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LUKIUYECKUA CUHAPOM KYLUUHIA: TPYAHOCTU ANATHOCTUYECKOIO
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NMOUCKA U BbIBOPA TAKTUKU NIEYEHUA. KTUHUYECKUIA CNTYYAN

©J1.K. zepaHoBa, A.B. loposckux*, E.A. NMuraposa, A.M. JlTanwwuHa, C.t0. BopotHukosa, A.C. LLlytosa, M.A. lNepenenosa,
A.lO. Tpuropoes, B.H. A3nzaH

HaunoHanbHbIN MeANLMHCKUI NCCIie[oBaTeNIbCKUI LeHTP SHAOKPUHoNorum, Mocksa, Poccua

Luknuueckun cuHppom KywurHra — naTonornyeckoe cOCTosfHME, 4J1A KOTOPOro XapakTepHO uepefoBaHue nepuopoB
N36bITOYHON CeKpeLnn KOpPTr30/1a C COOTBETCTBYIOWMMU KIMHUYECKUMU NPOABIEHUAMU U NEPUOLOB CNIOHTaHHON pemuc-
cum 3aboneBaHus.

CunTaeTcs, uTo ANA YCTaHOBNIEHUA AMArHO3a SHAOTEHHOMO MMNEePKOPTULIM3MA LIMKIMYECKOrO TeUYeHNA Heo6XoAMMO 3adrKCpo-
BaTb He MeHee TPeX 3MM30A0B YPe3MEPHOI CeKpeLn KOPTM30s1a, CMEHAIOLLMXCA Nepriofammn HopManm3aLuum ero npoayKUmu.

B 60nbLlWINHCTBE CllyYaeB YKa3aHHY0 MNaToONOrMio AUarHoCTUPYIOT y NauneHToB ¢ AKTI-cekpeTupytoLueli onyxonbio runodusa,
O[HaKO B NiTepaType OnucaHbl pegkue cnydau UmMKnuyeckon Gopmbl rmnepkopTiLmM3ama Npy HanmuymMm SKTONMPOBaHHOM
cekpeunn AKTI onyxonamu pasHoi nokanmsauuu, a Takxe 6e3 AsHom BeprduKaLmm ovara naToNormMyeckori ropMoHanbHoM
cekpeuuun. Kpome Toro, LmMKnnyeckas runepnpogyKumsa KopTunsona MoxeT Habnoaatbea n npu AKTI-He3aBNCMMOM CHAPO-
Me KylumnHra, accounmpoBaHHOM C HannumemM KOPTUKOCTEPOMbI UK Tnepniasnm HagnoveyHnKoB. TouHble NPUYKMHbI 1 Me-
XaHM3MbI LMKINYECKOTrO TeYeHNA rMnepKkopTMLM3Ma B HaCcTosALLee BPEMA U3yYeHbl HeJoCTaTOUHO.

B cBA3M C HETMNUYHBIM TeYeHVeM 3aboneBaHNA, HeNnpeACcKazyemMoCTbio BOSHNKHOBEHMA HOBOTO «LMKNay, BaprnabenbHOCTbIo
€ro ANUTesIbHOCTU U NPOABNEHWI (He TONbKO Y Pa3HblX MNaLMEHTOB, HO Uy OHOMO 1 TOrO Xe nauueHTa) BepndrKkauma ana-
rHO3a 1 onpefeneHne TakTUKY nedeHna MoryT ObiTb 3aTpyAHeHbI B MOBCEAHEBHOM NPaKTUKe CNeLuanncToB, a pacnpocTpa-
HEHHOCTb YKa3aHHOTrO COCTOAHMA NPUYMeEHbLLEHa.

KJTIOYEBbIE CJIOBA: yuknuyeckuti cuHopom Kywurea; 6onesHs yeHko-KywuHea; 3HO02eHHbIl 2unepkopmuyusm; AKTI-3kmonuposaHHebit
CUHOpOM.

CYCLIC CUSHING'S SYNDROME: DIFFICULTIES OF DIAGNOSTIC SEARCH AND CHOICE
OF TREATMENT TACTICS. A CLINICAL CASE

© Larisa K. Dzeranova, Anna V. Dorovskikh*, Ekaterina A. Pigarova, Anastasiya M. Lapshina, Svetlana Y. Vorotnikova,
Aleksandra S. Shutova, Andrei Yu. Grigoriev, Vilen N. Azizyan

Endocrinology Research Centre, Moscow, Russia

Cyclic Cushing’s syndrome is a pathological condition characterized by alternating periods of excessive cortisol secretion
with corresponding clinical manifestations and periods of spontaneous remission of the disease.

To diagnose Cyclic Cushing'’s syndrome it is necessary to record at least three episodes of excessive cortisol secretion alter-
nating with periods of normalization of its production.

In most cases, this pathology is diagnosed in patients with ACTH-secreting pituitary tumor, however, there are rare cases of
cyclic hypercorticism with ectopic ACTH secretion by tumors of different localization and without verification of pathological
hormonal secretion focus. In addition, cyclic hyperproduction of cortisol can be also observed in ACTH-independent Cush-
ing’s syndrome associated with the presence of corticosteroma or adrenal hyperplasia. The exact causes and mechanisms of
the cyclic hypercorticism are currently insufficiently studied.

Due to the atypical course of the disease, the unpredictability of the occurrence of a new «cycle», the variability of its dura-
tion and manifestations (not only in different patients, but also in the same patient), verification of the diagnosis and deter-
mination of treatment tactics may be difficult in the daily practice of specialists, and the prevalence of this condition can be
undervalued.

KEYWORDS: cyclic Cushing’s syndrome; endogenous hypercorticism; ACTH-ectopic syndrome.

AKTYAJIbHOCTb KOPTMKOTPOMHBIX KIETOK Ha HEMPOTPAHCMUTTEpPDI (Takune Kak
KOpTUKONM6epyrH, fodamuH, HepoanuHedpUH, CEPOTOHMH,

MNMepBoe onucaHne UMKNMYecKol GOpPMbl FMMEPKOPTU-  Y-aMUHOMACHAHYIO KWCIIOTY), CMOHTaHHOE KpPOBOU3NMsHME

um3mMa 661710 ony6IMKOBAHO B KOHLEe 50-x rofoB NpoLuioro
Beka [1], ogHaKo nHTepec K cuHgpomy KylumHra nepemerxa-
IOLLIEro TeUEHUSA HE NCUYEe3aeT 1 B HACTOSALLME BPEMS.

