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AnHoranus. IloMcKk NPUYMHBI 3HJOTCHHOT0 THIEPKOPTHIM3MA, HECMOTPS Ha aJrOPUTMHYECKHI NOAXO0M,
324aCTYI0 CONPSIAKEH €O 3HAYNTEJbHBIMH TPyAHOCTSAMHU. CylecTBeHHbIE 3aTPyAHeHHs IPH AU depeHIHATBHOI
AUATHOCTHKE MCTOYHHKA AJPEHOKOPTHKOTPONHOI0 TOPMOH3aBHCHMOIr0 THNEPKOPTHIW3Ma BO3HHKAKT MpH
HEHPO3HTOKPUHHBIX OMyX0JsX. Yanie KIMHNKA ObICTPONPOrpecCHPYIONIero runepKOpTUIM3MA HAOII0AaeTC Y
NMAIMEHTOB ¢ KAPIUHOUIOM Jerkoro. B Hacrosimee BpeMsi OTCYTCTBYIOT YeTKHe AMATHOCTHYECKHE KPHUTEPHH,
NMO3BOJIAIIONINE TOATBEPAUTh CHHAPOM 3KTONHYECKOH NPOAYKNUM aAPeHOKOPTHKOTPONHOI0O rOPMOHA IIPH
OIYXOJIM JIerkoro. Jlaske He3HAYMTEJbHbI 00beM OIYX0JIM MOKeT NPOfABJIATHL ce0st OypHO pa3BHBaloLieicst
KJIMHUYECKOH KAPTHHON OCJI0KHEHHOI0 TIHMIEePKOPTHLM3MA, Tpelyloued HEOTJI0KHOI0 XMPYPruyeckoro
BMelIaTel1bCTBA. Pa3BUTHE THNMYHON KJIMHMKH THIIEPKOPTHIM3MA NMPHU OMYXOJIH JIETKOI0 MOKeT CylIeCTBEHHO
OTJINYATHCA MO JJIUTEIbHOCTH, 3aHHMasi OT HEeCKOJBKHX MecsiieB /10 HeCKOJbKHX JeT. O0pamaer Ha celst
BHHMaHHe, YTO HCTOYHUK IHMePNPOIyKIMH KOPTUKOTPONMHA MOKeT H3MEHSITHCS Y O/THOTO M TOT0 e MalMeHTa,
4yTo TpedyeT co0JII0AeHUs] AJITOPUTMHYECKOI0 MOAX0/a K OLleHKe MMeEKINXcs M3MeHeHUIl M CBOeBpeMeHHOil
KOPPeKIUH TAKTHKH BeleHus. IIpuBegeHHbIe KIMHUYECKHe NPUMEPhI AeMOHCTPUPYIOT Pa3inyHble BAPUAHTBI
(opMupOBaHNSA KIMHMYECKOH KAPTHHBI APEHOKOPTHKOTPONHOrO0 TOPMOH3aBHCHMMOIO THIIEPKOPTHIU3MA,
BO3MOKHOCTh HM3MEHEHHMSI MCTOYHHKA THNEPNPOAYKIMH KOPTHKOTPONMHA M  CONPSUKEHHBbIE € JITHM
AUATHOCTHYeCKHe TPYAHOCTH, YTO JejJaeT HeoO0XOAMMBIM IpOBeJdeHHEe MOC/Ie0BaTeIbHOI0, CBOeBPEeMEHHOI0
Ja00paTOPHOr0 M HHCTPYMEHTAJIBHOIO0 KOHTPOJISl 32 TAaKHMM HalUeHTaMM, o0ecne4ynBasi BO3MOKHOCTH
3(eKTUBHOI0 XHPYPIrUYECKOro JieYeHHs.

KnroueBble cloBa: CHHAPOM SKTONUYECKON MPOAYKIMH AAPCHOKOPTHUKOTPOITHOIO TOPMOHA, 3HJOTCHHBIN
THIIEPKOPTUIIU3M, KaPIIHHOM JIETKOTO.

VARIANTS OF THE COURSE OF THE SYNDROME OF ECTOPIC PRODUCTION OF
ADRENOCORTICOTROPIC HORMONE IN LUNG CARCINOID
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Annotation. The search for the cause of endogenous hypercorticism, despite the algorithmic approach, is often
fraught with significant difficulties. Significant difficulties in the differential diagnosis of the source of
adrenocorticotropic hormone-dependent hypercorticism arise in neuroendocrine tumors. More often, the clinic of
rapidly progressive hypercorticism is observed in patients with lung carcinoid. Currently, there are no clear
diagnostic criteria to confirm the syndrome of ectopic production of adrenocorticotropic hormone in lung tumors.
Even a small tumor volume can manifest itself as a rapidly developing clinical picture of complicated
hypercorticism, requiring urgent surgical intervention. The development of a typical hypercorticism clinic in lung
tumors can vary significantly in duration, taking from several months to several years. It is noteworthy that the
source of corticotropin hyperproduction may vary in the same patient, which requires compliance with an
algorithmic approach to assessing existing changes and timely correction of management tactics. The given clinical
examples demonstrate various options for the formation of the clinical picture of adrenocorticotropic hormone-
dependent hypercorticism, the possibility of changing the source of hyperproduction of corticotropin and the
associated diagnostic difficulties, which makes it necessary to conduct consistent, timely laboratory and
instrumental monitoring of such patients, providing the possibility of effective surgical treatment.

Keywords: syndrome of ectopic production of adrenocorticotropic hormone, endogenous hypercorticism, lung carcinoid.

CpeIlI/I 3H,Z[0KpI/IHHOI71 1aTroJjoruu, ¢ KOTOpOﬁ IMPUXOOUTCA CTAJIKHUBATBCA KIHWHUIIUCTY,

CHUH/IPOM DJKTONUYECKON MNPOIYKIUN aJpeHOKOPTHUKOTponHOoro ropmoHa (AKTI-skronunueckuit



cuaapoMm, AKTI-OC) — mapaHeomiacTHYeCKUil CHHAPOM BCIEACTBHE HM30BITOUHON MPOMYKIIHMH
HeliposHaokpuHHoU omyxonbto (HD0) anpenoxopruxorponHoro ropmona (AKTIY), AKTI-
MOJOOHBIX BEUIECTB HJIM, BO3MOXXHO, KOPTHKOTpomuH-puim3uHr-ropmona (KPI'), Bcrpewaercs
JIOCTaTOYHO PEIKO, IIPU ATOM €ro KJIMHUYECKHE MPOSBICHHUS MOTYT OBITh KpaiiHe TsbkenbiMu [1-3].
[To manHBIM HEKOTOPBIX aBTOpPOB, pacupocTpaHeHHOCTh AKTI-OC cpenn Bcex ciywaeB AKTI -
3aBUCUMOTO TUIIEpKOpTULIN3MA cocTaBisieT 5—20% [2; 4; 5].

W3eectHo, uyto  HDO  mpencrasinensl  HeauddepeHUMPOBAHHBIMH — KJIETKAMHU
MeNTUIRPrHIecKor HeHposHIokpuHHOHN (AITY]) cuctemsl, npeacTaBieHHON (PAKTUISCKH 110 BCEMY
opranusmy. CriocooHoctb npoaynupoBath AKTI BeIsiBICHA y OITyX0JIeH pa3InyHbIX JIOKATHU3AINN 1
CTCTICHH 3JI0KAYECTBEHHOCTH, & TEPMUH «KAPIIUHOM]I» OTHOCHUTCS TOJBbKO K HOO nerkux u OpoHXOB
[3; 6].

B 25-46% cnyuaeB ucrounukom runepcekperun AKTI moxer ObITh KapIUHOU[ JIETKUX.
HBO wunpIX nokanu3aiui BCTpEYaAlOTCS HE TaK 4acTo: BHIJIOYKOBOHM jkene3bl B 5—16%, HOO
MTOJIPKETY/IOUHOM KeJie3bl U MEJIKOKJIETOUHBIN pak Jierkux B 18—20%, a Ormyxoiu UHBIX JIOKATU3aIui
(OKeTyIOYHO-KHIIIEYHOTO TPaKTa, MEIYUIAPHBIA pak MIUTOBHIHON Kele3bl, (EeOoXpPOMOIUTOMA,
ME30TeJIMOMa, OIYXOJIM OKOJIOYIIHBIX JKelie3, paK IUIIEeBOJAA, >KETylKa, KHUILIEYHHUKA, MOJIOYHOM
JKeJe3bl, IMYHUKOB, MAaTKH, MPEACTATENbHOM jKeJie3bl) BCTpevaroTcs eie o6omnee penko [4; 5; 7.

