACTH-producing NETs.

PErHOHAPHBIX TUM(ATHYECKUX y3JI0B (J1/y) MONydaeT KOHCep-
BaTHBHOE JICUCHIIE.

Hebnazonpusammnwie éapuanmot meuenus AKTI-3C

Pemuoue 3a0onmeBaHMs IIOCHE YOaldeHHS IIEPBUYHO-
IO OIyXOJeBOro ouara HaOmromancsi B 26,6% B ciydae
AKTT -npoxyumpyromux H20 nerkux. H3O tumyca perunn-
BUPOBAJIY 3HAYUTEIIBHO YaIe —B 62,5% ciaydaes. Mbl He HaOII0-
JlaJi HY O{HOTO ciydas peruaunsa HOO npyroit nokammsanuu
(cm. Tadu. 2).

Mertactatuueckoe MOpa)K€HHE PETHOHApHBIX J/y U OT-
JlaJleHHble MeTacTa3bl BhIABIEHBl y 25 (19,2%) nauueHToB.
HB0 Ttumyca B 66,7% ciyuacB COIpPOBOXAAINCH HHBa3UEH
OKpYafoIINX TKaHEeH, JaBaJlil MeTacTa3bl B peTHOHAPHBIE J1/y
U OT/AaJIeHHbIE MeTacTasbl (cM. Tada. 2). Meractazet HOO
Jerkoro oOHapyxeHs! B 13,6% ciydaeB, Ipu 3TOM JIOKAJIH-
3alusi METacTa3oB 4Yalle OrpaHMYMBAJIACh PErHOHAPHBIMH
1/y, TIEBPOH, HO TaKKe HaOIIONAINCh METAacTas3bl B IMECYCHD
u Koctu ckenera. B 2 cnyuasx H3O nomxkenyqo4HoH sxenes3sl
COMPOBOX/IaJIaCh MHOXKECTBCHHBIMH METACTAa3aMH B IICYCHB U
peruonapusie 1/y. AKTI -npoxynupyromas ommyxoib cienoit
KHIIKA MMeJa MeTacTasbl B J1/y OpbDKEHKH, IIe4eHb W Ipa-
Byto nouky. HOO depBeoOpa3sHOro oTpocTKa TaKXKe COIpO-
BOX/IaJIaCh METacTa3UPOBaHUEM B J1/y OpbDKEHKH Ha MOMEHT
MUarHOCTHKH 3a0oneBaHus. B 3 ciydasx BepupHIUPOBAaHBI
MHO)KECTBEHHBIE OTJAJICHHBIC METAcTa3bl B NEUCHb, JIETKHE
y OonbHBIX ¢ HOO HeycTaHOBIEHHOH JoKanu3auuu. Y ma-
nueHTKH ¢ MPIIXK BbIsSIBIEHO MacCUBHOE paclpoCTpaHEHHE
omyxoiu 3a npeaens! kancynsl LK ¢ nuBasueii cocynos cpe-
JOCTEHHS, TJICYETOJIOBHOM BEHBI, TOTAJIHHBIM IOpPaKEHHUEM
naparpaxeajabHbIX, HOAKITIOUYNYHBIX ¥ HAAKIIOUYUYHBIX J1/y U
MeTacTa3aMu B Jerkoe (cM. Tadu. 2).
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2,4%
6.1% 24%  1,2%
1%

18,7%
12,5%

42,2%
W TunuyHas pe3ekuus Ko Jierkoro (n=17)
TunuuHas pe3eKus CerMeHTa JIeTKoro (n=38)

B ATunuyHas pe3eKuus 10uu uerkoro (n=27)

B ATunuyHas pe3eKIus cerMeHTa Jierkoro (n=12)

B Tumdkromus (n=8)

B Anpenamdkromus (n=5)

W TemuxomkTomus (n=2)
JlucTanbHast pe3eKIuUs MODKENTYA0UHOI jKenessl (n=2)
Tupeounnskromus (n=1)

Puc. 3. CTpyKTypa oneparuBHbIX BMEWATEALCTB Y MAaLUUEHTOB
c AKTT-2C (n=82).

Fig. 3. The structure of surgical interventions in patients
with ACTH-ES (n=82).

