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NMPOEKT KNNHUYECKNX PEKOMEHOALUA <AHUMWAEHTAJIOMA

HAAMNOYEYHUKA»

© [.I. benbuesny, E.A. TpowwnHa, IA. MenbHnueHko, H.M. MNMnatoHosa, .0. [lagbirnHa, A. LLlea>*

HaunoHanbHbIN MeANLMHCKUI NCCIie[oBaTeNIbCKUI LeHTP SHAOKPUHoNorum, Mocksa, Poccua

Bonee wWrpokoe NprMeHeHKe 1 TEXHUYECKOEe COBEPLLEHCTBOBaHKE NpoLeayp BU3yanun3aLumm 6pollHOM NonocTn B nocnes-
HVe rofbl MPUBENO K BCe bonee yacToMy OOHapPYXEHUI0 06pa3oBaHMI HaAMOUYEYHNKOB — WHLUAEHTANOM, TpeOyoLWuX,
B CBOIO OYepefb, NCKITIOUYEHUSI FOPMOHAJNIbHOM aKTUBHOCTM 1 3/I0KaY€CTBEHHOCTU.

KnuHnyeckme pekomeHAaLMN — 3TO OCHOBHOW pabounili MHCTPYMEHT NMPaKTUKYIOLLEro Bpaya, Kak CreumanuncTa, Tak 1 Bpava
Y3KOW MpakTMKWU. JTaKOHNYHOCTb, CTPYKTYPUPOBAHHOCTb CBefleHM 06 onpeaeneHHon HO300rMK1, METOLIOB ee AMarHOCTUKM
N neyeHus, 6as3npyoLNXCS Ha NPUHLMNAX AOKa3aTeSIbHOW MeAMLMHbI, MO3BOJIAIOT B KOPOTKUI CPOK AaTb TOT WM UHOM OTBET
Ha VHTepecyoLWMiA BOMPOC CNeLranmcTy, [OOUBaTbCA MAaKCUMANbHOM 3GPEKTUBHOCTY 1 MePCOHaNM3aLmv ieYeHrs. ITn KIMHN-
yeckue peKoOMeHAALMM BKIIOYAIOT AaHHble O PacnpOCTPaHEHHOCTY, STUOMOMAM, PEHTIEHONOMMUYECKUX OCOBEHHOCTSAX 1 OLIEHKe
rOPMOHAJIbHOrO CTaTyca MHLMAEHTANIOM HafinoYeuHNKOB. Kpome Toro, HacToALme KIMHUYECKMe peKOMeHAaLMM COAepaT UH-
dopmaLmio 0 NoKazaHUAX K XMPYPryeckomy fneyeHunto, nocieonepauroHHon peabunutauum 1 nocnegytoliem HabnogeHuu.

KJTIOYEBbIE CJIOBA: Hao0no4e4yHUK; UHYUOeHMAnomMa; KIuHUYeckue pekomeHoayuu.

DRAFT OF THE CLINICAL PRACTICE GUIDELINES “ADRENAL INCIDENTALOMA”
© Dmitriy G. Beltsevich, Ekaterina A. Troshina, Galina A. Melnichenko, Nadezhda M. Platonova, Daria O. Ladygina, Anastassia Chevais*

Endocrinology Research Centre, Moscow, Russia

The wider application and technical improvement of abdominal imaging procedures in recent years has led to an increas-
ingly frequent detection of adrenal gland masses — adrenal incidentaloma, which have become a common clinical problem
and need to be investigated for evidence of hormonal hypersecretion and/or malignancy.

Clinical guidelines are the main working tool of a practicing physician. Laconic, structured information about a specific nosology,
methods of its diagnosis and treatment, based on the principles of evidence-based medicine, make it possible to give answers to
guestions in a short time, to achieve maximum efficiency and personalization of treatment. These clinical guidelines include data
on the prevalence, etiology, radiological features and assessment of hormonal status of adrenal incidentalomas. In addition, this
clinical practice guideline provides information on indications for surgery, postoperative rehabilitation and follow-up.

KEYWORDS: adrenal gland; incidentaloma; guidelines.

CMUCOK COKPALLLEEHUI
Al — apTepuasnbHas runepTeH3ua
AKTI  — appeHOKOPTUKOTPOMHbIN FOPMOH

AKP — afPEHOKOPTMKaNbHbIN paK

AMPK  — aHTaroH1CTbl MMHEPaNOKOPTUKOUAHbIX PeLenTopoB
APC — aNIbJOCTePOH-PEHNHOBOE COOTHOLLIEHME

BOKH — BpoxaeHHasa auchyHKUMA KOpbl HAAMOYEUYHVKOB
MHO — rOPMOHaJIbHO-HEaKTUBHbIE OMyX0nun

MCKT — mynsTrcnvpanbHas KOMMbloTepHas Tomorpadus
MPT — MarHUTHO-pe30HaHCHaA Tomorpadus

HH — HaANO4YeYyHNKOBAA HeJOCTAaTOYHOCTb

oT — OKPYXXHOCTb Tanunu

Mnra — NepPBUYHbIN rMNepanbgoCTEPOHN3M

MTA1  — HoyHOW NogaBNAWMN TECT C 1 MI AeKCaMeTa3oHa
naTt — NO3UTPOHHO-3MUCCUOHHAs TOMorpadusa

CK — cMHApOoMm KylinHra

Y3u — YNnbTpasByKOBOe nUcciefoBaHme

QAMNK  — dyHKUMOHANbHO aBTOHOMHas NMPOAYKLSA KOpTU30/a
oar — ¢TOpOe3OKCUrIIIOKO3a

OXU  — deoxpomourtToma

OXU/NI — dpeoxpomountToma/naparaHriioma

HU — efvHUUa XayHcdunga

MIBG — meTariogbeH3unryaHuguH

© Endocrinology Research Centre, 2021
SHAOKPUHHaA xupyprua. 2020;15(1):4-26

TEPMWUHbI U ONPEQENEHNA

AppeHokopTukanbHbiil pak (AKP) — pegkas 3nokauve-
CTBEHHasA OMyXOJflb KOPbl HAZMOYEYHUKOB, XapaKTepu3yloLLancs,
KaK NpaBwo, NO3AHUM CPOKOM BbIABNEHUS, arpeCCBHOCTBIO KNK-
HWUYECKOro TeYEHVIA 1 HEBaronpPUATHBIM le4ebHbIM MPOrHO30M.

MepBuuHbIl runepanbgoctepoHnsm (MrA) — s1o0
COBOKYMHOCTb HapyLleHW, NPy KOTOPbIX MPOW3BOACTBO
anbAoCTepOHa 3HAUYNTENbHO NOBbIWEHO, OTHOCUTENIbHO aB-
TOHOMHO OT OCHOBHbIX PErynAaTOpPOB PEHNH-aHMMOTEH3UHO-
BOW CUCTEMbI U He MOAABNAETCA Harpy3Kon HaTprem.

OcTpas HaanNo4Ye4YHNKOBasA HeJOCTaTOMHOCTb — CYM-
MTOMOKOMMJIEKC, OOYCNTOBMEHHBIN PE3KUM CHIKEHWEM WU
MOMHBbIM NpeKpaLleHnem QYHKLUOHANbHOWN [eATeNbHOCTU
KOpbl HAAMOYEYHUKOB.

OYHKUMNOHaNbHO AaBTOHOMHAA MPOAYKUUA KOpTU-
3ona (PAINK) — natonornyeckoe COCTOAHME, XapaKTepu-
3ytoweeca AKTI-He3aBUCMMON K3ObITOYHOW MpoayKLUen
KOpTU30/a M OTCYTCTBMEM KiaccMyeckux «bonblumx npu-
3HaKOB» rMNepKoOpPTULMU3MA.

(Deoxpomouutroma/naparaHrnmoma (OXU/MIN) — ony-
XOfb CYIMMATOAPEHANIOBO CUCTEMBI 113 XPOMapOUHHBIX Kiie-
TOK HAZNOYEYHVKOBOW MM BHEHAAMOUYEUYHMKOBOWN JIOKanmn3a-
LMK, KaK NpaBuIio, N306bITOYHO CEKPETUPYIOLLIAA KaTEXONTaMUHDI.

Received: 01.09.2021. Accepted: 20.09.2021.
doi: https://doi.org/10.14341/serg12712

Endocrine surgery. 2021;15(1):4-26
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1. KPATKAA UHOOPMALINA.

1.1. ONPEAENEHUE.

MHumpgeHTanoma (ciyyanHo BbifiBNIeHHOe 06pa3oBa-
HMe) HagmoyeyHrKa — cobupaTtenbHbill GeHOMeH, Tpeby-
IOWMIA HO30M0rNYeCKonN KOHKpeTM3auuun. TepMUH «UHLUK-
[eHTaniomMa» BKJIOYAeT pa3HoobpasHble Mo Mopdonorum
onyxonu 6onee 1 cM B AUameTpe, C/lyYaiHO BbIsIBJIEHHbIE
npu pagronornyeckom obcnegoBaHun.

Onpepenaemas onyxosib HaAMOYeYHKKa He OrpaHMyeHa
HUKaKUMW GYHKLMOHANbHBIMU paMKaMu U CTPOTUMU Kpui-
TepUsIMU TKaHEBOW MPVHaZNIEXHOCTW. BbisiBneHHoe ob6pa-
30BaHMe MOXET OKa3aTbCA Kak FOPMOHaNIbHO-HEAKTMBHbIM,
TaK M aKTMBHO NMPOMN3BOAALUM Pa3fINYHbIe FOPMOHbI, MOXET
NCXOAUTb U3 PAa3fIMUHbIX 30H HAANMOYeYHMKa UM UMETb He-
CneunduyHy0 OpraHHyl MNPUHAANIEXHOCTb, MOXET ObiTb
KaK 3/T0KaueCTBEHHbIM, TaK 1 OOPOKauecTBeHHbIM [1].

K wHUMaeHTanomMam HafmnoyeyHrka He NPUHATO OTHOCUTb
06pa3oBaHMA MeHee 1 cMm. XOTA 3TO MOPOroBoe 3HauyeHve He-
CKOMbKO MPOU3BOJIbHO, CUMTAETCA, YTO AafibHENLIEro AnarHo-
CTUYecKoro obcnenoBaHuA TpebyioT N1Lb 06pa3oBaHmMs 6onee
1 M, ecnu TONbKO He NPUCYTCTBYIOT KIIMHUYECKME MPU3HAKY,
YKa3blBaloLLMe Ha U3ObITOYHYIO NPOAYKLMIO FOPMOHOB [2].

1.2. 9TUONIOTNA U NATOTEHE3.

STonorna WHUMOEHTASIoM HaAMOYEUYHUKOB  pasfivyHa
1 BKJTIOYAET AOOPOKAUECTBEHHDIE U 3/I0KaUeCTBEHHbIE 06pa3o-
BaHUA, KaK NMPovcxoasaLme 13 PasfinyHbIX CJTIOEB KOPbl HaAMo-
UEUHUKOB, TaK 1 MELOLLE BHEHAAMOUYEYHMKOBYIO STUOJIOIO.

[OpMOHanbHO-aKTVBHbIE OMYXON MOTYT MPOUCXOANTb
13 noboro csiod HafAMOUYEUYHUKOB, CPEAn HUX Bblaensior
KOPTUKOCTEPOMBI, aNiblOCTEPOMbI, (HEOXPOMOLMTOMbI/Ma-
paranrnvombl (OXL/TT), aHapocTepoMbI, a TakKe Onyxonm
CO CMeLLaHHOW FOpMOHasnbHOWN cekpeLmen.

B cBot0 0uepenpb, ropMoHanbHO-HeakTrBHble onyxonu (THO)
npeacTaBneHbl aAeHOMaMK, KUCTamK, aapPeHOKOPTUKASIbHBIM
pakom (AKP), meTacTazamu onyxoseli Apyron nokanvsauum. 3Ha-
UMTESTbHO PEXKe BCTPEYATCA MUENONMOMBI, FaHMIMOHENPOMbI,
HepPo6NaCTOMBbI, LIBAHHOMDbI, JIMMOMbI, FTEMAHTOMbI 1 .

B Mmonogom Bo3pacTe Hambosnee YacTon npuyrHon dopmu-
[pOBaHNA HEMAPA3UTAPHDBIX KNCT ABMSIOTCA TPABMa U, KaK cnep-

CTBME, KPOBOM3JIMSHMNE B HAAMOYEYHUK. Y B3POCTbIX/MOXINIIbIX
niopet KpOBOU3NUAHMA B HAAMOYEYHNK MOTYT OblTb accouu-
MpOBaHbl C TPOMOO3MbONMUECKOI 6OMEe3HbIO, KoarynonaTus-
Mu. bakTepuranbHble, rpubKoBble MHGEKUMU (TMCTOMMAa3MO3),
a TaKkXKe napasvTapHble Nopa)keHNsa (3XMHOKOKKO3) MOTyT CO-
NPOBOXAaTbCA GOPMIUPOBAHMEM KICT, KOTOPbIE MHOTAa MOTYT
HOCUTb ABYCTOPOHHWI XapaKTep nopakeHus [3].

1.3. 3NMUAEMUONOINA.

«Inuaemmnsa» MHUMAEHTAIOM HafnNoYeyHNKa Hanpamyio
CBfi3aHa C LWMPOKUM PacnpoCTPaHeHNEM N UCMONb30BaHU-
€M BU3YyaNn3npyoLWmx UHCTPYMEHTaNbHbIX METOAOB 1CCe-
[OBaHUA: ynbTpassykoBoro (Y3U), komnbloTepHoOn ToMorpa-
¢dum (KT) 1 MarHUTHO-pe3oHaHcHom Tomorpadun (MPT).

CeeneHusi 0 3a0011€BaEMOCTU 1 PACMPOCTPAHEHHOCTU UH-
UMOEHTA/IOM HaZIMOYEeYHUKOB MOTYT ObiTb MOyYeHbl TONbKO
Ha OCHOBE PEe3y/bTaTOB BM3Yanv3npyoLLMX METOAOB NCCeao-
BaHWI UM JaHHbIX ayTOMCKW, MOCKOJbKY MO ONpefeneHuno HeT
cneuundurueckmx KNMHUYECKX NPOABEHMI STUX OMNyXOJel.

Mo AaHHbIM CBOAHOW ayTOMCUWHOMW CTAaTUCTUKK, pac-
NPOCTPAHEHHOCTb C/lyYaliHO BbIABIEHHbIX OMyXONen Haf-
NnoyeyHUKa cocTaBnsaeT B cpegHem 6% [4-6]. Mo AaHHbIM
myneTucnupansHon KT (MCKT), «cnyyaliHbie» o6pa3oBaHus
HaZMnoyYeYHUKa BbIABAAIOTCA Npubnn3nTensHo y 4% obcne-
[OBaHHbIX NaumeHToB [7]. B Bo3pacTte go 30 net UHUMAEH-
TafioMa BCTpeyaeTca npubnusutensHo y 0,2% obcnefoBaH-
HbIX, OJHaKO B rpynrne nayueHToB ctapuwe 70 feT yactoTa
BblsIBNIEHWA BO3pacTaeT ao 7% (tabn. 1) [8].

MNpeactaBneHna o yactoTe BbiABneHUA AKP npu nHuym-
JleHTalomMmax Kak noTeHLManbHO Hanbonee onacHoro 3abo-
NeBaHUA NepPecMOTPEHbI B CBA3M C PACLUMPEHUEM KINHU-
yeckol 6a3bl NccnenoBaHUin U yecToueHnem TpeboBaHuii
K XapaKkTepy 1 Qu3aiHy 3NMaeMmnonormyeckmx uccrenoBa-
Hun. Tak, no pgaHHbim W.F. Young 1 coaBrt. (2007), yactoTta
AKP oueHuBanacb uytb 6onee 4% [8]. NMo3gHee, cornacHo
CBOAHBbIM pe3yfibTaTaM MEXKIMHUYECKOro aHanmsa 6osb-
LIOro YMca NaLuMeHToB B OrOCNUTANbHbIX BbIOOPKAX, pac-
npocTtpaHeHHocTb AKP cpean nHumaeHTanom He npeBbicu-
na 1,9% [9]. JoBonbHO YacTo B nybnukauusx Gurypupytot
rocnutasnbHble BbIOOPKU MALUMEHTOB C MHUMOEHTAIOMaMM,
B KOTOPbIX AonA 605bHbIX ¢ AKP, Mo MOHATHbIM NPUYMHaM,
6ornee Bbicokas (10-15%) [10, 111.