Tunmunenii kapuuHony (TK) Bepudpumupyror npumepHo B 2% cirydaeB 3710Kau4€CTBEHHBIX
HOBOOOpa3oBaHuii jierkoro [2; 8; 9]. OH xapakTepu3yeTcss HU3KOM CTEMEHbI0 3JI0KaueCTBEHHOCTH,
MEIJIEHHBIM POCTOM M HHU3KOW mponudepaTuBHON akTUBHOCTHIO. HecMoTpss Ha BBICOKYIO
MSATUJIETHIO BBDKMBAEMOCTh MOCJE PaIUKATbHOTO ONEpaTuBHOTO JieueHus (okono 88%), mMoryr
BBISIBJIAITHCSI METACTa3bl B peruoHagbHbie TuMdarnueckue y3isl (10—15% crnydaeB) uiam oTaaIeHHbIE
MeTacTa3bl B MIEUeHb U KOCTH ckeneTa (B 3-5% ciyuaes) [3-5].

JnutenbHOE BpeMs OMyX0Jib MOXKET HE JaBaTh SIBHOW KIMHUYECKOW CUMIITOMAaTUKU. B Takux
cinydasix auarHoctupoBarb HDO CTaHOBUTCA BO3MOXKHBIM JIMIIb KOIJA OMNYXOJb JOCTHTAET
OONBIIOTO  pa3Mepa U  MOSABISAETCA  KIMHUKA  OBICTPONPOrPECCUPYIOIIET0  SHIAOTEHHOIO
runepkoptuiuaMa. [lo maHHBIM JUTEpaTyphl, JIUTEIBHOCTh 3a00JIEBaHUS 0 BBISBICHUS oOdara
runepnpoaykunn AKTI cocrasnsier ot 1 mecsna o 5 ner [7-9].

CornmacHO JaHHBIM JMTeparypbl, TUNWYHBIMH A  KMHUKM  AKTI-OC  asnsrorcs
aprepuanbHas runepreHsus (B 92%), actenus, o0mias ciaboCTh, CTEPOUIHBIA CaXxapHBIA IUa0eT,
oTeku KoHeuHocTeh (B 75%), mblmiednas ciabocth (B 67%), JTOMKOCTh KanmuuisipoB (B 58%),
TUMIWYHBIA KYIIMHTOUIHBINA (eHotun (B 58%), mpupocTt Maccel Tena (B 58%). [Ipu stom mpyrue
XapakTepHble ISl M30BITKAa KOPTU30JIa CHUMITOMBI (THIEPIUTMEHTALUS, BUPUIBHBIA CHHAPOM,
HapylIeHHe MEHCTPYaJIbHOTO IUKJIA, U3MEHEHUSI TICUXUYECKOTO CTaTyca, CTEPOUAHBINA 0CTEONOpO3,

yacTble MH(EKINH) BcTpedatoTes cymiecTBeHHO pexe [8; 10; 11]. Croutr oOpaTtuTh BHUMaHUE Ha



XapakTepHble JJa0OpaTOpHble U3MEHEHUS: TUIIOKAINEMHUs (B TOM YHMCIIE 3HAYUTEJIBHO BbIpaXKEHHas,
COMPOBOXK/IAIOIIASACS PA3BUTHEM METa0OIMYECKOro ajkajao3a) BcTpedaercs y 92% mnanueHros,
BBIp@KEHHBIA Jeiikouuro3 — y 67% [6; 8; 12]. TUNUYHBIM COCTOSHHEM, ACCOLMHUPOBAHHBIM C
TMIIEPKOPTUIIM3MOM, TAK)KE MOKHO CUUTATh U CTEPOUJHYIO KOATYJIONATHIO C PELUIUBUPYIOLIMMHU
BEHO3HBIMH TpoMmbo3amu [3; 13].

OOI1en3BECTHO, YTO QJITOPUTM JUAarHOCTUKM TUIIEPKOPTULM3MA IPeaycMaTpUBacT
MOATBEPKACHHUE (haKTa CTOMKOTO TMIIEPKOPTH30IM3MA (TIOABIISIONIUI TecT ¢ | MI IekcameTa3oHa u
CyTOUHAs JKCKpelHs KOpTHU30ia C Mo4Yoi), nmanee — oueHky ypoBHs AKTI mis uckimroueHus
Ha/AMOYeYHUKOBOH  (opmbl  3abosneBaHus. B mocnenyromem  HeoOXoAMMO — IPOBEICHHE
muddepeHInaIbHON JUarHOCTHKY THIo¢pU3apHOro u skronuyeckoro Bapuanta AKTI -3aBucumoro
cUHApoMa (ITOJABJISIONIMM TecT ¢ 8 Mr JeKcaMmera3oHa, 3a00p KpPOBH M3 HM)KHHUX KAMEHHCTBIX
cuHycoB). 3BecTHO, uto B psne ciaydaeB npu AKTI-OC mpoba ¢ 8 Mr nekcameTazoHa MOXKET ObITh
nojoxuTenbHou (B 50% ciydaeB paka Jierkoro v B 85% cityuaeB OpOHXUANIbHBIX KAPLIUHOUIOB), UTO
OBUTIO CBS3aHO C MPOAYKIMEH 3KTonmupoBaHHOU omyxonbio KPI' [6; 12]. IlpuHsATO cumTark, 4TO
«30710ThIM cTa"aapTom» auarHocTuku AKTI-OC sBnsiercs cenekTUBHBIN 3a00p KPOBU U3 HUKHHUX
KaMEHUCTBIX CUHYCOB [12-14]. OT™MedeHo, 4TO TUIMHYHBIM J1aboparopHbiM nposiBienneM AKTI-0OC
SBJISIETCSA CYLIECTBEHHOE IOBBIIIEHUE YPOBHS CYTOYHOM 3KCKpeuuu Koprtuzona (10 6 Hopwm) [1].
OOpamaer Ha ce0s BHUMaHHWE XapakTepHas accoruanus Al' W THIIOKaIMeMHUH, YTO CBS3BIBAIOT C
MUHEPAJIOKOPTUKOUTHOM akTUBHOCTHIO n30bITKa ['KC [6; 14; 15].

[Touck ucrounuka skronuyeckoit mpoaykuuun AKTID sBisieTcst ocHOBHON mpoOieMoil mpu
JAHHOW TIaTOJIOTMH. 3a4acTyl0 PYTHMHHOE MWCIIOJIb30BAHUE MYJIBTUCIMPATIbHOW KOMIIBIOTEPHON
tomorpapun (MCKT) wim wmarHuTHoO-pe3oHaHcHOl Tomorpaduu (MPT) rpyaHoit monoctw,
OpIOLIHOM TOJOCTH, 3a0PIOLUIMHHOIO TMPOCTPAHCTBA HE IMO3BOJSIOT BHU3YaJIM3HPOBATh OITYXOJlb,
HEOOXOIMMO MPOBEIEHHE TTO3UTPOHHO-IMUCCHOHHON Tomorpaduu ¢ ¥Ga-DOTATE, *®*Ga-DOTA-
NOC, '®F-mesokcurnmoko3oif (mpuueM TpeOyloTCs TMOBTOPHBIE MCCIEIOBAHUS C PA3TMYHBIMU
PaZMOHYKIINJAMH ), @ TAKXKe CUUHTUTpaduu ¢ MeYeHBbIM OKTpeoTHaoM [12; 14; 15].