Cpenyn BO3MOXHbIX MPUYMH AAHHOTO COCTOSHUS Bblaensi-
0T OUCOYHKLUIO TMroTaniamyca, MaTofOrMUeckylo peakuuio
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B ONyxosib rvnodmsa ¢ NocieayowyM HapyLLUeHNeM CUHTE3a
FTOPMOHOB KOPTUKOTPOdamu, NaToNorvio PeryiasTopHbIX Me-
XaHU3MOB OTpMLATENbHON 0OpaTHON CBA3W B CUCTEME TUMO-
Tanamyc-runodus-HagrnoyeyH1Ky, HekoTopble gpyrie. TouHble
MeXaHV3Mbl BO3HVKHOBEHWA Neprogos, CONPOBOXAAIOLNXCA
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rMNepKOPTULM3MOM, CMEHAIOLMXCA HOPManmn3aumen ropMmo-
HasIbHOW CeKpeL, eLle NPEACTOUT BbISCHUTD [2].

Mo pa3HbIM AaHHbIM, UMKANYECKU CUHAPOM KylumHra
BCcTpeyaeTca B 15-36% cnyyaes SHOOMEHHOIrO rmnepKkopTu-
umsma [3]. C yuetom BapuabenibHOCTM YaCTOTbl M MPOLOKN-
TENbHOCTU a3 3ab60/1eBaHMA (OT HECKONBbKMX YacoB 10 He-
CKOJNIbKUX MecCALEeB), HenpeackasyeMoCT! BO3HUKHOBEHUA
HOBOTO «LMKNa» rMNepKopTULM3MA U CMOHTAaHHOW HOpMa-
N13aumy FOPMOHAJIBHOTO CTaTyca, pa3Hoobpasuna KIUHW-
YeCKNX MPOABNIEHNI N CTEMEHN NX BbIPaXKEHHOCTU, LNKIN-
yecKnn CMHAPOM KylmMHra — OfHa M3 CaMbIX CePbe3HbIX
1 aKTyasibHbIX MPO6IeM COBPEMEHHOW SHAOKPVHONOTUM.

B maHHON cTaTbe Mbl COOOLLAEM O CllyUae LUKIINYECKon
dopmbl 6onesHm KywmHra, obcyxaaem TpygHOCTU fMarHo-
CTUYECKOrO MOKNCKa, BbIOOPA TaKTUKU NTEUEHNS, a TaKxKe Mo-
NyYeHHbIe pe3ynbTaTbl.

OMUCAHUE KIIMHUYECKOTO CJZIYYAA

MaymnenTtka C,, 57 ner.

C HOA6pA 2017 I. CcTasla OTMEYATb U3MEHEHWSA BHELHOCTY
B BMOE OTEYHOCTU NnLa 1 NpubaBKM Macchbl Tena 6e3 nsme-
HEHUs1 NpPUBbIYHON AmneTbl. icxogHO 1 Ha ¢oHe NpubaBKn
Maccbl Tena nHaekc maccol Tena (MMT) — HopMma, HapyLLeHUI
yrneBogHOro obmeHa 1 apTepuanbHon runeprteHsum (Al)
B aHaMHe3e He 6bino. O6pallano BHUMaHMe pacnpenesieHme
XKMPOBbIX OTNIOXEHWI MPEUMYLLEeCTBEHHO B Obnacth nvua
1 xmBoTa. Kpome TOro, naumeHTKy 6ecnokounu »anobbl He-
BPOJIOrMYECKOro xapakTepa (OHeMeHne KOHeYHOCTEN, Hapy-
LIEHUS KOOPAVHALUMM OBUXKEHWI), C KOTOPbIMK 06paTunach
K HeBpornory. o pe3synsratam nposegeHHon MPT ronosHo-
ro mo3ra B 2018 r. BbisiBfieHa MUKpOageHomMa runodusa pas-
Mepamy 9x6x6 mMm (puc. 1). fopmoHanbHble nccnegoBaHmA
Ha nNpegMeT aKTMBHOCTU HOBOOOPa30BaHUA HE MPOBOAWN,
cneunduUecKoro ieueHnsa HazHaueHo He 6blJ1O.

PucyHok 1. MPT ronosHoro mo3ra Ao onepauun (TpaHcHa3anbHom
ageHomaKTomuu), 2018 r.
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B TeueHue nonyroga COCTOAHME NaUUEHTKU YXYQLIU-
NOCb: NOABUINCH CYAOPOrA HUMHUX KOHEYHOCTEN, Bbl-
paeHHas cf1aboCTb U yTOMAEMOCTb, SNMN304bl MOBbILLE-
HUA apTepuanbHoro aasneHusa (A) po 160/100 mm pT. CT.
B mae 2018 r. no pe3ynbratam nabopatopHoro obcnego-
BaHWsA 3aPUKCMPOBaHbI NMOBbILIEHME YPOBHA afpeHOKOop-
TMKoTponHoro ropmoHa (AKTI) ytpom go 145 nr/mn (npw
HopMme [0 46,0 nr/mn), OTCYTCTBUE NOAaBNEHUA KOPTU3O-
Na B XOAe MaJioll AeKCaMeTa3oHOBOW Mpobbl (KOpTr3on
CbIBOPOTKM KpoBu 548,8 HM/n). Mo faHHbIM 60NbLION AeK-
CamMeTa3oHOBOW NPO6bl — CHUXeHMe KopTulona 6onee
yeMm Ha 50%. C yyeTOM MOJIyYEHHbIX AaHHbIX U BblABMEH-
HOW paHee ageHOMbl rmno¢mr3a, yCTaHOB/EH ANAarHo3 3H-
JOreHHOro rmnepKopTULM3Ma LEeHTPaNbHOro reHesa. [lo-
nosiHuTenbHo npoeefeHa KT opraHoB 6ptolHON NONoCTU
(3aknoyeHue: 6e3 naTtosiorun). B ceHTAGpe Toro e roga
B 06nacTHOl 60NIbHULE NO MECTY KMTEeNbCTBA BbIMOJIHE-
Ha TpaHCHa3anbHasA afeHOM3KTOMUA (TMCTONOTNYECKoe,
nmmMmyHoructoxmummyeckoe (UrX) nccneposaHusa He npo-
BOAMNINCB). B nocneonepaunoHHoOM nepuope naymeHTKa
OoTMeuyana MblleyHyio 1 obly cnabocTb, UHNLNNPOBA-
Ha Tepanua rMapoKOPTN3OHOM B fo3e 5 Mr B CcyTKu. lNpn
KOHTPOJIbHOM 06CnefoBaHMK Yepes 1 mec nocsie onepa-
uum AKTI yTpom B cbiBOpoTKe KpoBu 50,0 nr/mn (Hop-
Ma [0 46,0 nr/mn), yepes 2 mec — 31,0 nr/mn, KOPTM3ON
yTpom — 146 Hmonb/n. Yepes 3 mec nocnie onepaTUBHOIO
NeYeHus C y4eToM OTCYTCTBUA KIIMHUKO-N1abopaTOPHbIX
NPY3HaKoB HaAMOYEYHUKOBOW HeJOCTaTOYHOCTU Tepa-
nua rnokokoptukocteponagammu (FKC) oTmeHeHa, nauu-
€HTKa OTMeyYana ynyylleHure obLiero CocToAaHums.

