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HaunoHanbHbIN MeANLMHCKUI NCCIie[oBaTeNIbCKUI LeHTP SHAOKPUHoNorum, Mocksa, Poccua

DHAOreHHbIN rMnepkopTULKU3M (3I) — 3TO TAXKENbI CMMNTOMOKOMMJIEKC, Bbl3blBaeMbli N36GbITKOM MIOKOKOPTUKOUAOB
B opraHu3me. B cootBeTcTBUM C 3Tnonormnen ebigenaoT AKTI-3aBucnmbin 1 AKTI-He3aBMCUMbIA BapuaHTbl, KOTOpble,
cornacHo nutepartype, BcTpeyvatotca B 70-80% u 20-30% cnyuyaeB cooTBeTcTBeHHO. Pegkon npuunHon AKTI-3aBucu-
MOro 3HJOreHHoro runepkoptuymnsma asnaetca AKTI-aktonuposaHHbI cuHapom (AKTI-3C) (okono 15-20% cnyuaes).
AKTI-3C — crHApOM rvnepnpofykumn agpeHoKOpPTUKOTponHoro ropmoHa (AKTI) HelposHAOKPUHHBIMK OMYXONAMM
BHerunodusapHoro npoucxoxgeHusa. AKTI moryT cekpeTnpoBaTb pa3nnMyHble Oonyxonun: OBpOHXONEroYHbIN KapumnuHons,
MENKOKNETOUHbIV pakK JIerkoro, pexe — KapuMHOMA TMYCa, OCTPOBKOBOKNIETOUHbIE OMYXONN U KapLUHOUL Nomgxeny-
[IOUYHOW Xese3bl, MefyNNAPHbIV PaK WMTOBUAHON »Kene3bl, KapLUHOUAHbIE OMYXONUN KNLWEYHWKA, AMYHNKOB, a TakKe de-
oxpomouuntoma (OXLL).

B paHHOI ny6nuKaumy npeacTaBieH KIMHUYECKUI Cilyyall pefiko BbliBiAeMOl NapaHeonnacTuyeckon npogykuumn AKTI
deoxpomoumTomMoii. MNauueHTKa umena KNnHUJYeCcKne NposaBneHnsa rmnepKopTULmM3ma, B CBA3M € uem obpatunach B MHL, PO
®OrbY «HMUL, sHpokpuHonorum» MuHsgpasa Poccun. B xone obcnegosaHua noareepxkaeH cmHapom Kywmnra (CK), npm
MySIbTUCNNPANbHON KoMMbloTepHo Tomorpadun (MCKT) 6ptowHON NonocTy BbifABeHO o6beMHoe obpa3oBaHMe NeBoro
HagnoyeyHuka. lononHuTenbHoe obcnefoBaHue 3adMKCUPOBaNO MHOFOKPaTHOE MOBbILEHWE YPOBHA METUANPOBAHHbIX
NPON3BOAHbIX KaTexonaMMHOB B Moue. Bnocneactaum 6onbHol 6bina npoBeeHa NeBOCTOPOHHAA agpeHansktomus. [ina-
rHo3 «DeoxpomoLuTomar» noaTeepxaeH Mmopdonornyecku, MMMyHOrMCTOXUMNYECKOe NCCNiefloBaHe NPOAEMOHCTPUPOBA-
NO HTEHCUBHYIO SKCMpPeccuio XxpomorpaHuHa A n AKTI-kneTkamm onyxonu.

KJTIOYEBbIE CJIOBA: AKTI-3kmonupo8aHHbili CUHOPOM; heoXpOMOUUMOMd; CUHOPOM 2UNepKopMUyU3MAa.

FULMINANT HYPERCORTICISM DUE TO ACTG PRODUCING PHEOCHROMOCYTOMA
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Endogenous hypercorticism (EH) is a severe symptom complex caused by hypercortisolemia; according to the etiology,
ACTH-dependent and ACTH-independent variants are distinguished, which, according to the literature, occur in 70-80%
and 20-30% of cases, respectively. A rare cause of ACTH-dependent endogenous hypercorticism is ACTH-ectopic syndrome
(ACTH-ES) (about 15-20% of cases). ACTH-ES is a syndrome of adrenocorticotropic hormone (ACTH) hyperproduction by
neuroendocrine tumors of extrahypophyseal origin. Various tumors can secrete ACTH: bronchopulmonary carcinoid, small
cell lung cancer, less frequently, thymus carcinoid, islet cell tumors and pancreatic carcinoid, medullary thyroid cancer, carci-
noid tumors of the intestine, ovaries, as well as pheochromocytoma (PCC).

This publication presents a clinical case of rarely detected paraneoplastic ACTH production by pheochromocytoma. The pa-
tient had clinical manifestations of hypercorticism, therefore, she applied to the Russian National Research Center of Endo-
crinology of the Ministry of Health of Russia. During the examination Cushing’s syndrome (CS) was confirmed, multispiral
computed tomography (MSCT) of the abdominal cavity revealed a voluminous formation of the left adrenal gland. Addition-
al examination recorded a multiple increase in urinary catecholamine levels. Subsequently, the patient underwent left-sided
adrenalectomy. The diagnosis of pheochromocytoma was confirmed morphologically, immunohistochemical study demon-
strated intensive expression of chromogranin A and ACTH by tumor cells.
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AKTYAJIbHOCTb

CuHapom skTonnyeckon cekpeunn AKTI aBnaetca pegkon
naTonorvel B NpakTrKe Bpaya SHOOKPNHOSOra 1 BMeCTe C TeM
KIIMHMYECKU TSPKENIO NpoTeKaloLumM 3aboneBaHnem, NprBoas-
LM K CMepPTeNIbHOMY UCXOAY MPW OTCYTCTBMM CBOEBPEMEHHOMN
OMarHoCTMKM 1 neyeHua. CornacHo pasnnyHbIM UCTOYHKKaM
nutepatypbl, AKTI-5KTONMPOBaHHbIA CUHAPOM BCTPeYaeTcA
B 15-20% cnyuyaes gmarHoctMpoBaHHoro AKTI-3aBucrmoro
BapmaHTa JI. B ctpykType AKTI-3KTONMPOBaHHOrO CUHAPOMA
OXL, no gaHHbIM KNNMHUYECKUX WCCNeQoBaHWNA, COCTABASET
ot 2,8 0o 5,6%, Toraa Kak OpoHxXMasbHbIV KapLUMHOWA BCTpeYa-
eTcay 5-38,9% nccnegyemblx, MENKOKETOUHbIN PaK JIerkux —
y 3,3-50%, HelposHpoKpuHHaa onyxonb (H30) KuweyHu-
Ka — 8,9-17%, kapumHoung Tumyca — 4,7-11%, megynnapHbin
paK wutoBuaHoOM xenesbl — 2-8,5% [1]. B aTMonormnyeckom
CTPYKTYpe JaHHOro CMHAPOMA, Hapsaay C MefdynnAapHbIM pa-
KOM WmToBuaHOM Xene3bl, OXL| 3aH1MaeT ogHO 13 NocneaHnx
MECT, YTO MOXET 3aTPYAHATb AWArHOCTMKY M BBOAWUTb B 3a-
GnyxaeHue faxe onbITHOro Bpaya. OCHOBHas C/TOXHOCTb 3a-
KJIIOYaeTCcA B TOMNYECKOM OOHapy»eHnn oyara abeppaHTHON
npogykumm AKTI. B HacTosAlee Bpems Npu COMHUTENbHbIX
pe3ynbTaTax TOMMYeCKON ANAarHOCTUKM (Manblil pa3mep/oTcyT-
CTBUE afileHOMbI rnodu3a) CyLecTByeT BO3MOXHOCTb MPOBe-
[EHUA CeNeKTMBHOIO 3abopa KPOBU U3 HUMKHMX KaMEHMCTbIX
CUHYCOB — MeTOAQ, 06/1afaloLLero BbICOKOW YyBCTBUTENBHO-
CTblO U cneumdnUHoOCTbIO (94-96% 1 100% COOTBETCTBEHHO)
W HanpaBneHHOro Ha AnddepeHLmnanbHyo ANarHoCcTuky 6o-
ne3nu Muenko-KywuHra (BUK) c AKTI-sktonmen.