Ta6bnuua 1. BcTpeyaemocTb pasnnyHoro Tuna onyxoneﬁ npun CJ'Iyl-IaIZHOM X BblABNEeHNM (CBOAHDIE AaHHblE ﬂVITepaTypbl)

Tun onyxonn Bctpeyaemoctb
[opMOHanbHO-HEeaKTUBHbIE afE€HOMbI 60-65%
[opMOHanbHO-aKTMBHbIE afieHOMbI (GYHKLMOHANbHO-aBTOHOMHAA NPOAYKLUMA KOPTU30/a) 8-10%
Anbpoctepoma 1%
AL pPeHOKOPTMKaNbHbIN pak 1,9-4,5%
oxu/nr 5-6%
MeTacTaTnyeckoe nopaxxeHue 2-4%
[iBycTOpOHHMe onyxonun 15-17%
HenapasntapHble KNCTbl 5-7%
Mwenonnnoma 2-5%
FaHrNoHenpoma, HelpobnacToma, LWWBAaHHOMA 0,5-1,5%
JIunoma, nenommoma/capkoma, napasuTapHas KUCTa (3XMHOKOKK), FeMaHrMoMa, raMapToMa, remaToma,
TepaToMa, FpaHyNieMa PasfIMyHoM 3TUONOTUHK, NCEBAOHAANOYEYHNKOBbIE 00pa3oBaHMs (Mcxoaswme paputeT

13 Apyrx OpraHoB)
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1.4. OCOBEHHOCTU KOAUPOBAHUA 3ABOJNIEBAHUSA
WA COCTOAHUA (TPYMMbl 3ABONIEBAHUN

WU COCTOAHUIM) MO MEXXAYHAPOJHOM
CTATUCTUYECKOW KNACCUOUKALIUMU BONE3HEN
W NPOBJIEM, CBA3AHHbBIX CO 3[JOPOBbEM.

B mexayHapogHol Knaccmoukauum 6onesHeri 10-ro ne-
pecmotpa (MKB-10) wHUMAEHTanoOMbl HaAMNOYEYHUKOB
He BbleNieHbl B OTAENbHYK HO30M0MMYeCcKylo rpynmny, Tak
KaK ABNAIOTCA COOMPATENIbHBIM KITMHNYECKM TEPMUHOM.

D35 [lobpokauecTBeHHOE HOBOOOpPa3OBaHWME [APYrUx
N HEYTOUYHEHHbIX SHAOKPUHHbBIX Kenes:

— D35.0 — Hagno4yeyvyHuKa.

1.5. KNACCMOUKALNA.

B nutepatype npepnaraloTca pasnuyHble BapuiaHTbl CU-
CTemMaTn3aumm NHLUMAEHTANOM HaAMOYEeYHMKOB, OHAKO BBY-
[ly reTeporeHHOCTN 3TUOMNOrMU HOBOODOPA30BaHWIA, UCMOSb-
30BaHMA PasNyYHbIX METOAOB ANArHOCTVKM NPU NEPBUYHOM
BbISIBNIEHUW B HACTOALLMIN MOMEHT 06LLIeNpUHATas Knaccuou-
Kauma NHUMOEHTaNIOM HafiMOYeYHNKOB OTCYTCTBYET.

Hanbonee nonHomn cuntaetcs kKnaccudrkaums MHUNAEH-
Tanom, nNpeasioxkeHHasa aMeprKaHCKUMI 1CcCnefoBaTensamm
M. Gross n B. Shapiro (1993):

- o6pasoBaHus, ucxoasAwMe N3 KOpbl HaAMNOYEeYHMKa:
afleHOMa, y3/10Bas rmnepnniasus, KapLuuHoma;

- ob6pa3oBaHuA, UCXoAALVE N3 MO3roBOro cnos: Gpeoxpo-
MOLIMTOMA, FaHITIMOHEBPOMA, FaHMIMOHENPOobiacToMa;

- Apyrvue nopaKeHus Hagno4YeyHMKOB: MMENONNMOMA,
Hellpodnbpoma, ramapToma, TEPATOMA, KCAHTOMATO3,
aMmmnounaos, K1UCTa, rematoma, rpaHynema, n1efioMmmoma,
NernomMnoCapKoMa;

- MeTacTasbl: paka MOJIOYHOW >Kenesbl, JIerkmx, rnouyek,
numbombl 1 gp.;

- nceBAOHAAMNOYEYHUKOBbIE MNOpa)keHus: obpa3oBa-
HUA, UCXoZALLME U3 MOYEK, MOLPKENYAOYHON Xenesbl, ce-
ne3eHKu, NUM$aTUYECKX Y3710B, COCYA0B;

- TexHuyecKkuie aptedakrbl [12].

OCHOBbIBaACb Ha AAaHHbIX PAaANOSIOrNYECKNX UCCNIeOBa-
HUI, 06PA30BaHNSA HAANOYEYHKOBOW NIOKANMN3aLnn MOXHO
KnaccnéouumpoBaTtb B 3aBUCUMOCTU OT 1x KT-cemmoTumkm:

- po6pokauvecTBeHHblln KT-peHoTun: onyxonb Jo 4 cm,
OAHOPOAHOWN CTPYKTYPbl, HA3KON HAaTUBHOW MJIOTHOCTU
(meHee 10-15 HU):

- HeonpepeneHHbin KT-peHoTun: onyxonu BblCOKON
MNOTHOCTU MeHee 4 CM; ONMyXONUN HU3KOW MIIOTHOCTY 60-
nee 4 cm; onyxonu Mo3anyHOW NMIOTHOCTY;

- 3noKauvectBeHHbln KT-peHoTun: onyxonb 6onee 4 cm
BbICOKOW HaTuBHOW KT-mfoTHOCTW; nobas onyxosb
C NpU3HakaMy MHBa3UBHOIO POCTa B COCEAiHME OpraHbl,
OMNyXOeBOro WM cocyamncToro Tpom6o3a [13].

1.6. KIMHUYECKAA KAPTUHA.

Wcxops u3 onpepeneHna MHUUAEHTAIOMbI, JaHHOE 006-
pa3oBaHe BbiABNEHO C/Iy4allHO M He CONPOBOXAAeTcA Ap-
KUMW KJIVHUYECKMM NPOSABIEHUAMU HapyLIeHNa GpyHKLMK
HagnoyeyHMKoB. CMMMTOMbI, KakK MpPaBuo, OTCYTCTBYIOT.

Mo paHHbIM pAga nccnegoBaHUW, HECMOTPA Ha OTCyT-
CTB/E TUMUYHbIX KIUHWNYECKNX MPOABMAEHUI, Y NaUNeHTOB
C OYHKUMOHANbHO-aBTOHOMHOIM MpoAyKUMen KopTusona
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3HAUMTENbHO Yalle BbIABAIOTCA Takne KOMopOuaHble co-
CTOAHWA, KaK M30bITOYHas mMacca Tena, apTepuanbHas -
nepteHsna (Al), caxapHbii avaber (CH), aucnunuoemwus,
penpoayKTMBHbIE PacCTPOMNCTBA U CHUMKEHNE MUHEPaNibHOM
NAOTHOCTN KOCTU (BMIOTb 10 OCTeonopo3sa) [14-17].

YacTb nmauveHToB npv AeTanbHOM paccrnpoce MoryT
npeabaBnATb HecneunduUyeckme xanobbl (6onb B Npoekumn
HaAMouYeyHUKa, ObICTpas YyTOMIIAEMOCTb, ClaboCTb, U3MeHe-
HMe Maccbl Tena u gp.), KOTopble He NMO3BOJIAIOT NO KIVHUYe-
CKOW KapTVHe CyauTb 0 GpYHKLMOHANIbHON aKTUBHOCTH OMyXO-
NN UNK ee 310KaYeCTBEHHOM MoTeHuUmane. Y 4yacT naumMeHToB
MOXeT HabnogaTbcs cybpebpunutet, KOTOpbIV Hanbonee ya-
CTO acCOUMMPOBAH C Pa3BUTUEM NHTOKCUKALMOHHOTO CUHAPO-
Ma NpY 3710KaYeCTBEHHBIX OMYXOAX WM C MHPEKLIMOHHBIM
nopaxeHvem. Tem He MeHee CMMMTOMbI, TPAAWNLNOHHO acco-
LMMpyeMble C OHKOJIOMMYEeCKMM 3aboneBaHvieM (NMoxygeHue,
MOBbILEHHOE NOTOOTAENEHNE B HOYHOE BPeMs, BbipaXeHHas
CnaboCTb, NMMXOPaLKa), KaK MPaBWIIo, HexapaKTepHbl and AKP.

2. ANATHOCTUKA, MEANLIMHCKUE MOKA3AHUA
M NPOTUBOMNOKA3AHUA KMPUMEHEHUIO METO4 0B
ANATHOCTUKMN.

Kpumepuu ycmaHoeneHua 0uazHo3d: Cily4aiHO BbisB-
NEeHHas MNpyY PaguoNorMYyeckoMm o0CNIelOBaHNM OMyXOJib
HaZnoyeyHuKa.

« [lpw BbISABNEHMM OMYX0/IM HafMOYEYHMKa pa3mepom 60-
nee 1 CM peKOMEHA0BAHO OLEHUTb 3/T0KAYEeCTBEHHbIN
noTeHUMan onyxosn 1 BO3MOXHOCTb FOPMOHAJIbHON -
nepcekpeLmm.

YpoBeHb y6equTenbHoCcTN pekomeHAaauuin A (ypoBeHb
AOCTOBEPHOCTU JOKa3aTenbCTs 2).

Kommenmapuu. KpanHe BaXHO MCK/OUYUTb 3/10Kaye-
CTBEHHbBIN XapakTep HOBOOOPa3oBaHUA HAAMOUYEYHNKA,
MOCKOJbKY TaKTUKa JIeYeHMs B Cllyyae ero NoaTBepPKAeH A
6yLeT NPUHLMNUANIbHO OT/INYATLCA BHE 3aBUCMOCTM OT rop-
MOHa/IbHOWM aKTMBHOCTM 06pa3oBaHMA. 310KauYeCTBEHHble
06pazoBaHNA MOTryT NOTPe6OBaTb CPOYHOTO XMPYPrMYECKOrO
BMeLLaTeNnbCTBa UMK APYrX METOAOB NIeYeHUs, a npomegre-
HVe MOXET NPUUYNHUTD Bpes.

HecmoTps Ha TO UTO MpuW NepBUYHOM OOpaLLEeHMM Nauw-
€HTbI He 6yayT NpeabABNAATb cneuundryeckmx xanob, accowm-
MPOBAHHBIX C FMMEPNpPOAyKLUMe FOPMOHOB, BCE MaLUeHTbI
JOJPKHBI MPONTM TlaTesnibHoe $ur3nKanbHoe obcneaoBaHvie
C nogpobHbIM COOPOM aHaMHe3a, MOCKONbKy 3aTem bOyameT
onpegeneH obbemM NaboOPATOPHON AMArHOCTUKY, KOTOpas
MO3BONUT BbIABUTL/UCKIOUMTD FOPMOHAJIbHbIE, MeTabonu-
YeCKre U 3NEKTPOSIUTHBbIE HaPYLUEHWS, BbISBUTb/UCKITIOUNTD
MepPBUYHBIV TMNepaNnbaoCcTepPoHn3M, GyHKLMOHANbHO-aBTO-
HOMHYIO NPOAYKLMIO KOPTU30/1a, <HEMYI0» PEOXPOMOLIUTOMY.

2.1. XANObbl U AHAMHE3.

Hanuuue n xapakTtep anob6 B 6osbLiel CTENEHN 3aBU-
CAT OT HANNYMA U OTCYTCTBUA FOPMOHAJIbHOM aKTUBHOCTM
onyxonu. MNpu paccnpoce nauyueHTa HeOOXOANMO YTOUHATbL
Hanunume Al TO NN NHOW CTENEeHM BblPaXkeHHOCTU (MeanKa-
MEHTO3HO-KOoppUrnpyemas; napoKCcM3masbHOro Tuna; CTom-
Kasl, pe3nCTEHTHAs K Tepanumn), HAPYLLUEHUI YITEBOAHOIO 06-
MeHa (HapyLueHHasa TONePaHTHOCTb K rnioko3e, CII) — xaxnaa,
nonuypus, KonebaHus Beca; CYMMTOMOB, KOCBEHHO YKa-
3bIBalOLMX Ha HApYLUEHUE MUHEPASIbHO-KOCTHOrO ObMeHa
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(HM3KOTpaBMaTUYECKME MEPENIOMbI, CHUXKEHME POCTa U ap.),
NpnbaBKy Maccbl TeNa, MbILLIEYHYIO 1 06LLYI0 CNaboCTb.
Mpu cbope aHamHe3a cnegyeT o6paTWTb BHUMaHKE
Ha creflylolme Npr3HaKK:
- Hanuume OHKOJIOrMYEeCKOro aHaMHe33;
- Hanuume TpaBM MNOACHUYHON 06NacTV B aHaMHe3e;
— Hanuume OTATOLIEHHOV HacNeaCTBEHHOCTY;
- Hanuuve BPOXAEHHON ANCPYHKLIMM KOPbI HAZINMOYEYHIKOB.
B HEKOTOpbIX C/lyyasx CUMMTOMamu MOryT 6biTb 6omnu
B MOSAICHUYHOW obnactu, cybdebpunbHas Temnepatypa.

2.2. OUBNKANIbHOE OBCJIEAOBAHME.

O6wMin ocMOTpP MoApa3ymeBaeT OLEHKY obuero ¢usu-
YeCKoro COCTOSIHMA, pOCTa U Macchbl Tena, pacnpepeneHus
NOJOKOMXHO-KMPOBOWN KneTyaTKky, okpyxHoctn Tanum (OT).
ManbnaTopHO MOXHO OMpenennTb b 06pPa3oBaHNUs ao-
CTaTOYHO KPYMHOro pa3mepa.

2.3.JIABOPATOPHbIE AUATHOCTUYECKUE
NUCCNIEAOBAHUA.

MpoBepeHne nabopaToOpHbIX TECTOB  HeobXoAMmo
He TONbKO AN YCTAHOBMeHUs $aKTa HanMumna ropMoHasb-
HbIX HapyWeHW, HO U ANnA onpefeneHns CTeneHu Bbl-
paXeHHOCTM TOPMOHANbHOM aKTUBHOCTU  OMYyXONEeBOro
obpa3oBaHuA, KoTopas byaeT B page CiyyaeB UMETb MPUH-
LUMNranbHOe 3HayeHre B BbIOOpe TaKTUKN BELEHNA.

+  WccnepoBaHne ropmMoHanbHOM aKTUBHOCTW OMyXOnn
HagmnoyeyHMKa CTPOro pernaMeHTUPOBaHO, U ero pe-
3yNbTaThl PEKOMEHAO0BAHO YuuTbiBaTb Npu BblbOpe
TaKTUKW BeAeHMA, NIaHNPOBaHNN NpefonepaLnoHHON
MoAroToBKM, o6bema onepauun, nocnegyoLlero Habnio-
JleHusA 32 60NbHbIM.

YpoBeHb y6eauTenbHOCTN pekoMmeHAauuin A (ypoBeHb
AOCTOBEPHOCTV [OKa3aTeNbCTs 2).

Kommenmapuu. B cBA3n C yBenvumBawLwenca pacnpo-
CTPaHEHHOCTbIO U O6LWEeOCTYNHOCTbIO TONMUYECKUX METO-
noB anarHoctukn (MCKT, MPT, Y3W) 3a nocnegHue yetbipe
OecATUNeTNA OTMEeYaEeTCA yBENUYEHMEe Yicna MHUUAEHTANIOM
HagMNoOYeYHMKOB.

HecmoTps Ha OTCYTCTBME KIMHUYECKOW CYMMTOMATUKM
U MaHUGECTHBIX MPU3HAKOB FOPMOHANIbHON aKTMBHOCTY,
TpebyeTcss nabopaTopHoe MOATBEPXKAEHME ee Hanuuus
unn otcyTcTemA. B 85% cnyyaeB MHUMAEHTaNOMbI ABNAIOTCA
MHO [18].

Mpun cnyyarHO BbiABIEHHbIX OMYXOMNAX YacToTa BCTpe-
yaemoct ®XL oueHnBaeTcs B 5-6%, Npu 3TOM Ha «bec-
CUMMTOMHbIE» GpopMbl Npuxoautcs 6onee 50% cnyyaes [1].
WHorga BcTpevaeTca obpatHas cuTyauus: spkas KInMHUYe-
CKaA KapTvHa rmnepnpoykumm onpeneneHHoro ropmMoHa
HauenvBaeT Bpaya Ha «OUYeBMIHbIN» ANArHO3, Ka3anoch Obl,
He TpebyowWwunin TWaTeNbHOW FOPMOHANIbHOM ANArHOCTUKN.
3avactyo MopdonornyecKkn onyxosb MMEET UHYIO NPUpPoay,
OT/IYHYIO OT «OYEBMAHOrO» AMarHosa. Tak, B nuMTepatype
HeopHoKpaTHO onucaHbl OXL, nposasnalowmMeca He TONbKO
runepkaTexosiammHemuen, HoO U SKTONUPOBAHHOW NPOAYK-
umen KoptrnkoTponuHa (AKTT), conpoBoxaatowerica «6onb-
WMWY NPU3HaKamm runepkoptuumama [19].