B nioHe 2020 r., Ha ¢OHE CUJIbHOIO 3MOLMOHAJIbHO-
ro CTpecca, MOBTOPHO BO3HUKMM aniobbl Ha U3MEHEHne
BHELUHOCTU MO TUMNY «1yHOOOPa3HOro nuua», 3HaymTenb-
HOe MOBbILIEHMEe anneTnTa, yBeInYeHne Macchl Tena Ha 8 Kr
3a 6 Mec 6e3 M3MeHeHMA JUeTbl, BblPaXKeHHy0 cnabocTb.
Mo paHHbIM NabopaTOPHbIX UCCIEAOBAHU — PeLnnB M-
nepKopTULM3Ma: KOPTU30N CJIIOHbI, cobpaHHol B 23.00, —
69 (0,5-9,65) HMONb/ N, KOPTU30/1 B CYyTOUYHOW MoYe — 2433,0
(100-379) Hmonb/cyT, AKTI B CbIBOPOTKE KPOBU YTPOM
166 (2-25,5) nr/mn, Koptnson — 712 (64-327) Hmonb/n.
Mo gaHHbIM MPT ronoBHoro mo3ra ot uiona 2020 r. (puc. 2)
nocsieonepaumoHHbIE U3MEHEHWA CeNNAPHON obnacTy, 6e3
AVHAMUKK No cpaBHeHuto ¢ 2018 . Cneumnduryeckoro neye-
HMA Ha3HAYeHO He 6blIO, OblNa HanpaB/ieHa Ha KOHCYbTa-
yuto B OIBY «<HMUL, sHgokpuHonorum» Munsgpasa Poccuu,
rae B ceHTabpe 2020 r. npu o6cnenoBaHmy Habnoganca pe-
rpecc nabopaTopHbIX MPU3HAKOB MMNepKopPTULM3MA: BbIsiB-
NEHO HEe3HAauYUTENbHOE MOBbIWEHME KOPTU30Ma CJIKOHbI, CO-
6paHHol B 23.00,— 10,28 MMosb/n (Hopma go 9,65 HMonb/n),
KOPTU30/1 B CYTOYHOWN Moye — B Mnpegenax pedpepeHCHbIX
3HayeHwWI, pe3ynbTaT Manow eKcaMeTasoHOBOW NPobbl No-
NOXMWTeNbHbIN — KOPTN30n 45,0 HMonb/n. [laHHbIX 3a Hanu-
yre HapyLUeHWA YrNeBOAHOro 0bmMeHa MonyyeHo He 6bino
(rnoko3a cbIBOPOTKM KpoBu — 4,68 mmonb/n). Mo pesynb-
TaTy PEHTTEHOBCKOWN AEHCUTOMETPUN — 6e3 CyLLeCTBEHHDBIX
n3meHeHui. Takxke Habnoganncb NCYE3HOBEHME BHELLHUX
NPOABIEHNA SHAOTEHHOIO rMMNEPKOPTMLM3MA U OTCYTCTBME
XapaKTEPHbIX 4nsl JaHHOro 3aboneBaHus *anob. HecmoTps
Ha OTCYTCTBME MOJIHON TabopaTOPHOWN pemMmnccun, B CBA3U
C KOMMeHcauunen KNMHNYeCKOM KapTrHbI MOBTOPHOE XMPYpP-
rMUYeCKoe NleYeHne NoKa3aHo He Hbl10, PeKOMEHI0BaHO Au-
HamMnyeckoe HabnwaeHmne.
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PucyHok 2. MPT ronoBHoro mosra nocsie TpaHcHa3anbHom aieHoMmaKTommu, 2020 r.

B mione 2021 r. nepeHecna HOBYIO KOPOHAaBUPYCHYIO WH-
dexumio (COVID-2019) cpepHeit cteneHn Taxkectu. C aBrycra
TOro e roga BHOBb CTana OTMeYaTb yXyALeHMEe CamMouyB-
CTBUA B BMAE MOBbIWEHNA anneTnTa, NPMbaBKX Macchl Tena
(B TeueHUe 3 mMec Ha 7 Kr), HapyLleHrs CHa, obLern cnabocTy,
OHeMeHMsi KOHeYHocTel, 6onein B cycTaBax. o gaHHbIM na-
6OPATOPHbIX WCCNIEAOBAHUIA: AeKOMMNEHcaUns Mo OCHOBHO-
My 3aboneBaHuio (KopTr3on citoHbl B 23.00 — 27,0 HMonb/n,
AKTT ytpom — 90 nr/mn, KOpTri30n Ha GpoHe Manol AeKca-
METAa30HOBOW MNpobbl — 596 HMonb/n). Mpn MNoBTOpPHON
rocnutanmnsaumm B OIBY «HMUL sHpokpuHonornm» MuH3-
apaBa Poccun B Hosbpe 2021 r.: KOPTM30M B CIIIOHE Beye-
pom — 13,46 (0,5-9,65) HMONb/N, KOPTM30/ B CYTOYHOW
Moue — 398 (100-379) Hmonb/cyT, putm AKTT (yTpo/Beuep) —
63,55/36,65 nr/mn. MpoeeneHo MPT-nccnepoBaHne ronos-
HOro MO3ra C KOHTPacCTHbIM ycuneHuem (puc. 3), BbiABNeHa