Koncepeamuenaa mepanua AKTI-3C

Jus xontpons cumntomoB O 40 (30,8%) mamnuenToB
MOJTydYalld MEJUKaMEHTO3HYIO Tepario, U3 HHUX OIOKaTOpHI
crepouzoreHesa (keroxonazon 400-800 wmr/cytr) Ha3Haya-
JIUCh 18 GOIBHBIM, aHAJOTHM COMATOCTAaTHHA — 19 malueHTaM
(oxrpeotnn 20—40 mr 4 Hen — 17 GONBHBIM, 2 TAMEHTKH T10-
nydanu naapeotun 120 mr 4 Hen), 3 manMeHTaM MPOBOMIAC
KOMOMHHPOBAaHHAs TEpanusl TMEPEeYHCICHHBIME (papMakoso-
THYSCKUMHU TPYMIaMHU MpenapaToB (B 2 coydasX — OKTPEOTHU]T
20 mr 4 Hen 1 ketokoHazon 400 mr/cyT, B 1 — oktpeotua 80 mr
4 wven u mudenpucton 300 Mr/cyt). B cTpykType manneHTos,
MOJIY4aBUIMX MEIMKAMEHTO3HYIO Tepamnuto, 27 — ¢ HOO 6pon-
XOJIEroYHOH Jokanuzauuy, 3 — ¢ HOO tumyca, o 1 ciyuato
¢ snokanu3ammeit HOO B momkenyqouHoi xejge3e U B HaAIO-
yeyHuke, 8 0onmbHBIX ¢ HOO HeycTaHOBIEHHOH JIOKAIU3aIUH.
JIUTeNnsHOCT IpUeMa MEANKaMEHTO3HO! Tepauy CoCTaBuIa
ot 2 o 89 mec (Me 16 mec [6; 28]). B 6onbmmHCTBE CltyyaeB B
pe3ysbTaTe MPOBOIMMOTO JICYSHHUST OTMEYAIOCH CHIDKEHHE KOp-
TH30JI1a BO BCeX OHonorndeckux skunkoctsax 1 AKTT.

et OOnmbHBIM TOTPEOOBAJIOCH MpoBeneHHEe OoT 4 1o
10 KypcoB XUMHOTEpAIHH, CPEIH HUX 6 — B perianBe 3aboena-
HUSI TIOCTIE YaJIeHHs IEPBUYHOTO OITyxojeBoro odara. Eme 2 na-
nuenTam ¢ penuausupyromeir H30 tumyca npoBeneHa imydeBast
Teparnusi Ha 00JacTh CPENOCTEHHUSI U MICHHO-HAIKITFOYNYHBIX 00-
JlacTel ¢ IByX CTOPOH B CyMMapHO# ouaroBoii go3ze 40 I'p.

Omoanennsle pe3yibmamol HAOII00EHUA

3a nayuenmamu ¢ AKTr-3C

Ha MomeHT nocneanero Haomonenus 59 (72%) nanueHToB
JMOCTHIVIA PEeMHUCCUU 3abonieBanus, u3 HUX 50 moTpeboBanoch
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2,3%

20%

45,4%

23,1%

9,2%

B Pemuccus 3a6oneBanus (n=59)

B Peryus 3a6omneBanust (n=12)
AxruBHas cranus 3abonesanust (n=30)
JleranbHblit ucxon (n=26)

He nabnronanucs (n=3)

3.8%

3,8%

15,4 %

69,3%

B [TonuopraHHasi HeJOCTATOYHOCTH (n=18)
B TpomGosmGoius jierouHoit aprepun (n=4)
MaccHBHOE KPOBOTEUEHHE B MOCNIEONEPALIIOHHOM TiepHoze (1=2)
CHHIPOM AUCCEMHUHUPOBAHHOTO BHYTPUCOCYJUCTOTO CBEPThIBaHUs (1=1)
B COVID-19 (n=1)

Puc. 4. Craryc naunentoB ¢ AKTI-9C Ha MOMEHT NOCAeAHEero
HaOAlOAEHMSI.

Fig. 4. Status of patients with ACTH-ES at the time of the last
visit.