J171s1 KOHTPOJIs1 CAMITOMOB TUIIEPKOPTULIM3MA J10 BBITIOIHEHUSI paJUKaIbHOTO yAaJIEHUs ouara
AKTTI -3KTONMUM MCIIONB3YIOT aHAJIOTH COMATOCTaTHHA MPOJIOHTUPOBAHHOTO JIEHCTBHSI, HUHTHOUTOPEI
CTEpPOUIOreHe3a, a B HEKOTOPBIX CIIydasX MCHOJb3yeTcss KoMOMHUpoBaHHas Tepanus [15-17]. Ilpu
OypHOH, OCJIO)XHEHHOH KJIMHHUKE THUIEPKOPTHIIM3MA M HEBO3MOXXHOCTH CBOEBPEMEHHOIO
oOHapy)KeHUsl TEePBUYHOIO OIYXOJIEBOIO oyara Jjsi JOCTHXKEHHUS TepareBTHYEeCKOro 3ddekra
BO3HMKAET HEOOXOIUMOCTh MPOBEACHHs IBYCTOPOHHEW aapeHamdkTomMuu (BbimoiHsercs y 30%
6onbHbIx) [10; 15; 18]. Tonmumueckas auarHocTuka McToyHMKa runepnponaykunu AKTID moxer
CYLIECTBEHHO 3aTSHYTbCSl, NPUBOAS K HECBOEBPEMEHHOMY OIEPAaTUBHOMY JIEYEHHIO U, Kak

CJICACTBHUC, Pa3BUTUIO XKU3HCYTI'POKAIOIINX OCJIOKHCHUM TUIICPKOPTHULI3MA.



B ycnoBusix Xupyprudeckoro craioHapa aBTopbl HaOII0AaIN HECKOJIBKO CITy4aeB TSKEJIOro
teueHusd AKTT-OC y nanueHToB ¢ THIIMYHBIM KapLUHOMUJIOM JIETKOTO.

Kannnuyecknii cayyait 1. Ilanuentka JI., 48 ner, mocTtynuia B KIMHUKY TOCHUTAIBHON
xupypruu BoenHo-meaunuuckon akagemuu 25.01.2022 1. a1t npoBeIeHKs] ONEPAaTUBHOTO JICYEHUS
IO TOBOJTY 3JI0Ka4€CTBEHHOTO0 HOBOOOPA30BaHUs JIETKOTO.

W3 anamnesa: B mae 2016 I. manyeHTKa BIEpBbIE OTMETHIIA OAYTJIOBATOCTh U ITOKPACHEHUE
JuIa, 3a MEIUIMHCKOW ToMollpio He oOpamanack. Ocenbto 2017 T. B CBSI3U C MOSIBICHUEM
BBIPOKCHHOW OOl W MBIIIEYHON C1ab0OCTH, aMEHOpPEU, IepepaclpeieIiCeHHeM IOIKOKHOM
KUPOBOM KJIeTYATKHU (MIPEUMYIIECTBEHHO Ha JIMIE M TYIOBHUINE) OBbLUI 3aM0J03PEH IHAOT€HHBIH
runepkopTur3M. OcMOTpeHa SHAOKPHUHOJIOTOM, TOATBEPKACHO MOBbIIIEHNE 0a3aJIbHOTO KOPTHU301a
1o 991,2 mamone/n (171-536), cHmwkenue dommukynocrumynupyromiero (OCIY) ropmona mo 1,37
MME/mn (1,7-21,5) npu HopmanbhbiX ypoBHsIX TupeorpornHoro (TTI) ropmona, sctpamuona u
npoiakTuHa. [logaBnsromux mpod ¢ AeKkcameTa3oHOM He mpoBoAmiioch, npu KT HaamoueyHHKOB
(17.10.2017 r.) naHHbIX 32 0OBEMHBIN IPOLIECC HE BBISBIICHO.

Becnoii 2018 1. crano nosiBisaThest moBbimenue AJl mo 150/90 mm pt. ct. 3adukcupoBaHO
noBeimeHne ypoBus AKTI go 14,56 amons/n (1,03-10,7) u oTcyTcTBHE MOAABICHUS KOPTU30Ja B
pobe ¢ 1 mr aekcameraszona (590,9 umonb/n (<50)). JluarHOCTUPOBAHO HApPYIIEHUE YTIIEBOJHOTO
obOMeHa (ITroKo3a gepe3 2 yaca mocie npuema 75 r nioko3sl 11,8 mmons/i (<7,8)).

[Tpu craunonapuom oOcnenoBanuu B Mae 2018 r. B LleHTpe marosoruu HaamOYEUHUKOB
C3I'MY um. .M. MeuHukoBa MOATBEP:KJIEHO HapylleHHe IMUPKAaAHOCTH kopTH3oaa (B 9:00 u 510
HMoIb/1 (138-690), 21:00 u 519 umons/n (70-345)) u noBeimenue 6azansHoro AKTI no 154 nr/mn
(<46). He Obu10 omaBieHUs: KOPTU301a B QYHKIIMOHAIBHBIX MPo0ax ¢ nekcamerazoHoM: ¢ 1 mr (317
HMoutb/11 (<50)) u ¢ 8 mr (301 amons/n). Ha MPT runodwusza (10.06.2018 1.) B ieHTpadbHBIX OTETAX
azieHoruno¢gusa BHU3YaJM3UPOBAICA YYAaCTOK HEMpPaBWIBHOM (OPMBI C YETKHMMHU KOHTYypaMH
pasmepamu 4x4x3 MMm. [l UCKITIOUEHHs THUITO(PH33aBUCUMON (POPMBI TMIIEPKOPTUIIM3MA POBEICH
CEJIEKTUBHBIN 3a00p KPOBH U3 HUKHUX KAMEHHUCTBIX CUHYCOB: eciH B niepudepuueckoit Bene AKTT
ObLT MOBBIIIEH A0 73 NI/MI, TO OTHOBPEMEHHO B HMKHEM KaMEHHCTOM CHHYCE clieBa MOKa3aTellb
cocraBisin 481 nr/mi, a crpasa - 106 nr/mui. OdaroBsle U3MEHEHHS B TUNO(U3E U 3HAUYUTENHHOE
MIPEBbIIIEHHE TOPOTOBOro 3HaUeHUs rpaguenTa konueHrpauu AKTI cunyc/mepudepudeckas BeHa
(1o 6,5) 6e3ycI0BHO MOATBEPKIATH HATHYHE Y TAIMEHTKH KOPTHKOTPOITHHOMBI.

[Tocme ocmoTpa HEUPOXUPYPTOM H PAJAMOJIOIOM MPHUHATO PEHIEHHE O MPOBEIACHUU
CTEPEOTAKCHUYECKOTO  PaJMOXMpPypPruuyeckoro BMmemareiabcTBa Ha rumnogpuse. OjHako B
MOCIICONIEPAIMOHHOM MEPHO/Ie KIMHUYECKOTO M JJa0OPaTOPHOTO YIyYIIEeHHUs! He OBbIJIO TOCTUTHYTO:
Ha (OHE IpOrpeccUpyronie KIMHUKYA THUIIEPKOPTULIM3MA COXPaHsIoch noseiieHne ypoBHs AKTI

(72,9 nr/mn (<46)), cymecTBeHHOE MOBBIIEHHE Oa3zanbHOro Koptusoia (1216,1 umons/a (138-690)),



HapacTanue Tunokamemud (2,99 mmomns/n (3,5-5,0)). Ilpu 3TOM OTCyTCTBOBaja CyIIECCTBEHHAS
JMHAMHKA pa3MepOB aIcHOMBI Throdu3a mo qaHHeM nosropHoro MPT (B aneHorunoduse yqacTok
70 3 MM, HE HaKaIJIMBAIOLIUIl KOHTPACTHOE BELLIECTBO).

[TarueHTKka MTOBTOPHO KOHCYJABTHpPOBaHA HEUPOXHPYProM, OBLIO MPHUHATO pEIICHHUE O
XUPYPrUuecKOM JICUEHUU KOPTHUKOTPONMUHOMBI. B CBsI3u ¢ mporpeccupoBaHueM Koarylonaruu
(3301 TpOMOO3a ITyOOKUX BEH MpaBoOi HIDKHEH KoHeuHOCTH B MapTe 2019 1) onepanus oTioxeHa
710 OKOHYaHMSI Kypca JICUEHUSI aHTUKOATyJIsSHTaMU.