MaKpoageHoma runodusa pasmepamm 6x9x11 Mm € 3HAO-,
natepocennApHbIM PacnpoCTpaHeHNEeM BMpPaBo, MO LKane
Knosp-IV (nonHoe oKpyeHne KaBepHO3HOro CermeHTa BHY-
TPEHHeN COHHOWM apTepuun onyxosnbto). [pn oueHke MUHe-
panbHoM nAoTHOCTU Koctn (MIK) meTogom peHTreHOBCKOM
LEeHCUTOMETPUN BePUOULIMPOBaHbI OCTEONEHUA B MOSACHNY-
HOM OTAene No3BOHOYHUKa (-1,3 no T-KpuTepuio) 1 B NeBON
6eppeHHon Koctn (-1,0 mo T-KpUTepUIo), OCTEONOPO3 AUC-
TaNbHOWM TPeTW NneBoi ny4yeBon Koctu (-3,1 no T-kputepuio).
MNpoBegeH KOHCUIMYM COBMECTHO C 3aBefyloLM OTAeNeHN-
€M HeMpOXMPYPruK, yYmTbiBas OCOOEHHOCTY Pa3MepPOB 1 Xa-
paKTepa pocTa Onyxonu, OTCYTCTBUE MOJHOW labopaTopHON
PEMUCCMN MPU HASIMYNN PEMUCCUN KITMHUYECKOW, Obl1o Npu-
HATO PeLLUeHne O ANHAMNYECKOM HAbIoaeHN 1 MPOBeAEeHN
TPaHCHa3aNbHOW  TpaHcCcPeHOoUTanbHOM  afeHOMIKTOMUN
Ha ¢GOHe BblpaXKeHHOW aKTUBHOCTU OCHOBHOTO 3ab0oneBaHus.

PucyHok 3. MPT ronoBHOro mosra nocne TpaHcHa3anbHoW afgeHomaKkTomum, 2021 r.
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PucyHok 4. MPT ronosHoro mosra nepeg BTopoii onepauueii (ToBTOPHOW TpaHCHa3anbHOW ageHoM3KToMmen), 2022 T.

C AnBapsa 2022 r. cHOBa CTana oTMeyvaTb yXyALeHue co-
CTOSIHWA, KOraa MOSBUANCH MPW3HAKU FMNepKopTULM3Ma.
Mpu ambynaTtopHOM 06CNefoBaHUN: KOPTU30/ B CYyTOUYHOM
Moye — 2664,0 Hmonb/cyT, AKTI — 123 nr/mn, KopTnson
B CbIBOPOTKE KpoBU — 940 HMONb/N, KOPTU30/ B CJIIOHE
B 23.00 — 29,9 Hmonb/n. B mapTe 2022 r. B xOA€e rocnutanu-
3auun B OTAeNeHne HenposHaoKpuHonorum OrbY «<HMUL
SHOOKpuHonorum» MuH3gpaBa Poccum nabopatopHo nop-
TBEPXKAEH PeunanB SHAOMEHHOro rMMNepKoOpPTULM3MA: KOP-
T305 cBOOOAHBIN B MoYe — 2557,6 HMonb/cyT (100-379),
KopTr30 cntoHbl B 23.00 — 17,52 Hmonb/n (0,5-9,65), Kop-
Tn301 KpoBu Beuepom — 704,4 Hmonb/n (64-327), AKTT
yTpom — 102,8 nr/mn (7,2-63,3), AKTI Beuepom— 71,7 nr/mn
(2-25,5). Mo paHHbIM MPT ronosHoro mosra (puc. 4): 3H-
[lo-NaTepocenisapHan ageHoMa rmnodumsa ¢ pacnpocTpaHe-
Huem Brpaso no wkane Knosp-1V, pasamepamn 8x12x10 mm
(ymepeHHOe yBenunueHve pa3MepoB B CPaBHEHUN C Ucche-
poBaHuem ot 20.11.2021 r.). 29 mapTa 2022 r. BbINOSHEHO
NMOBTOPHOE OMepaTUBHOE fleyeHne B 06bemMe TpaHCHa3alb-
HOro TpaHccheHOUAANbHOTO yAaneHus afeHoMbl runodu-
3a. o pesynbraty UIMX-nccnepoBaHna yaaneHHOW TKaHW:
NJIOTHOrPaHyNMPOBaHHAA KOPTUKOTPONMMHOMA (OLIeHKa JKC-
npeccum Ki-67 B jlaHHOM cnyyae He nposoannack). B nocne-
onepauuoHHOM nepuofe COCTOAHME MaLMEHTKU YOOBRET-
BOPUTENbHOE, BblPaXXeHHbIX Xanob He NpeabsBnsAna.

OBCYXXAEHUE

B 6onblIMHCTBE CrlyyaeB KAMHMYECKasa KapTuHa 3abo-
neBaHuWA, 06YCNOBNEHHOIO Ype3mMepHbIM AeNCTBMEM SHAO-
reHHOro KopTu3ona, cneunduyHa n noctoaHHa. OCHOBHbIE
NPOABMIEHNA TUMNEPKOPTMLMU3MA AJINTENIbHOMO  TeYyeHuA
npeAcTaBieHbl XapakTepHbIM nepepacrnpefeneHmem Xu-
POBOW TKaHW, MOBbILEHNEM apTePUanbHOro JaBfeHs, Ch-
CTEMHbIM OCTEOMNOPO30M, ANCPYHKLIMEN NOTOBON CUCTEMBI,
UMMYHOAEPULIMTHBIM COCTOAHMEM, HapyLeHneM TPOOUKM
KOXHbIX MOKPOBOB, MMOMaTNEN, HapyLUEHNEM YrTIeBOJHOMO
obmeHa [3]. B nprvBefeHHOM KNUHMYECKOM Cllyyae C yyeTom
LUMKNUYeckoro TeyeHusa 3aboneBaHuns, BbipaatoLierocs
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yepefoBaHMEM 3NN3040B rmnepceKkpennmn KopTrsona u ne-
puoaoB HOPMaNM3aunny ropMoHaNbHOro NpPoduns, KIMHW-
yecKme NposBeHns 66111 BpeMeHHbI 1 I0BOJIbHO Hecnew -
(dUWUHbI, YTO BbI3bIBAJIO COMHEHUSA NMPU YCTAaHOBKE AMarHo3a.