OnuncaHbl onyxonu, NpoTeKatoLwmne ¢ KNnaccuyecknumm na-
pOKCM3ManbHbIMU Kpu3amu, xapakTepHoimu ana OXL, ko-
TOpble B AeNCTBUTENbHOCTM OKa3blBannChb «nceBgodeoxpo-
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MOLIMTOMaMM» — FOPMOHaNIbHO-HEAKTUBHbIMM aleHOMaMM
Kopbl HagnoyeyHnka unmn AKP [18, 20].

Cpean VHUMOEHTANIOM Hepenko BbISBNAETCA ¢eHo-
MeH QYHKLMOHANbHO aBTOHOMHOW MPOAYKLMU KOPTM30Ma
(DAMK) — 8-12% HabnmogeHun. OgHako, HeCMOTPS Ha bec-
CYMMNTOMHOE TeueHue 3ab0JiIeBaHNA, ONIUTENIbHOE BNUAHNE
M36bITKA KOPTM30/1a B YaCTU C/TyYaeB MOXKET OKa3blBaTb Mefl-
NEHHBIN, HO, TEM HE MeHee, pa3pyLuarwmii 3pPeKT Ha MHO-
rve cuctembl opraHnsma yenoseka [21, 22]. B meTaaHanmse
Elhassan v coaBT. oTMeuyaeTCA NOBbILWEHHbIN KapANOBaCKY-
nApHbIA pyck y nauymeHToB ¢ GAMK. Takxe npubaska B Mac-
ce Tena u C[12 Habnioganycb B ABa pasa yalle y NaluueHToB
c OAMK, yem y nayuenTos ¢ 'HO [23].

C uenblo CTPYKTypur3auum usnaraemont UHdopmavmu,
C YY4ETOM FOPMOHAJIbHON aKTMBHOCTY pekomMeHaauny oyayt
pasfeneHbl Ha noapasdesnibl: «3HAOMEHHbIN MNepPKoOPTU-
LM3M», «HeoXPOMOLINTOMA», «MePBUYHbIN FUMNepasnbaocTe-
POHU3MY, «TMepPaHAPOreHns».

DHAOreHHbIN F’MNepKopTULUN3M.

Mpu onyxonAx HaAMOYEYHUKOB, COMPOBOXAAOLNXCA
BblpaXXeHHOW runepnpogykunen KopTn3ona, AOCTaTOYHO
pefnKkon ABnAeTcA CUMTyauma WCTUHHOW WHUWOEHTANOMbI,
Korza 06pa3oBaHue BbISIBIIEHO Ciy4yaliHo. [pu pa3BepHyTO
KNMHNYECKOWN KapTUHE rMnepKopTULM3MA, Kak NPaBuio, To-
nuyeckne MNCCNefoBaHMA MPOBOJATCA LefIeHanpaBfieHHO.
Mpobnema WMHUWOEHTANIOM HaAMoOYeYyHMKa U TUNePKoPTH-
uM3Ma Hambornee akTyanbHa ¢ Touku 3peHunsa QANK [24].

HepooueHka Hannuua AKTT-He3aBMCKMMOro rmnepkopTu-
um3ma (MaH1GECTHOro UM CYOKIIMHNYECKOTO) MPU UHLMAEH-
TasloMe HafnoyeyHrKa CBA3aHa C BbICOKMM PUCKOM pa3BUTUA
nocneonepayyioHHON OCTPOM HaAMOYEYHUKOBOW He[oCTa-
TouHoctu (HH), koTopas B cnyyae HeCBOEBPEMEHHOTO neye-
HUA acCOLMMPOBAHa C BbICOKM PUCKOM NIETaSIbHOTO NCXOAA.
OTO ABNAETCA OCHOBHOW MPUYMHON, M3-3a KOTOPOW AUArHO-
ctrka QATK aBnsetca ctporo obs3atenbHon. TpygHOCTH CBO-
eBpeMeHHON AnarHocTrkn HH Bbi3BaHbl HecneurdUYHOCTbIO
KIVHUYECKUX MNPOABNEHWIN (TMMNOTOHMS, CabocTb, OTCYT-
CTBUE anneTuTa, TOWHOTa/PBOTa, B34YTHE KUBOTA, MOAbEMbI
TemnepaTypbl), 6osee TOro, YaCcTo CUMNTOMbI «MACKUPYIOTCS»
nop Apyrve OCNOXKHeHUs (KpOBOTEYEHMe, MHTOKCUKaLUS,
OCTPbI UHPAPKT MMOKapHa, KWLLEYHasi HemnpoxoaumMmocCTb,
nocneonepaunoHHble MHPeKUUN 1 T.4.). B ocHoBe naToreHesa
[aHHOrO ABNIEHMSA NIEXNT NnoaasrieHre GyHKLUUN KOHTpanaTte-
panbHOro HaaMno4YeyHrKa, NpuBoasLLee K aTpodurm ero Kopbl.
- Bcem nauveHTam C BbIABAEHHOW OMYXONbl HaAMo-

YeyHNKa PEKOMEHAOBAHO orpefeneHne KopTu3ona

B PaHHMe yTpeHHMe Yacbl Ha GpoHe nodasnswoLero Te-

CcTa ¢ 1 Mr gekcameTtasoHa.

NHTepnpeTauus pesynbTaTos:

— KoOpTM3on meHee 50 HMonb/n (1,8 MKr/an) — 3HOOreH-

HbIV TMNEPKOPTULN3M UCKITIOYEH;

- KkopTtm3zon 51-139 umonb/n (1,8-5 mKr/gn) — nogo3spe-

HUe Ha SHAOTEHHbIN TMNEPKOPTULM3IM;

- KopTtuzon 6onee 140 HMonb/n (5 MKr/an) — 3HOOTEHHBbIN
rMNepKoOpPTMLN3M BbICOKOBEPOATEH.

YpoBeHb y6eguTenbHOCTN peKkomeHpauuia B (ypoBeHb
AOCTOBEPHOCTU AOKA3aTeNbCTB 2).

Kommenmapuu. CyuiectByiowine mexxgyHapoaHble Knu-
HNYECKNE PeKOMEHAALMN B OTHOLIEHUN AMArHOCTUKMN TU-
NnepKopTULM3Ma NMEIOT JOCTAaTOYHYIO IoKa3aTenbHyo 6a3y
[21, 25]. B KauecTBe NEPBMYHON ANATHOCTUKMN SHAOMEHHOIO
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Ta6bnuua 2. JlekapcTBeHHble NpenapaTbl, BAVALWME Ha YpPOBHU KOPTN3O0a B KpOBI/I/CyTOLIHOVI Mo4e U n3meHawLwmne pesynbratbl (I)apMaKOHOI’VILIECKVIX

TeCTOB, NPOBOANMbIX A/1A ANArHOCTUKM SHAOrEHHOro rmnepkopTrumama [25]

DencrBue

JlekapcTBeHHbI NpenapaTt

JlekapcTBeHHble Npenapartbl, ycKopsoLwme MeTabosim3m eKkcameTasoHa Ha cyet

nHaykuun depmenta CYP3A4 neyeHu

« MeHobapbuTan
+ OeHUTOUH

- KapbamaszenuH
+ PudaneHTuH

+ Pudamnuymn
+ JTOCyKCUMNG,
« MuornutasoH

ﬂeKapCTBEHHbIe npenaparbl, 3ameanamoune MeTabonnsm AeKCaMeTa30Ha Ha cyeT

CHUXXeHNA akTBHOCTK pepmeHTa CYP3A4 neueHn

+ WUtpakoHason
» PntoHaBup

+ OnyokceTuH
« duntnasem

+ UnmetnanH

JlekapcTBeHHble NpenapaTbl, NOBbIWAOWME YPOBEHb KOPTMU30/-CBA3bIBAOLLETO + DCTpOreHbl
6enka (TOXXHOMONOXKUTENbHOE MOBbILIEHWE KOPTN30a B KPOBMU) « MwuToTaH
JlekapcTBeHHble npenapatbl, uHrnbupyowme 1THSD2 (noXKHOMOMOXNTeNbHOE + lMpenapatbl nakpuybl

MOBbILIEHNE KOPTK30/1a B CYTOUYHON MOYe)

« KapbeHokconoH

JlekapcTBeHHble Npenapatbl, UMeloLLMe Apyre pasfimyHble MexaHU3Mbl JeACTBUA .
11-rmpgpokcuctTepomaaernaporeHasbl 2-ro Tmna (NoXHoMNonoXmTenbHoe .

NOBbILLIEHNe KOPTM30/1a B CYTOUHOW MouYe)

Kapb6amazenuH
®eHodubpar
» CuHTeTnyeckme NKC

rMnepKopTULU3MA MOTYT OblTb UCMOJIb30BAHBI Pa3fiNyHbie
MeTo[bl: HOYHOW NogaBnAWMN TecT ¢ 1 Mr gekcameTa3oHa
(MAT1), nccnepoBaHre ypoOBHA CYTOYHOW SKCKPELIMU KOp-
TU30/1a MOYOW (OBYKpaTHOE onpefeneHmne), nccnegoBaHme
YPOBHA KopTM3ona B ciitoHe B 23:00-00:00 (gByKpaTHOe
onpepgeneHue), manas npoba Jingana (aByxaHeBHas npoba
C 2 Mr gekcameTtasoHa). OgHaKo, K COXaneHuto, HN OauH
TEeCT He obnlagaeT BbICOKOWN CcneunduyHOCTbIO, B CBA3M
C YeM BO3MO>KHbl TOXXHOMONOXUTENbHbIE pe3ynbTaTbl [25].

Ha ocHoBaHMM NaTOMM3NONOrNUYECKNX OCOOEHHOCTEN,
NPOCTOTbl, [AOCTYMHOCTW, BbICOKOW YYBCTBUTENbHOCTU
1 $aKTa BKJIIOUYEHUS B AMArHOCTUYECKME anroputmbl 60b-
WnHCcTBa nccnegosanum MNATT pekomeHgoBaH B KayecTse
NnepBNYHOrO MeTofa ANArHOCTUKN SHAOMEHHOIo rnMnepKop-
TMUM3Ma.

B ocHose TAT1 nexnt nogasneHue cekpeuun AKTI
W, KaK CIefCTBME, CHUXKEHME CMHTE3a KOPTM30/ia B OTBET
Ha npuem cynpadr3noNorMyeckon Ao3bl rKOKOPTUKON-
noB. Kak cnepgyet mn3 onpegenenua QAIK, npogyKkuma Kop-
Tn30Ma He 3aBuUcuT ot ctmyna AKTT, a HOCUT aBTOHOMHbIN
XapakTep, CnefoBaTesibHO, NMPW Ha3HAYEHUM HU3KMX [03
JeKcameTa3oHa MNOAaBNIEHMA KOPTM30Ma He MPOWCXOAMT.
MAT1 oTnmuyaetcs NpocToTOM MpU MpoBefeHun B amby-
NaTopHbIX ycnoBuAx: 1 Mr gekcamerasoHa NPUHMMAETCA
mMexay 23 1 24 y, Ha cnegyiollee yTPO B MHTepBase mexay
8 1 9 u onpepgennaeTca ypoBeHb KOPTU30sa B KpoBu. bonee
BbICOKMeE A03bl (1,5 unn 2 Mr) He ynyyLllatoT TOYHOCTb TecTa.

YysctButenbHocTb B BbiABneHun OAIMK pgna cHuxe-
HUA KopTM3ona Ha ¢oHe nposegeHus MTA1 npu cut-off
130-140 Hmonb/n coctaBnsaeT 80%, npwn cut-off 50 HMonb/n
npubnmxaetca K 100%, B CBA3M C YeM 3TO NMOPOroBOE 3Ha-
YyeHne MMeeT BbICOKYI0 OTpULATENIbHYI0 MPOrHOCTUYECKYIO
LEHHOCTb. 3aKOHOMEPHO, UYTO MPU MOBbILEHUN YYBCTBU-
TENIbHOCTV 3HAUMTENIbHO CHUWXKAeTCA cneunduyHoOCTb Te-
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cta. CneunounurHoctob MAT1 ans 3HayeHmin 50-140 HMonb/n

He npesbiwaeT 80%, YTO O3HAYAET, YTO NPU STUX 3HAYEHUAX

y 20% 3p0poBoi nonynAumu 6yneT OoTCyTCTBOBaTb Mopa-

BneHve KopTmn3ona. [laxke Npu npeBbILeHNN KOHLEHTpaUnn

140 HMONb/N cneundUUHOCTb CoCTaBnAeT Bcero 95% [9, 26].
TakXe HEOOXOAUMO YUNTbIBATb NIEKAPCTBEHHbIE Mpena-

paTbl U/UNN COCTOAHWA, KOTOPble MOFYT MOBAWATb Ha pe-

3ynbTaT faHHOrO TecTa (Tabn. 2), Mo BO3MOXKHOCTU, PEKOMEH-

JyeTca nx oTMeHa 3a 6 Hefl 10 UCCrieloBaHUA.

MoryT notpeboBaTbCs [OMONHUTESIbHbIE GUOXMUYE-
CKre TeCTbl AnA NOATBEPXKAEHMNA CEKPETOPHOM aBTOHOMHOWM
NPOAYKLUN KOPTU30/1a U OLIEHKMN CTEMEHN ee BblparKeHHO-
ctu. Ina onpepeneHna BO3MOXHOCTN AMHAMUYECKOrO Ha-
6n0aeHNA NauMeHTa 60/bloe 3HAYeHVe MMEIT BO3pacT,
HanmMuve ConyTCcTBYIOWMX 3aboneBaHUN, MOTEHLMANbHO
CBA3AHHbIX C M3ObITOYHON NpoAyKLUMen KopTusona (MeTabo-
NNYECKUn cnHapom, oxmpenne, CLl, Al, octeonopos).

Bo3MOXHbI fpyrue cnocobbl AMAarHOCTMKM SHAOTEHHOMO
rmnepkopTuumsma (KOpTM3on CyTOYHOW MOYM, KOPTM30S
B BeuepHeln cntoHe). OgHako nNpu MHUMOEHTanomax Hagno-
YeYHMKOB JaHHbIe NCCelOBaHNA 06NafaloT MeHbLUEN YyB-
CTBUTENbHOCTbIO B cpaBHeHuu ¢ [TAT1 n He pekomeHaytoTCA
B KaueCTBe CKPUHUHIOBOro MeToja.

+ [pu oTtcyTcTBMM nocCne npoBeAeHMA MOAABAAOLLIEro
[EKCaMeTa30HOBOro Tecta ¢GU3MONornyeckon cynpec-
CMV YPOBHA KOPTM30/a B KauecTBe TecTa, NoATBep»KAa-
towero AKTI-He3aBrcmyio nprupogdy rmnepkopTULN3ma,
npegnaraeTca 1Cnosib3oBaTh onpegeneHue 6asanbHo-
ro yposHs (8:00-9:00) AKTT.

YpoBeHb y6eguTenbHOCTN peKkomeHaauuia B (ypoeeHb
[OCTOBEPHOCTUN fl0Ka3aTeNnbCTs 3).

Kommenmaputi. C Lenbio yMmeHbLUEHMA Y/CIa JIOXKHOMO-
NOXWTENbHBIX PE3YNbTATOB, B KauecTBe BepndrLUpyoLero
TecTa, peKoMeHAOBaHO onpefenieHne yTpeHHero yposHA AKTT.
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MNopaBneHune ypoBHa AKTI meHee 1 nr/mn B coyeTaHuun
C OTCYTCTBMEM MOJaBJIEHMA YTPEHHero KopTu3ona npwu
nposefeHun MAT1 ¢ BbICOKOM fonen BepOATHOCTM MOA-
TBepxpaaet gvarHo3 AKTI-He3aBMCMMOro runepkopTuumns-
Ma y MaLMeHTOB C OMyXOJblo HAAMOYEYHUKOB. Vi3mepeHme
AKTI He ABnAeTcA MeTOAOM MEPBMYHOW OAVNATHOCTUKM, Of-
HaKO MOXeT CNYKUTb nogTeepxaatowum npmsHakom QAIK.
Mpu otcyTcTBumM nofasneHusa yposHA AKTI HuXe HUKHen
rpaHuubl pedepeHca (5 nr/mn) anarHos OAlMK manosepos-
TeH [27, 28]. YyBCTBUTENbHOCTb U CneuudrnyHocTb 79 n 85%
cooTBeTcTBEHHO [18]. luckytabeneH ypoBeHb 6a3asibHOro
AKTT B kauecTse Bepuduyupyowero QAMMK Tecta oT MeHee
1 0o 5 nr/mn — KonnMyecTBO Ny6MKALMIA HEAOCTAaTOYHO AN
dopmupoBaHua fokasaTesibHOW pekomeHpauuu. Cnepyet
obpallatb BHMMaHWE Ha HEOHXOAMMOCTb OLEHKM YPOBHS
AKTT go unu yepes 72 4 n 6onee nocne nposegeHus MNAT1
BO M3beKaHue nonyyeHns JIOXKHOMOMOXNUTENbHBIX Pe3ysib-
TaTOB (13-3a BO3MOXXHOW OCTAaTOYHOM KOHLEHTPaLUumM AeKca-
MeTa30Ha B KpOBW).