B aBrycte 2019 1. mpoBeneHa sHAOHa3aIbHas YHAOCKONUYECKas afieHoMIKToMus. Obpariano
Ha ce0s BHUMaHHE, 4YTO pPE3YJAbTaThl T'HCTOJIOIMYECKOTO HCCIEJOBAHMS IIOKa3ajly Halu4ue
HEKPOTH3HPOBAHHOW TKaHH W Koyiouzaa. IIpyu MOBTOPHOM CeNEeKTUBHOM 3a00pe KPOBU M3 HIDKHUX
KaMeHHCTHIX cuHycoB ypoBeHb AKTI B nmepudeprueckoii KpoBU M B HUKHUX KAMEHUCTHIX CHHYCaX
okazainics mnpaktuuecku onuHakoBbIM (AKTI B mepudepuueckoiri Bene 64,8 nr/mu, AKTID B
KaMEHUCTBIX CHHycax cmpaBa 81,9 nr/mm, crneBa - 78,3 nr/mm). IlomydeHHble pe3ynbTaThl
oOClleZIOBaHMsI  OTYETIIMBO  CBUJACTENHCTBOBAIM O TOM, YTO Yy TIAMEHTKH TOSBUIICS
BHETUNO(QU3apHbId UCTOUHUK Tuneprpoaykunu AKTT .

CocrosiHUe MAMEeHTKH MPOA0IDKATI0 YXYAIIAThCS: YCUIIMIIACh MBIIIEUHas cliadocTh, 60IH B
MO3BOHOYHHMKE, yBelIuuuics Bec (Ha 8§ kr 3a 3 mecsna). JmarHOCTUpPOBAaH CTEPOUIHBIN nHUabeT
(rmroko3a  (mma3mMa  BEHO3HOM kpoBu) 14,2 mmonws/n (<5,6)), CTEpOHMIHBIN  OCTEONOPO3
(xomnpeccruonHsle nepesnomsl rpyaHbix (ThY, Th12, Th8) nozBonkos 3 crenenn). [Ipu racrpockonuu
MIOATBEPKIACHO HAIWYME XPOHUYECKOW S3BbI AHTPAJBHOrO oTAena keiayaka. CoxpaHsAIoch
noBeIlIeHHe OazanbHOro koprusona (507,8 umonb/n (138-690)), AKTL (95 nr/mn (<46)),
MOBBILIEHUE CYTOYHOM AKCKperuu KopTuzona ¢ Moyoi (1422 mkr/cyt. (58-403)). I1pu nposenenuu
BBICOKO3(PPeKTUBHON kuaxocTHOW xpomarorpapuu (BOXKK) moun Obl1o BBISBICHO NOBBILICHHE
CBOOOTHOTO KOPTU30Ma 110 26,7 MKT/C 1 18-THAPOKCUKOPTUKOCTEPOHA 10 93,5 MKT/C.

bypHoe mporpeccupoBaHH€ CHMIITOMOB TUIEPKOPTUIM3Ma €O  MHOXKECTBEHHBIMU
OCJIO)KHEHUSIMU 3aCTaBUJIO 3aJlyMaThCsl O HEOOXOOUMOCTH «TEpalluy OTYAsTHUS» - JABYCTOPOHHEN
anpeHamdkromuu. B nexabpe 2019 r. BeimoaHeHa omnepaliysi, Ha3Hau€Ha 3aMECTUTEIbHAs Tepamnus
THJIPOKOPTU30HOM (B cyTo4HOI 103e 10 40 Mr). Ha ¢one npuema npenapara coxpaHsiiuch oomas u
MBIIIEYHAs C1a00CTh, OTEKH roneHeil u cton. O6paiana Ha ce0s1 BHUMaHUE CTOMHKAs THIIOKATUEMHUS
(2,8 mmomnb/m). Koppekiust Tepanuu (3aMeHa Ha MPETHU30JI0OH B CYTOYHOM JO3UPOBKE 70 7,5 MT)
MO3BOJIMJIA HECKOJBKO  YIAYUIIMTh OOIIee COCTOSHHE: YMEHbIIWJIach Cil1aboCTh, OTEKH,
HOPMAJIM30BAJINCh YIJIEBOJAHBIH OOMEH, ypoBeHb AJ] M 3JEeKTpOJIMTOB, CHU3WICA BEC Ha 5 KL
OnHOBpeMEHHO ¢ 3TUM OoTMeueHo HapacTanue runeprpoaykunu AKTI (372 nr/mn (<46)), HICTOUHUK

KOTOPOM Tak HW HEe OBLT BH3yalu3upoBaH. /[l mabopaTopHOTO TOATBEPIKACHHS HATUUHS



HelipodHaokpuHHOHN ommyxomu 20.01.2020 . mpoBeaeH aHau3 KPOBH Ha XpoMorpanuH A (43,7 Hr/mi
(0-108)), a pexomenmanus nposeneHus [I3T-KT ¢ menpro morcka omyxoiiy peaqn3oBaHa He ObLIa.

Vxyamenue KIMHUYECKONW KapTuHbl npousonuio ¢ mas 2020 1., Korja BHOBb MOBBICHIICS
ypoBeHb AJl, mannenTka npubasuia B Bece (5 Kr 3a 6 MecsIeB), HOSBUIUCH OTEYHOCTh U TUIIEPEMHUS
JUIa, MOSIBIEHUE KPOBOIMOATEKOB IMPH HE3HAYMTEIbHOW TpaBMaTH3alMU KOXKH, HECTAOUIBLHOCTD
mkemun. [Ipu odepenHod rocnurtanm3auu B HosgOpe 2020 r. 3aduKCHpOBAHO 3HAYUTEITHHOE
noBbIlIeHUe ypoBHA XpomorpanuHa A o 180 ur/mi (0-108) u Bnepssie Ha peHtreHorpamme OI'K
BBISIBJICHBI OYaroBbI€ TEHU JI0 1,5 CM ¢ YeTKUMU KOHTYpaMH MPEUMYIIECTBEHHO CIIpaBa.

C nenpro yrouHeHus jokanu3anuu omyxonn BeimonHeHa [I9T-KT ¢ rammmem (02.12.2020 1.):
JAHHBIX 32 HEOIUIACTUYECKUM IpolLecC B JETKMX HE IMOIYYEHO; B JIOKE OOOMX HAJIOYEUHUKOB
OTIpeIeTISUTHCh 00pa30BaHus: crpaBa pazmepamu 3 1x14x12 mm (+29 HU, ¢ KOHTpaCTHBIM YCHIICHUEM
no +140 HU), cnea 17x11x21 mm (+16 HU, ¢ xoutpactasiM ycunenuem ao +142 HU). B sto xe
BpeMsl y MallMeHTKU HapacTalu nposisiaeHus koarynonaruu. Jlannsie KT opranoB rpyaHoi monoctu
CBUICTEIHLCTBOBAIIN O HAJTMYUU TPOMOOIMOOIINY CPETHEI0ICBON M HIYKHE0JICBOW BETBEH JICTOYHOMN
apTepuu, MH(APKT-MTHEBMOHUHU B CpelHEH jaone cupaBa ¢ abcueaupoanuem. OOpamano Ha cels
BHUMaHue (puc. 1) Hamuuue y37I0BOro, MsrkorkanHoro (+26+45HU) oGpasoBanus S2 neBoro

nerkoro pasmepom 10x9 mm ¢ oOcTpykuueit cyocermentapaoro 6ponxa (H207?).

éd

Puc. 1. Ouacosoe obpazosanue S2 nesoco neekozo na KT opeanos epyonou nonocmu nayuenmxu JI.

[TomyuenHsle naHHbIe 103BONIUIN BepuduiupoBarb AKTI -3aBucumyto GpopMy 3HIOT€HHOTO
TUIIEPKOPTUIIM3MA TSDKEIOM CTeneHH (penuauB), Halnuyhue OOBeMHBIX 00pa3oBaHUIl 000MX
HA/MOYEYHUKOB (TUIEPIUIa3HpOBAHHAs OCTaTOYHAas TKaHb). KOHCYIbTHpOBaHAa TOpakKaJbHBIM
XUPYpProM, TOATBEPKACHO Hajduuue HWH(QAPKT-MHEBMOHUU CpelHEH JOJU IPaBOro JIETKOTo
HEYTOYHEHHOW JaBHOCTH, BBINOJHEHa OpOHXOCKONHUS, BBISBIEH JBYCTOPOHHHM U y3HBIH

KaTapaJlBHBIﬁ 3H,Z[O6pOHXI/IT 1-2 CT., IIMIIKOBas1 Ouoricus He Oblia MMpoOBCACHAa BBUAY TAKEIIOTO



KOMOpOMJIHOTO ()OHAa M TEXHHUYECKHX CloKHOcTell nocryna. IlpoBoaunack aHTHOakTepuanbHas
(meBodnokcara 400 Mr/cyT.) ¥ maToreHeTHyYecKas Tepanusi HHPpapKT-MHEBMOHUH.