CunTaetcs, UTO HEOOXOAUMO 3aPUKCMPOBATL HE MeHee
Tpex MMKOB U ABYX CMafoB BbipabOTKN KOPTM30Ma Ans Be-
pudrkaumm cuHapoma KylumHra ynuknmyeckoro Teuyenuns [2].
MNMpuHUMaa BO BHUMaHME 4eTbipe 3aPUKCUPOBAHHBIX MpU
npoBefeHUN NabopaTOPHbIX WCC/IeAOBaHMIA «UUKNa» TW-
nepKopTULM3MA, ANArHo3 SHAOFEeHHOro rMNepKopTULM3IMA
WUHTEPMUTTUPYIOLLErO TEYEHUA He Bbi3blBAa€T COMHEHMS.

CnepyeT yunTbIBaTh, UTO, KaK U NpY Knaccmyeckon popme
SHAOrEeHHOro MMNEePKOPTULN3MA, LMKIMYECKan rmMnepKopTn-
30/1eMUA MOXKET ObITb BbI3BaHA FOPMOHASIbHOWM aKTUBHOCTBIO
KopTUKOTpOnunHoMbI (B 80-85% cnyyaeB), peako — 3KTonu-
YeCKUM BbICBOOOXKAEHNEM KOPTUKOTPOMMHA UKW HE3ABUCK-
MbiMK OT cekpeuun AKTI nprvyunHamu (Npu Hannuumn ageHo-
Mbl UM KapLWUHOMbI KOpPbl HalMOYEYHUKOB, ABYCTOPOHHEN
MaKpO- U1 MUKPOY3/10BOM runepnnasmm) [5].

Mpwu Bepudukauum grmarHosa AKTI-3aBrcumoro runep-
KopTULUM3Ma Ha OCHOBaHUWU pe3ynbTaToB 1abopPaTOPHbIX
NUCCneqoBaHNN [NA onpefeneHua [anbHenwWen TakTUKM
NneyeHns HeobXoanMO BbIABUTb MCTOYHUK MATONOTMYECKON
cekpeuun AKTT. AKTI-cekpeTupyiowan ageHoma runodusa,
Kak MpaBuio, NOAUYMHAETCA MPUHUUNY obpaTHOM oTpuLa-
TENbHOWM CBA3U, YTO AEMOHCTPUPYETCA CHUXKEHVEM YPOBHSA
KopTu3ona 6onee yem Ha 50% MCXOAHOTO NPU NPUMEHEHUN
6onblmx go3 NKC (B xoge npoBeaeHna 60bLWON AeKcame-
Ta3oHoBOW Npobbl), AKTI-3KTonMpoBaHHasA TKaHb He obna-
JaeT yKasaHHbIM CcBOMCTBOM. OfHaKoO UYyBCTBUTENbHOCTb
[aHHOro MeTofa ANArHOCTMKN JOCTAaTOYHO HM3Kas, Tak Kak
npu HanNMuMM MakpoageHoMbl runodursa 1 Npr NOJIHOM aB-
TOHOMMWW MATONOrnyeckon TKaHu cekpeuna AKTI ageHo-
MOW rMnodusa MOXeT He NMOoAaBNATbCA GONbLUMMN f03aMU
IKC [6]. Kpome Toro, B page cnyyaes cekpeuna AKTI akTonu-
POBaHHbIMI 06pa3oBaHMAMN NoAaBnseTca 6onbWNMN LO-
3amu M'KC no npuHumny obpatHoi oTprLaTenbHOM CBs3n [7].

Mo paHHbIM nuTepatypbl, gna AKTI-akTonmpoBaHHOro
CHAPOMa BO3MOXHO bonee Tsaxkenoe TeyeHne 3aboneBaHms,
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HO laHHOE NPOosBJIeHNe HecreundunyHo. Boicokoe 3HaueHne
AKTI B BeuepHee Bpems (6onee 110 nr/mn) Habnogaetcs
yale npu aKkTonumM oyara cekpeuumn AKTT (B 70%) [8], Tem
He MeHee faHHbI/ 1abopaTOPHbIA NOKa3aTeslb TakKe Heof-
HO3HAYHbIN.

C uenbto TONMYECKOW ANArHOCTUKN PEKOMEHAOBAHO NPOo-
BegeHve MPT ronoBHOro Mo3ra, ¥ B GONbLUMHCTBE CllyYaeB
NOATBEPXKAAETCA HaNIMUMe ageHoMbl rnodusa. MNpu pasmepax
ageHoMmbl runodmsa 6onee 6 MM y NMaLMEHTOB C SHAOrEHHbIM
rMNepKOPTMLI3MOM MOXET OblTb YCTaHOBJIEH AMarHO3 bones-
HY MueHko-KylumHra, B TO BpeMsi Kak Hanuune HOBOOGpaso-
BaHUA MeHee 6 MM B AMaMeTpe He BCerga CBUAETENbCTByeT
00 NCTOYHMKe N36bITouHON cekpeummn AKTT. CornacHo AaHHbIM
NUTEpPATYpPbI, UHLMAEHTaIOMa rnodu3a yKasaHHbIX pa3MepoB
obHapyxeHa y 10-20% 3g0posbix niogei [9, 10]. Mo pe3ynbra-
TaM UCCIIeIOBAHUIN YacTOTa MHUMAEHTANIoM rinodusa cocTas-
naet 14,4% no gaHHbimM aytoncum n 22,5% npun MPT-CKpUHWH-
re [11]. B paHHOM cnyyae pesynbtatamu MPT-uccnegoBaHuA
nepBrYHO Oblfia NOATBEPXKAEHA afleHOMa runodursa pasmepa-
My 6onee 6 MM, UTO MO3BONUIIO YCTAHOBUTb AMArHO3 6onesHu
MNueHko-KywHra 1 BbIOpaTh XMpypruyeckoe feyeHne Kak
NPUOPUTETHBLIN BapUaHT. KOCBEHHBbIMM [OMONHUTENIbHBIMA
npvi3Hakamy NPaBUIbHOCTU BbIGOPa NOCYKUK TakKe Moso-
XuTenbHas 6onbluas AekcameTa3oHoBas npoba 1 OTCYTCTBYE
HapyLueHua putma cekpeunn AKTT.