B cBsi3n C Tem, YTO MaLMEHTbl C NOJOOHON naTonoruen
Hy>[aloTca B 6oree WPOKOM CNeKTpe AMarHOCTUYECKUX UC-
CNIEA0BAHUIA U HE3aMeANTENbHOM IeYeHM C yyeTom dynb-
MWHAHTHOTO 1 MPOrpeccupyIoLLEro TeYEHWS, CYMTAEM BaXKHbIM
noaenuTbCcA COOCTBEHHBIM OMbITOM BEAEHVA MaLMVEHTa C Aua-
rHo3om «AKTI-npogyurpytoLas peoxpomoLuToman.

KNUHUYECKIMI CNYYAW

OMUCAHUE CNYYAA

MauweHTKka H., 31 rog, obpatunacb B THU PO ®OIrbY
«HMWULU sHpgokpuHonornn» MunHsgpasa Poccnu ¢ xano-
6amMn Ha obLYI0 U MblleYHY CnaboCTb, BbIPaXKeHHYHO
NOTNNBOCTb, CHUXKEHME NMaMATU, HapyLlleHne peuu, no-
BbllLEHME YPOBHA MI0OKO3bl KaNnMNAPHOW KPOBU MaKCU-
ManibHO A0 9,7 MMOJIb/N, U3BBITOUHYIO XaxAy, NOBbILLe-
HVUe YpOBHEeN apTepuanbHOro AaBfleHUA MaKCMMasbHO
go 200/100 MM pT.CT., M3MEHEHUe BHEWHOCTN (OKpy-
rneHune nuua, NoABMEHME TEMHbIX BOJIOC Ha NinLe, Cbinu
B 06/1aCTU N1La 1 30HbI JEKONbTE), CYAGOPOrM B HUXKHUX
KOHEYHOCTAX.

CornacHo aHamHe3y, nauueHTKa cuuTaet ceba 6osb-
How ¢ neta 2021 r.,, Korga Cctana oTMe4yaTb NoBbiweHne ALl
fo 200/100 mm pT.cT. dnusogbl nosbiweHnsa ALl cBA3biBa-
Nla C MOCTOSAHHbIM CTPECCOM MOC/e POXAEHWUA MNepPBOro
pebeHka (2019 r.). MegnMKameHTO3Has Tepanua He HasHa-
yanacb. CamouyBCTBME MAUMEHTKN OCTaBasochb YAoOBIeT-
BOpUTENbHbIM A0 oceHn 2022 1. 24.09.2022 nauuneHTKa ne-
peHecna NpUCTyn C NoTepen NamMATU, HaPYLLIEHVAMN Peyn.
28.09.2022 rocnutanusvMpoBaHa B O6MACTHYlO KAMHUYe-
cKyto 6onbHUUy. B xoge rocnutanvsauun 3anogo3peHa 6o-
ne3Hb NueHko-KywurHra/AKTI-3KTONMPOBaHHbIA CMHAPOM.
Mo paHHbIM NabopaToOpHbIX MCCNefOBaHWIA: KOPTU30N —
1178,0 umonb/n (171-536), AKTI — 168,7 nr/mn (5,0-60,0),
T — 1,25 mKkME/mn (0,27-4,2), c8.T4 — 14,1 nmonb/n
(12,0-22,0), nponaktmH — 122,0 mME/n (127-637), anb-
poctepoH — 93,2 nr/mn (0-199); HouyHOW nopaBnAio-
wum Tect ¢ 1 mr gekcamertasoHa — koptmson B 08:00 —
892,8 Hmonb/n (Hopma — MmeHee 50). MMukemnsa nepep
egon — 7,65-9,76 mmonb/n. Mo gaHHbim MPT ronoBHoro
MO3ra, 04aroBbIX MaTONIOMMUYECKMX U3MEHEHWI He BbisiBMe-
HO, Ha MCKT Hagno4yeyHMKOB — CcermeHTapHasA runepmnna-
31151 IEBOrO HaZINOYeYHMKa.

Ta6bnuua 1. JaHHble na6opaToprlx MCCNefoBaHNM, BbIMOSIHEHHbIX MPY MICXOAHOM ob6cnegoBaHUK 1 nocne KOHCEePBATUBHOIO fievyeHnA

3 HeAa. nocne

Mokasarenb ngv:)gf:::::;- "::;ee::‘;:a’ ° n:licc:l;eB Pegepenchbie
BaHUMN ,,2,,',:,‘:‘,’\‘,‘,: ‘,:;’T'f_ onepauyun shauenns
KOHasona

AKTT yTpo (nr/mn) 313 243 51,02 7,2-63,3
AKTT Beuep (nr/mn) 204 - 14,47 2-25,5
KopTmzon yTpo (Hmonb/n) 2588 4933 444,4 171-536
KopTmnzon Beuep (HMonb/n) 1548 - - 64-327
KopTn3on ceoboaHbIVi B BeUepHel CitoHe (HMonb/n) 220 - 0,5 0,5-9,65
KopTn3on cBo6OAHbBI CYTOUHON MOUM (HMOMb/CYT) 12332 >35000 111,8 100-379
MeTaHedprH CyTOUYHOM MOYM (MKF/CyT) 1122,9 - 83,81 25-312
HopmeTtaHedpuH cyTouHOM Moun (MKr/cyT) 1039,11 - 146,37 35-445
XpomorpaHuH A (HMonb/n) 3,50 - 0,7 <2
[MioKo3a BEHO3HO NJla3mMbl, HaToLLaK (MMosb/n) 11,34 - 4,5 3,1-6,1
[MKnpoBaHHbI reMornobuH (%) 7.4 - 52 4-6
Kanuin (mmonb/n) 3,5 - 52 3,5-5,1
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locnutannsmnposaHa B8 HL PO OIBY «HMWL, sHpo-
KpuHonoruu» MwuH3gpaBa Poccun pna  obcnenoBaHusA
1 onpefeneHna fJanbHenwen TakTuku nedveHus. MNpu no-
CTYNNIeHUN: COCTOAAHME cpefHen TaxecTn. OTMeyaeTca mns-
MEHEHME BHELIHOCTU: JlyHOOOpa3HOe NNLO, MATPOHU3M,
nepepacnpegeneHne  MNOAKOXHO-KUPOBOW  KNEeTyaTKu
NO KYLWMWHIONAHOMY TUNY — Cra)KMBaHWe OYepTaHun Ta-
NN, NCTOHYEHUE >KNPOBOW KIETYATKU U KOXKWU BEPXHUX
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N HUPKHMX KOHEYHOCTEN, TMPCYTM3M (POCT MECTKUX TEMHbIX
BOJIOC B 06/1aCT NofbopofKa 1 Hag BEpPXHel rybon), ny-
CTyne3Has Cbifb B 06/1aCTY LWeK, 30HbI AeKOSbTE, MJIeYEBOr0
nosica 1 BepxHen NosIoBUHbI CnuHbl. ALl — 180/90 mm pT.CT,,
YCC — 89 ya/MuH.

B xope obcnepoBaHMA B CTauMoOHape MOATBep»KAeH
AKTT-3aBMCMMbIN  TUNepKoOpTULM3M. [JaHHble rOpMOHanb-
HbIX MCCNEefOBAHUI NpeacTaBeHbl B Tabnuue 1.

PI/ICyHOK 1. MarHI/ITHO-pe30HaHCHaFI TOMOFpa¢Mﬂ r|/|n0¢|/|3a — CTpenkKaMun yKasaHa MMKpoaJeHOMa 3a,U,HeVI YacTtn aneHormnod)Maa.
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PuicyHoK 2. Busyanusauus nesoro HagnoueyHuka Ha MCKT opraHoB 3a6polUHHOIO MPOCTPaHCTBa: 1 — KpacHas CTpesika yKasblBaeT Ha feBblii
HaZAMNOYEYHWK, CUHAR CTPENIKa — Ha onyxoneBoe 06pa3oBaHue; 2 — KpacHas CTPesika yKasblBaeT Ha N1eBbl HaAMOUYeUHVIK.