C ¢despana 2021 r. KIMHUYECKHE MPOSBICHUS YXYIIIMINCH: MPOTrpeccHpoBaia oodmas u
MbllIeYHas c1a00CTh (OTCYTCTBHE BO3MOXKHOCTH BCTATh C KPOBATH 0€3 OMOIIH PYK, CII0OKHOCTH IIPU
BBINOJIHEHUH OOBIYHOM (hPU3MYECKON aKTUBHOCTH), MOSBUJIMCH 3MU30/bI OOMOPOYHBIX COCTOSHUI,
OTCYTCTBOBAJ alIETUT, MOSABUJIACH TOLIHOTA, FOJIOBOKPY)KEHUE, anaTusi, CHU3MWiICs Bec (5 Kr 3a 2
Mecsaua). IlosiBlIeHHI0O CHUMNITOMOB NPEIIECTBOBaja CaMOCTOSTENIbHAs OTMEHA IalluEeHTKOU
3aMECTUTEILHOM Tepanuu mpeaHu3oloHoM. B ampene 2021 r. moaTBepiKIaeHa JIEKOMIICHCAIUs
rocJseonepanuoHHoi HaanmodeuHnkoBoi HemocratodHOCTH (AKTT B 9:00 u 44 nir/mu (<46), B 21:00
g 122 nr/mit; koptuzon B 9:00 1 <27,6 amoins/1 (138-690), B 21:00 g 177 amons/n (70-345); kopTr3on
cyrouHoi moun 15,9 Mxr/cyT. (20-65); anpnocrepoH (ropusoHTansHOE nonoxenue) 30,8 mr/mi (13-
145), xanuii 3,6 mmounb/1 (3,5-5,0)). CtanmonapHo npoBeieHa KOPPEKIUs 3aMECTUTEILHON TeparuH,
PEKOMEHJIOBaH IIOCTOSHHBIA  NpHeM KOpTH30Ha arerara 12,5 mr/cyr. B pampHeiimem (mipu
CTarmoHapHOM oOciieoBaHuu B HOsiOpe 2021 r.), mocne  HOpMadu3aluu OOIIEro COCTOSHUS U
yyumenwust jaboparopabix m3meneHui (AKTI 8 9:00 1 70,4 nr/mut (<46), 8 21:00 9 159 nr/mi (<20);
koptr30i B 9:00 1 135 umounb/n (138-690), B 21:00 1 288 umouns/n (70-345); kanuii 3,7 mmons/a (3,5-
5,0)), manueHTKe PeKOMEHJOBaH IpUEM Ipernapara B peKUMe «I10 TpeOOBAHHIO» C KOppeKIHen
Tepanuu MpHu CTPECCOBBIX HArPy3Kax.

YuuThiBas COMHUTENBHBIE XapaKTEPUCTUKU 0ObEMHOTO 00pa30BaHMs BEPXHEN J10JIU JIEBOTO
nerkoro (HakoruieHue paguogapmnpenapara (POII) mo manneim IIOT-KT ¢ 65 Ga DOTA
TETE/Noc), runepnpoaykuuto AKTI' u mnoBbllieHHE YPOBHS XpOMOTpaHHWHA A, MOBTOPHO
OCMOTpPEHA TOpaKaJlbHBIM XHPYProM, pekoMeH10BaHo yraienne HOO neBoro JErkoro B miaHOBOM
TOPSJIKE.

B suBape 2022 r. manuMeHTKa TOCHUTAIM3UPOBAaHA B KIMHHUKY TOCIUTAJIBHOM XUPYPrUH
BoeHHO-MeqMIMHCKON akaJjeMHUH B MJIaHOBOM nopsake. [Ipu oObeKTHBHOM OCMOTpe oOpalnajio Ha
ce0s BHUMaHHE HE3HAUYNUTEIbHO BBIPAXKEHHOE IepepacrpeiesieHue MOAKOKHO-)KUPOBON KIIETYATKU
(1a nuIe ¥ TynoBMIIEe) Mpy HopmansbHoM UMT 24,1 xr/m?2. Yposens koptuzona, AKTT, oneKkTpoiuTos
He oueHuBaics. [lo naHHBIM COMPOMETPUU: OOCTPYKTHBHBIX M PECTPUKTUBHBIX HApyLICHUH He
BBISIBIICHO.

BreimonHena  Topakockomuueckas — JI€BOCTOpOHHss — JoOskromusi. Ilo  pesynbraram
THUCTOJIOTUYECKOTO — HccienoBaHus:  Mopdonoruueckas kaptuHa HDO  serkoro pT1BN2
(MMMYHO(EHOTHIT OMYXOJU COOTBETCTBOBAI TUIIMYHOMY KapuuHouay). [Ipu muroisormueckom
uccnenoBanuu: Ki 67-1%, TTF1 orpunarensusiii, CK7 orpunarenes, XxpoMorpaHuH A BbIpakKeHHOE
g ¢y3HOe OKpallMBaHHE KJIETOK OIyXOJiM, Syn BbIpakeHHOE AU(PPy3HOE OKpalIMBaHHUE KIIETOK

omyxonu, PAX8 orpunarensnas sxcnpeccusi, CK20 orpunarenes.



VYuutbiBass aHamMHe3 (JABYCTOPOHHSS aJpEHAJIIKTOMUS), B IEPUONEPALMOHHBIN TMEepUOJ
npoBoauiack 3amectutenbhas Tepanus ' KC B cynpadu3nonornueckux J03UpoBKax (MPeaHU307I0H
mo cxeme co 100 Mr/CyTku C MOCTEIEHHBIM YMEHBIIEHUEM JO3UPOBKH JIO MOIICPKUBAIOIICH).
[IpoBonuscsSs MOHMTOPUHI TE€MOJMHAMUYECKUX TIOKa3arejeil, IIMKEeMUU U DJICKTPOJIUTOB C
nocienytomed tutpauueit go3upoBkn ['KC u  munepankoptukougoB. Ilocie mnpoBeneHus
OIIEPaTUBHOTO JICYCHHUS OTMEUYCHA IOJIOKUTENbHAS TUHAMUKA B BHUAC HOpMaJIH3al[My OOIIETO
CaMOYYBCTBHS, YIYUIICHHUS IEPECHOCUMOCTH (GU3UUISCKUX HATPY30K, HOPMAIIU3AIHUH JTA00PATOPHBIX
nokazarenei. [IpumeuarensHo, uTo ypoBeHb AKTI mocne onepanuu cocrapisut 1,0 nir/mi (7,2-63).

3a mocneaywmuid mepuon HaOmwojeHus (B TedeHWe 2 JieT): oOmiee COCTOsSHUE
yaoBieTBopuTeNbHOE. OOIIIEH U MBIIIIEYHOH CI1a00CTH HET, YIIIEBOIHBIN 00MeH HopMmain3oBancs. Al
90-110/70 MM pt. ct., UHCC 60-80 B MuH., macca Tena B mpenenax 58-60 xr. Ilpu anammse
nabopaTtopHbIx mokasarened ot gespans 2023 r.: AKTI B 9:00 4,42 (7,7-63,3) nir/mn, KOpTU30J B
9:00 526,8 (150-660) HMOAB/1, anbAOCTEPOH (TOpU30HTATIBLHOE TONOKeHue) 19,6 nr/mu (13-145),
KaJuid KpoBH 3,9 MMOJIB/JI, CyTOYHAs SKCKpenus koptusona B Moue 34,4 mkr/cyt. (20-65). Ilpu KT
OpPraHOB TPYIHOHN IMOJIOCTH O4aroBeix oOpasoBanuii He BbisiBICHO. [IDT KT ¢ 68Ga-DOTATE Hne
noka3ajgo oyaroB HakoruieHus POIL Ilanwentka mnpoAobKaeT 3aMECTUTENBHYIO —Tepamuio
MPETHU30JIOHOM B PEXHUME «I10 TpeOoBaHUIO» 2,5 Mr 1 pa3 B HECKOJIBKO THEH MO KOHTPOJIEM
OOIIIEr0 COCTOSTHHUSL.