Mpu OTCYyTCTBMM nNaToOsIOrMK runoTanamo-runodusap-
HoW obnactu TpebyeTca npoBefeHVe [OMONIHUTENbHOIO
WHCTPYMeHTaflbHOro  06cniejoBaHNA.  JKTOMMPOBAHHBIN
ouar yuknunyeckon cekpeunn AKTI MOXeT ObITb pa3nMyHON
noKanusaummn: B Nerkux, TUMyce, NOXKeyaOYHOW Xenese,
LWMTOBUAHOWN efe3e, HaANoYeuHnKe, ANYHNKE, NoUKe, Xe-
nyaKe, anneHanKce, 0651afaTb Kak JO6POKaueCTBEHHbIM, TaK
1 3/T0KayeCcTBeHHbIM noTeHumanom [12, 13]. M3BecTHbI Takke
pegkune cnydyam AKTI-cekpeumn naparaHrnMoMown, Henpo-
6nactomoi, xemogektomol [14]. CnegoBatenbHo, Npu no-
no3peHnn Ha AKTI-3KTONMMPOBaAHHbIA CUHAPOM NAeHTUOU-
Kauma oyara natonormnyeckon cekpeunn AKTI moxeT 6bITb
3aTPYAHUTENbHON 1 elle 6onee CIOKHON — Npu LUKnnye-
CKOM TeyeHuun 3aboneBaHus.

Cpeaun MeTofoB MHCTPYMEHTaNIbHOW AMArHOCTUKK Npu-
MeHsT KT opraHoB rpygHON KNneTku, cpefocTeHns, 6proL-
HOW NonocTn, manoro Tasa [15]. B cnyyae nonyuyeHna otpu-
uaTtenbHbIX pe3ynbratoB KT pekomeHZOBaHO paccMOTpeTb
BO3MOHOCTb BbIMO/IHEHUA CKaHNPOBaHWA OpraHu13ma c no-
MOLLbIO CUMHTUTPadMM PeLENTOPOB COMATOCTaTNHA B pe-
xume Total Body ¢ "In-okTpeotnaom, '2I-meTaiton6eH3mnn-
ryaHuavHoM unm 99mTc-TeKTPOTMAOM U/MNN COBMELLEHHYIO
NO3UTPOHHO-3MUCCUOHHYI0 (M3T) N KOMMNbIOTEPHYO TOMO-
rpaduio (KT) ¢ DOTA KOHbIOrMPOBaHHbIM paguodapmmnpe-
napatom (68Ga-DOTA-TATE) [4].

B HacToswee Bpemsa Hanbonee NMHGOPMATUBHBIN MeTOf
andoepeHumanbHon auarHoctuku AKTI-cekpetupyioLuein
apeHombl runodusa u AKTI-3KTONMPOBAHHOIO CUHApPOMA
npeacTaBneH ABYCTOPOHHUM OLHOMOMEHTHbIM CeJIeKTUB-
HbIM 3260POM KPOBM M3 HUMKHMNX KAMEHUCTBIX CUHYCOB (4yB-
CTBUTENbHOCTb MeToaa 88-100%) [16, 17]. B npuBegeHHOM
npumepe NoKasaHW K NPOBeAeHNI0 YKa3aHHOIo MHBa3MB-
HOro UCCNeloBaHUA BbIABIEHO He 6bino, NpoBedeHne no-
BTOPHOW TpPaHCHa3aNIbHOM afIeHOM3KTOMMU OOYCNOBIEHO
HanMuMem peunanBa OCHOBHOIO 3ab0neBaHUs, NOATBEPX-
[EHHOTO [aHHbIMU VHCTPYMEHTaNbHOro ob6cnefoBaHuA
(npn MPT ronoBHoOro mMo3ra: MakpoageHoma runo¢usa), oT-
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KNUHUYECKIMI CNYYAW

CYTCTBMEM AUHAMYWKM POCTa 06pa30BaHNA NErKOro rno AaH-
HbIM IVIHAMUYECKOTo HabnogeHs.

Takum 06pa3om, BbIGOp MeToAa NEYEHUs LMKINYECKO-
ro cnHapoma KylivHra 3aBucuT OT JIOKanmsaumy ovara na-
TOJNIOrMYeCcKon cekpeuumn. Xvpyprnyeckoe BmeLlaTenbCcTBO
cunTaetcs Haubonee 3PpPeKTVBHLIM U NPEfNOYTUTENbHBIM
METOAIOM JIeUEHMUS MNPV YCTAHOBJIEHHOM HalMyumy KOpPTU-
KOTPOMMHOMBI. YCNex OnepaTVBHOrO JieuyeHus 3aBUCKT
OT MHOTUX HAKTOPOB: Pa3mMepoB U OCOHBEHHOCTEN KNeTou-
HOrO CTPOEHWsA OMnyxonu, CTEMEHW MpopacTaHuA B KaBep-
HO3Hble CUHYCbI, @ TaKXKe OT KBanupukauum Henpoxmpyp-
ra. TpaHCHa3anbHaA afeHOMIKTOMMUS, MO Pa3HbIM AaHHbIM,
Nno3BoJiAeT AOCTUYb pemuccnn B 65-90% cnyyaes. OgHako
BO3HVKHOBEHME peLmarea 3aboneBaHnsa He NCKIIOUYEHO.

Moka3aTeniem pemuccmMm OCHOBHOFO 3aboneBaHusa Cy-
XKWUT pa3BUTME HAAMOYEUYHNKOBOM HE[OCTAaTOYHOCTM. B cny-
Yyae UMKIIMYECKOro TeYeHs TMnepKopTUL3Ma CIIOXHOCTb
3aK/l0YaeTcs B TOM, YTO JaHHble NabopaTopHbIX NMoKasaTe-
nei B NOC/IeonepaLoHHOM NEPUOAE MOTYT ObITb CXOXKUMU
C NoKa3saTesisiMu, COOTBETCTBYIOLLMMU 3aBEPLLEHMIO KLIUKIIa»
rMnepKopTULM3Ma, YTo TPpebyeT fanbHeNLLEero ANMTENbHOMO
HabnwaeHus.