ABTOHOMHas ceKpeuna KOpPTU3oMa BefeT K YrHETEHUIO
cuHTe3a AKTT runodusom u, Kak crnefcTeue, OTCyTCTBYeT
CTUMYNAUNA 300POBON TKaHW KOPbl HAaAMOYEYHMKOB, YTO
BefeT K ee atpodun. B cuctematnyeckom o63ope Dalmazi
n coaBT. oT 2014 r. nccneposanacb GyHKUMA HAAMOYEYHN-
KOB NMoOC/ie OQHOCTOPOHHEN afpPeHANIKTOMUN NPU CUHAPO-
Me KywuHra (CK). Kputepuamn BKnoYEHMA, MOMUMO OTCYT-
CTBUA NogaBneHns koptnsona B xoge MNAT1 (<138 Hmonb/n),
Obl1 CyNnpPeccpOBaHHbBIA WM HOPMasbHbIA ypoBeHb AKTI
(>5 nr/mn) n/uny [ONONHUTENbHbBIV BepUPNLIMPYIOLLNIA aHa-
N3 — KOPTM30/1 CYTOYHOMN MOUM, HOYHOW CbIBOPOTOYUHDIN
KOPTM30/, MOBbLILWEHHbIN YPOBEHb AErnapO3MNMaHapocTe-
poHa [IF3A pgna rpynnbl ¢ «CYyOKNMHUYECKUM FNEPKOPTHY-
LUM3MOM» M Hanuume «0onbLlIMX» KIUHUYECKMX MPU3HAKOB
CK, Heonpepenaemoro 1 nogasneHHoro yposHa AKTI ana
rpynnbl ¢ maHudectHbim CK. BbiABneHa nonoxutenbHas
KoppenAauna cHmkeHHoro yposHA AKTI ¢ passutnem HH
B MoC/ieonepaLoHHOM nepuoge, OgHaKo ypoBeHb cut-off
CHVXEHNA Ha JaHHbI MOMEHT He onpegeneH [29]. B nocne-
aylowmx paboTtax TakKe OTMEYaeTCA B3aMMOCBA3b MeXay
CHUXeHHbIM ypoBHeM AKTT n gnutenbHocTbio HH, cooTtseT-
CTBEHHO, YeM Hue ypoBeHb AKTI, Tem npogonxutenbHen
HH [30, 31].

OnpepeneHne ypoBHa AKTI B ycnosusAx nopasriieHuA
YPOBHA KOpPTU30Ma WU W3O0NUPOBaAHHOE onpefeneHne
[IAaHHOTO NMOKa3aTess HeLenecoobpasHoO 1 MOXKET NPUBECT
K AMarHOCTUYeCKNM olmbkam [28].

AHanu3 yposHAa AKTI B yTpeHHMe yacbl CRyXUT Takxe
ans gnddepeHuranbHon puarHoctmkm mexgy CK ueH-
TPaNbHOr0O W HaAMOYeUYHUKOBOro reHesa. lpu 6GonesHu
MueHko-KywuHra nokasatenb AKTI 6ypeT npeBblwatb OT-
meTKy B 10 nr/mn [25].

+ He pekomeHgoBaHo paccmatpumBaTbh QATK Kak cocTos-
HUe C BbICOKM PUCKOM pa3BUTUA MaHudpecTHoro CK.
YpoBeHb y6eauTenbHOCTN pekoMmeHaauuin A (ypoBeHb

AOCTOBEPHOCTN AOKa3aTeNbCTB 2).

Kommenmapuii. B ny6nukauusx go 2012 r. nHUuaeHTa-
NIOMa HafnoyeyHrKa C NPOABAEHNAMU CYOKINMHNYECKOTO
rmnepkopTiumM3Ma (MPUHATBIN B TO BPEMA TEPMUH) CUMTaNachb
$aKTOpOM prCKa pa3BUTMA MaHN(ECTHOrO rMnepKopPTULIM3MA
B TeueHue 5 net ¢ BepoATHOCTbIo 25%. OfHAKo AaHHble 60-
nee NO3HMX UCCNIe[OBaHWI He MOATBEPAUIN 3Ty rMNoTesy
[8,9, 14].
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Mo paHHbIM MeTaaHanu3a GpuUTaHCKOW Tpynrbl, PUCK
pa3BuUTUA MaHNGECTHOro rMNepKopTMUU3Ma Y MALMEHTOB
Kak ¢ OATIK, Tak n ¢ THO KpaliHe Man 1 COCTaBNAET MeHee
0,1%. CpegHuin nepuop HabnogeHua coctaBun 49,6 mec,
cpean 2745 yenosek, BOWeAWNX B UCCNefOBaHUE, NULLb
y 6 3aduKkcmpoBaHo pa3sutue MmaHupectHoro CK. B 19 nc-
cnefoBaHMAX, BKNovaowmx 2083 naymeHTa, n3yyanca puck
[pa3BUTUSI FTOPMOHAJIbHOW aKTUBHOCTM 00pa3oBaHus, B YacT-
Hocty QATK, y naumeHToB € nepBoHayanbHo M'HO, yto 6bino
BbiABNEHO B 4,3%. CpeaHni nepmnog HaboaeHnsa cocTaBun
50,3 mec [23]. B To ke BpemMs, N0 AaHHbIM NPOCNEKTUBHOIO
nccrnenoBaHuA GUHCKUX KCCnegoBaTenel, HabnogaBWwmx
B TeyeHue 5 net 56 naymeHToB ¢ 'HO, HM y ogHOro nauneHTa
He 6bl10 3aPMKCUPOBAHO U3MEHEHNA FTOPMOHANIbHOMO CTa-
Tyca onyxonwu [32].

(MeoxpomouuToMma/naparaHravoma

OXLU coctaBnaoT okono 5-7% WMHUMAEHTAaNOM Hafmno-
YeyHUKoB. Ha coBpemeHHOM 3Tarne pa3BUTMA ANArHOCTU-
YeCcKMX MeTOAOB MHOIMe aBTOPbl OTMEYAlOT, YTO He MeHee
50% OXL| nsHauyanbHO 6bINM BbIABMIEHbI KAk UHLMAEHTaNo-
Mbl, U TONIbKO OKOJI0 MOJMIOBUHbI 3TUX HabMoAeHMIA CONpo-
Boxganucb Al [1].

HepooueHka Hanuuma KaTexonaMmH-CeKpeTupyioLein
OMyXxO0Jy CBAi3aHa C BbICOKMM PUCKOM NeprornepaLmoHHOro
Pa3BUTUS BbICOKOAMMIUTYAHbIX TMMEPTEH3NBHbBIX KPU30B,
oTeKa nerkux, daTanbHbIX aPUTMUIA, CUHOPOMA «HeynpaB-
nAeMon remoguHaMnNKN» 1 BHE3aMHOW cepaeyHon cMepTu.
Haxe ecnn kKnuHnyeckoe TeyeHne OXLl Ha goonepaumoH-
HOM 3Tane 6bI0 «O6eCCMMMTOMHBIMY», BbICOKUA YPOBEHb
LUMPKYNMPYIOLMX KaTEX0TAMUHOB MOXET NMPUBECTM KO BCEM
BblLLEMNEPEUYNCIIEHHBIM OCNTOXHeHMAM [33].

+ [pu nHUMpeHTanoOMe HafgnoYyeyHrKa B KayecTBe METO-
Ja nepsuyHon anarHoctnkn OXU/MNIN pekomeHgoBaHO
onpepeneHne cBoH6oaHbIX MeTaHeGPVHOB MIA3Mbl UK
dpPaKLMOHUPOBaHHBIX MeTaHEGPUHOB CYTOYHOW MOYMN.
YpoBeHb y6equTenbHOCTN pekoMmeHAauuin A (ypoBeHb

[OCTOBEPHOCTU JOKa3aTenbCTB 2).

Kommenmapuii. B kauectBe nabopatopHoro metoga
nccnefoBaHNA METUIVPOBAHHBIX NMPOV3BOAHBIX KaTeXonamu-
HOB (MeTaHedprHa, HopMmeTaHedPrHA U METOKCUTUPaMUHA)
B GMONIOrMYeCcKUX *KMAKOCTAX NpefnaraeTca UCrnonb3oBaTb
XKNIOKOCTHYIO XpOMaTOrpaduio 31eKTpoXnuMmnyeckumu, ¢hnyo-
pomeTpuryeckmmm getektopamu (LC-ECD) nnm TaHgemMHbIMA
Macc-cnekTpomeTpamu (LC-MS/MS). Bo3MOXHO ncnonb3oBa-
HVe IMMYHOIOTMYECKOro MeToAa, OAHAKO ANUarHoCTUYecKas
YyBCTBUTENIBHOCTb 3TOrO MeTofa ABnseTcs 6onee HU3KOM
Mo CPaBHEHMIO C BblLLeonuncaHHbIMK [34, 35].

Mpw nccnefoBaHMY YPOBHA MeTaHe(bPUHOB Ma3mbl 3a-
60p KpOBM HEOOXOAUMO MPOBOAUTL Nnocsie 30-MUHYTHOrO
MOJIOXKEHUA NeXa Ha cnuHe. OTo 06ycnIoBNeHO ObICTPbIM
KIIMPEHCOM MeTaboNIMTOB KaTeXONaMUHOB Y BblPa)KeHHbIM
BAUAHMEM aKTMBALMM CMMMNATUYECKOW HEPBHOW CUCTEMbI
NPV BEPTMKAIbHOM MOJIOXKEHUY Ha CTUMYTIALIMIO BbIPAabOTKM
HopaapeHanuHa [36].

Mpn cpaBHUTENBHOM aHanM3e pasfMyHbIX METOAOB AMa-
rHoctukn OX/MI BbiABNEHO, YTO HanbonbLLen AnarHoCcTnYe-
CKOW YyBCTBUTENIbHOCTbIO 00MafjaeT aHanM3 MeTaHedprHOB
B KPOBW Mpu 3a6ope B MONIOKEHNN NIeXa, YEM B MOJIOKEHUN
cangn, 95% n 89% COOTBETCTBEHHO, B TO BPEMSA KaK 3TOT Xe
nokasarenb coctasun 93% npu aHanuse CYTOYHOW MOYU
Ha METWINPOBaHHblE KaTexoNaMuHbl. Takke nccnefoBaHme
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Ta6bnuua 3. JlekapcTBeHHbIe NpenapaTbl, BAVAOLWME Ha NoKasaTenu MeTaHe(I)pVIHOB NAasmbl U MOUN (NOXKHOMONOXKUTENBHDBIN peayanaT)

Mnasma Moua

HopmeTtaHedpuH MetaHe¢puH HopmeTtaHnedpuH MetaHedpuH
AuetammHodeH ™ - " _
Nabetanon - - " "
Cotanon - - ™M M
a-Metungona ™" - ™M -
anmapenpeceanms t - 1t -
bycnupoH - ™M - 1"
®eHokcmbeH3aMuH ™ - " -
WHrnbutopsr MAO ™ " " 1"
CYMNaTOMUMETUKM 1 1 0
KokauH ™ ™M 0
CynbdacanasuH ™ - " -
JleBopona i 1 ™M 1
11 — BbICOKOE yBeNimueHne; T — ymepeHHoe yBenunyeHue; «—» — 6e3 yBennyeHms

MeTaHeGPUHOB B KPOBM UMeeT Oonbluyto crneunduyHOCTb,
yeMm aHanm3 cyTouHor Mouu, — 95% npoTre 90% [34]. OgHako
3a00p KPOBY B MONIOKEHUN JIEXKa OTHUMAET GoJblie BpeMeHN
W NPYBOAWT K AOMOJIHMTENbHBIM 3aTpatam. B cnyuyasx, korga
MO KaKOW-TO MPUYMHE BbIMOSIHEHWE 3TOW PEKOMEHAALMUN He-
BO3MOXHO, aJIbTEPHATVMBHBIM BapUAHTOM SIBJIAETCA MCCeno-
BaHVe GpPaKLMOHMPOBAHHBIX MeTaHedpUHOB Moun [36, 37].

OnpepeneHvie afpeHanuHa 1 HopagpeHanuHa B buonoru-
YECKUX XKMOKOCTAX HE PEKOMEHOBAHO B CBA3M C KpaliHe Hu3-
KOW UyBCTBUTENIbHOCTBIO 1 CNeLdUUYHOCTBIO IJaHHOIO METOAA.
« Bcem nauueHTam C MONOXUTENbHBIM Pe3yNbTaToM Te-

CTMPOBaHVA Heo6xoaMMO yrnybneHHoe obcnefoBaHme

ANA UCKNtoueHns nnn nopreepxxaeHna OXL/MT.

YpoBeHb y6eanTenbHOCTN peKomeHaauuii B (yposeHb
[OCTOBEPHOCTU AOKa3aTesNbCTB 2).

KommeHnmapuu. TpexkpaTHOe NoBblLeHe YPOBHA HOP-
MeTaHepPUHOB U ABYKPATHOE MOBbIEHNE MeTaHePUHOB
noaTeep)KaaeT Hanuuue y naunenta OX/MI n He TpebyeT
Apyrux noatsepkgaroLmx Tectos [33, 38].

Hanbonbuyio [rarHOCTUYeCKyl TPYAHOCTb npes-
CTaBNAEeT MWHTeprnpeTauusa pe3ynbTaToB, HaXOAALMXCA
B «CEPOW 30HE», — He JOCTUTAILWNX HYXKHOTO TPexKpaT-
HOro MOBbIWEeHWA. OTO COoCTaBnAeT oKono 25% cnyyaes
BMOCNEACTBUM MOATBEPXKAEHHOW [PYTUMU  MeToAamu
OXL/MT. Yawe Bcero NpMUYMHON NCKaXeHNA pe3ynbTaToB
ABNAETCA HapYyLIEHWEe TEXHWKU NMPOBedeHUsA UCCiefoBa-
HUA, YyTo TpebyeT NOBTOPHOro onpepeneHns. BoipaxeH-
Hbll GU3MONOTMYECKUN CTPECC, CBA3AHHbIW, Hanpumep,
C TAXeNbIM 3abofieBaHMEM, TakXe MOXeT ObITb npuyu-
HOW 3HAUMNTENbHOrO MOBbILIEHNA YPOBHA MeTaHedpu-
HOB B KPOBU U CyTOoYyHOU MoYe [39]. Takke Heob6XxoAnMO
NMOMHUTb O PAAe NpenapaToB, KOTOPble MOTYT MCKaXaTb
pe3ynbTaTtbl UCC/IefoBaHUN (Hanpumep, aleTammHOdEH,
me3anamuH, cynbdacanasnd B LC-ECD meToge wunu Tpu-
LUUKNMYECKMe aHTMAENPECCAHTbl, BAUAKLNE Hernocpes-
CTBEHHO Ha KaTexofnamuHbl) (tabn. 3) [40, 41].

Mpu COMHUTENBHBIX pe3ynbTaTax FOPMOHaJIbHbIX UCCTe-
noBaHun ans sepudurkauyum guarHosa OXL uenecoobpasHo
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nposegeHue cuuHturpadum c '31-MIBG, uyscTBUTENDb-

HOCTb KoTopow focturaeT 93-100% npu cneyndruyHOCTU

89% [42, 43]. Bo3amoXHa 1 BblKuAgaTesbHaA TaKTUKa —

NMOBTOPHOE MCCNejoBaHNe YPOBHA MeTaHepPrHOB yepes

6 mec [33].

« [pn pobpokauyectBeHHOM KT-dpeHOTMNE WHLUUMAEHTa-
oMbl HafnoyeyHuKa (ogHOpoAHasA CTpPyKTypa ob6pa-
30BaHUA HU3KOW HATUBHOW MoTHOCTM MeHee 10 HU)
Yy HOPMOTEH3MBHbIX MauueHToB pAuarHoctuka OXLU
He peKOMeHAOoBaHa.

YpoBeHb y6equTenbHoCcTN pekomeHAaauuin A (ypoBeHb
[OCTOBEPHOCTUN AlOKa3aTeNbCTs 2).