Kaunnuyeckuii cayuai 2. [Mamment C., 32 ner, mocTynmwi B KIMHHUKY TOCIUTAIBHOU
xupypruu BoenHo-meaunmHckoit akagemuun 23.11.2022 1. 1ns npoBeeHus: ONEPaTUBHOTO JICUEHUS
IO TIOBOJTy 04aroBOro 00pa3zoBaHUs JIETKOTO.

W3 anamHe3a u3BeCTHO, 4TO B Havase utoHs 2022 1. 0OpaTuiics K ypoJory 1o MmoBoay Oosnei
B MosicHUYHO#M oOmnactu. [laronoruu He BBIBIEHO, oOpaiana Ha ceOs BHUMaHUE TPaH3UTOpPHAS
DTIOKO3YpHUsL. Yke B KoHIIe HioHs 2022 1. oOpaTuil BHUMaHKE Ha MOSBICHHE STTU30/I0B HECTEPITMOTO
gyyBcTBa ronoaa. [Ipu o6cnenoBannu y 2HIOKPUHOIOTA JaHHBIX 32 HApYIICHHUE YIIEBOIHOTO 0OMEHa
U HapyleHu! (yHKLIMU IUTOBUAHOM skeine3bl He BbisiBieHO (HbAlc menee 6%, mioko3a (muia3ma
BEHO3HOU KpoBH) Haromak 5,0 mmons/n); TTT 0,39 MmkME/mi (0,3-4,0), antutena k penentopy TTI
(AT-pTTT') <0,8 ME/n (<1,0)).

C cepenunbl aBrycra 2022 T. MOSBUJINCH OBICTPO HApacTaOIINE CHUMITOMBI: OTEYHOCTH
TOJICHEH, CTOI, OJBINIKA MPU OOBIYHOM HArpy3Ke, OOIIas W MBIIIEYHAs] CJIa00CTh, MOTIMBOCTD,
MIPUJIMBHI JKapa, OKPYIIIEHUE JIUIIA, MTOTePS MBIIIEYHOW MacChl (TPEUMMYIECTBEHHO 3a CYET MBIIIII]
KoHeuHocTel). B Hawane centsOpst 2022 r. mpu TOBTOPHOM OOpalIeHUH K DHAOKPUHOJIOTY
oOHapyKeHbI HAPYIICHUS yTIeBOTHOTr0 oOMeHa (ITroKo3a (I1a3Ma BEHO3HOM KpOBHM) HaTomIak 5,64
MMOJTB/JT, 9epe3 2 9 nocie npuema 75 T riroko3sl 11,03 mmons/n (<7,8)), mmroko3ypust. OOpariaio Ha

cebs BHMMaHUE MOsiBIIeHHE CyOKiamHU4eckoro tupeorokcukoza (TTI 0,08 mxME/mn (0.3-4,0),



cBoboansiii T4 17,86 mmomns/n (10,8-22), AT-pTTI 1,7 ME/a (<1,0), anTUTENa K TUPEOTIEPOKCHIA3E
(AT-TIIO) 6,45 ME/mn (<34)). JaHHBIX 3a ayTOMMMYHHBIA TOJUDIAHAYISPHBIA CHHAPOM HE
NoJy4eHo (YpoBeHb aHTHTEN K ieKapOokcuiaze rroTaMuHoBoi kucioTsl (GAD) 0,09 ME/ma (0-5)).
[lepopalibHyI0 cCaxapOCHIKAOIILYIO TEPAUI0 U TUPEOCTATUKU HE UCTIONIb30Bal. Ha gone yxynmeHus
coctossaust 15.09.2022 1. B OKCTPEHHOM TIOpSAKE OBLI TOCHUTAIU3UPOBAH B TOPOJCKOM
SHJIOKpUHONIOTHYECKUH cranuoHap. [lo pesyasraram oOcienoBaHHMsS JWArHOCTHPOBAHBI BIEPBBIC
BBIBIICHHBIN caxapHeld amaber (MODY?) u momocTpblii  THPEOUAMT, CYOKIMHUYECKHUN
TUPEOTOKCHUKO3. PekoMeH10BaH npuemM MeTQopMHHA.

OO61iee cocTosiHME MalMeHTa MPOA0JDKAIO MPOrpEecCUBHO yxyamarhcs. Ilpu moBropHOM
amMOynaTopHOM 00CIIeIOBaHUH SHIOKPHHOIOTOM BBISIBIICH SHOT€HHBIA THIIEPKOPTUIIM3M (KOPTH30JI
kpoBu 09:00 u 1445,0 amons/n (138-690), xopruzon cmrorsl 23:00 u 208,3 mamonw/n (<7,56)),
runoroHaau3M (oomwuii Tecrocrepod 4,5 Hmonw/n1 (>12,0)). Ha MPT runodwusa marosorudeckux
W3MEHEHUH BBISBICHO HE OBLIO.

Peskoe yxymmienume cocrosHus 23.09.2022 1, compoBoxknaBimieecs Opamukapaumein (40
yA./MUH.) BHOBb IOTPEOOBAI0 JKCTPEHHOW TOCIHUTAIU3AINN, HWCKIIOYCH CHHIPOM CIIa00CTH
CHUHYCOBOTO y3JIa, JJIsl JalibHeHIIero o0cae10BaHus epeBEICH B TOPOACKOM SHIOKPUHOIOTUYECKUN
craroHap. Ilpu obcnenoBanuu moarBepxacH AKTI-3aBucumerii runepkopturusm (AKTI 221,3
nr/mi (9,0-63,0), koptuzon 09:00 u 2041 amons/n (138-690)); marudectnsiii Tupeoroxcuko3 (TTI
0,02 MME/n (0,3-4,0), cBobomusiii T4 2,13 ur/mn (0,9-1,90)); caxapubeiii nuaber (xoneOaHus
DIMKeMUH  (T71a3Ma  BeHO3HOW KkpoBu) 9,99-11,52 mmons/m). OOpamana Ha cebsd BHHMaHUE
BhIpaKeHHas runokanuemMus (2,8 Mmons/1 (3,5-5,0)) u nefikonuro3 ao 11,7x10*9/1 (<8,0). C nenbto
nckioueHns AKTI-nponyuupyromeit onyxonu nanueHTy BbinonHeHa KT opraHoB rpyaHoi
MOJIOCTU ¥ HA/IIMOYEYHUKOB, Ha KOTOPOU B S3 MpaBOro JIErkoro 0OHapy»KEHO y3JI0BOE 00pa3oBaHUE

7x6 MM (puc. 2); JaHHBIX 32 OYArOBBIH MPOIIECC B HAMOYSUHUKAX HE MOTyUEHO.

‘

P “

Puc. 2. Ouacosoe obpazosanue 6 S3 npasozo nezxoeo npu KT opeanog epyonou nonocmu

nayuenma C.