B 6UOXMMMYECKOM aHanm3e KpoBU 3aperncTprpoBaHa
TAXenaa runokanuemusa: kanunm — 1,9 mmonb/n (3,5-5,1).
MaumeHTKa oulyllana BblIPa*KEHHYIO MbILIEYHYIO CN1aboCTb,
TaxukKapguilo, nepuognyeckue 6onesHeHHble Cynoporu
B MbILILAX HVXHMX KOHEYHOCTeN. B pamkax cumntomaTu-
YecKoro JfeyeHuWsa npoBoAWiacb MHOY3MOHHas Tepanus
4% pacTBOPOM Kanus xnopuga B oobeme 240 mr/cyT B Te-
yeHve Hepenu, MHULUNPOBaH NpUeM Kanuin-coeperaroLmx
ONYpPeTUKOB (cnupoHonakToH 300 mr/cyT) N Kanun-cogep-
Xawmx TabneTnpoBaHHbIX npenapatoB (KanuHop: Kanus
uuTtpat 1,56 r 3 pasa B CyTKu), Ha GOHe Yero yaanoch nocre-
MeHHO HOPMarnM30BaTb U CTabMAN3MPOBATbL Kanui KPOBU
Ha ypoBHe: 3,5-4,59 mmonb/n. Ha doHe KoppeKLmu ypoBHs
Kanuma KPOBU HECKONbKO YMEHbLUUIUCh MPOABIIEHNA Mbl-
LeYyHom cnabocTu, HO Bbipa)KeHHble 60e3HeHHbIe Cy[opo-
I HOT OCTaBaNUCh, YTO TPeOOBANO NPUMEHEHUS CMMITOMA-
Tryeckon Tepanuu HIMBC.

Mpu  CKPWHWHTE  OCJIOKHEHWIA  TMNEPKOPTULM3MA,
Ha OCHOBaHWUM MOJTyYEeHHbIX NoKa3aTenen (rioko3a BEHO3-
HOWM Mnasmbl KPOBU HATOWAK, MMMKUPOBAHHbIA FemMormno-
OUH — YyKaszaHbl B Tabn. 1), NaumMeHTKe AUArHOCTUPOBaAH
caxapHbll AvabeT BCNeACTBME SHAOTEHHOro rMnepKopTu-
UM3Ma, B CBA3M C YEeM VHULUMPOBaAHA WHCYIMHOTepanus

B 6a31cC-60/1I0CHOM peXXume, [OCTUTHYTHI LiefieBble NMoKasa-
TENN rMMNKeMUN.

Mpu yctaHoBke AKTI-3aBucmmoro xapaktepa I ana
anoddepeHumanbHon guarHoctuku BUK n  AKTI-akTonu-
POBaHHOIro cuHapoma nposegeHo MPT-uccnegosaHume ro-
NIOBHOTO MO3ra C KOHTPacTMpPOBaHUEM, KOTOPOE BbIIBUMIO
MUKpOaZeHOMY 3afHel YacTu ageHorunodrsa pasmepamm
3x3,5 Mm (puc. 1).

[na onpepenenua ncrtoyHmka cekpeummn AKTI nauwm-
€HTKe BbIMOJIHEH [IBYCTOPOHHUN CENIeKTUBHbIV 3ab60p Be-
HO3HOW KPOBU M3 HVIXKHUX KaMEHWCTbIX CMHYCOB (Tabn. 2),
KOTOpbI MOKa3an OTCYyTCTBME rpagmeHTa cekpeuumn AKTT:
MaKCMManbHbIA rpagueHT cnpaea coctasun 1,15, cneBa —
1,10. AHanu3 rpagneHTa NPosakTMHA U YPOBHA NOCTAHOB-
KM KaTeTepoB MO3BONUA UCKIOUYNTb BO3MOMXHOCTb TEXHU-
Yyeckou oWnobKu.

MpoBeneH Nouck NMctoyHmka aktonun. MCKT nerkmx
1 cpepocTeHms He 0OHapyXuUio NaTonornyeckux obpaso-
BaHui. B cBoto ouepeab, MCKT 6ptoliHOM Nonoctu 1 3a-
OGpPIOWIMHHOrO NPOCTPAHCTBA NoAgTBepAuia obpasoBaHue
NeBOro Hagnoye4yHnka oBanbHon ¢opmbl (puc. 2) pasme-
pamu 37x30x46 MM, 310KaueCTBEHHOro ¢peHoTmna (nnoT-
HocTblo 42/49/69/60 Hounsfield units (HU) B HaTuBHyto/
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Ta6bnuua 2. Pe3yanaTb| 3a6opa KPOBW N3 HUXHUX KaMEHUCTbIX CUHYCOB
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AKTI
s e o AT wonay ST
Bpemsa ﬂ:)::;cm jl‘::;:' Nepudepusa  UEHTPOM n nepudepuneii cpoom olweHme

CnpaBa CneBa CnpaBa CneBa
-5 MUH 270,2 244,6 235,7 1,146 1,038
0 MmuH 234,6 256,8 232,8 1,008 1,103
+3 MUH 256,1 251,9 241,5 1,06 1,043 0,257 0,581
+5 MuH 254,6 243,5 222,5 1,144 1,094
+10 MWH 248 246,8 237,6 1,044 1,039

MponakTuH

-5 MUH 809,6 344,9 181,7 4,456 1,898
MakcumanbHbin rpagueHt AKTI mexay ueHTpom v nepudepuen — 1,146 cnpasa; AKTI/nponakTuH — HOpMann3oBaHHOE COOTHOLLEHNE COCTaBWIIO:

cnpaea — 0,257, cneBa — 0,581. Pe3ynbTaTbl CBUAETENBCTBOBANN B NOJb3Yy BHErMNodun3apHOro reHesa runepkopTmumama.

apTepuanbHy0/BeHO3HYO/0TCPOUYeHHY0 (15 MuH) dasbl
KOHTPaCTUPOBaHMNA COOTBETCTBEHHO, abCOMIOTHbLIN WH-
nekc BbimbiBaHUA (APW) — 33%, OTHOCUTENbHbIN UHAEKC
BbIMbIBaHUA (RPW) — 13%; Hepe3kas guddy3Has runep-
nnasms oboux HapgnoyeyHukosB. O6pa3oBaHMe NEBOrO
HaZMo4yeyHMKa pacLeHeHO KakK ouar 3KToMnuyeckomn ce-
Kpeunn AKTT.

YuntbiBad Hanmume BbICOKOMIOTHON OMYXONW Haf-
MOYeYHMKa, TAaKXKe MPUHMMAA BO BHUMaHMe TOT ¢akKT,
yTo napaHeonnactTmyeckasa cekpeuua AKTI moxeT 6bITb
obycnoBneHa Hanmuunem OXL, nposepmeHo onpepene-
HMe MEeTUNMPOBAHHBLIX MPON3BOAHbIX KaTexonaMMHOB
B CYTOYHOW moue. o faHHbIM NabopaTopHOro aHanmsa:
meTaHebprH — 1122,9 mKkr/cyT (25-312), HopmeTaHed-
pvH — 1039,11 mkr/cyT (35-445), xpomorpaHuH A —
3,50 HMonb/n (<2 HMONb/N), YTO CBUAETENbCTBOBAJIO O Ha-
nnunm OXL.

B pamkax npegonepauoOHHON NOATOTOBKM, ANA NCKITIO-
YeHUsA BO3HVMKHOBEHMA HeynpaBnfaeMon remMoAgMHaMUKN
npu yganeHun xpomMadpodUHHON Onyxonu, NpPOBOAMIOCH
nevyeHuve anbda- 1 beTa-agpeHobnoKaTopamm (JOKCa303UH
6 mr/cyT, buconponon 10 mr/cyT).

Takum obpasom, OXL| neBoro HagnoyeyHMKa pacLeHeHa
KaK sKTonnueckmi oyvar cekpeumm AKTT.

JononHutenbHo npoBefeHa cunHTUrpadua ¢ Tc-99-Tek-
TPOTMAOM — Ha MOJYYEHHbIX MAaHAPHbIX CUMHTUIPaMmax
(Bcero Tena) AQOCTOBEPHbIX MPU3HAKOB MATONOMMYECKO-
ro ouyarooro HakonneHua POl He onpegenanock. Mpn
O®3KT-KT 6ptowHOM NOMOCTM 1 YaCTMYHO OPraHoB rpya-
HOW KNeTKN: N3 aTepasnbHO HOXKKM IEBOr0 HaAMOYeYHMKa
ncxoauT obpasoBaHMe MATKOTKAHHOW MAOTHOCTY pasmepa-
Mn 39x30x49 mm, Hakannumeatowee PO, yto noaTBEPAUNIO
YMEPEHHO-TMOBbILEHHYIO 3KCNPEeCcCcuMio COMaTOCTaTUHOBbIX
peLenTopoB B 0ObEMHOM 06pPa30BaHUN NIEBOFO HaAMoOYeY-
HUWKa (puc. 3).