Mpw coxpaHeHUM akTMBHOCTY 3aboneBaHnA Nocsie nNpo-
BEEHHOIO XMPYPrnYeCcKoro eYeHns Uiy HEBO3MOXKHOCTU
npoBefeHnA MOSIHOM pe3eKuun OnyxoneBoW TKaHW rmno-
duM3a HeobXxOOMMO PACCMOTPETb HECKOJSIbKO BapuaHTOB
JanbHelwero fneyeHus: NOBTOPHOE OMepaTMBHOE BMELLA-
TeNbCTBO, JlyyeBas Tepanus 1/uny HenpepbiBHas Gapmako-
Tepanus. PelueHne [OMKHO 0OCYXAaTbCs MHOronpodub-
HOW MeZVLMHCKOW 6prragon B MHAUBUAYaNbHOM NOPAAKE.

Tak, nyueBas Tepanuvs NpeacTaBnseT co6om 3PpGEeKTUBHBIN
METOJ JIeYEHUSA B CTy4Yasnx OTCYTCTBUA BO3MOXHOCTU MOJSIHOMO
ncceyeHns aileHoMbl rmnodusa, a TakKe Npu peuraneax 6o-
ne3uun KywuHra. Hanbonee pacnpoctpaHeHHbIMY MeTOAaMu
ABNATCA CTepeoTakCnyeckas paguoxupyprus n dpakumo-
HVPOBAHHaA BHELWHAA nydyeBasa Tepanus. CnegyeT yunTbl-
BaTb, YUTO HacTynyeHre 3ddeKTa OT JaHHOTO METOAA JIeYeHNA
MOET ObITb OTCPOUYEHO (HAa HECKONIbKO MECALEB/NET), a PUCK
BO3HUKHOBEHMS FMNONUTYMTapu3mMa 3HauuTeneH [5].

Cpeon MeauKaMeHTO3HOW Tepannm B HacTosLLee BPeMs
B 3apybexHbIX UCCNefoBaHUsX onvcaHa 3¢pdeKTMBHOCTb
MHOMUX (HapMaKoNOrMyeckux MpPenapaToB: UHIMOMTOPOB
cTepongoreHesa (METMPANOHa, KETOKOHa30/1a, MUTOTaHa,
3ToMUAaTa, OCUNoApPOCTaTa), MpernapaToB, BO3AENCTBYIO-
LMX Ha MTIKOKOPTUKOWAHbIE peLenTopbl (MrudenprnctoHa),
U MPenapaToB, OKa3blBalOLWKX BAUAHUE HA rMNopu3apHyio
TKaHb (KabepronvHa, nacnpeotuga) [5]. BaxHo yKasaTb, Uto
B Poccunckon Oepepaunn 3aperncTpupoBaHHble MokKasa-
HUA [N OCYLEeCTBNEHMNA MEeLVMKAMEHTO3HOrO KOHTPONA
SHAOreHHOro rMnepKopTULM3Ma CPean YKa3aHHbIX npena-
paToB UMeeT TObKO MacupeoTva. Bo3moxHOCTb ncnonb-
30BaHUs OCTasIbHbIX MPEnapaToB, HECMOTPs Ha natodu-
3Monormyeckylo 060CHOBaHHOCTb, [OMKHa O6CyXAaTbcA
C naumeHTaMy UHANBUAYanbHoO [4].

B cnyuaax sktonnpoBaHHoro ouara cekpeumu AKTT He-
06XOAUMO OLEHNTb BO3MOXXHOCTb MPOBEAEHNsA ero Xupyp-
rmyeckom pesekumn. Npu HEBO3MOXHOCTW BbIMONHEHNA
onepaTMBHOrO fleyeHns (Hanprmep, B yCIIOBUAX OTCYTCTBUSA
BM3yanm3auumn oyara natonormyeckon cekpeuun AKTT, npu
MeTacTaTMYeCKOM pPaCMpOCTPaAHEHNM) CTOUT PacCMOTPETb
BAapVaHT MeVMKAaMEHTO3HOW Tepanuu (aHasoramu comaTo-
CTaTMHa, 6/10KaTopamu ctepongoreHesa) [5, 18].
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CASE REPORT

Ecnn coctosiHue 0COBeHHO TAXernoe u/vunn BbllleyKa-
3aHHble MeTObl He OKa3ancCb AOCTAaTOYHO 3PPEKTUBHBIMY,
a TakXKe B YCNIOBUAX HeBepudMLIMPOBAHHON NoOKanmM3aLmu
ovara cekpeuun AKTI ABYCTOPOHHAA agpeHan3KToMusA
OCTaeTcA NOTeHUMaNbHO CMacaloWmM XN3Hb BApUAHTOM Jle-
yeHus [2].

MNocKonbKy NpU3HaKm M CUMNTOMbl SHOOFEHHOro K-
nepKopTULM3Ma KaK KNacCMyeckoro, Tak M LMKINYeCKoro
TeUEeHNA UMeIT TeHAEHUMIO MPOorpeccnpoBaTb C TeueHnem
BpemMeHN, 1 3aboneBaHne B KOHEYHOM MTOre MOXET npuse-
CTU K NeTanbHOMY MCX0Ady, JieueHne yKa3aHHOro naTosnoru-
YeCKOro COCTOAHMA He criedyeT OTKNaAbiBaTb.

3AKNIOYEHUE

LUmknnuecknn cnHgpom KywmnHra — pepgkas, TpyaHo
avarHoctmpyemMas Gopma SHLOMEHHOTO rMNepKopPTULM3MA
BBUAY HEMOCTOAHHOCTW KIIMHWYECKUX NMPOABAEHUN 1 Npo-
TUBOPEUNBOCTU TAGOPaATOPHbIX. BO3HMKHOBEHWE 1 Npoaon-
XWTeNIbHOCTb HOBOIO 3MK304a rMNepKopTULM3Ma Henpes-
CKa3syembl, MEXLMKIOBblE MEPUOAbl MOTFYT CYLIeCTBEHHO
BAapbMUPOBATbCA MO ANUTENBHOCTM (OT HECKONIbKUX AHEN
no mecsaues). o 3Tmonorun 3aboneBaHne MOXeT ObITb Kak
LeHTpanbHOro (B 60NbLIMHCTBE CllyyaeB), Tak 1 nepudepu-
YyecKoro reHesa, yto elle 6osblie 3aTpyaHaeT BepudmrKa-
LU0 narHo3a v BbIGop CTpaTernm AanbHENLIEro eyeHus.