Jns Bepudukauy guarsosa rnaiyeHT ObLI1 HanpaieH B LIeHTp maronoruu HaamoO4eyHUKOB
C3I'MY um. .. MeunukoBa, rjie HoATBEPKICHO HApyIICHUE LIMPKATHOCTU CEKPELIMH KOPTHU30J1a U
AKTT (AKTT 09:00 u 163 nir/mu (<46), 21:00 g 165 nr/mn (<20); koptuzon kposu 09:00 g 1116,0
HMonb/n (138-690), 21:00 u 986,0 umons/n (70-345); koptuzon ciaronbl 23:00 u 143,9 HMOIB/I
(<7,56)), cymiecTBeHHOE TOBBIIIEHNUE KCKPEIUU KOopTH30J1a ¢ Mouol (5146 Mkr/cyrt. (20-65)). Ilpu
BBITIOJIHEHUH TPOOBI C 8 MI' JeKCaMeTa30Ha IOJABJICHUS MPOAYKIHWU KOPTHU30JIa HE JTOCTUTHYTO
(xoptuzon 09:00 u 868,0 HMomb/n (<50), cyrouHas SKckpeuus KopTu3oia 3460 MKr/CyT.).
CymiecTBeHHO TIporpeccupoBajia runokairemMus (2,1 MMonb/in), runonpoTenHeMus (00Ul Gemok
52,0 1/n (65-85), anbOymun 32,3 1/ (35-52)). [loaTBep>KAeHO HAIWMYHE CTEPOUTHON MHUOIATHH
(manmeHT AOCTaBlIieH B KIMHHKY Ha KaTajKe B CBSA3M C BBIPAKEHHOW MBIIIEYHOH C€1ab0CThIO),
cTepougHOro  caxapHoro  guabera.  [lomydeHHble — KIIMHUKO-Ta0OpaTOpHBIE  JaHHBIC
ceugerenscTBoBaid 0 Hanmuuun AKTI-3aBucumoii ¢Gopmbl 3HIOTEHHOTO THUIEPKOPTUILIM3MA
TSDKEIIOTO TeueHUsi ¢ Hauboyiee BEPOSTHBIM HCTOYHHKOM B 04aroBoM oOpa3oBaHuu S3 MpaBoro
nerkoro. [IpoBoauiack KOppEKIMsS SIIEKTPOIMTHBIX HapyIIeHUM, HazHadeH BepomrmupoH (400
MI/CyT.), Ha3Hau€Ha Tepanusi KETOHOBBIMHM aHAJIOTaMH aMUHOKHCIOT (keroctepwi). C 1enbio
KOHTPOJIS TUNEPKOPTUIIM3MA HCIIONB30BaJIl WHTHOUTOPBI cTepoujioreHe3a (kerokonazon 400
Mmr/cyt.). 20.10.22 r. mpoBeAeH CENEeKTHBHBIA 3a00p KpOBUM M3 KAaBEPHO3HBIX CHHYCOB. B
nepugepuyeckoit Bene AKTI Obu1 moBbimen 1o 168 nr/mi (<46), mpu 5TOM B HIXKHEM KaMEHHCTOM
CHUHYCE CJIeBa TMOKa3zarelb cocTaBisul 194 nr/mi, a cnpaBa - 185 nr/mi. OTCyTCTBHE TOBBIIICHUS
rpaauenTa koHueHTpauun AKTIT cunyc/nepudeprdeckas BeHa MOATBEPKAATIO BHETUIIOPU3APHYIO
npoaykuuto AKTI.

OcraBanuch COMHEHHUS B JOKainu3auuu wucrtouHuka runepnpoaykuun AKTI. IIOT-KT
(10.10.2022 1.) ¢ 18-propnezokcurmoko3oit (18F-DJII") HE MO3BOIMIO BU3YAIM3UPOBATh UCTOYHUK
AKTI-OC. B Bepxymikax 00OUX JIETKHMX OINpPENeNsUIMCh MPU3HAKA METAaO0O0JINYEeCKH AKTHUBHBIX
W3MEHEHUH - HHTepCTUllMaJbHble (OKalbHbIE YIUIOTHEHHS, HakarumBawomue POII, a Takxe
OTMEUEHO TIOBBIIICHWE TIJIMKOJUTHYECKOH aKTUBHOCTH HAAMOYEYHUKOB. [Ipy TOBTOPHBIX
uccnenopanusx 25.10.2022 r. (¢ 68GA-DOTATE) u 26.10.2022 1. (¢ 68GA-DOTA-NOC) B S3
MIPABOTO JIETKOT'O BhIsIBIEHO 0O0pazoBanue 10x8 mm, miotHocThio +33 HU, Oe3 runepdukcaru POIT
(68GA-DOTATE u 68GA-DOTA-NOC-HeraruBHoe o0pa3oBaHue) Ha (pOoHE €TUHUYHBIX Y4aCTKOB
nmHeBMO(rOp0o3a B 000MX JIETKUX; a TaK)Ke KapTuHa AU (HY3HOTO YTOIIICHUST 000MX HAAMOYSUHHUKOB.
BrIckazaHo IpeAnonokeHue, 4To peuenTopsl JaHHOM OmyXoiH He 4yBCTBUTENbHBI K 68 GA-DOTATE
u 68GA-DOTA-NOC-POII.

OcMOTpeH TOpakalbHBIM XUPYProM, 3alUlaHUpPOBaHA TOPAKOCKOMHMYECKas aTHITHYHAs
peseknus S3 MpaBoOro JETKOro (TOTanbHas OWONCHS HOBOOOPA30BaHUS) C THCTOJIOTHYECKHM

HUCCICIOBAHUECM. HpI/I IMOATOTOBKE K OII€pallMM Ha YJIbBTPA3BYKOBOM MCCICIOBAHWNW BCH HHKHHX



KOHEYHOCTEH JUarHOCTHPOBAH IUCTAIbHBIA TPOMOO3 ITyOOKHX BEH CIpaBa, MHUIMHPOBAH MPUEM
aHTHKOATYISTHTOB (KcapenTto 20 Mr/cyT.) u BeHOTOHUKOB (aerpainekc 1000 mr/cyr.).

B nos6pe 2022 r. manueHT rocnuTaln3upoBal B KIMHUKY TOCIIUTAIBHON XUpypruu BoenHo-
MEAMIIMHCKOM aKaJleMuu B IJIaHOBOM Mopsiake. Ha MOMEHT mocTyriieHus: ’ano0bl Ha BEIPAKEHHYIO
MBIIICYHYIO U OOIIYIO CJIabOCTh, CYXOCTh BO PTY, KXy, MOJIUYPHUIO, IMU30/bI HEOOOCHOBAHHOM
TPEBOTH, BHYTPEHHEH ApoxH 10 5-6 pa3 3a cyrku. IIpu oObekTHBHOM 0cMOTpe oOpamiano Ha ceds
BHUMAaHHE II€pepaclpesieieHue MOJKOKHO-KUPOBOM KIIETUYATKH C HM30BITOYHBIM OTIOKEHHEM Ha
JIUILE U B 0071aCTH )KUBOTA TIpU HopManbsHoM UMT 23,4 xr/m?. TemoauHamuka Obi1a cTabuasHoi (AJ]
110/70 MM pT. CT., mysibe 72 B MuH.). [1o maHHBIM CIUPOMETPUHU: OOCTPYKTUBHBIX U PECTPUKTHUBHBIX
HapylLICHUH HE BBIABICHO. BbINIONHEHA TOpPAaKOCKONMYECKas aTUIM4YHAs pe3ekuus S3 mpaBoro
nerkoro. [lo pe3yabraraM THCTOJOTMYECKOTO M HUMMYHOTMCTOXMMHYECKOTO HCCIIEJOBAHMS:
TUMWYHBINA KapruHoua S3 mpasoro jerkoro ¢ runepcekpenneid AKTI u Huzko nponudepaTuBHOM
aktuBHOCTBIO (Ki 67/MIB1 1-2%), G1 6e3 omyxoneBoro pocta B kpasx pezekuuu. ICD-0 code
8240/3, ICD-11 coding 2C25:4 u XHI9LVS. Bricokuii ypoBens skcripeccun MGMT (90% kierox
OITYXOJIH ), THIIEpIKCIIpeccHsl perentopoB comaroctarunaa 2 tuna (SSTR2). Auddys3noe mosutuBHOES
[UTOIJIA3MAaTUYECKOE OKpaIIMBaHKE OMMyX0JNeBbIX KieTokK (+++) CD56, AKTT, Syn, xpomorpanus A.
[To3utuBHOE simepHOe okpammBanue pS3 (++) 1-3% onyxoneBsix kinetok, TTF1 (-). B
[IOCJIEONIEPALIMOHHOM [IEPUO/IE OTMEYAIACh CYIIECTBEHHAS TOJI0KUTEIbHAS KIMHUYECKAasl IMHAMUKA,
KyIUpOBaHUE >kKajo0 W HopMaiu3alMs OOIIEero CcoCTOSHUS ©0e3 HeoOXOAMMOCTH IpuemMa
MEIMKaMEHTOB.