JleueHune

YuntbiBaA TAXKECTb COCTOAHMA NaLMEHTKWU, CKOPOCTb
NporpeccMpoBaHnA runepKopTMLM3mMa, HeoOXOAUMOCTb
CHVXXEHUA NPOABNEHNN OCNOXHeHU I 1 NonyyYeHHbIX
JaHHbIX cUMHTUrpadumn, npov3BeseHa NomnbiTKa BO3aeNn-
CTBUA Ha aKTMBHOCTb 3abosfieBaHWA aHanorom comaTo-
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CTaTMHA NPOJIOHIMPOBAHHOIO AencTBuA JlaHpeoTugom
120 Mr nogkoxHoO — 6e3 3¢pdeKTa, He BO3HUKIO CHIUXe-
Husa cekpeunn AKTT nnn kopTtusona (pesynbtaTbl nabo-
paTOpHbIX MccefoBaHUn — Tabn. 1). B TeueHme paByx
Heflenb O OMNEepaTMBHOrO BMelUaTeNnbCTBa MaUMeHTKa
nosiyyana 6roKaTop CTepoMaoreHesa — KeTOKOHa30n
no 600 Mr/cyT, 4TO TaKXKe He OKa3ano MONIOKUTENbHOrO
BAUAHWUA Ha YpPOBEHb KopTu3ona. B anHamuke Habnwoge-
HUS ypOBeHb CBOOOAHOro KOpTM30/7a B CYyTOYHOW Moue
NnoBbIWANCA B reometpmyeckonm nporpeccun ¢ 12 332
0o >35 000 Hmonb.

Y naumeHTKM MMeNNCb XU3HEHHbIe NMOKa3aHuA K Npo-
BEZEHMI0 OMepPaTUBHOIO NieyeHus, obycnosneHHble 60mb-
WM pPa3MepamMyi 1 BbICOKOW MIIOTHOCTbIO 0b6pa3oBaHuA
NeBOro HaAMNOYEeYHNKA, a TakKe BblPaXKeHHOW COYeTaHHON
ropmoHanbHom akTMBHOCTbIO (AKTI+KaTexonamuHbl). lMa-
LMEeHTKe NpoBefieHa NIeBOCTOPOHHAA NanapocKonuyeckas
agpeHanakTommna. Makpo- nm MuKponpenapaTtbl J1eBOro
HagnoYeyYHUKa C ONyXosblo MPeAcTaB/eHbl HA PUCYHKe 4.
B nocneonepaunoHHOM nepuoge Haamo4YeYHMKOBAA He-
[LOCTaTOYHOCTb He Oblla 3aperncTprMpoBaHa, OAHAKO
3admKcmpoBaHo nageHvie yposHsa AKTI (tabn. 3), B cBA3M
C YyeM B TeyeHMe NepBbiXx 6 CYTOK NPOBOAMMACh Tepanua
FMIOKOKOPTUKOCTEponaamm (rmapokopTu3oH 20 Mr yTpom,
10 mr B 06ea, 10 mr B 16:00). Bcneactsre BbipaXkeHHOM
runokanuemmn (Tabn. 3) B nocneonepaunoHHOM nepu-
ofe npoBoaunacb UHQY3MOHHAA Tepanusa npenapaTtamu
Kanua B cOYeTaHnn CO CNMMpOHONakToHom 300 mr/cyT. Pe-
3yNbTaT Kanua nepepq BbiNMCKOM — B nNpegenax pedepeHca
(4,43 mmonb/n). Mocne onepaumm OTMEHEHa rOPMOHasb-
Has, rMnoTeH3mBHas, 6a3nc-60Mi0CcHan MHCYNMHOTepanuA
B CBA3M C JOCTMXKEHMEM WHAVBUAYaNbHbIX LENneBbiX 3Ha-
yeHun Al v rnvkemun. NpoBogunack aHTMbaKTepuanbHas,
NnpoTMBOBOCMNanuTesibHas, obesbonvBatowas, aHTUTPOM-
6oTnyeckan Tepanua. BoinvcaHa B yooOBNEeTBOPUTENBHOM
COCTOAHUN.

YpaneHHoe HOBOOOpa3oBaHWE NEBOr0 HaAmoyeyHuKa
6bII0 MpefCTaBNeHO eAVHbIM Y3/I0M OypO-KOPUYHEBOTO
uBeTa AnameTpom Ao 3 cm (puc. 4). Npu rmctonornyeckom
nccnefoBaHumM onpeaenanach onyxofb CONNAHONO U rHe3f-
HOFO CTPOEHUs n3 XPoMadPUHHBIX KIETOK C OKCUpUIb-
Hown umtonnasmon. Ha 10 nonewn 3peHuA BbiABneH 1 MMUTO3

Problems of Endocrinology. 2024;70(3):55-66
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PucyHok 3. ComatocTaTviH-peLientopHas cuuHturpadua ¢ Tc-99-TeKTpoTuaomM B pexkrmMe «BCe Teno», CTPeNoykaMu ykasaHo HOBOOGpa3oBaHve f1eBOoro
HaAnoyeyHmKa.

PI/ICyHOK 4. Makponpenapat 1eBOro HagnoyeyHvKka c oryxosblo: 1 — MaKpoBuf NeBOro HainoYeyHrKa C oryxosblo, 2 — MakpoBUA NeBOro HanoyYeyHka
C Onyxonbto Ha paspese.

Ta6nuua 3. [laHHble 1abopaTOPHbIX NCCIEAO0BAHWNIA, BbIMOJIHEHHBIX NOC/Ie ONepPaLMOHHOrO BMeLaTe/ibcTBa
1-e 2-e 3-n 6-e 6 meca- PedepeHcHble
CYTKM CYTKM  CYTKM  CYTKMN ueB 3HauYeHuns
AKTT yTtpo (nr/mn) 45,23 11,3 6,37 31,98 51,02 7,2-63,3
AKTT Beuep (nr/mn) - 2,28 - - 14,47 2-25,5
KopTtm3on yTpo (Hmonb/n) 5749 444 4 171-536
KopTu3on cBobopHbIVi BeUepHel CtoHbl (HMOJIb/) - 104,7 - - 0,5 0,5-9,65
Kanuia 2,51 3,66 3,84 4,43 525 3,5-5,1

Mokasatenb
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PI/ICyHOK 5. uctonornuyeckoe cTpoeHne d)eoXpOMOLl,I/ITOMbI NeBOoro HagnoveyHmka (CTpeﬂKOVI nokasaH MMTO3), reMaTOKCUNINH-3031H, 200x.

(puc. 5). MNpu npoBegeHNN UMMYHOTUCTOXUMUYECKOTO WUC-
CflefoBaHMA B onyxonu BbifBneHa anddysHas skcnpeccus
XpomorpaHuHa A, cuHantodusnHa, AKTT (puc. 6). ins oueH-
KM pelenTopHOro cTaTyca OMnyXoJsiv BbiNMOJIHEHA OLEHKA JKC-
npeccuun peuentTopoB comaTocTatuHa 2A Tina (SSTR 2A) —
2 6anna. ugekc nponudepaunm (Ki67) meHee 5%. YunTbiBas
pe3ynbTaTbl FTMCTONOMMYECKOro N UMMYHOTMCTOXMMUYECKO-
ro MccnefoBaHuii, MOCTaBMIeH AMArHo3 GpeoxXxpoMoLUTOMBI,
cekpeTnpytowen AKTT.

MNMaumeHTKe NpoBefeHO MOJIHOE CEKBEHMPOBaHUE 3SK-
30ma Ha nnatdopme lllumina meTogom MapHO-KOHLEBOrO
yteHMa (2x150 n.o.), cpepHssa rybuHa NokpbITua — 249x,
MPOLIEHT LeNeBbIX HYKNEOTUAOB C 3QHEKTUBHBIM MOKPbI-
Tmem >10x — 99%. OpgHako B MaTepuasne He OH6HapPYXeHo
NaTOreHHbIX U BEPOATHO MAaTOreHHbIX BaPMaHTOB, a TaKXe
BapUaHTOB C HEU3BECTHOW KIMHUYECKOW 3HaYMMOCTbIO,
obbACHAOWMX NPUYMHY 3aboneBaHMA Ha MONEKYNApHO-
reHeTMYeCKoM YPOBHE.