TOJIBKO HPOBEJCHHE PaJUKAIBHOTO XHPYPTHYECKOro JICUEeHHUS,
B 2 Clly4asiX peMHCCHUs HACTYIIIJIA NOCTIe YAAJICHUs TIEPBUYHO-
IO OILYXOJIEBOTO O4ara U JBYCTOPOHHEW afpeHaIIKTOMUU, €Lle
7 mnanpeHTaM MOTPeOOBAIOCH JOMONHHUTEIBHOE HA3HAYCHHE
MEIMKaMEHTO3HOW Tepamnuy sl TOCTHXKEHHUsSI PEMHUCCHH 3a00-
JIeBaHUs, CPelU HUX B | cllydae MOCIIE XUPYPrHYecKOro jede-
Husg HOO nerkoro, 6 KypcoB XUMHOTepanuu U 89 Mec JedeHus
OKTPEOTHJIOM y TAMEHTKU HAaCTyIIIa OepeMeHHOCTb. J[mnTerns-
HOCTh PEMHCCHHU B CpefHeM cocTaBuia 36,3 mec (Me 20,5 mec
[7,75-53]), makcumainbHo — 240 mec.

B nocneonepanioHHOM NEPHOJIEC HE YAIAIOCH TOTYYUTh HH-
(opmanuio o 3 manueHTax, B CBA3U C YeM MBI He pacroyiaracm
JaHHBIMH O PaJUKaJbHOCTH NPOBEICHHOTO XHPYPIUYECKOro
neyenus (puc. 4).

VY 12 (14,6%) GONBHBIX HA MOMEHT HAIlMCAaHHs HCCIEI0-
BaHUSI OTMEUAJICS peluauB 3a0oneBanus, u3 HUX 11 — ¢ HOO
OponxonerovHoii jokanuzamuu, 1 — ¢ HOO tumyca. Bosppar
cuMnToMoB OI' 3aperucTpupoBaH Mocie NepHoja PEMHCCHU
JUIATENBHOCTBIO OT 5 110 85 mec. J{iIst KOHTpPOJIsI CUMIITOMOB
OI' 7 nalMeHTOoB B peIUIUBE 3a00JICBAaHUS TTOJTyYarOT TEPAITHI0
aHaJOraMM COMaTOCTaTHHA U | — UHTUOUTOPBI CTEPOUAOTeHEe3a
(xeroxonazon 600 mr/cyT).

JIByCTOpOHHSIST alpE€HAIIKTOMHS 10 JKH3HEHHBIM MOKa3aHH-
sm npoBezena 23 (17,7%) mauuenram, cpean HuX 16 — ¢ HOO
HEYCTAHOBJICHHOH JIOKAJIU3aIMU U 7 — C LIEJIbI0 KOHTPOJIS TSKe-
noro Teuenus Ol B peluauBe 3a00/1€BaHUs I0CTIE IPOBEAESHHOIO
PaANKaIEHOTO XHPYPIrHYECKOTO JICYEHHS H HEYIOBIETBOPUTEIIb-
HBIX PE3yNIBTaToOB JUIUTEIbHON MEMKAMEHTO3HOH TepaIiy W/ in
OTCYTCTBHSI OTBETA HA JIyUEBYIO TEPAIUIO U XUMHOTEPAITHIO.

Hudopmarust 0 cTaTyce peMUCCUH HIIH MIEPCUCTESHIINH 3a-
0oJieBaHMSI HA MOMEHT TOCJICAHETr0 HAOIOIEHHS IPEICTABIICHA
Ha pHuc. 4.

Jleranbuble ucxonpl HacTynuiu y 26 (20%) manueHToB B
Bo3pacte oT 27 10 71 rona, u3 Hux 18 OOIBHBIX yMEPIH OT 1O-
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Puc. 5. CTpyKTypa NpUYMH AETAABHOTO MCXOAQ NALMEHTOB

c AKTI-3C (n=26).

Fig. 5. The structure of the causes of death in patients with
ACTH-ES (n=26).