Kommenmapuu. CpefHee 3HaueHve HaTVBHOW MNOTHOCTY
OXL, Bapbupyet o1 30 go 35 HU. Mpn HU3KNX nokasaTtenax
HaTuBHOM nnoTHocTu (<10 HU) npn MCKT BepoAaTHOCTb
OXL, kpaliHe mana n coctaBnset 0,5%. Buitenwerf 1 coasr.
peTpoCcneKkTnBHO oueHunn KT-kapTuHy 222 ructonoruye-
cku noareepxaeHHbix OXL, nuwb y 1 BbiABNEHa HM3KaA
HaTUBHasA MIOTHOCTb. B aHanoruyHom pabote Canu 1 COaBT.
obHapy»eHo 2 cnyyasa OXL| c H13KoW HaTUBHOWM NAOTHOCTbIO
13 376 rNCTONOrMYECKN MOATBEPXKAEHHbIX KaTEXOTAMUHIPO-
Jyumpytowmx onyxonen. YyBCTBUTENbHOCTb JaHHOrO MeToAa
NpuonmxeHa K abconioTHbIM 3HaueHusaM (99,6%) [32, 44, 45].
Ha ocHOBaHMM faHHbIX NCCNe[OBaHNI CTaBUTCA MOA COMHe-
HMe HeobXxoAMMOCTb UCCIefoBaHNA MeTaHepPUHOB Y HOP-
MOTEH3VMBHbIX MaLMEHTOB C HU3KOW MAOTHOCTbIO MHLMAEHTa-
NOMbI HAAMOYEYHMKOB. B KauecTBe BeprouLmpytoLlero tecta
NPV NOMYyYEHNM «CEPOI 30HbI» MeTaHehPUHOB NpeasiaraeTca
OLeHKa HaTUBHOW NJIOTHOCTU TKAHEBOIO KOMMOHEHTA OMyXO0-
nun HagnoyeyHuka npy MCKT.

WcknioueHrem ABNAOTCA KACTO3Hble 0Opa3oBaHMs, Ko-
TOpble MOryT 06MafaTh Pas3nMYHON MNOTHOCTbIO (5-25HU),
OOHAKO VX MAaTOFHOMOHWYHbBIM NMPU3HAKOM OyaeT ABNATb-
CA OTCYTCTBME HAKOMMEHUA KOHTPACTHOro BellecTBa npwu
MCKT. Kucto3sHble popmbl OXL| foCTaTOUHO pefiku 1 He BCer-
Ja COMPOBOXAAIOTCA KINHWYECKON CUMNTOMATUKOW. DTO
onpegenaeT MNOTEHUMaNbHY OMACHOCTb MPOMYLEHHOro
ArarHosa.
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AnropuTtm grarHoctukm n nedeHus OXLU/MNI nogpobHbim
06pa3oM V3NIOXKEH B KIIMHUYECKMX PEKOMEHAAUMAX MO AaH-
HOW HO30M10TUMN.

MepBUYHDbIN rMNepanbaoCTEPOHN3M.

BropuuHbie Al, BbisiBnAemble y 25% MaumMeHTOB C 3HAO-
KPWMHHOW MATONOrven, Kak NpaBuio, Xapaktepursytotcs bonee
ObICTPbIM 1e6I0TOM, arpeCCMBHBIM TEYEHVEM U PE3VNCTEHTHO-
CTbiO K NPOBOANMOW aHTUIMNEePTEH3UBHOW Tepanuu. Boisene-
Hue MNI'A BaXHO He TOMbKO 13-3a BbICOKOW PacnpOCTPaHEHHO-
CTW, HO 1 MOTOMY, YTO MauwmeHTbl ¢ [TA umetoT 6onee BbICOKYIO
CepLeYHO-COCYaNCTYI0 3a00/IeBaEMOCTb I CMEPTHOCTb, YeM
naumeHTbl ¢ 3cceHumanbHon Al [46]. Mpu paHaOMM3NPOBaH-
Hom aBykoropTHoMm mccnegosaHum Milliez n coast. nonyunnu
JaHHble MO BCTPEYAEMOCTU HeXenaTesibHbIX CepAeyYHO-COCY-
ONCTbIX COOLITUI CPeaV faHHbIX FPYNM MALWEHTOB, TaK, B rpyn-
ne c [MrA pacnpocTpaHeHHocTb OVIM coctaBumna 12,9% npoTrs
3,4% y naumeHTOB C 3cceHumanbHon Al, HapylweHusa putma
dukcnpoBanuco B 7,3% npotus 0,6% COOTBETCTBEHHO [47].

Llenecoobpa3sHo 0ofHOKPATHO MPOBECTM TECTUPOBAHKE
ana sbiaBneHna cnyyaes MA y Bcex naumeHToOB € apTepu-
anbHou runepteHsuen. O6cnenoBaHne Ansi NMOCTAHOBKU
avarHosa u onpepenenus dopmebl MNIA npeactaBnaet cobom
nocniefoBaTeNIbHOCTb M3 TPEX 3TanoB, BKOYALWMX CKPU-
HUHIOBbIE NN NEPBUYHbIE TECTbI, NOATBEPKAAIOLME TECTbI
M onpepeneHve natepanuM3aumy aBTOHOMHOWN ceKkpeunn
anbaocTepoHa (auddepeHUmnanbHaa AMarHOCTMKA OQHOCTO-
POHHUX 1 AABYCTOPOHHUX dpopm MTA) [48].

« [Tlpn coyeTaHUM WHUMAEHTaNIOMbl  HAaAMOYEYHUKa
n Al pekomeHgoBaHa nepsBunyHasa gmarHoctuka [TA:
onpefeneHne YpPOBHA anbJOCTEPOHA, PEHUHa mnas-
Mbl M KanvA CbIBOPOTKU. [1ONOXMTENbHbIM NepPBUY-
HbiM TecToM Ha [MTA MOXHO cuuTaTb cOoYeTaHue ypoB-
HA anbJoCTEPOHa B BEPXHEN MONOBUHEe pedepeHca
(>10Hr/gn/100 nr/mn/277 nMonb/n) N aKkTMBHOCTW PEHU-
Ha <1 Hr/Mn/y4 (UMM NPAMOrO pPeHUHa HuKe pedepeHc-
HOro 3HaYeHwuA).

YpoBeHb y6eguTenbHocTy pekomeHgauuii C (ypoBeHb
AOCTOBEPHOCTU jOKa3aTenbCTB 4).

Kommenmapuu. NepsunyHaa gnarHoctuka [MMA Bknioya-
eT onpepeneHre YPOBHA anbAoCTEPOHA, PEHMHA 1 Kanus
B CbIBOPOTKE KpOBM. 3a60p KpoBW ocylwecTnsAoT go 10 v
yTpa Ha $oHe Nbepan3oBaHHON MO CONM ANETDI, NPU 3TOM
nauneHTy He 06A3aTeNIbHO NPUXOAUTb HATOWAK. B TeueHne
2 4 §0 aHanv3a »KenaTefbHO HaxOXeHre NaureHTa B Bep-
TUKaSIbHOM MOJIOXEHUN, @ HEMOCPEACTBEHHOE B3ATVE KPOBY
NpPOBOAMTCA B NonoxeHun cugs. CneuranbHasa noaroToBKa
K nepBuUYHO TabopaTtopHon auarHocTrke MNIA He TpebyeTcs.

MaumeHT MoOXeT npuvHMMaTb Jfiobble  aHTUrMnep-
TEH3UBHble MpenapaTtbl, B TOM YWCAE aAHTarOHUCTbl MU-
HepanokopTukougHboix  peuentopoB (AMKP). Cnucok

NEeKapCTBEHHbIX MPENapaToB, CMOCOOHbLIX BAUATb Ha pe-
HMH-aHIMOTEH3UH-aIbJOCTEPOHOBYIO OCb Y MaLMeHTOB 6e3
MrA, obwwupeH (Tabn. 4). OgHAKO KIMHMLMCTAM BaXkHO Mo-
HUMaTb, UTO, XOTS JleKapCTBEHHble Mpenapatbl, UCMOoJb-
3yemble s neyeHna Al, MOTEHUMANbHO MOTYT BbI3biBaTb

Ta6nuua 4. JlekapcTBeHHble NpenapaTbl M COCTOAHNSA, KOTOPbIE MOTYT OKa3biBaTb BUAHME HA YPOBHU aibAOCTEPOHA M aKTUBHOCTM PEHMUHA Nla3mbl/

NPAMOro peHnHa

Ycnosus AnbpoctepoH AP n/unn NKP
MepgukameHTbI
Beta-6nokatopbl ! H
LleHTpanbHble anbda-agpeHOMUMETUKIN W
HBC ! H
Kanuiitepsiowpre onypetuku T- ™
Kanuiicbeperatowme auypeTnkiu 1 ™
WHrnbutopbl ANO ! "
bnokatopbl AT 1-peuenTopoB l "
BrnokaTtopbl KanbumeBbIx KaHanoBs (4MruaponvpuanHbI) - T
MHrMbuTtopbl peHrHa ! J (APM)1(MNKP)
DcTporeHcopepKalyme npenapatbl - - (APIT) | (NKP)
YpoBeHb Kanus
[unokanuemua I
[Mnepkannemunn -
Opyrvie npyuunHbl

BospacT >65 net } H

XMH - l
MceBporvnepanbaoCTEPOHN3M 2 TMNA - l
bepemeHHOCTb ) ™
PeHoBackynsipHasa Al ) ™
3nokayectBeHHas Al ) ™

11 — 3HauMTeNbHOE YBENMYEHUNE; T — YyMEPEHHOE YBENNYEHE; «—» — 6e3 yBeNIMUeHUs; | — YMEePEHHOE CHIKEHNE; | | — 3HauMTEeNIbHOe CHUKEHMe.
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HALUWOHANBbHbBIE KNMHUYECKUE PEKOMEHOALIMN

NOXHOOTPULIATENbHbIE pe3ynbTaTbhl TECTUPOBaHMA y Nauu-
eHTOB ¢ nerkon ¢popmon MrA, HM OAUH NpenapaT He MOXeT
BbI3bIBaTb JIOXHOMONOXMNTESIbHbIN pe3ynbTaT Npu nepsuy-
HOM TECTMPOBAHWUW, €CNM MUCMNOJSIb30BaTb OMpPeAeNeHHbIN
cut-off gna ypoBHA anbgocTepoHa 1 peHriHa nnasmbl [48].

OnuTenbHoe Bpema WCCIefoOBaHME aNbAOCTEPOH-pe-
HUHOBOro cooTtHouweHus (APC) cumtany cambiM HagEeXHbIM
M JOCTYMNHbIM MeTOoAoM CKpUHUHTra MMA. MHorouncneHHble
HayuyHble paboTbl MPOAEMOHCTPUMPOBANM, YTO WUCCedo-
BaHne APC HaMHOro npeB30OWSI0 MO YyBCTBUTENbHOCTU
M30JIMPOBaHHblE M3MEPEHMA Kanusa WU anbhoCTEPOHa,
a no cneundnyHOCTM — peHnHa [49-51]. OgHako APC —
3TO TeCT C BbICOKOW BapnabenbHOCTbIO, AMarHOCTMYeCKas
YyBCTBMTENBHOCTb 1 CNeundryHOCTb KOTOPOro Bapbupy-
10TCA OT 66% [0 100% 1 oT 61% go 100% COOTBETCTBEHHO.
M3meHumBOCTb MoKasaTenei obycnoBneHa BAUAHWEM Le-
noro psiga ¢akTopoB: NOMNYMALNOHHON 1N MHANBULYANbHOWN
BaprabenbHOCTY, pa3nuunii B NPOTOKOMax otbopa npob,
nabopaTopHbIX NCCNeAoBaAHNAX, eAUHULAX N3MEPEHMS, Ne-
KapCTBEHHbIX NpenapaTtos [52, 53].

Bonee Toro, npu onpegenexHnn APC oTmMeueHo 6onbLioe
KONIMYECTBO JIOXKHOMOJNOXKUTENbHbIX pe3ynbratoB [54, 55].
Mo paHHbIM nccnepoBanua Widimsky u coaBT, nosbile-
Hue APC npu nepBUYHOM TECTUPOBAHMM ObINO BbISIBIEHO
y 8% yuactHukoB ¢ Al, nogresepxgeHue MMA npn gononHu-
Te/IbHOM TECTUPOBAHMM MOYYEHO NULLL Y YeTBepTU [56].

Wcnonb3oBaHne APC MoXeT BBECTU B 3a0NyXKaeHNe, T.K.
3HaueHne Apobu B 6ObLLON CTENEHW 3aBUCUT OT BEJIMUNHDI
Jenvtena. Hanpumep, npv ypoBHe anbgocTepoHa mniasmbl
3 HF/an n akTMBHOCTW peHuHa 0,1 HF/MN/4 COOTHOLIEHME
6yneT paBHATbCA 30, UTO ABNAETCA NOXKHOMONOXKNTENbHbIM
3HayeHmem. O4yeBMAHO, YTO NPY TaKOM HU3KOM YPOBHE asib-
JocTepoHa y naumenTa Het [TA.

B cBA31 C MHOrOUYMCIEHHBIMY AUCKOPAAHTHBIMW AAHHbI-
MW MHOTUE KITMHULUWCTbI OTXOAAT OT TOTaJlbHOro nofAcyeTa
APC Bcem naumeHTam c Al, npegnoyntas NponsBognUTb fO-
NONHUTENbHYIO AnarHOCTUKY A B OCHOBHOM B Ciyyasnx
C YMEPEHHOW N BbICOKOM KOHUEHTpauuen anbgoctepo-
Ha [57]. COOTBETCTBEHHO, ObIIO MPEANOXEHO MCMOMb30-
BaTb onpefeneHHbI NOPOroBbil YPOBEHb anbAoCTEPOHA
npu nogcyete APC. MNepBoHayanbHO Obina MpepsioxeHa
oTmeTKa B 15 Hr/gn (410 nmonb/n) [58]. OgHako B psge
paboT 6biNo BbIABNEHO, YTO ¥ 36% NaLMeHTOB C Bocnes-
cTBun noareepxaeHHon MNMA nokasatenn anbgocCTepoHa
BapbupoBanu mexgy 9 u 16 Hr/gn (250-440 nmonb/n), npn
3TOM NuLWb y 4% JaHHbIA NoKa3aTenb He gocturan 10 Hr/gn
[51, 55, 59].

C uenblo ynpoLeHna AMarHOCTUKK, CHUXKEHNA KOnmye-
CTBa NOXKHbIX PE3YNbTaTOB B KNMHUYECKON MPaKTVKe npesa-
NaraeTca UCrob30BaTb abCONOTHbIE BENUYMHBI afibAoCTe-
POHa 1 peHuHa.

MonoxuTenbHbIM NepBUYHbIM TecToM Ha [MTA MoXKHO
cynTaTb COYETaHMe YPOBHA aNbJOCTePOHa B BEPXHEW NoJIo-
BUHe pedepeHca (>10 Hr/an /100 nr/mn/277 NnMonb/n) v ak-
TUBHOCTW peHMHa <1 Hr/Mn/4 (MM NPAMOro PeHUHa HUXe
pedepeHcHoro 3HaueHusn) [60].

YpoBeHb Kanua B CbIBOPOTKE He ABMAETCA HafeXHbIM
opuveHTUpOoM ana ckpuHuHra MNrA, Tak Kak 72% nayneHTos
¢ MIrA nmetot Hopmokanuemuio [60, 61, 62]. Tem He mMeHee
uenecoobpasHa MeaUKaMeHTO3HaA KOMMEHCAUUs rmrnoka-
NNeMnK, NPU ee HanMuuK, 4o NPOBeAEHNA AaNlbHENLINX AN-
ArHOCTUYECKUX NCCNEeNOBaAHNI U NIeYeHMs.
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« B cBA3M C 6ONbLWIMM KONMYECTBOM JIOXKHOMOJIOXU-
TeNbHbIX Pe3ynbTaToB, KpaHe HU3KOW BEepOATHOCTbIO
NMFA — He pekomeHAOBaHO OrpefeneHne anbgocTe-
pOHa 1 peHuHa rnnasmbl y NauneHToB ¢ oTcyTcTBuem Al
(B T.U. C UHUMAEHTANIOMOI HAANOYEYHNKOB).

YpoBeHb y6eguTenbHOCTN peKkomeHaauuia B (ypoBeHb
[OCTOBEPHOCTUN fl0Ka3aTeNnbCTs 3).

Kommenmapuu. Y1o6bl COKpaTUTh MEQULNHCKUE pac-
XOfbl N OrPaHNYUTb MNOC/IEACTBUA NOXKHOMONOXNUTENbHbIX
TECTOB, B pEKOMEeHAAUNAX SHAOKPUHHOro obuiecTsa no MNrA
peKkomeHAyeTCA TeCTUPOBATb TOJIbKO FPYNMbl BbICOKOrO pu-
cKka Ha [lA, obA3aTenbHbIM KpUTEPYEM KOTOPOTO ABNAETCA
Hannune Al. bonee Toro, Heo6ocHOBaHHOe ob6cnefoBaHMe
N neyeHve (Hanpumep, NpekpalleHne npuemMa aHTurnunep-
TEeH3UBHbIX MPenapaToB, TeCTbl C CONIeBOM HArpy3Kou, NH-
Ba3MBHble UCCNefOBaHNA, onepaTBHOE BMeLLaTeNbCTBO)
NoTeHLMaNnbHO MOXeT NPUYMHUTL Bped naumneHTam [60].