Mpwn rocnutanusauum B MTHL PO OIBY «HMWL, sHgo-
KpnHonorum» MP yepe3 6 mecAueB nocsie onepaTmMBHOrO
nevyeHus oTMeuyeHo obpaTHoe nepepacnpefeneHve nog-
KOXHO-XUPOBOW  KNETYaTKU  (MCYE3NM  HaZKJUMYHbIe
nogylweyky, KIUMaKTepUUYeckuin ropbuk, ymeHbluMnach
OKPY>KHOCTb »KMBOTa), MPeKpaTuiica PoCT BOJIOC B obnactu
nogbopoaka u Hag BepxHen rybom, yMeHbLUMAKCh NPOsB-
NEHVA YrPeBON Cbiny, NaLMeHTKa obpaTuna BHMMaHUe, Yto
CbiNb yBeNnMuunacb B TeYyeHWe MecAua Mnocie onepauuy,
a 3aTeM MOCTeNeHHO Hayana yMeHbLIaTbCA. AHTUIMNEePTEH-
31BHas Tepanusa OTMEHEHa B paHHeM NocneonepaLioOHHOM
nepuoge, NOTPeOHOCTb B CaxapOCHWKaloLen Tepanun no-
CpPefCcTBOM UHCYNMHA CHM3UNACh Yyepes 2 MecAua, Yto no-
TpeboBano OTMEHbI MHCYNIMHOTEpanuu. TPyaoCcnocobHOCTb
nauVeHTKN BOCCTaHOBMIaCch Yepes 2 mecAla nocne onepa-
TMBHOIO BMELLATENbCTBA.

JNlabopatopHoe unccrnefoBaHVEe MOKa3ano HopMasu3a-
yuio ypoBHen AKTI, KopTr3ona u MeTUIIMPOBAHHbBIX KaTexo-
namuHoB (tabn. 1). Mo pesynbratam MCKT 3a6ptowimHHOro
MPOCTPAHCTBA C KOHTPACTHbIM YCUNIEHMEM, OO bEMHble 06-
pa3oBaHMA He BM3yann3MpoBaNMNCh: NEBbIN HaAMOYEYHMK

yharneH, B JIOXe NocieonepaLoHHble U3MEeHeHNs, perno-
HapHble N/y He yBENNYEHbI; NPaBbli HAAMOYEYHVK He YTOs-
LLEH, TENO 0 4 MM, HOXKKA 10 3 MM, JOMONTHUTESIbHbIX 06pa-
30BaHUN HET, PErMOHApPHbIE /Y HE YBEINYEHBI.

CnepoBaTenbHO, Y NALMEHTKN NOATBEPXKAEHA KIMHMYe-
cKana 1 buoxMmuyeckas pemuccusa 3aboneBaHusa npm oTcyT-
CTBUU MeNKaMeHTO3HOW Tepanuu.

OBCYXIEHUE

AKTT-3kTOnMpoBaHHbI cnHgpom npu OXL — poctaTtou-
HO pefKoe fABJIeHNE, KOTOPOe MOXKET NPUBECTM K JieTalb-
HOMY MCX0AYy NPV OTCYTCTBMM CBOEBPEMEHHOW ANarHOCTu-
Ku. MaTtoreHe3 ¢opmupoBaHmsa AKTI-3KTonnn He [0 KOHUA
n3yyeH. OfHa M3 NPUYUH BO3HUKHOBEHUA SKTOMUYECKOWN
cekpeunn AKTI B OXL unu B gpyron HOO — aktmBauma
HEKOTOPbIX FeHOB. B vacTHOCTW, aKTMBaUuWA reHa npoo-
nnomenaHokoptiHa (MOMK) — npegwectBeHHMKa AKTT,
YTO MPUBOANT K M3ObITOUHOW cekpeunn nocnegHero. Yuji
Tani 1 coaBT. B CBOeM MCCNeAoBaHMN OOHaPYXUIK yBenu-
YyeHMe 3KCMPeccMm MaTPUYHON PUBOHYKNEMHOBOW KUC-
notbl (MPHK) depmeHTa PC2 B AKTI-3KTONUYECKMX OMNyXO-
nAx B 32 pasa No CpaBHEHMIO C YPOBHEM 3KCnpeccun npu
BUK [12]. Yka3zaHHbI GepMeHT cnocobCTBYET CUHTE3Y a-Me-
naHouuTcTumynupytowero ropmona u3s AKTI, 3to npusognt
K KOXHOW MUIMEeHTauuMn y AaHHOW KaTeropumn nauueHTOB,
YTO, OQHAKO, OTCYTCTBOBAJIO Y Halwel naumeHTkn. Hapagy
C BbILLEOMNMUCAHHbIM NCCNefoBaTENN OTMETUIN YPE3MEPHYIO
akcnpeccntio MPHK rena IKZFl 'y naumnenToB ¢ AKTI-3C (aKc-
npeccua MPHK npeBbiwana B 65 pa3 Takosyto npu BUK).

B matoreHese ¢opmupoBaHna OXL| pasnuyaioT aBa Be-
OylWmMX Knactepa reHeTuyeckmx mytauun [15, 16]. MepBbin
Knactep coCTaBnAT MmyTauum reHoB HIF2A, PHD2, VHL, SDHX,
IDH, MDH2 v FH. Bo BTOpOM Knactepe o6beanHEHbI reHeTu-
yeckune MyTaLmK, acCOLMNPOBaHHbIE C HapYyLIEHHOW aKTUBa-
LMeln CMrHasbHOro MyTU KMHasbl, Kak, Hanpumep, mMyTauuu
reHoB RET, NF1,KIF1BB, MAX n TMEM127 [14]. ccnepoBaTtensi-
MU Obifivi OGHapY»KeHbI MyTaLMU FEHOB, NpegpacnonaraoLyme
K passutnio OXL 1 naparaHrnmomsl. K HUIM OTHOCAT MyTaunn
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PucyHok 6. VimmyHorctoxummnyeckoe nccnefgoaHue: 1 — andeysHas skcnpeccua XpomorpaHiHa A, 4x; 2 — audeysHan sKcnpeccrsa CHanToprsmHa, 2x;

3 — skcnpeccus AKTT, 4x; 4 — ypoBeHb NponudepaTBHOM aKTUBHOCTU Mo 3Kkcnpeccum Ki67 coctaBnseT go 5%, 200x; 5 — npu onpeaeneHny MUToTUYecKoi

aKTUBHOCTY ¢ pocdorncTtoHom onpepenseTcs 4 mutosa Ha 50 paguyce nons 3peHus (PM3), 200x; 6 — aKcnpeccus peLenTopoB comaTocTaThHa 2A Tvna
(SSTR 2A) — 2 6anna, 300x.

B reHax GDNF, H-ras, K-ras, GNAS, CDKN2A, p53, BAP1 n BRCA 1
n2[8, 15, 16]. Comatnyeckne MyTaLum 6oL HageHb! TONbKO
B reHe HRAS [16], B cBOIO ouyepelb repMuHasibHble MyTaLum
BblAiBJIEHbI B reHax SDHA, SDHC, SDHAF2, FH, KIF18w TMEM 127
[8, 15]. OgHaKo, KaK yKa3aHO BbiLle, NPV MOMIHOM CEKBEHMPO-
BaHMM 3K30Ma HalleW MauMeHTKM MATOreHHbIX Y BEPOATHO
MaToreHHbIX BapUAHTOB He OGHaPYKeHO.

Elliott PF n coaBt. nposenn metaaHanu3 AKTI w/wnn
KPT-cekpetumpytowux deoxpomoumtom 3a nepuog ¢ 1966
no 2019 rr. [13]. UccnepoBaHue BKntoyano B cebsa 99 cnyyaes,

cpeau KOTopbix 96 MaLUEHTOB MMeNW KNvHUYeckue n 6mo-
XMMUYECKMe MpU3HaKu runepkopTiumsma. Cpean KnnHuye-
CKMX NPOABJIEHNI apTepuanbHas rmnepTeH3nsa nMmena Mecto
y 87 (93%), OKONO MONOBUHbI MALMEHTOB UMENW CaxapHbIn
Anabet, MpUMMepHO y yeTBEpPTM HabMOAANMCb CUMMTOMBI
NCUXMYECKNX HapyLieHW. B goonepauynoHHoM nepuoge me-
avaHa yposHa AKTI — 62,8 nmonb/n, meanaHa yTpeHHero
KopTusona — 1399 HMonb/n, MegnaHa CyTOYHOWM 3KCKpeLnn
cBobogHOro Koptusona c Moyor — 5500 HMonb/cyT. bonee
TOro, Mo pe3ynbrataM MeTaaHanusa, y 6 naumeHTtoB (12%)
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Onyxosn GbiV AMarHOCTUPOBaHbI KaK YacTb CUHAPOMA MHO-
YKECTBEHHbIX SHAOKPWHHbIX Heomnaasnm 2a.