JIMOPraHHOM HEOCTATOUHOCTHU BCIECTBUE IPOTrPECCUPOBAHUS
3aboneBanys, 4 — BClIeACTBHE TPOMOO3MOOIMHU JIETOYHOM apTe-
pun, B | cirydae MPUYHHON JICTAIBHOTO MCXOIA CTAll CHHIPOM
JMCCEMUHMPOBAHHOTO BHYTPHCOCYMCTOTO CBEPTHIBAHMS, Pa3-
BuBLIMICS Ha 10-€ CyTKH mocie IBYCTOPOHHEH aJpeHalIIKTo-
MHH, B 2 CITy4asX CMepTh HACTYIHIIA B pe3yNIbTaTe MACCHBHOTO
KPOBOTEYEHHS B IOCIIECONICPAIIOHHOM IIeprofe, | marueHTka
ymepna ot ociioxxkHeHuit COVID-19 (puc. 5). B 9 ciyuasix nep-
BUYHBIH OITyXO0JIEBBI 04ar 0cTaBajcs HEyCTaHOBICHHBIM JaXe
1ocje NpoBeieHHs ayTolcuu. Y 18 manueHToB cMepTh HACTY-
IIIJIa B aKTUBHOH CTaanH 3a00/IeBaHMS.

OO6cyxaeHne

B Hamem uccnienoBanuu npezcrasieHa koropra u3 130 na-
muentoB ¢ AKTI-OC. Ha nmaHHBIEi MOMEHT 3TO camasi 00Jib-
1iast cepusi HaOIIIOICHHI MAIMeHTOB, OMKMCaHHas B Mupe. Ham
YAaJI0Ch HAalTH BCETO 2 MUCCIeN0BaHMS Ha OOJBIINX BEIOOPKAX
manreHToB ¢ AKTI-OC. Tak, B 2001 1. J. Aniszewski u co-
aBT. [12] omyOIMKOBaIH TaHHBIC OJHOLCHTPOBOTO PETPOCIICK-
TUBHOTO HccienoBanust 106 ciydaeB 3aboneBanus B CIIA,
IIPE/ICTaBUB ONMCAHNE KIMHUYECKHUX ACTIEKTOB, METO/IOB JIeue-
HUs U nocienyoomero Habmoaenus nanuentos ¢ AKTI-OC,
IpOJICYEHHEIX B nepuox 1956—1998 rr. B 6omnee mo3aueit pado-
Te M. Davi u coaBr. [13] npoBeeHO MHOTOIIGHTPOBOE HCCIIC-
nosanue 110 6onbHBIX, HaOMOMABIIUMXCS B 17 neHTpax Mranuu
B 19862014 rr., rae npoaHalu3upoBaHbl (PaKTOPBI, BIUSIONINE
Ha BbDKHBaeMocTh namuenToB ¢ AKTI-OC.

Ilo pe3ynpraraM TPOBENCHHOTO HAMH HCCIEHOBAHUS
AKTT-OC Haubonee 4acTo BCTpedyaeTcs B TPYIOCHOCOOHOM
Bo3pacre. CpenHHid BO3pacT MalieHTOB HA MOMEHT MOCTaHOBKH
nmar’osa cocraBmit 41,5+15,6 rona, ¢ mpeodiaaromM 9UCIOM
JIHL XKEHCKOTo nonia. CXOHBIE TaHHBIE 10 COOTHOIIEHHIO MTOJIOB
IIOJTy4YeHbI U B e IPYTUX UCCIECA0BAaHUI, OTHAKO BO3PACT AU-
arHOCTHKH 3a00JI€BaHUsl 3HAYUTEIIFHO BapbHPOBAJl, COCTABIISSA
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36,1+£10,8 roma B uccienoBanuu A. Espinosa-de-los-Monteros
u coasr. [14], 52+15 roma no nanubM 1. Lase u coasr. [15] u
56,6+16,3 rona B pabore J. Palen-Tytko u coasr. [16].