CywecTtByeT psag paboT, oueHMBaOWKMX KOppenauuto
APC, ypOBHA anbgocTepOHa 1 PEHMHa Mna3mbl C HECKOSb-
KUMU CepAeYHO-COCYAUCTbIMM MapaMeTpaMn Y HOPMOTEH-
3UBHbIX NaUMEHTOB U NaumeHToB ¢ Al, HUKOrga He NPUHU-
MaBLUVX JfeKapCTBEHHbIE MpenapaTtbl, 6e3 KIMHUYECKKX
nogo3speHnin Ha MIA n conyTcTByOWMX CEPAEYHO-COCYAN-
CTbIX WS MoYeyHbIx 3aboneBaHunii. Mo pesynbtatam pabot
APC 6bin [OCTOBEPHO CBsi3aH CO CKOPOCTbIO MyNIbCOBOM
BOJIHbI, 6€3 CBA3M C APYIrUMY reMOAVHAMUNYECKMM MOKa3a-
TenaMmu. B3aMMocCBA3N CbIBOPOTOUHOW KOHLIEHTPaUMM Kak
anbAOCTePOHa, TaK U PEHUHA 1 Pa3Nnymi B remoanHammye-
CKMX NepPeMeHHbIX TaKXKe He 0OHapy»KeHo [63-65].

« [pu nonyyeHun oTpuLATENIbHOMO MEPBUYHOrO TecCTa
Ha $GOHe HEeKOMMEHCMPOBAHHOW rMnoKannemMmn u/vnm
npuemMa aHTUIMMNepTEH3MBHbIX MpernapaToB, OKa3blBa-
IOLMX BO3MOXKHOE BJIAAHNE Ha YPOBEHb PEHMHA, PpeKo-
MeHAO0BaHO MOBTOPHOE ornpefeneHne anbfoCTepoHa,
peHuHa Ha GpoHe OTMeHbI/MOAUPUKALUN aHTUTUMNEPTEH-
3UBHOW Tepanum U KOMMNeHcaLumn runokanmemMmmnm.
YpoBeHb y6eguTenbHocTy pekomeHgauuii C (ypoBeHb

[OCTOBEPHOCTUN fl0Ka3aTeNbCTs 4).

KommeHmapuu. CHuxeHve ypOoBHA Kanus Npu BbICOKOM
YPOBHe anbaocTepoHa ABnseTca GU3NoNornyeckorn peakum-
en opraHu3ma [66]. B cBoto ouepepb, rMnoKanmemmns CHUXXaeT
cekpeuuto anbAoCTepPOHa, OQHAKO, 3TO PefKOo NPUBOAUT
K HOpManu3sauumm cekpeuumn anbaocTepoHa y nauueHToB
c[rA. B cBA3M € yem gnd TOYHOCTU NEPBUYHON ANATHOCTUKN
peKoMeHayeTCA HopManu3auua nokasaTenen Kanusa niasmbl
cnocsieayoLwyiM NOBTOPHbIM onpeenieHneM YPOBHSA aNbo-
CTEPOHa, peHuHa [55].

BnokaTopbl  KanbuMeBbIX KaHanoB 1 GrioKaTopbl
al-agpeHopeLenTopoB B OOMbLIMHCTBE CJyYaeB He BAVAOT
Ha TOYHOCTb AMArHOCTMKMN. MHrMOWUTOPbI aHrMOTEH3MHNpe-
Bpawawowero gepmenTta (AMD) n GnokaTopbl peLEenTopoB
aHrnmoteHsuHa (BPA) moryT nosbiwaTb YpPOBEHb PEeHMHa
y naumeHToB ¢ nerkon ¢popmoti MrA [55].

AMKP (Hanpumep, CNMPOHONAKTOH 1 SMAEPEeHOH) npe-
JOTBpPALLaloT aKTMBaLMIO peuenTopa anbfoCTePOHOM, YTO
NMPUBOAMWT K NOTEPE HATPUA, YMEHbLLEHMIO OObeMa MNiasmbl
N NOBbILWEHUIO YPOBHA peHnHa. Ecnn nokasatenn peHvHa
nnasmbl UAN €ro akTMBHOCTU He MOAaBJieHbl Yy MaUMEeHTa,
nonyuyaswero AMKP, To Heo6xoMO NOBTOPHOE onpepe-
neHue (anbpoCTepPOHa, peHNHA/ aKTUBHOCTU PEHUHA, KanusA)
yepes 6 Hep Ha doHe oTMeHbl Tepanuu. OfHAKO Hanuune
rMnoKanuemMmu, Cynpeccun YPOBHA PeHMHa/aKTUBHOCTY
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peHnHa, HecmoTpA Ha nedveHne AMKP, ¢ Bbicokon ponen
BEPOATHOCTU CBUAETENbCTBYET O HEMOJIHOW OJIOKMPOBKE
peuenTopoB MMHEPaNIOKOPTUKOVAOB U, KaKk CieAcTBIe, YKa-
3bIBaeT Ha BbICOKYI0 BePOATHOCTb HanunumA NIA y Takoro na-
umeHTa [48, 60].

C anroputMOM panbHeNnLWen ANArHOCTUKN W NIeYeHunA
MIA MOXHO O3HAaKOMUTbCA B COOTBETCTBYIOLUNX KANHUYeE-
CKUX peKOMeHZALAX.

MMnepangporeHus.

+ He pekomeHpyeTca onpefenAtb YpPOBEHb MONOBbIX
rOPMOHOB U MNPeALIEeCTBEHHUKOB CTEPOUIHbIX FOPMO-
HOB Y MaLMWEHTOB C MHUMAEHTAIOMaM/ HaANMOYEYHMKOB,
Kpome cnyyaeB nopo3peHua Ha AKP wn/vnu Hanuumna
NPU3HaKOB rMnepaHaporeHnu.

YpoBeHb y6eguTenbHocTy pekomeHgauun C (ypoBeHb
[OCTOBEPHOCTV flOKa3aTenbCTs 4).

Kommenmapui. Cy6KnnHnyecKune NnpoasieHna opyrmx
BMOOB FOPMOHaNbHOW aKTUBHOCTWU MHUMAEHTANOM, KpPO-
Me BblllenepeynciieHHbIX BApUaHTOB, KpanHe peaku, nx
onpegesieHne akTyanbHO NPy 060CHOBaHHOM MOAO3PEHMM
Ha AKP. Mpwn noBbiweHHOM NpoAyKLUUK NOSI0OBbIX TOPMOHOB
KNIMHNYEeCKMe NPOABNIEHUA [OCTAaTOYHO APKME, B 3TOM
cnyyae ropMoHanbHoe 06cnefoBaHe HAAMOYEYHUKOB
NpOBOANTCA, KaK NPaBuWo, LeneHanpafiieHHo. [Tpu KnuHu-
YeCKOM NOJ03PEHMM Ha U30NIMPOBAHHYIO NN COYETAHHYIO
rMnepnpoaykKumio CTeponaHbIX FOPMOHOB PEKOMEHA0Ba-
HO omnpefeneHuve: Aernagpo3nMaHapoCcTepPoH-cynbdaTa,
aHAPOCTEHAMOHA, TeCTOCTEPOHa (y XeHwWwuH), 17-B-3-
cTpaguona (y My>XUMH 1 XXeHWnH B MmeHonayse) [67, 68].
Hanunune cootsetcTBytowmnx KT-npu3HaKkos, cOYeTaHHOMN
aBTOHOMHOW rMNepnpoayKLnn aHgpPOreHOB 1 KOPTU30Na,
npeplwecTBEHHNKOB CTEPOUAOB UM 3CTpagnona (y myx-
UYMH) C BbICOKOW JONeN BEPOATHOCTU CBUAETENbCTBYET
06 AKP [69, 70].

WcknioueHrem ABRseTCcA  Heknaccuuyeckasa  dopma
BPOXAEHHON AMCPYHKLMM KOpbl HagnodeuHrkosB (BOKH),
KOTOpas MOXeT COMpOBOXAATbCA KakK OOHOCTOPOHHEN,
Tak N [OBYCTOPOHHEW HaAnoOYeYHMKOBOW runepnsiasunen.
Het HeobxogmmocTn nposogutb npoby ¢ AKTI-ctimyns-
uuer n nccnepoBaTh YpOBEHb NpeawecTBEHHNKOB KOPTU-
3ona — 17-rugpokcunporectepoHa (17-OH nporectepoH)
1 11-0e30KCMKoOPTN30a BCEM NauMeHTam C MHUMAeHTasno-
MaMu HafnoYeyHUKOB. MccnefoBaHMe NOKasaHO TOJbKO
npu ABYCTOPOHHMX OMNYXONAX HAaAMOYEYHMKOB U Hannuumm
KINUHUYECKUX NPOABIIEHUI rMnepaHaporeHnn [71].

« TayuweHTam ¢ ABYCTOPOHHUMW OOPa3OBaHUAMU HAZMO-
YEeYHVKOB peKOMEeHA0BaHa OLleHKa KIMHUYECKNX NPO-
ABMIEHNIA 1 TOPMOHaJIbHOEe 06CNefloBaHNe, UAEHTUYHbIE
TaKOBbIM Y NaLMEHTOB C OAHOCTOPOHHMMM UHLMAEHTa-
NloMamu.

YpoBeHb y6equTenbHOCTN pekomeHaauuia B (ypoBeHb
[OCTOBEPHOCTV JOKa3aTeNnbCTs 2).

KommeHnmapuii. [1sycTopoHHWEe 06pa30BaHUs Hagnovey-
HVKOB, KOTopble BbiaBnAtoTcA B 10-15% cnyyaes, yClI0BHO
MOXHO TaKe pa3fenuTb Ha FOPMOHaNbHO-aKTUBHbIE 1 FOpP-
MOHaNbHO-HEeaKTUBHbIE.

[lByCTOPOHHAA runepnpoayKuusa ropMOHOB MOXKET Npu-
BOAUTb KaK K MMNepKopTULM3MY, rMnepanbioCTePOHM3MY,
TaK 1 runepkaTtexonamviHemmu. JlabopaTopHasi AMarHoCTu-
Ka Npv JaHHbIX GOpMax HMYEM He OT/IMYAETCA OT TakoBOU
npu 0gHOCTOPOHHEM NMopakeHUw [72].
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MakpoHopynapHasa ABYCTOPOHHAA rmnepniasma Hagno-
yeyHumkoB (MAMH) asnaetca pegkon npuumHon AKTI-Hesa-
BMCMMOrO runepkopTnumsma. OHa xapakTepusyeTca ABY-
CTOPOHHMMM, 3aMETHO YBENIMYEHHbIMU HafnoYeYHNKamm
B pe3ysibTaTe HaJIMuuA MHOXECTBEHHbIX Y3/10B, pa3Mep Ko-
TOpbix Npe.blwaet 1 cm. [laHHaA natonorusa He Bcerga Co-
npoBoXAaeTcs pa3Butuem MaHmnobecTHbix popm CK, okono
MOMOBUHBI NMALMEHTOB MEIT CYOKNMHMYecKyto popmy [73].

[IByCTOpPOHHME anbfoCTeEPOHNpOAYLMpYIOWe afeHo-
Mbl BbIABAAIOTCA KpanHe peako. [1ByCTOpOHHee nopake-
HMe Haubonee 4yacTo MPOABNAETCA ABYCTOPOHHeN And-
¢dy3HO-y3€enKOBOW runeprniasnei 1 BbiABASETCA NPUMEPHO
y 1/3 60onbHbIx MTA.

[1ByCTOPOHHUI, MynbTUQOKaNbHBIA XapaKTep rnopaxe-
Hua npu OXL/TIT aBnAeTcA NHAMKATOPOM Hannuua Hacneg-
CTBEHHOro cuHgpoma. 1o meHbluen mepe y TpeTn naumeH-
TOB MpuYUHOl 3aboneBaHVA ABNAETCA HacneACTBEHHas
myTauma (NF1, RET, VHL, SDHD, SDHC, SDHB, EGLN1/PHD2,
KIF1 3, SDH5/SDHAF2, IDH1, TMEM127, SDHA, MAX 1 HIF2a
n ap.). B cBA3M ¢ yem, NnomMrMo NpoBeaeHUs NabopaTopHO
AnarHocTuKky, pns scex naymeHtos ¢ OXL/TI pekomeHaoBa-
HO pacCMOTpeHMe BOMPOCa O BbIMOSIHEHUN F€HETUYECKOTrO
obcnegoBaHua [36].

« [laumeHTam C ABYCTOPOHHMMU O6GPA30BaHUSAMU HAZMO-
yeyHukoB n otcytcTBrem OATK pekomeHgyeTca onpe-
[enATb ypoBeHb 17-rmpgpoKcmnporecTepoHa ¢ Liesbio 1c-
kntoueHua BOKH v BbINOMHATL AuarHOCTMYeCKne TecTbl
ONA NCKIIOYEHMA HAANOYEYHKOBOW HE[OCTAaTOYHOCTH.
YpoBeHb y6eautenbHocTu pekomeHpauumii C (ypoBeHb

[OCTOBEPHOCTUN AlOKa3aTeNbCTs 4).

KommeHnmapuli. [1BycCTOpOHHEE NoparkeHne HaAnoyYeyHmn-
KOB MOXeT 6bITb crieacteuem BKH, B cBA3M ¢ UeM peKomeH-
ZyeTcA NpoBOAMTb JOMONHUTENbHOE 0b6CcnefoBaHMe AnA nc-
KNoYeHra aHHOro AnarHosa. inutenbHasa gekomneHcauus
HaAMOYEYHNKOBOW HEJOCTaTOYHOCTY BeAET K rMnepnnactu-
YeCKNM U3MEHEHNAM B HAAMOYEeYHUKaX, MHOTAa NPUBOAALLUM
K MX 3HAaUUTENbHOMY YBENUYEHMIO B o6beme [71].

MNpn apekBaTHOM HeOHaTa/lbHOM CKPWHWUHre nocTa-
HOBKa MarHo3a OCyLeCTB/AETCA yXKe B paHHEM [JEeTCKOM
BO3pacTe, 3TO MNO3BOMAET UHULMMPOBATb JieueHne MaKCu-
MasnbHO paHo. Mo3ToMy AMArHOCTUKA Kilaccnyecknx ¢popm
B 6onee no3gHem BO3pacTe, Kak NpaBwuiio, He TpebyeTcs.
3anogo3putb Knaccuveckue dopmbl BOKH y B3pocnbix
MOXHO MPU HEeCOOTBETCTBMM MACMOPTHOIO U reHeTmye-
CKOTO Mona, a TakXe Npu3HaKax XPOHMYECKON Hagmno4yey-
HUKOBOW HeJOCTaTOYHOCTU, KOoTopasa OyaeT nposiBAATbCA
MbILIEYHON CNaboCTblo, YTOMIAEMOCTbIO, MOTEMHEHUEM
KOXXHbIX MOKPOBOB B COYETaHMM C CUMNTOMaMU runepat-
aporenun. Mpu nogo3peHnn Ha HH pekomeHgoBaHo onpe-
deneHue ypoBHA AKTI, KopTnsona KpoBu B yTpeHHee Bpe-
ms. Mpr 3HauuTenbHO NoBbllweHHOM ypoBHe AKTI (6onee
150 nr/mn) n ypoBHe KopTusosna meHee 500 HMonb/n gna-
rHo3 nepBuyHon HH moxeT 6bITb ycTaHoBEH. [pun ypos-
He AKTI meHee 150 nr/mn n ypoBHe KOPTU30Jfla MeHee
500 Hmonb/n TpebyeTcA 4ONONHUTENbHbIN CTUMYNALNOH-
HbI TeCT (C CMHAaKTEHOM KOPOTKOrO WM MPOSIOHIMPOBaH-
Horo gencrteuns) [74].

Ona wckniovenna BOKH pexkomeHngyetca onpepgene-
Hne ypoBHA 17-OH-nporectepoHa B paHHWE YTpeHHMue
yacbl. OgHaKO B HEKOTOPbIX C/lyyYasAx MOBbILIEHUE YPOBHA
17-OH-nporectepoHa MOXeT yKa3blBaTb Ha MOBbILEHHYIO
ceKkpeuuo npefwecTBEHHUKOB CTEPOMAOB, B YaCTHOCTH,
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HALUWOHANBbHbBIE KNMHUYECKUE PEKOMEHOALIMN

Npu 310KaYyeCTBEHHbIX OMyXonsx. B aTux cnyyaax pekomeH-
nosaHo onpegeneHue yposHa AKTI B yTpeHHMe yacbl, noga-
BNIeHNE KOTOPOro NcKoYaeT gmarHos BAKH [75, 76].