3a 30 net npakTtnkn B HL PO OIbY «HMWL| sHOOKprHO-
noruun» MP Haxogunocb Ha CTaLMOHAPHOM JleueHnn 6 60nb-
HbIX C NofobHoN Natonoruel [4, 5, 7]. AnutenbHoCTb 3abone-
BaHVA BapbupoBana oT 6 MecAueB A0 5 neT, Npu 3TOM Y BCex
OTMEYanuch CreayoLne KIMHNYECKE CUMMNTOMbI MaHbeCT-
Holi popmbl CK: nepepacnpegeneHne NOAKOXKHO-XNPOBON
KNeTyaTky No KyLIMHrOMAHOMY TWMY, MaTPOHM3M, «KNMMaK-
TepUYeCKniA» ropouK, HAAKMIOUNYHBIE MOAYLLEYKY, CAXapHbI
anabeT, Bbl3BaHHbIV MMNEPKOPTMLN3MOM, CTEPOUHAsA MMO-
naTus, apTepuranbHas runepTeH3mns, BTOPUYHbIA OCTEONOPO3,
rMnoKanuemmsi, y OgGHOM 13 NaLUeHTOK Habniofanoch peskoe
CHUXKEHUEe UMMYHHOTO CTaTyca, NPoABAAoLeeca peunaneu-
pylowmm reprnecom B 061acTn HOCOryOHOro TPeyronbHKKa,
[1BYCTOPOHHUM KOHBIOHKTVBUTOM M NMHEBMOHMEN. Y BCexX Na-
LUMEHTOB B xofe 00cnefoBaHNA OTMEYaNn1cb BbICOK/E YpPOB-
HU AKTT (meguaHa AKTI — 246 nr/mn) 1 KopTr3ona Beyep-
Hel KpoBM (MegmaHa KopTusona — 1649 HMonb/n), y BCex,
KpOMe OAHOro, PerncTpmpoBasnocb MOBbILEHNE METUNPO-
BaHHbIX KaTEXONIAMMHOB B CYTOYHOW Move (MeTaHebpUH —
1481 MKr/cyT, HopmeTaHedpuH — 735 MKr/cyT). Mo faHHbIM
METOAOB Tonmyeckon amarHoctukn (MCKT 3abprowHHOMoO
MPOCTPAHCTBA), Y BCEX ObIO BbISBNEHO OOpa3oBaHue Jne-
BOrO HafnoyeyHuKka guametpom oT 1,8 o 4,3 cMm HaTUBHOWM
nNNoTHoCTbio OoT 19 go 38 HU. Bcem 60MbHbIM BbINOMHEHA
OOHOCTOPOHHAA afpeHaN3KTOMMA C COOTBETCTBYIOLLEN npe-
JonepauroHHon noarotoBkon (anbda- 1 6eTa-agpeHo6s10-
Kagown). B mocneonepauyuoHHOM nepuoge pasBuiacb BTO-
puyHaa HaAMnoYeYHMKOBasA HeOOCTaTOYHOCTb, BCNeACTBME
yero nauueHTbl HY>KAanncb B Ha3HaYeHMM 3aMeCTUTENIbHOW
Tepanuu roKokopTukongamu. lNpu  mMopdonoruueckom
NCCnefoBaHUN yhaneHHbIX HOBOOOPa30BaHUN OfHO 6blio
npeacTaBneHo GeoXPOMOLIMTOMON C BbIPAXKEHHOW KMCTO3-
Hol TpaHchopMaLMen 1 COXPaHHOM TKaHbio Ha nepurdepun,
OCTaJibHble OMyXONW NPeACTaBnAnM cobor conngHble y3nbl
U VMeNn TUCTONIOrMYecKoe CTPoeHre (HeoXpPOMOLITOMBI.
Mpy MMMYHOrMCTOXMMUYECKOM UCCIeOBaHNN B OOHOM Ha-
6niofeHNN BbisiBNeHa ouaroBas 3kcnpeccusa AKTI (okono
30% KNeTokK), B APYrUX e oTMevanacb UHTEHCUBHanA Anddys-
Has skcnpeccus. MiHpekc nponndepaumn Ki-67 6611 HEBbICOK
BO BCEX HOBOOOPA30BaHAX 1 He npeBbilwan 4%. Kpome Toro,
B TKaHn OXL BbiABNEHO HanMune peLenTopoB COMaToCTaTh-
Ha 2 unu 5 nogtunos (PCCT2, PCCT5), a B 1 cnyyae — 1 nx
coyeTaHue.

OcobeHHOCTbIO TeyeHUA 3aboneBaHMA y Hallen nauu-
EHTKM ABNAETCA CTPEMUTENIbHOE Pa3BUTME FTMNepPKOPTULIN3-
Ma (HeCKONbKO MecALeB) CO CBA3AHHBIMU C HUM TAXeNbIMU
OC/IOKHEHMSAMM B BUAe pedpakTepHOl rMnoKanmemuu,
caxapHoro auabeta, 0OyC/IOBNEHHOIO SHAOFEHHbIM TUMep-
KOPTULM3MOM, CHVXKEHUA MacCbl Tena, MMOMNaThm, BbICOKMX
ypoBHeln AKTI 1 KopTnsona. Y naumeHTKM npucyTcTBoBana
Knaccuyeckasa Tpuaga cumntomos OXL: BbicokoamnauTyga-
Hoe nosbllweHue All, yyaleHHoe ceppuebueHue 1 NoBbl-
LIeHHaA NoTNMBOCTb. V3 conyTCTBYyOWNX CUMMTOMOB OTMe-
Yanncb TPEMOP N TPEBOXKHOE COCTOAHMNE, Al cTana nepebim
npusHakom 3abonesaHua. MNpossneHus 3 maHndecTnpo-
Ba/iM OTCPOYEHHO, TONbKO Yepes rofl, YTo XapakTepHO And
AKTI-npogyunpytowenn OXL. OgHako cTeneHb M CTpemu-
TeNIbHOCTb HapaCTaHUA NPU3HAKOB rMNepKopTULM3Ma nNpu-
BeJ1a K TAXKeJIOMY COCTOAHMIO MaLVeHTKN yxe yepes 1,5 me-
cAla nocsie CBOEro NosABMEHUS.

Mpo6nembl s3HAOKpUHONOrMK 2024;70(3):55-66

doi: https://doi.org/10.14341/probl13374

Mpo6nembl sHAOKpUHONorun / Problems of Endocrinology | 63

B maHHOM KNUHUYECKOM criydae Habnoganacb Taxenas
rMnoKanmemusi, NoTpeboBaBlUaA Ha3HAYEHUS HE TOJNIbKO
npriema TabneTmpoBaHHbIX GOPM, HO 1 MHOY3VOHHOW Te-
panuu npenapatamu Kanud. Kak npasuno, runokannemus
HabniogaeTca y NaUMeHTOB C NEPBUYHBIM FMMepanbgocTe-
POHU3MOM, OQHAKO CHVXXEHUE YPOBHA Kanua B OpraHu3me
MOKET ObITb OOYC/IOBNEHO TAXENbIM TEYEHUEM MMNEPKOPTU-
um3ma. Mo gaHHbIM MeTaaHanu3a Elliot PF n coasr,, y naymeH-
ToB ¢ AKTI-3C B OXL| Habnoganack runoKanuemmsi co cpeg-
HUM 3HauyeHUEM Kanusa B CbIBOPOTKE KPOBU 2,7 MMOJIb/A.
MaToreHe3 paHHOrO COCTOAHWA OOYCNIOBNEH aKTMBaUWen
MVHEPaNoKOPTMKOMAHbIX PeLenTopoB KOPTU30/1I0M. YPOB-
HW HaTPUA U Kanua B OpraHuW3Me perynmpylTca anbpo-
CTEPOHOM, OMOCPEAOBAHHO  MUHEPANIOKOPTUKOMAHBIMM
peuenTtopamu noyek. CpoacTBO MMIOKOKOPTUKOUAHbIX U MU~
HepanoKOPTUKOUAHbIX PELIENTOPOB K KOPTU30/y paBHOeE.
TeM He MeHee, HECMOTPSA Ha 6oee BbICOKYIO KOHLIEHTPALMIO
KOpTM30/1a B KPOBM, YEeM KOHLIEHTPaLUUA anbAoCTepoHa,
MUHUMarbHble KonebGaHusi YPOBHA MOCIeAHEro U3MeHAT
HaTpuiA-KanmeBbl H6anaHc. 3To 06ycroBneHO AeicTBreM
BHYTPUKIETOUHOro depmeHTa 11f3-rugpokcuctepongae-
rMaporeHasbl 2-ro Tuna, NOCPefcTBOM KOTOPON KOPTU30/
npeBpallaeTcA B HEAKTUBHbIA KOPTU3OH, NpefoxpaHAs
3TMM MMWHEPANIOKOPTMKOMAHbIE peuenTopbl OT B3aMMO-
JencTBmA C KOPTU30/OM. [1pr BbICOKOM YPOBHE KOpTM30na
B KPOBU AAHHbIN 3aLMTHbIN MEXaHN3M HapyluaeTcA. AKTu-
BaLUMA MUHEPANIOKOPTUKOUAHbBIX PELENTOPOB KOPTMU30I0M
BrieyeT 3a cobon yeenmyeHne AJl, NOBbILEHNE BHEK/IETOY-
HOro obbema K1UAKOCTH, a TaKXKe runokannemutio [9, 10]. He-
CBOEBpEMEHHAA KOpPeKUMA rMNoKannemMumn MoXeT npmee-
CTU K pas3fIMYyHbIM HapyLWEeHUAM CepaeyYHON AeATeNIbHOCTM
BMJIOTb 10 BHE3AMHOM CMEPTM OT OCTaHOBKM cepAua.