OnpezneneHHyIo CI0KHOCTb PEACTABIIAIOT HE TOJIBKO TOIH-
YecKasi IMarHOCTHKA, HO U B IIEPBYIO ouepeb AuddepeHnanbHas
quardoctuka AKTT -3aBucumbIx dpopm Ol B kiuHuYecKkol npax-
THKE BCTPEYAIOTCS CITydau, KOTza MalyeHTaM OIHO0YHO UarHO-
crupyercs BUK u naxxe mpoBoauTes onepanus Ha rurnoduse 10
TOrO, KaK OylleT OKOHYaTelabHO ycTaHoBleH nuarHo3 AKTI-OC.
B Hameii BbIOOpKE HEHPOXUPYPrUUECKUE ONEPAlMK BHITOIHEHBI
B 7,7% ciygaeB y manuentoB ¢ AKTI-OC u mHImMAeHTanoMa-
Mmu runodusa. B nccnenoBaHusx Ipyrux aBTOPOB OIIMOOYHBIE
BMEUIATENILCTBA HAa TUMO(U3E TAKKe POBOIMIINCH TAllUEHTaM C
MHIUICHTaI0MaMu rumodusa B couerannu ¢ AKTT-OC. Harnpu-
Mep, B pabore A. Espinosa-de-los-Monteros u coasr. [14] gacto-
Ta HEUPOXUPYPrUIecKuX BMeELIaTeabCcTB cocTaBmia 18,75% u B
cpenuem 10—14% B psine 3apyOexHsbix padot [10, 17].

B Hactosimee BpeMsi cpequ BceX MeTomoB auddepeHiu-
anpHOM auarHoctuku AKTT-3aBucumbix ¢opm OI cenexTuB-
HbIH 3a00p KPOBH U3 HIDKHUX KAMEHHUCTBIX CHHYCOB CUMTAETCs
HanOosee TOYHbIM. PaGoTBl MOCIETHHUX JIET CBUAETENLCTBY-
IOT O YYBCTBUTENBEHOCTH MeTona 85-95% u crermpuaHoCTH
98-100% [11]. B penkux ciaydasx BOZMOXKHO ITOJYHIECHHUE JIOK-
HOTIOJIOXKUTEIBHBIX Pe3yabTaToB y manueHtos ¢ HOO, npony-
mupyrommu KPI. B Hamem uccnenoBanuu cpenu 74 mamu-
€HTOB, KOTOPBIM BBINOJHSJICS CeNEKTUBHBIN 3a00p, y 2 (2,7%)
MOJTyYeH pe3yabTart, CBHIETENbCTRYIOmMNN B monb3y bUK, ox-
HAaKO MPOBEIEHHOE B JaJbHEHIIIEM HEUPOXUPYPrUueCKOe BMe-
[IaTeNILCTBO HE MO3BOJIMIIO JOOUTHCSI PEMHUCCUH 3a00JIeBaHUS.
Takum 00pa3oM, Jaxke BBIIBICHHE MUKPOAICHOMBI TUIodu3a
He 00s13aTeNIbHO O3HAYACT, YTO HaleHa nmpuyrnHa O, U, Kak 1mo-
Kazajo Hamie uccienopanue, nauueHtsl ¢ AKTI-OC Hepenko
MOTYT UMETh OITyXOJIb THIIO(H3a B COYETAHUH C KapLUHOU-
HOM OMYXOJIBIO IPYTOH JIOKATN3aIliH.

CoracHO JaHHBIM JuTeparypbl, HOO Oponxonero-
HOHM JIOKalM3alluu SBISIOTCS HauOosee 4YacTod IPUYMHON
AKTI-OC [2, 18], yTo NOATBEPkKAAIOT PE3yIbTaThl IPOBE/ICH-
HOTO HaMU HcclieoBaHus. Bropoe mecto no yactore coctaBu-
JU KapuuHOUIs! THMYca — 6,9%. B 1o Bpems kak yactota HOO
THMYCa B LIEJIOM COBIAJaeT C MUPOBBIMH JIAaHHBIMH, TJ€ HO-
BOOOpa30BaHUs TUMYCA C SKTonmuueckoi mpoaykuueir AKTT B
cpeaHeM Bcrpedarores B 4,1-8% ciydaes [15, 16] u B enquany-
HbIX paborax B 12,5 [14] u 16% cnyuaes [19], vactora H3O
OpOHXOJIETOYHOM JIOKAIM3alliK B HAIlIEM HCCIICIOBaHUU camast
BBICOKAsl CPeIM BCEX IPE/ICTABICHHBIX B IUTEPATYPE JaHHBIX.