[varHocTuka Heknaccuyeckonn ¢opmbl  11B-rmppok-
Ccunasbl  OCyWeCTBNAETCA Ha OCHOBAHUM MOBbIWEHNA
11-pe3okcnkoptusona. [lpm nonyyeHum nokasartenen

B «cepow 30He» 170H-nporectepoHa (6-30 HMoNb/N, unn
2-10 Hr/mn) n 11-ge30KCNKOPTN30/1a, BbIABMEHHBIX MUHK-
MyM Npu ABYKPaTHOM OMnpeaeneHnm, MPOBOANTCA CTUMYIIN-
pYyOLWUN TeCT C CUHAKTEHOM (KOCMHTPOMMHOM, TeTPaKo3akK-
TUOOM — CUHTEeTNYeckuM aHanorom AKTT). 31o aBnsetca
30/10TbIM CTAaHAAPTOM AMArHOCTMKM HeKnaccuueckom ¢pop-
Mbl BOKH Bo Bcem mupe. OfHako Ha gaHHbIi MOMEHT Mpo-
BefleHVe [aHHOWN MNpobbl HEBO3MOXKHO BBMAY OTCYTCTBUSA
perncrTpaumm KOpoTKOro CMHakTeHa [77].

Mpu NCKNIOYEHHON TOPMOHANBHON akTMBHOCTU Andde-
peHUManbHyl0 ANarHOCTUKY CTOUT MPOBOAUTb MeXAy ABY-
CTOPOHHMU NUMPOMaMK, MeTacTasaMm (paka MHOW NoKa-
nn3auun), MMenoMnoMamm, reMaToMamu, pexe NPUUNHON
ABNATCA UHPEKUMOHHbIE N MHPUNBTPATUBHbIE MPOLIECCHI,
TaKkue KaK TybepKynes, ructonnasmos, 6nactoumntos, capko-
nao3 1 ammnonaos [72].

2.4. AHCTPYMEHTAJIbHbIE ANATHOCTUYECKUE
NUCCNEAOBAHUA.

OnpepeneHve 37M0KaYeCTBEHHOrO MOTEHLMana Omnyxo-
NN UMEET KITIoYeBOoe 3HaUeHne B BbiOOpe TaKTUKU BEAEHUS.
KpaliHe BaXHO 3HaTb, ABNAETCA SN HOBOOOPa3oBaHMe Haf-
MoyeyHrKa 3/10KAYeCTBEHHbIM WM JOOPOKaUeCTBEHHDbIM,
MOCKOJIbKY JleYeHne 3aBUCUT OT YCTAHOBEHMA 3TOro dak-
Ta, HE3aBUCUMO OT FOPMOHAJIbHOW aKTMBHOCTM 06pa3oBa-
HUA. 3N0KaYeCTBeHHble 06pa3oBaHNA MOryT NMoTpeboBaTb
CPOYHOIO XMPYPrmyeckoro BMeLLATeNbCTBa U JPyrmx MeTo-
[IOB JIeUeHus, a NpoMeaJIeHNe MOXKET NPUYMHNTE Bpea,.

MCKT, MPT u N3T-KT ¢ "*®AI gemoHcTpupytoT 3ddek-
TUBHOCTb NPW ANArHOCTVKe 06pa3oBaHWiA HaANOYEeYHMKOB,
OOHAKO Haunyywuii MeTof JlyYeBOW AMArHOCTMKM O CMX
nop ABNAETCA NPEAMETOM aKTUBHbIX 006CyKaeHun. PaHpo-
MMW3UPOBAHHBIX WCCNeOOBaHWI, CPaBHMBAOWMUX pPa3iny-
Hble MeToAbl BM3yanusauum — MCKT, MPT, M3T-KT ¢ "*Or,
He npoBoAnnoch. Mo faHHbIM pe3ynbTaToB MHOIMOUYUCIIEH-
HbIX MCCNEAOBAHNN HAa OOCTAaTOYHO MaNeHbKUX BblOOPKaXx
C 60/IbLUINM JOBEPUTENbHBIM MHTepBanom (95%), MCKT ume-
eT bonee BbICOKYIO YyBCTBUTENIbHOCTb (93-99%), yem MPT
(81-99%) [2, 78, 79, 80]. lononHNTENbHBIMX CYLLECTBEHHbI-
M npenmytecteamu MCKT ABRAIOTCA BO3MOXHOCTb OLEH-
KU1 KpUTepua NAOTHOCTY onyxonu B a3y BbiMbiBaHWA (wash-
out), nyyllee NPOCTPAHCTBEHHOE pPa3peLLEHME NMPU OLIEHKe
WHBa3u B OKPY»aloLLie OpraHbl U TKaHW, AUarHoCTuKa ony-
X0JeBbIX TPOMOOB B BeHO3HYI0 $a3y nccienoBaHuA.

B otnunume ot MCKT (unu MIT-KT ¢ '*OAr), MPT nosso-
nsaet n3bexaTb UOHM3UPYIOLLErO M3NTyYEHUS U CBSI3aHHbIX
C HMM PUCKOB Ana naumeHta. OgHaKo KoNMyecTBeHHas
OLE€HKA UHTEHCMBHOCTU CUIHaNla HEAOCTAaTOUYHO CTaHOapTyW-
3MPOBaHa MeXay Pa3fNYHbIMU NCCNIeOBAHNAMY, 1, ClIefo-
BaTesNbHO, AoKa3aTeslbHOW 6a3bl Ans BbinonHeHnsa MPT npu
OVarHOCTMKE 3/10KAaUeCTBEHHbIX HOBOOOPA30BaHU Heao-
CTaTOYHO, YTOObI AaTb YETKME PEKOMEHAALINN.

« Bcem nauueHTam C WHUWAEHTAIOMAMW HaAnoyeyHu-

KOB peKOMEeHZ0BaHO MpOBefeHVe BM3Yyann3npyoLwmnx

NCCefoBaHWIA ANA BbISIBEHUA MNPU3HAKOB A0OpPOKa-
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YeCTBEHHOCTUN: TOMOT€HHOCTb CTPYKTYpPbI, HA3Kaa MoT-
HocTb MeHee 10 HU (T.e. npu3HaKun BbICOKOrO cofiepa-
HUA nunuaoB). C 3TOW LeNbio UCXOOHO PeKoMeHayeTCA
ncnonb3soBaHme MCKT 6e3 KOHTpaCTHOro ycuneHums.
YpoBeHb y6equTenbsHoCcTN pekomeHAauuii A (ypoBeHb

[OCTOBEPHOCTUN AlOKa3aTeNbCTB 2).

Kommenmapuii. Hn3knin ypoBeHb HaTUBHOW MIOTHOCTM
Mo JaHHbIM Jly4yeBbIX METOAOB ANArHOCTUKY, B YaCTHOCTH
MCKT, xapakTepeH ans JobpokauyecTBEHHbIX HOBOOOpPa3o-
BaHUM, K KOTOPbIM OTHOCATCS HOBOOGPA30BaHUs U3 TKaHewn
HaAMoOYeYHNKOB (FOPMOHaIbHO-HEAKTVBHbIE aIeHOMbI, aNnb-
LOCTEPOMbI, KOPTUKOCTEPOMBI), 06pa3oBaHUsA 13 Hecnewm-
bUUHBIX 4718 HAZNOYEeYHMKa TKaHe! (MMNOoMbl, MENONUMOMBI,
KUCTbI, FeMaToMbl, abcLieccol 1 gp.).

Pe3ynbtaTbl 2 cucTemMaTMyecknx 0630pOB M MeTaaHa-
NN30B NOATBEPANN, YTO BbifBeHHas npu MCKT 6e3 KoH-
TPaCTHOro ycuneHusa nnotHocTb (<10 HU) Bo Bcex cnyyasx
cooTBeTCTBOBaNna [A0OpOKayecTBEHHOMY HOBOOOpa3oBa-
HMIO, TOrAa Kak y NauVeHTOB C 3KCTPa-HaAMOYeYHNKOBbIMI
3/10KaYeCTBEHHbIMI HOBOOOPA30BaHMAMY TONIBKO B 7% Me-
TacTasbl UMenu NOTHOCTb MeHee 10 HU [79, 81, 82].

« [InA gMarHOCTUKM 3/10Ka4YeCTBEHHOro MoTeHuuana ony-
XONV peKOMeHA0BaHa OLleHKa KONMYECTBEHHbIX AeHCU-
TOMETPUYECKMX NoKazaTenein npu TpexdasHon KT:

— TMIOTHOCTb TKAHEBOTO KOMIMOHEHTa 0 KOHTPacTUpOBa-
HUA (HaTUBHaA);

— MJIOTHOCTb B TKaHeBYI a3y KOHTPACTMpPOBaHuA (apTe-
puanbHas 1 BeHOo3HasA ¢asbl);

— TMJOTHOCTb B OTCPOYEHHyIo (4epe3 10 MUH nocne BBege-
HMA KOHTpacTa) ¢pa3y KOHTpacTUpoBaHUs (pa3a BbiMbIBa-
HUA);

- Hanmuue Npu3HaKoB NHBA3MBHOIO POCTa B COCEAiHNE OpP-
raHbi;

— Hanuuue onyxosieBOro Win cocyfmcToro Tpombosa no-
YEYHbIX BEH, HUXKHEWN NOJSION BEHbI.

YpoBeHb y6eguTenbHOCTN peKkomeHaauuia B (ypoBeHb
[OCTOBEPHOCTUN AlOKa3aTeNbCTB 2).

Kommenmapuii. [na oueHkn KT-beHoTrna onyxonu
npeanoXKeHbl pasfiyHble BapuaHTbl, Hanbonee ynobHbIN
M YacTo ucnonblyemblii npepnoxeH M. Terzolo B 2011 r.
1 NoATBEPXKAEH pe3ynbTaTamMy MeTaaHanmsa.

- [Do6pokauectBeHHbIll KT-peHoTun: onyxonb fo 4 cm,
OfHOPOAHOWN CTPYKTYPbl, HU3KON HAaTUBHOW MAOTHOCTU
(meHee 10-15 HU) — He TpebyeT 3-da3zHoro KT.

- HeonpepeneHHbin KT-¢peHoTMN: ONyxonum BbICOKON
MIOTHOCTU MeHee 4 CM; ONyXOun HU3KOW MIOTHOCTY 6o-
nee 4 cm; onNyxonyu MO3an4yHOM MOTHOCTU (BCeacTBre
HeOQHOPOAHOW CTPYKTYpbI).

- 3nokauectBeHHbIn KT-peHoTun: onyxonb 6onee 4 cm
BbICOKOW HaTmBHOW KT-nnoTHoCTW; nobas onyxonb
C NpY3HaKamMy MHBA3UBHOIO POCTa B COCELHME OpraHbl,
OnyXoneBoOro nnn cocyauctoro Tpombosa [13, 83].
Heobxoanmo o06paTuTb BHUMaHMWE, YTO CyllecTByeT

pasnuuve mexgy KT-peHOTUNoM 1 3110KayeCTBEHHbIM MO-

TeHUManom onyxonu (NocnefHni ABNAETCA NOHATMEM KNU-

HUYECKUM U BKJIIOYAET OLEHKY MHOXeCTBa (HaKTOpOB, B T.u.

KT-beHoTnn). IMEHHO Ha OCHOBAHWUW KJIHUYECKO OLEHKN

3/10KaYeCTBEHHOIO NMOTeHUMana u NpMHMMAaeTCa KINHUYe-

CKOe pelueHme.

Kak 6blno nokasaHo, AKP moXeT O6blTb BblABMEH
y 1,9-4,2% nauueHToB C MHUMAEHTasIOMaMn Hagnoueu-
HUKOB. [InA oueHku BepoaTHocTM AKP n dpopmuposaHua
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NnokKasaHui K onepaTMBHOMY BMeLLATeNbCTBY A/IUTENIbHOE
BpemMsa MCMnonb3oBanucb 2 mapameTpa: pasmep Onyxonm
N CKOPOCTb POCTa NMpU ANMHAMUYECKOM HabngeHumn. I1o
NpPUBOAUIIO K 6ONbLIOMY YMCIy HEOOOCHOBAHHbIX BMeLLa-
TeNIbCTB NPKW onyxonsax 6osiee 3—4 CM 1 HeJOOLIEHKE 3/10Ka-
YeCTBEHHOTrO MOTeHUMana o6pa3oBaHNiA Manoro pasmMepa
npu AKP nnu meTtactatnueckux nopaxeHuax. Cpegn ony-
xonei 6onee 4 cM yeTBepTb ABNANACH 3/I0OKAYECTBEHHBIMM,
npwu 31om gonsa AKP npu o6pa3oBaHusix meHee 6 CM coCTa-
Buna 10%, a 6onee 6 cm — 20% [84]. OueHka KT-cemmnoTunkn
onyxonu npu obpasoBaHnAx 4 cM 1 6onee MMeeT YyBCTBU-
TeNnbHOCTb 92-94%.

B 6onee no3pHMX UCCNeROBaHUSAX, NMPU BBEAEHUUN [€H-
CUTOMETPUYECKMX KPUTEPUEB 3/10KaYeCTBEHHOCTU OMyXO-
N1, yaanocb onTUMU3MPOBAaTb MOKa3aHUA K OnepaTuBHOMY
NIEeYEHWNIO He TOJNTbKO Ha OCHOBaHUKM pa3mepoB onyxonu [79].
B HacToAWMIN MOMEHT OCHOBHOE BHMMaHWE B ANArHOCTMKE
AKP CKOHLEHTPMPOBAHO Ha KOMMYECTBEHHbIX NoKasaTenax
TpexdasHon MCKT.

Mpun nccnegosanHun KT-nnoTHOCTU B pasHbIX ¢asax Bbl-
BEEHUA KOHTpaCTHOro BewecTBa (wash-out) ageHOMbI
KOpbl HaMOYEeYHMKA 3HAUUTENbHO ObICTpee BbIMbIBAOT
KOHTpaCTHOEe BeLLecTBO, B TO Bpems KaK apyrue obpasosa-
HUA HaAMOYEYHNKOB, TaK/e Kak MeTacTasbl 1 3/10KaYeCTBEH-
Hble HOBOOOPA30BaHMA, MMEKT TEHAEHLMIO K 3afepKe
KOHTPACTHOrO BeLlecTBa.

KT-ceMrMoTKa WHUUOEHTANOM HAAMOYEYHUKOB OLEHU-
BaeTcA B pe3ynbraTe onpefeneHusa MAOTHOCTU XUPOBbIX
N HEXMPOBBIX CTPYKTYP B HATUBHYIO a3y (KMpoBble CTPYK-
TYpbl MMEIOT OTpMLUATeSIbHYI0 MAOTHOCTb). boraTtble nunu-
[aMun TKaHW XapakTepHbl ANA JO06POKauyeCTBEHHbIX afjeHOM
KOpbl HaAMOYEeYHMKa, HECMOTPA Ha 3To oKono 25% fJobpo-
KauyeCTBEHHbIX afjleHOM MOTYT He UMETb HU3KOW HAaTMBHOWN
nnoTHocTn [79].

Mwnenonvnoma HagnoYeYHNKOB — OTHOCUTENbHO pefd-
Kaa onyxosnb, coAepallasd B OCHOBHOM XMP U KPOBETBOP-
Hbl€ 37IeMEHTbI, HAaNMOMMHaloLLME KOCTHbIN MO3T. Muenonuno-
Mbl OObIYHO OAHOCTOPOHHUE 1 FOPMOHAJIbHO-HEAKTVBHbIE,
MOTYT AOCTUraTb JOBOMIbHO 6oNbLWNX pa3mepoB. Nx nerko
OT/INYUTb OT aA€HOM HAAMOYEYHVKOB MO HANNUYMIO O6bIYHO
XOPOLIO BbIPaXXEHHOrO MaKpPOCKOMUUYECKOrO »KMpa Ha 130-
OparkeHMsX, OHU TaKXKe MOTYT coflepKaTb HeOObLIVE YYacT-
Kn KanbuméuvKkauum [79]. B KauecTBe noaTBep)KAaloLLErO
MeToZla BO3MOHO BbIMOSIHEHME YNbTPa3BYKOBOro Mcche-
noBaHuA (Y3UM). YnbTpa3ByKoBbIMM MpU3HaAKaMu MUENOoNu-
NOM AIBNIAIOTCA TMNepIXOreHHasa, HeOQHOPOAHaA CTPYKTypa
N YEeTKMI KOHTYp ob6pa3oBaHus [85].

CHmxeHue KT-nnotHoctn uyepes 10 MUH nocne BBege-
HUS KOHTPACTHOro BelecTBa 6onee yem Ha 50% ob6nagaer
BbICOKOW MONIOXUTENbHON MPOrHOCTUYECKOW 3HAUYMMOCTbIO
(C BbICOKMMW MOKa3saTeNnAaMy YyBCTBUTENbHOCTU U Cneuu-
¢uryHocTM — 100 1 98% COOTBETCTBEHHO) B OTHOLUEHUU
OVArHOCTMKM fOOPOKaYeCTBEHHbIX afileHOM HaZMoYeYHMKa.