CornacHo nutepatype, y 60/bHbIX, CTPaZJALWUX OT CUH-
ApOMa rMnepKopTMLM3mMa, OTMEYAKTCA TakmMe CUMMTOMbI,
Kak Mcumxmyeckasa acTeHWs, pPacCTPOMCTBa HaCTPOeHUsA
B BuAe [OEenpecCcMBHbIX WAN MaHWaKalbHbIX COCTOAHWMN,
CceHecTonaTnn, WMNOXOHAPUYHOCTb, CHUPKEHWEe wunyM nos-
HOe OTCYTCTBME MOJIOBOrO BJIeYEHUSA, YCUIIeHMe anneTuta
N XKaXKabl, HapyLeHune cHa [17]. XoTa B nuTepaTtype onncaHa
MHOroo6pasHas KinHuyeckas CUMNTOMAT/Ka NCUXUYECKUX
HapyLweHNn Npy CMHAPOME rMNepKoOpPTMLM3MA, Y Halen na-
LUMEHTKN He HabMoganocb APKO BbIPaXKEHHbIX CUMMITOMOB,
OTMeYaNnncCb HapyLleHUsa B BUAE TPEBOXHOCTU, CHUKEHUA
MamATU 1 CMOCOBHOCTU K KOHLEHTPaLWK, Aenpeccuu, BEPO-
ATHee BCEro, 3To OblI0 CBSA3aHO C ObICTPbIM Pa3BUTUEM pPa3-
BEPHYTON KNMHUYECKOW KapTUHbI.

Mownck uctouHuka AKTI-npogyKuum npu Hanuumm obpa-
30BaHNI B Pa3NYHbIX SHAOKPUHHbIX OpraHax MHOr4a MOXeT
6bITb BecbMa 3aTpyAHuTeNbHbIM. narHoctuka AKTI-3C co-
CTOWT 13 Tpex 3TarnoB: NOATBEPXKAEHNE MMNepKOPTULN3MA,
anoddepeHumpoBka mexgy AKTI-3aBucumont n AKTI-Hesa-
BUCUMON GOPMaMI, a TaKKe MeXZyY rmnodrsapHoi 1 BHEr-
nodusapHon cekpeumnen AKTT [3, 6]. B saHHOM KNMHUYECKOM
cnyyae, C YY4eTOM HanvMuuA Yy NauyveHTKM MUKPOaLeHOMbl
rmnodusa, CeNneKkTVBHbIV 3a00p KPOBU U3 HUXKHMX KaMeHU-
CTbIX CMHYCOB ABNANCA NePBOCTENEHHbIM A/1A onpefeneHns
reHesa npoaykuumn AKTI. HackonbKo n3BecTHo, ypoBeHb -
nepcekpeunn AKTI nponopumnoHaneH pasmepam afeHOMbl
rmno$u3a, B TO BPeMs Kak y Hallel NaumneHTKM Takon B3au-
MOCBS3U 06HAPYKeHO He 6b110. [laHHbIN daKT NO3BONU 3a-
NoAo3pUTb APYror NCTOYHMK 13bbITouHO cekpeunn AKTT.
[MnepnnacTnyeckre npouecchl B HaAMoUYeYHNKax HepeaKu
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npu AKTI-3KTONMPOBAaHHOM CMHAPOME; OHU O0YCIOBIEHDI
BbIPAX>XEHHOW CTUMYNALMEN KOPKOBOrO CNOA HaAnoyeyHu-
KOB BbICOKUMU ypoBHAMU AKTI, Kak npaBuno, HOCAaT aud-
by3HbI XapakTep — HAAMOYEUYHWKM YBeNMYeHbl 33 cyeT
MHOXECTBEHHbIX Y3/10B Pa3fiM4yHOro pasmepa. B pgaHHOM
KNMHMYECKOM CJlyyae MoKas3aHo, uyto BepudurKaumsa cove-
TaHHOW rOPMOHANbHOWN aKTUBHOCTU BbICOKOMIOTHOFO 06pa-
30BaHUA HaAMoYeyHrKa Heobxoarma s npaBuiibHOW Mo-
CTAaHOBKM AMArHO3a 1 onpefeneHmns cnekTpa Heobxoarmon
NOArOTOBKM Nnepeg onepauunen.

Y naumenToB ¢ AKTI-2C B ®XL| ocobyto BaKHOCTb umeeT
npegonepaynoHHasa noarotoska. Heynpaesnaemas remogu-
HaMuKa B MHTpa- 1 NocneonepaunoHHOM Neproae y Taknx
naLuVeHTOB KpaliHe onacHa, MO3TOMY A1 ee npedoTBpalye-
HUA HeobXoAVMMO MPOBOAUTb MEAVUKAMEHTO3HYK Mpepo-
NnepaumoHHY0 MOAroTOBKY, MCNONb3ya MpenapaTt rpynmnbl
CeNeKTMBHbIX 0,-ajPeHOBSIOKAaTOPOB AOKCa303UH B A03e
4-6 mMr B cyTKuW. [1ogrotoBneHHOCTb NauMeHTOB K onepa-
TUBHOMY BMELLIATENbCTBY OMNpefenseTcs Kputepuamm 3¢-
bEKTUBHOCTU Tepanuun: JOCTVXKeHKe LeneBoro yposHs YCC,
Hopmanu3sauusa All, NMKBUZaLmMsa UHOYLMPOBAHHOIO 130bIT-
KOM KaTEXONTAMVHOB I'MMNOBOJIEMUYECKOTO cMHApomMa. Heob-
XOAMMO 3ab/1laroBpeMeHHOe Ha3HauyeHVe BbllleyKa3aHHON
Tepanun. o AaHHbIM PETPOCMEKTUBHbIX WUCCNefOBaHUN,
0-afpeHO6/I0KATOPbI AOMKHbI ObITb Ha3HauYeHbl MUHUMYM
3a 7 gHewn go onepauuu [3, 4].