3HAUUTENHHO PeKe MEPBUYHBIN OIyXOJIEBBI OYar pacrioyo-
JKEH B OPIOIIHOM IOJIOCTH WM B 3a0PIOLIMHHOM MPOCTPAHCTBE,
cocrapsist MeHee 15% Bcex mpuuuH AKTI-OC. IlpumepHo B
2,5-5,5% npranHON 3a00NeBaHMs SBISIOTCS (PEOXPOMOIIUTOMEI,
crniocoOHbIe poxyimpoBars AKTI w/umu KPT' ¢ popmupoBannem
KimHUYecKkor kapTuHbl OI [4]. B GonbmHCTBE citydaeB eoxpo-
MOIIUTOMBI MUMEIOT CPaBHHUTENILHO OaronpHATHOE KIMHUYECKOEe
TEUeHHUE, U TOIBKO eIMHIYHEIE CITyJan MOTYT OBITh HPE/ICTaBIe-
HBI OITyXOJISIMU C Pa3BUTHEM OTAAJICHHBIX METacTa30B.

B nuteparype HMMEIOTCS ONMMCAHHS OTIENBHBIX CIy4acB
H3O0 cnemnoii k1K 1 4epBeoOpa3HOrO OTPOCTKA, ACCOLUH-
poBarnbix ¢ AKTI-OC [5, 20]. Cnexyer ormeruts, uto HOO
anneHauKca MeHee 4eM B 1% ciiyyaeB CONpPOBOXKIAIOTCS TOp-
MOHAJIBHOW THUHEpHpoAyKuuei. Mbl HaOmonanu MnanueHTKy,
0COOEHHOCTBIO KOTOPOH SIBJISUIOCH LIUKIIMYECKOE TEUCHHE 3a-
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OoseBaHus (MIPOIODKUATEIBLHOCTD IUKIIOB D' BapbupoBaia oT
2 no 11 mMec, ¢ MPOMEKYTKaMU HOPMaJIbHON CEKPELH KOPTHU30-
Ja OT 2 Hex 10 3 JIeT), B CBA3Y C YeM MCTOYHUK 3KTOIHYECKOI
npoxykuun AKTT B Teduenue 6 yetr ocraBalics HEYyCTaHOBJICH-
HbIM. [Taromopdonornueckoe ucciienoBaHue yIaleHHOTo 00pa-
30BaHMUS CBUZICTENILCTBOBANIO 00 arpeCCUBHOM XapaKTepe OIyXo0-
JIM, 9TO TaKKe sIBIeTCs peAKocThio A1t HOO annenaukea.

XUpypruueckoe JICUeHHE OCTaeTCs METOIOM BBIOOpa TpH
AKTI-OC ¢ mpenBapuTenbHO yCTAHOBJICHHOW JIOKaIHM3ald-
et H20. Kak mokasano Hamie HCClENOBaHUE, PaJUKaIbHOE
yZlaJeHHe MEepPBHYHOTO OITyXOJICBOTO Odara ITO3BOJIIET TOOHUTH-
Csl peMUCCHH 3a0oreBaHus B 72% cilydaeB, 4TO 3HAYUTEIHHO
BBIIIIE, YEM COOOIIANOCh B juTeparype. Tak, B HCCIENOBaHUU
A. Espinosa-de-los-Monteros u coasr. [14] 65 u3 90 nanueHToB
MOJIBEPIIUCh XUPYPrUUECKOMY BMEIIATEIBCTBY, U3 HUX TOJIBKO
40 (61,5%) noctumu peMuccHU 3a00JIEBaHUS B PaHHEM TOCIIe-
omneparrionHoM nepuoze. ITocne neprnona HaOMIOAESHNS JUTUTENb-
HOCTBIO OT 1 Mec 10 16 JieT y 5 malueHToB BO3HUK peluiuB, B
CBSI3H C Y€M YaCTOTa JIUTEIBHOH PEMHCCHHU CHI3MIIACH 110 54%.

YacToTa peruIuBOB 3HAYUTENFHO BAPHHPYET B 3aBUCHMO-
CTH OT aHaTOMHYECKOTO PACIOJIOKCHHS OIYXOJH, COCTaBIIASA
0-40% y mnanuentoB ¢ HOO OpoHxoserouyHoi okainza-
nuu [2, 21, 22], no 70% y namuentoB ¢ HOO tumyca [23]
u 1o 80-100% y mamueHToB ¢ MEJIKOKIETOUYHBIM PAaKOM JIET-
koro [13].