AKTI -3kTONMYECKUi CHHAPOM OTHOCST K THINHWYHBIM NapaHEOIUIaCTHUYECKUM CHHAPOMAaM.
Cpenu BapuantoB AKTI-3aBucuMOro runepkopTUII3Ma OH MPEACTaBIsAET HAauOOIbIINE TPYAHOCTU
JUI AMarHOCTUKU. HecMOTpsl Ha MOHATHYIO KIIMHUYECKYI0 KapTUHY TMIIEPKOPTUIIM3MA, Ha PaHHUX
CTaausX BBIIBUTH OINYXOJb MPAKTUYECKH HE YHaeTcs. DTO CBSI3aHO KaK C HEOOXOAWMOCTBIO U
JOCTYITHOCTBIO MOJHOLEHHOTO KOMIUIEKCHOTO 00CIIeIOBaHHUs, TaK U C OCOOCHHOCTSAMHU MPOIYKIIUU
OIlyXOJIbI0 TOPMOHOB U OMOJIOTMYECKHM aKTUBHBIX BewecTB. COMIAaCHO JUTEpPaTypHbIM JIaHHBIM,
HaubOonee yactod npuunHo AKTI-3KTONMMYECKOro CHHIpPOMA CTAHOBSTCS HEHPOIHAOKPUHHBIE
OIyX0Ju (KapLUHOW[) JIETKOTO, YTO MOATBEPXKIECHO PACCMOTPEHHBIMHU KIMHUYECKUMHU CIIydasiMU.
Pa3BuTne KITMHUYECKON KAPTUHBI MOXKET OBITh KaK 0O4eHb OYpHBIM (B T€UEHHE HECKOJIBKUX MECSIIEB),
TaKk M JOCTaTOYHO NPOTSDKEHHBIM BO BpeMeHU (Heckoibko JeT). Kumnuueckuit ciywait 1
WUTIOCTPUPYET MEMJIEHHOE pPAa3BUTUE KIWHUKH THIEPKOPTUIM3MA, CBA3aHHOE HE TOJBKO C
0COOEHHOCTAIMH MeTa0OJMYEeCKOW aKTUBHOCTH CaMOW HEHPOIHJIOKPUHHOW OMyXOJM, HO U C
MUTpalel ouara runepnpoIyKIuu apeHOKOPTUKOTPOIHOro ropMoHa. Tak, B nmepuon 2016-2018 rr.
CUMITOMBI TUIIEPKOPTULIM3MA Y MAlMEHTKU ObUIN O00YCIIOBJIEHBI aKTUBHOCTBIO KOPTUKOTPOITMHOMBI

(HaNM4YMe KOTOPOH MOTHOCTHIO TIOATBEPKAAIOT PE3YyNIbTAThl CEIEKTUBHOTO 3a00pa KPOBU U3 HUKHUX



KaMEHHUCTBIX CHHYCOB), a ¢ 2019 1. nuHaMuMKy pa3BUTHS KIMHUYECKHX CHMIITOMOB CTaja
o0ecreynBaTh SKTOIMUYECKas TOPMOHAIbHAs aKTHBHOCTHh KapIIMHOMJA JIETKOTO. Takoe pa3BUTHE
3a00JIeBaHus Y MAIMEHTKU MPUBEIIO K 3HAUYUTEIbHBIM 3aTPYIHECHUSM NPH BepU(UKAIUU JUarHo3a,
HEOOXOIMMOCTH TOBTOPHBIX CTALIMOHAPHBIX OOCIIEIOBaHUN C HMCHOJIb30BAHUEM BCEX BO3MOXKHBIX
COBPEMEHHBIX MAarHOCTUYECKUX MeToauK. KumHudeckuit ciydail 2, HalmpOTHWB, AEMOHCTPHPYET
TUIIMYHOE CTPEMHUTEIIBHOE, B TEYEHHE HECKOJIIBKUX MECSLEB, Pa3BUTUE KIMHUKHU TSXKEIOrO
OCJIOKHEHHOTO THUIEPKOPTUIIM3MA, TPEOYIOIIET0 MAaKCUMAIILHO OBICTPOTO 0OCIIEIOBaHUS MTALMEHTA.
CBoeBpeMEHHAs JUArHOCTHKA 3a4acTyr0 OKa3bIBA€TCS BO3MOKHOM JIMIIB B CIIELUAIM3UPOBAHHBIX
SHJIOKPUHHBIX LieHTpax. Kpome HeoOXonuMOCTH Cephe3HbIX MHBAa3UBHBIX MPOLEAYp (B YaCTHOCTH,
CENIEKTUBHBIA 3a00p KpOBM W3 HIKHUX KAMEHHUCTBIX CHHYCOB, IO3BOJISIIOIIUN HCKIIOUUTD
runodu3apHelii xapakrep runepnponykunn AKTI), Tomudeckast tuarHocTrka HEUPOIHTOKPUHHON
ONyXou TpeOyeT NPUMEHEHUs (3a4acTyl0 HEOIHOKPAaTHOIO) BBICOKOTEXHOJOTHMYHBIX METOIUK
obcnenoBanus. [lo3UTPOHHO-3MUCCHOHHAs ToMorpadus He Bcerga MOXKET JaTh OTBEThl Ha
IIOCTaBJIEHHbIE KJIIMHULMCTAMH BOIIPOCHI B CBSI3U € Pa3HOOOpa3UeM KJIETOYHOTO COCTaBa U pa3HOU
YYBCTBUTEIHHOCTHIO HEHPOIHIOKPUHHBIX OIyXOJeW K paxunodapmmpenaparam. PaaukambHOe
XUPYPru4ecKoe ynajleHUe OIMYXOJH SIBISETCS €IWHCTBEHHBIM 3(PQEKTHUBHBIM METOJIOM JICUCHHUS,
NO3BOJISIIOIIMM B Oosiee yeM 70% ciydyaeB JOCTUYb peMUCCHU. B oTinnune oT HeHMpo3HJOKPUHHBIX
OITyXOJICH MHBIX JIOKAJIH3alUN, TPU KapIUHOUAE JIETKOTO IMAalMeHTHl UMEIOT OoJiee OIaronpusTHBIA
MIPOTHO3, JYYIIYI0 BBDKMBAEMOCTb M HHM3KYIO0 YacTOTy peuuauBoB. OIHAKO TSKECTh TEUECHUS
TUIEPKOPTULM3MA U €r0 OCJIIOKHEHUH B HEKOTOPBIX CIIy4asX, IPU HEBO3MOXXHOCTH aJEKBATHOIO
TEpaneBTUYECKOTO KOHTPOJs, TpeOyeT OMOJHUTENbHBIX XUPYPIrHUECKUX BMEIIaTelbcTB (B
YaCTHOCTH, JIBYyCTOPOHHEH aJpeHaIdKTOMHH). TakuMm o0pa3om, KpailHe BakHa HACTOPOXKEHHOCTh
ximHAnMcTa B maHe AKTI-akronnueckoro cuHapoma npu noarsepkaeHnn y nanuenta AKTI-
3aBUCUMOIO THMepKopTui3Ma. Kpome oOLIenpUHATOro aaropuTMa JUAarHOCTMYECKOrO IOHCKa
HEOOX0IMMO MPOBEIEHNE KOMITBIOTEPHON TOMOrpadiu OPraHoB I'PYJIHON MOJOCTH U1 UCKITIOYEHHUS
04aroBbIX 00pa3zoBaHUl, KOTOpble MOTyT ObITh McTOuHMKOM Tunepnponykuun AKTI. Iossnenue
TUMUYHBIX TA0OPATOPHBIX U3MEHEHUH (3HaUUTEIbHOE OBBIIIEHUE peepeHca CyTOUHON IKCKPEIUH
KOPTH30Jla W CTOWKas THUIOKAJINEMHUs) IPH COOTBETCTBYIOIIMX KIMHUYECKUX IPOSBIECHUIX
TUIIEPKOPTULIM3MA JOJKHBI OPUEHTUPOBATH KIIMHULMCTA HA IIOUCK 04ara SKTOMUYECKON IPOAYKIINU

AKTT.
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