MNMomrMo afpeHepruyeckon 6roKafbl, JOCTUXKEHUE Y-
KopTUM3Ma nepep ornepaTvBHbIM BMELLATENbCTBOM MMe-
€T Ype3BblyaiHO Ba)KHOE 3HayeHe, MOCKOMNbKY No3BoNAeT
YMEHbLWNTb/HNBENNPOBATb METaboNMYeCKUe, CEPAEUYHO-CO-
CYOQUCTble, KOCTHO-MbILLIEYHbIE U AP. OCIIOMKHEHUA, CBA3aAH-
Hble C BbICOKMM YypOBHeM KopTm3ona. CornacHo KnvHuye-
CKUM 1CCIefOBaHNAM, UMeIoTCA flaHHble 06 3ddeKTUBHOCTU
NPUMEHEHNA aHaNIOrOB COMATOCTaTUHA AM1A CHUKEHUA TU-
nepcekpeunn AKTT skTonnueckmmmn ovaramu. Tak, B 2021 r.
ONUCaHO yCnewHoe NPUMeHEHNEe OKTpeoTaa NPONIOHTMPO-
BAHHOIO [eNCTBUA Y MOJIOAOM MEHLUMHbI C TAXKENbIM Teye-
Huem sKTonnyeckoro cuHgpoma AKTT [11]. MpogemoHcTpu-
poOBaHHasA AaHHbIMU CLUMHTMIpadum ¢ 99-Tc-TeTpOKTUAOM
rMnepaKcnpeccus COMaToCTaTMHOBLIX PeLEenTOpOB MO3BO-
nvna npeanosnioXnuTb BO3MOXHOCTb MCMONb30BaHUA Mpe-
napaTta aHa/rioroB COMaToCTaTUHA AJ1A CHVKEHUA cekpeunn
AKTT. Ho nocne BBefeHMA naHpeoTnaa AAUTENbHOIO aewn-
CTBUA yMeHblleHuA yposHen AKTI 1 KopTusona He nocne-
posarno. Takoe oTcyTcTBUE 3PdeKTa MOXKeET OblTb 06YCNOB-
JIEHO KaK BbICOKOW aKTMBHOCTbIO FOPMOHAJIbHOWM CeKpeLunu,
Tak M OTCYTCTBMEM COMPAXKEHHOCTU 3KCNPEeCcCcMpyemblx
peLenTopoB C NOCTPeLEenTOPHbIMU NYTAMY, YNPaBAALL-
Mu cekpeuven AKTI. BTopon NONbITKOW YMEHbWUTb KOp-
T30MemMunio H6bII0 Ha3HaYeHUe 6ioKaTopa cTepougoreHesa
KETOKOHa30/1a, YTO TakKe He 6bi10 3ddEKTUBHBIM, — NpU
KOHTpOJIe KOPTM30/1a CYyTOYHON MOUYM Habnoganca TonbKo
POCT KOHLIEHTPALMM FOPMOHa, NPUYeM SKCNOHEHUNANbHbIN.
Bonee Toro, Ha $oHe NPNHMaEMON 103bl UHIMOUTOPOB CTe-
pougoreHesa OTMEYanoCb MOBbIWEHNE YPOBHA MeYeHou-
HbIX TPaHCaMKMHas3.

Ha cerogHAWHMN OeHb OCHOBHbIM METOAOM NeyvyeHus
AKTI-3KkTONMKM OCTaeTca pagukanbHoOe Xupyprmyeckoe
neyeHuve ovara runepnpogykuum [1]. B otgenbHbIx cnyya-
AX TpebyeTca [ABYCTOPOHHAA afpeHanskTomusa. B Hawem
KNVHMYECKOM CJlyyae XUpypruyeckoe neyeHue npuseso
K ObICTPOMY perpeccy OCHOBHbIX CMMMTOMOB U CTONKON
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pemMmuccum, YTo NO3BOAUNO OTMEHUTb MEeAUKAMEHTO3Hble
npenaparbl.

Mocne yganeHua GpeoxpomoLuToMbl Habnoaanack TpaH-
3UTOPHasA HafMoOYeYyHUKOBAsA HEAOCTAaTOUHOCTb C ObICTPbIM
BOCCTAHOBJNIEHMEM ceKpeunmn runodpusapHoro AKTI 1 gocTta-
TOYHOW CEeKpeLmen KOPTN30a B KOHTpanaTepasbHOM Hagmno-
YeyHuKe, B CBA3U C YEM MaLMEHTKa BbinycaHa 6e3 3amectu-
TENbHOW Tepanuu [NIOKOKOPTMKOCTeporgamn. BropuuHas
HaAMOYeYHMKOBaA HeJOCTaTOYHOCTb, Pa3BMBLUAACA B paH-
HemM MnocneonepauvioHHOM Mepuoae, ABMAETCA KpUTeprem
paguKanbHOCTU NPOBEAEHHOrO OMNepaTVBHOrO BMellaTesb-
ctBa [1, 2]. BblweyKasaHHbI NpoLecc NpoMcxoanT BCen-
CTBME ANUTENTbHOW UYPEe3MepHON KOPTM30nemMuu, KoTopas,
6rnokupya  runotanamo-rmnodrsapHyo-HaAnoYEYHKOBYIO
OCb, HapyLLIAET MEXaHV3M OTPMLIATENIbHOM 0OPaTHOW CBA3W.

3AKNIOYEHUE

MNpeacTtaBneHHbIN  KANHUYECKNA CIyYan [OeMOHCTpU-
pyeT cnoxHocTb AnddepeHUnanbHON ANArHOCTUKA  SH-
[OreHHOTO TMNepKopTULM3Ma C HeOH6XOOAMMOCTbIO Mocne-
[OBATeNIbHOTO  MCMOJIb30BaHMA  AMArHOCTMYECKUX NpPo6,
CNOXKHbIX MHCTPYMEHTANIbHbIX WM WHBA3MBHbIX METOAMK.
MaToreHeTnyeckas 0COHEHHOCTb SKTOMMYECKOW CeKpeLuun
AKTT 13 $eoXpoMoLMTOMbI C CO34aHNEM BbICOKMX KOHLIEH-
TpauWii rOPMOHa Ha YPOBHE ero eCTBUA B HaAMOUYeYHNKaxX
obycnosuna ¢ynbmrHaHTHOe pa3BuUTUe 3aboneBaHnaA 1 ero
YKU3HEYTPOXKAIOLWNX OCITOKHEHUN, KOPPEeKLMA KOTOPbIX
CTana OTAeNbHOW TPYAHOMW 3afjadvyen npeponepauyioHHON
nogrotoBku. OTHOCMTENIbHO HEMNPOAOKUTENbHOE CyLe-
CTBOBaHMe rvnepkopTvMuM3mMa Yy NauMeHTKM He MprBeno
K NoJaBneHnio obpaTHOM OTpULATENbHON CBA3U runoTana-
MyC-Tunodur3-HaanoUYeYHMKM, 1 HeOOXOAMMOCTM B Ha3Have-
HUWN 3aMeCTUTENbHON Tepanuu MMIOKOKOPTUKOCTEpOrAaMu
He 6bl110, a 338 6 MecsALEeB ANHAMUYECKOro HabnoaeHnsa oT-
MEYEH perpecc BCeX OCJIOKHEHMWI 3aboneBaHnsA.

AONOJIHUTENIbHAA UHOOPMALINA

UcTtouHukn ¢puHaHcmpoBaHmMA. PaboTa BbiNOHEHa MO MHMLMATHBE
aBTOpPOB 6€3 nprBneyYeHrs GUHAHCPOBaHN.

KoHpnuKT nHTepecoB. ABTOpbI AEKNApUPYIOT OTCYTCTBME ABHbIX
1 MOTeHUManbHbIX KOHGIMKTOB UHTEPECOB, CBA3AHHbIX C COAep)KaHUeM
HacTosALWEN CTaTb.

YyacTtmne aBTOpOB. YcemHoBa 3.T. — cb6op n obpaboTka maTepuana,
HanvcaHue cTatbu; MNuraposa E.A. — pa3paboTka KoHLenumm u gusaiHa
1cCefoBaHNA, BHeCEHNe NpaBoK 1 ofobpeHne GuHanbHOM Bepcun py-
konwucy; benbuesuy [.I. — BHeceHue npaBoK 1 ogobpeHne duHanbHON
Bepcuu pykonucy; LLles A. — c6op 1 o6paboTka maTepurana, HanncaHme
cTatby; [13epaHoBa J1.K. — BHeceHue npaBoK 1 ofobpeHue dbuHanbHow
Bepcuu pykonucu; CntkrH U.W. — nHTepnpetaunsa pesynbratos; Tapbae-
Ba H.B. — uHTepnpetauusa pesynbratos; lertapes M.B. — nHtepnpertauma
pesynbTaToB; Xaripuesa A.B. — nHtepnpertaums pesynbratos; boHaaper-
ko E.B. — nHTepnpeTauunsa pesynbraToB, BHeCEHVE NPaBOK B GUHANbHYIO
Bepcuio pykonucu. Bece aBTopbl ofobpunu ¢uHanbHylo Bepcuio cTaTbi
nepep nybnvkauven, Bbipasnimn cornacne HeCTy OTBETCTBEHHOCTb 3a BCe
acnekTbl paboTbl, NoApasyMeBaloLLyto Hagnexallee n3yyeHune u peLueHne
BOMPOCOB, CBA3AHHbIX C TOYHOCTbIO MU AOBPOCOBECTHOCTbIO NIto6OI Ya-
CTV paboTbl.

Cornacue naymenrTa. lMauneHTKa O6POBOILHO NoAMnMcana UHGopMu-
poBaHHOe corniacue Ha ny6arKaLmio nepcoHanbHON MeaNLIMHCKON MHbop-
Mauum B obe3nnyeHHon dopme B KypHase «[pobnembl SHAOKPUHOOT M.
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