B Hacrosiniee Bpems He cymiecTByeT 3G ¢eKTUBHBIX (ap-
MaKOJIOTHYECKUX IPEenaparoB, CIOCOOHBIX CaMOCTOSTEIHEHO
MPUBECTH K JUIMTEILHOW CTOWKOW pEeMHCCHH 3a0O0JieBaHuUs, a
IPUMCHCHUE KOM6I/IHI/IpOBaHHbIX CXEM TEpalnu TakKKe€ HE BCCT-
Jla IO3BOJISIET 1OOUThCS peMUCCUU. B psze ciaydaes onTUMaib-
HBIM pEIICHUEM CTaHOBHTCS IBYCTOPOHHSS aJpeHaIIKTOMHUS,
MO3BOJISIIONIAsl TOCTHYL OBICTPOTO HACTYIICHHS TEpaneBTH-
gyeckoro 3¢pdekra, 3HAUNTETHHO NMPOMIUTH KU3Hb TAlMEHTA,
M30aBHB €r0 OT BCETO CIIEKTPA IPOSBICHUH U OCIOKHEHHUIT OI.

3akAlueHue

Benenue namuentos ¢ AKTI-OC TpeOyeT 3HaUNTEIBHBIX
YCUJIMA ¥ CIQXEHHOTO MYJIBTHAMCLUILIMHAPHOIO TOAXOJA.
Pa3Ho0Opa3ue BO3MOXKHBIX JIOKAJTH3AIMH TEPBUYHOTO OIMYXO-
JICBOTO OYara 3HauUTEJIbHO 3aTPYAHSCT JUATHOCTHKY JTaHHO-
ro 3aboneBanus. CBOEBpeMEHHasl TONWYECKas JAMAarHOCTHKA
W paZMKalbHO MPOBEAEHHOE XHpypruueckoe jedenue B 72%
CJIydaeB MO3BOJISIFOT JTOOUTHCS PEMHUCCHHU 3a00JICBaHUS, TIPE/-
OTBPAaTHUTh METACTa3MpPOBAaHHE OIYXOJIM, YIYYILIHTh MPOTHO3
U Ka4eCTBO JKU3HH ManreHToB. OJHAKO JjaXKe MPH yCIIEIIHOM
JICYEHHH OCHOBHOTIO 3a0o0jieBaHus Bce nanueHTsl ¢ AKTI-DC
HY)KIAI0TCS B IMHAMUYESCKOM HAOJIOICHUH IS PAHHETO BBISB-
JICHUS pELMIUBa 3a00ICBaHMsL.

KondumKT HHTepecoB. ABTOPHI 3asBISIOT 00 OTCYTCTBUU
KOH(JIMKTA HHTEPECOB.

Conflict of interests. The authors declare no conflict
of interest.

Hcrounuk punancupoBanus. VccrenoBanue mpoBeaeHo
npu noxpaepkke Poccuiickoro HayuHoro ¢onnma (rpant PHO
19-15-00398).

Funding source. The research was carried out with
the support of the Russian Science Foundation (RSF grant
19-15-00398).

TERAPEVTICHESKII ARKHIV. 2021; 93 (10): 1171-1178. 1177



ORIGINAL ARTICLE

https://doi.org/10.26442/00403660.2021.10.201102

Cnucok cokpameHmi

AKTT — aapeHOKOPTHKOTPOITHbIH TOPMOH

AKTT-OC — AKTT -3KTONMpOBaHHBI CUHIPOM

BUK — 6one3ns Mnenko—Kymmnra

KPI" — KOPTUKOTPOIIMH-PHIM3UHT-TOPMOH

1/y — nuMpaTHyecKue y3Jbl

MCKT — mynbsricnupaibHas KOMIIBIOTEpHAst TOMOT padust

MPIIX — MegyuIsipHbIi paK HMTOBUIHOM Kene3bl
H3O0 — Helipo3HA0KpHHHASL OITyXOJIb

12K — muToBUAHAS KKene3a

OI' — 3HAOTeHHBII THIEPKOPTULIN3M

Me — mennana
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