B npriBefeHHOM KIUHMYECKOM CJlyyae npefCcTaBieHbl
[aHHble 0 yeTblpex 3adUKCMPOBaAHHbIX SNM30L4axX rMnepKop-
TULM3MA, CMEHAIOLLUXCA Nepuogammn HoOpManm3aLum ropmo-
HanbHOro NPodwWs, YTO NO3BONIAET CieNaTb BbIBOZ O LIMKN-
yeckon ¢opme 6onesHn KywmHra. C yuetom Bepudumkaumm
ageHoMbl runodursa pasmepamu 6onee 6 MM Mo pesynbTaTam
MPT, npoBefeHne onepaTBHOIO fleyeHns B 0Obeme TpaHC-
Ha3afbHOW afieHOM3KTOMUM 060CHOBAHO. Pa3BuTne Hagno-
YEYHVKOBOW HelOCTaTOYHOCTV B MOC/IeONePaLNoOHHOM Me-
puoae CBMAETENbCTBOBANO 06 YCMeLWHOCT NPOBEAEHHOIO
Xnpypruyeckoro neyerus. OgHaKo, NPYHUMAs BO BHUMaHMeE
BO3HUKHOBEHVE peLyanBa 3a005eBaHs, NOATBEPKAEHHOIO
KIVHUYECKUMIN 1 TAaBOPATOPHO-AMArHOCTUYECKMMA JaHHbI-
MU, TpeboBanocb NpofomKeHne neyexns. Boibop B nonb3y
MOBTOPHOIO OMEPATVBHOINO BMELIATENbCTBA Ha ¢OHe pe-
rpecca 3aboneBaHva OH6OCHOBAH HaNMUMEM MAKpPOAAEHO-
Mbl runo¢usa no gaHHbiM MPT rofloBHOro Mo3ra, a Takxe
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BO3MOXXHOCTbIO MPOBEAEHUS OMnepauun B BbICOKOCMELMA-
NN3MPOBAHHOM CTauuoHape. Pesynbtatbl nabopaTopHOro
ob6cneioBaHVA B MOC/eonepaunoHHoOM nepuode (passutne
HaAMOYEeYHNKOBOW HEJOCTAaTOUYHOCTU, PETPECC KIIMHNYECKNX
NPOSABNEHUIA, yNyyLLIEHVE ODOLLIEr0 CaMOUyBCTBIYA) CBUAETENb-
CTBYIOT B M0OJIb3y 3GPEKTMBHOCTA MPOBELEHHOIO JIeUeHUsI.
HanHbimn UMX-nccnepoBaHna yaaneHHON TKaHW NOATBEPX-
[eHO Halnume KOPTMKOTPOMUHOMBL. B HacToslee Bpems
npogomKaeTcsa ambynaTtopHoe HaboaeHMe NauneHTKN.

Taknm 06pa3om, UMKnmyecknii cuHapom KylumHra — gua-
rHOCTUYeCKas ANNemMMa, C KOTOPOI BPayuu MOTyT CTOJNIKHY Tb-
CA B KNMHUYeCKON npakTuKe. B paHHOM cryyae Tpebytotca
0co60 TuaTeNbHOE ANHaMMYecKoe HabnogeHne nauneHTa
N OLIeHKA KNMHUKO-NabopaTopHbIX AaHHbIX. OnucaHue Knu-
HUYEeCKMX CyYyaeB rMNepKopTULIM3MA LUKIINYECKOro Teve-
HUS UMEET Ba)KHOe 3HaueHue Ansa GopMUPOBAHUS Npea-
CTaBneHVA O cneunduke 3aboneBaHnsA, BOSMOXHOCTAX €ro
JNarHOCTUKN U NleYyeHus.

C pocToM uncna MNaumMeHToB, MMEILWMX K3ObITOUHYIO
Maccy Tena WM OXMPEeHUe, KIMHULWUCTaM criefyeT ObiTb
ewe 6onee BHMMATESbHbIMM MPY NOAO3PEHNN Ha Hanuune
rMnepKkopTUUM3amMa Nno AaHHbIM aHAaMHe3a, 0COOGEHHO Mpu
MonyyeHnr NPOTUBOPEYMBBIX PE3YNLTAaTOB 006CEef0BAHMS.
B coMHUTeNbHbIX Criyyasix TpebyeTca npoBoAWTb AUHAMU-
yeckoe nabopaToOpHO-MHCTPYMEHTaNbHOE o06CefoBaHne
C Uesnbio UCKIIOYeHUs natonioruu, ¢pukcnpoBaHne cybbek-
TUBHBIX CYMMTOMOB TMMNEePKOPTULM3MA, YTOObI He mpony-
CTWUTb PELKYI0, HO TsXKEeNyHo NaTosorui.

AONOJIHUTENIbHAA UHOOPMALINA

UcTouHnkn ¢puHaHcmpoBaHua. PaboTa BbINOMHEHa MO MHULMATUBE
aBTOpOB 6e3 nprBneyYeHns GUHAHCPOBaHN.

KoH®nuKT mHTepecoB. ABTOpblI AEKNapupylT OTCYTCTBME ABHbIX
N NOTeHUManbHbIX KOHGIMKTOB MHTEPECOB, CBA3AHHbIX C CofdepKaHneM
HacTosilen cTaTbu. Bce aBTOpbl 0fo6punu ¢uHaNbHYI0 BEPCUIO CTaTbyh
nepep nybnvkauuei, BbIPasunm coriacre HeCcT OTBETCTBEHHOCTb 3a BCe
acnekTbl paboTbl, MOAPa3yMeBaloLLy0 HageXallee UsyyeHne 1 pelleHre
BOMPOCOB, CBSA3aHHbIX C TOYHOCTbHIO U OBPOCOBECTHOCTbIO JI06OI YacTh
paboTbl.

Cornacve naumneHTa. ABTOpbI HaCTOALLEN CTaTby NOAYYUSIA MUCbMEH-
HOe pa3peLLeHune OT YNOMUHAEMbIX B CTaTbe MaLMeHTOB Ha NybnnKaLuumio nx
MeLMNLMHCKNX JaHHbIX B XypHarne «[1po6sembl SHAOKPUHOMOMMU».
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