[JlmarHocTmka KMCTO3HbIX 06pa30BaHNi HaAMOYEYHKOB
npu MCKT 3aTpygHeHuI, Kak NpaBuo, He Bbi3biBaeT. cTrH-
Hble KMCTbl OMMUCHIBAKOTCA Kak 06pa3oBaHUsi C rOMOreHHOM
CTPYKTYPOW, YETKUMU, POBHBIMWN KOHTYPaMW W Kamncynow,
B KOTOPOW B OTAEIbHbIX C/TyYasAX MOTYT BU3Yyann3npoBaTbCca
KanbuMHaTbl. [TaTOrTHOMOHMYHBIM NPU3HAKOM ABMAETCA OT-
CYTCTBME HAKOMJIEHUA KOHTPACTHOrO BelecTBa B COOTBET-
cTBytowWwme ¢pasbl. BepruoukaymoHHbIM MeTOLOM B AaHHOM
Crlyyae, TaK »e Kak 1 npy MUeNIoNnnomMax, MoXeT 6biTb Y3U.
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IxorpaduyeckrMmm npusHakamy Kuct/mvenonvnom oypert
ABNATbCA aH3XOreHHas, OAHOPOAHAA CTPYKTypa C runeps-
XoreHHbIM 06oaKoM [85]. Moao6HYO KNCTam CTPYKTYpPY npw
MCKT umeloT «cTapbie» reMaTOMbl U FeMaHTMOMbI.

MeTacTaTnueckoe nopaxeHrie HOMKHO ObiTb UCKIoUe-
HO/NMOATBEPKAEHO B MepBYyl0 ouepeb y 6OJIbHbIX C aHaM-
He30M OHKoJIormyeckoro 3aboneBaHus. Tak»ke BEPOSATHOCTb
MeTacTaTMyeCckoro NOpPaXkeHNA paccMaTprBaeTca Npu ABy-
CTOPOHHEM MOPAXEHUN HAAMOYEUYHVKOB, OCOOEHHO Mpwu
OTCYTCTBUUN ABNIEHUN FOPMOHANIbHOM aKTUBHOCTU, NPW Ha-
nnumm KT-npu3HaKoB, XapakKTepHbIX AnA meTacTas3oB [72].
MaumeHTbl ¢ NOJOGHBIMM MOPAXKEHMSAMM [OMKHbI MPOXO-
OWTb OHKOJIOrMYyeckoe obcnepgoBaHue ANA UCKIIOYEHMWS
NnepBUYHOro oyara (B MepByto oyepedb paka NoYKMY, Nerko-
ro, XenyfKa, KonopektasabHOro paka).

« [pwu nonyyeHnmn BbICOKOMNOTHbIX KT-3HaueHWin B HaTUB-
Hylo ¢a3y, 3afjepKe KOHTpacTa B OTCpOYeHHON daze
peKomeHAoOBaHO oLeHuBaTb KT-deHoTnn onyxonu Kak
HeonpepneneHHbIN (Npu pa3mepe J0 4 CM) UK 3/10Kaye-
CTBEHHBIN (Npu 6onbluem pasmepe).

YpoBeHb y6eguTenbHOCTN peKomeHaauuia B (yposeHb
[OCTOBEPHOCTUN flOKa3aTeNbCTB 2).

Kommenmapuii. Mo gaHHbIM crcTemMaTyeckoro 063opa
1 MeTaaHanm3a, onyxonu 6onee 4 cM ¢ HAaTVBHOW MAIOTHOCTLIO
6onee 20 HU TpebyioT JOMONHUTENbHBIX AUArHOCTUYECKIMX
npouenyp. Pesynsratbl CCNeQOBaHMIN CBMOETENLCTBYIOT O TOM,
YTO pa3mMep OMyXonu HAAMOYEUYHMKOB boree 4 CM cam no cebe
He MOXeT ObITb MHAMKATOPOM 3710KauyeCTBEHHOCTU. [pyrum
OMNarHoCTNYecknm GpakTopom fABMIAETCA MIOTHOCTb OMyXOJu
npy MCKT, KoTopas B HEKOTOPbIX MCCNefOBaHNAX BBOAUTCA
KaK JlyyLlas XxapakTepucTuKa Ansa AMarHoCTUKN 310KaYeCcTBEH-
HOro HOBOOOpa3oBaHuA. Mpu PeTPOCNEKTMBHOM aHanun3e
MCKT-n3o6parkeHuin 6bio BbisiBieHo, UTo AKP 00bIYHO MeeT
6onblune pasmepbl, HEOQHOPOLHYIO BbICOKYIO MIOTHOCTb —
cpefHee 3HayeHre HaTUBHOM MNOTHOCTM cocTaBnAno 34 HU
(ananaszoH 14-74). ROC-aHanu3 nokKasarn, Yto NoporoBoe 3Have-
Hrie 21 HU obnafaeT Havnyyluen AnarHoCTMYeCKON TOYHOCTBIO
(yyBCTBUTENBHOCTD 96%, CneunduyHocTb 80%) [83, 86].

« [pw BbiABNEHNN 06pa3oBaHUA HAAMOYEYHUKA C Heompe-
feneHHbim KT-GeHOTUMOM 1 OTCYTCTBMU FOPMOHasIbHOM
rmnepcekpeLn peKoMeHZOBaHO PacCMOTpPeTb CUTYa-
LMI0 B KOHCUITMYME, MPU 3TOM BO3MO>KHbI TPY BapraHTa
peLweHnn:

- npoBefeHne JONONHUTENbHbIX BU3Yann3MpYOLWKX UC-
cnepgoBaHun (M3T-KT c ®Or);

- OVHaMuU4yeckoe HabrnopeHue ¢ noBTopHon KT 6e3 KoH-
TpacTta (nnn MPT) uepes 3-6 mec;

- XuUpyprumyeckoe nieyeHue.

YpoBeHb y6eguTenbHocTy pekomeHgauuiin C (ypoBeHb
[OCTOBEPHOCTUN flOKa3aTeNnbCTs 3).

Kommenmapuii. HepasHo M3T ¢ "*OMI 6bina npeasioxeHa
Kak, BO3MOXXHO, JTyULLMI TeCT BTOPOW IMHMM 415 OLIEHKM OMyXO-
nen c HeonpeaeneHHom KT-peHotrnom [87, 88, 89]. Mo aaHHbIM
NnpoBefeHHOro MeTaaHanm3a, NoATBEPKAAIOLLEro pesy nbraTbl
npegblaywmx uccnegosanui, M3T ¢ B O obnagaeT BbICOKON
YYBCTBUTENIbHOCTbIO U CNeUnPUUHOCTbIO B ANArHOCTMKE
3/10KayecTBeHHbIX onyxonen. B cnyyae nogo3peHns Ha AKP
UM MeTacTasbl paka MHOWM NOKann3aumm pekoMeHOAoBaHO
npoeeaeHuve MN3T ¢ *OI, Tak Kak AaHHbIA MeToh NO3BOJIAET
onpeaennTb He TONbKO HaCbILLEHHOCTb OMyXOJEBbIX INMWAOB,
HO 1 MeTaboNMUEeCKy0 aKTMBHOCTb 00pa3oBaHus, AfiA U3Me-
peHUs KOTOPOW NCNONb3YeTCA HAKONUTENbHbIN Kputepun SUV
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(standartised uptake value). o gaHHbIM MeTaaHan13a, 3Have-

Hue cut-off gna SUVmax — 3, obnaaeT 4yBCTBUTENIBHOCTBIO

89%, cneumduUHOCTbIO 94%, TOUHOCTBIO 91%, MONOXKUTENBHON

NPOrHOCTUYECKOW LIeHHOCTbIO0 94% 1 OTprLATENIbHOM MPOrHO-

CTUYECKOW LieHHOCTbI0 88% [90].

OgnHako MN3T ¢ Al saBnAeTca goporocrosuen npoue-
ypoW, KOTopasa OorpaHMyeHa BO3MOXHOCTbIO MpoBefeHNs
TONMbKO B CMeLManu3npoBaHHbIX MEAVLMHCKMX ydpexie-
Huax. Heobxoanmo NpuHMMaTh BO BHMMaHUeE, YTo Jobpo-
KauyecTBeHHble 00pa30BaHMA HAMOUYEYHUKOB TaKKe MOryT
UMETb MOBbLIWEHHYIO METabONNYECKYI0 aKTUBHOCTb. DTO
B OOJIbLIEN CTeMNeHN KacaeTcsl FOPMOHANIbHO-aKTUBHbIX afe-
Hom 1 OXL| [91, 92]. Bo n3bexkaHue nonyyeHuns noKHOMOsOo-
XUTENbHOrO pe3yfbTaTa PeKOMEHAOBAHO nepes Hanpasse-
HveM naumeHTa Ha M3T ¢ SOOI NCKNYNTb FOPMOHASbHYIO
aKTUBHOCTb 06Pa30BaHUs HAAMOYEYHNKA.

B KauecTBe afibTepPHATUBHOWM TAaKTUKU MauueHTam 6e3
Cepbe3HbIX MOAO3PEHUI Ha 3/10KaYeCTBEHHble HOBOObpa-
30BaHUA, @ TaKKe MOXKUIIbIM NaLueHTaM MOXET ObITb Npes-
JIOXXEHO AuHaMuyeckoe HabniogeHune. KoHTponbHoe 006-
CrflefloBaHVe [OMKHO OblTb NPOBEAEHO Yepe3 6 Mec nocie
nepBrYHOro uccnegosaHusi. O60cHoBaHUeEM sBRsieTCA GaKT,
UTO 3/I0KaYeCTBEHHble HOBOOOPA30BaHMA HAZMOYEYHNKOB
WM MeTacTasbl MOTYT YBENIMUMBATLCA B pa3Mepax 3a 3ToT
nepuos BPeEMEHY, a OTCYTCTBME POCTa MOXET ObITb pacLie-
HEeHO KaK MHAuKaTop fobpoKauecTBeHHOro npouecca [2].

Y nmauMeHTOB C OTArOLIEHHbIM OHKOJIOTMYECKUM aHam-
HEe30M U1 OMyXOJfiblo pa3mepamu 6onee 3 cM C MIOTHOCTBIO
6onee 20 HU Heo6GXogumo paccMOTPEeTb XUPYPruyeckoe
neyeHne, B TO BPeMsA Kak 51A onyxonen pasmepamm MeHee
3 ¢m ¢ nnoTHocTbo MeHee 20 HU moxeT 6biTb BbibpaHa Bbl-
KnpaaTtenbHas TakTuKa [83].

+ B puddepeHumanbHOM pArarHose opraHocneuunduy-
HbIX OMyxXONiel HafnouyeyHuKa NyHKUMOHHasA buoncusa
He peKOMEeHAOBaHa, Tak Kak He MMeeT [OKa3aHHbIX
NPeuMyLLeCcTB, acCOLUMNPYETCA C HU3KOW YyBCTBUTENb-
HOCTbIO, CNELUPUUHOCTBIO M BbICOKOW BEPOATHOCTHIO
OCJIOXHEHUN
YpoBeHb y6eauTenbHOCTN pekoMmeHaauuin A (ypoBeHb

[OCTOBEPHOCTU jOKa3aTenbCTs 2).

KommeHmaputi. /138eCTHbI OHKONOTMYECKNI NPUHLMN
HeobxoauMocT MOpPdONOrMyeckon npegonepaLnoHHON
BeprdrKaLMM ONyxony B OTHOLLIEHWY OMYyXOJNiel Hagmnoyey-
HUKOB Obl1 MOCTaBNEH MOA COMHEHVE PALAOM MCCIIe[oBa-
Hun [93, 94]. Mo OaHHbIM cMCTeMaTUYeCKoro o63opa 1 me-
TaaHasNv3a, ToTajlbHOEe BbIMOIHEHME NMYHKLUOHHOW broncum
onyxonen HaiMOYeYHUKOB He MPOAEMOHCTPUPOBANO
ynyuJlueHns pe3ynbtaTtoB anddepeHuanbHON ANAarHOCTUKN
WHUVAEHTANOM, @ HAaNPOTXB, MPUBESIO K POCTY OCIIOXHEHNIA,
NO>KHOMOMOMXUTESNIbHBIX U NTOXKHOOTPULIATENbHBIX 3aKiove-
Hu [95]. Mpwn pa3nnyHbIX BapraHTax HagMNOYEeYHNKOBbIX
onyxonen AMarHoCTn4eckasa LeHHOCTb NpefonepaLioOHHON
NMYHKLMOHHON B1ONCMn HEeYAOBNETBOPUTENbHA (4yBCTBU-
TEeNIbHOCTb He npeBbiwaeT 65%). ickntoueHnem ABnaeTcA
OMArHoCTUKa KpalHe pefkor Gopmbl HEXOAXKKMHCKOMN
NUMQOMbI C M30/IMPOBAHHBIM MOPaYKEHNEM HaZMOYEYHVKOB,
N5l KOTOPOW CBOWCTBEHHbI ABYCTOPOHHNIA UHOWIBTPATUB-
HbI XapaKTep NopaKeHUs 1 GbICTPbIV TEMM POCTa OMYXOJIN.
Y naumneHToB HepenKo ObIBalOT KOCBEHHbIE MPU3HaKK (Bblpa-
YKEHHbIE ABNEHNA OOLLEN MHTOKCMKALMK, MOBbILLEHNE aKTaT-
JerngporeHasbl B CbIBOPOTKE KPOBU U T.4.), MO3BONAOLME
nogo3pesatb MMMbOMmy.
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MonbITKn BepuduKauum gmardosa OXL ¢ nomolbo un-
TONOrMYECKOro NCCNefoBaHMA JaTUPYIOTCA NEPUOAOM, Koraa
OTCYTCTBOBasa BO3MOXKHOCTb KauyeCTBEHHOW [MarHOCTUKM
OryxoneBow runepkKarexonammHeMmm. B Hactoawmin momeHT
MyHKUMOHHas 6uoncusa ana guarHoctuku OXLl He peko-
meHgoBaHa [33]. Mpu 6uoncun xpomadduHHBIX onyxonen
B KPOBSIHOE pYC/I0 BbICBOOOXKAAETCA HOJbLIOE KONMMYECTBO
KaTeXONaMMHOB, YTO MOXKET NPUBECTU K Pa3BUTUIO BbICOKO-
AMMIUTYOHbIX FMNEPTEH3MBHBIX KPW30B, OTeKa nerkux, ¢da-
TaNbHbIX APUTMUIA, CUHAPOMA «HEYNPaBNSeMON remopviHa-
MUKW» 1 BHE3AMHOW CEPAEYHON CMepTH.

Mbl KaTeropmvyeckum He peKOMeHAyem MpoBeaeHme
6uoncnM HafgMNoOYeYHVKOB, eC/IN eCTb BEpPOATHOCTb, YTO
JaHHoe obpa3oBaHue sapnsietcA AKP, Tak Kak B gaHHOM
cnyyae 6MONCUA COMPAXKEHA C PUCKOM PacnpoCTPaHeHUs
OMyXONK, Pe3Ko CHMXKALWMM BEPOATHOCTb pe3ekuynn RO
W, Kak cnefcTsue, 3HAUUTENIbHO YXyALWaloWmMM MpPOrHos.
EAVHCTBEHHBIM UCKNIIOYEHUEM MOXET 6bITb hopManbHoe
nogTBepPXAeHWe AuarHosa HeornepabenbHoW onyxonu s
nofbopa COOTBETCTBYIOLLEN MPOTUBOOMYXONIEBON NeKap-
CTBEHHOW Tepanum.

« TlyHKyuoHHaa OGuoncua onyxonu  HaAMOYEeYHUKa
peKomeHgoBaHa npy OOOCHOBAHHOM aHaMHecTuye-
CKOM NOJO3PEeHUN Ha ero MeTacTaTuyeckoe nopaxeHue
npv O4HOBPEMEHHOM CObnoAeHUN 3 YCNOBUIA:

1. obpa3oBaHue SABNSAETCA TFOPMOHaNIbHO-HEaKTNBHbIM
(®XLL monxHa 6bITb NCKIOUYEHa B MepPBYIO ouepesb);

2. KT-dbeHotun He cooTBETCTBYET OOPOKAaYeCTBEHHOMY;

3. pe3ynbTathl MOPHOOrMYECKOro McciefoBaHNa MOryT
OTPa3nUTbCA Ha TaKTUKE JIeYyeHus.

YpoBeHb y6eguTenbHocTy pekomeHgauuiin C (ypoBeHb
[OCTOBEPHOCTUN AlOKa3aTeNbCTs 4).

KommeHnmaputi. buoncua HagnoyeYHNKOB COMpsAXeHa
CO 3HauuTeNbHbIM NpoueaypHbIM pUCcKoM. broncua peko-
MEHAYETCSA TONIbKO AJ1 HOBOOOPA30BaHMWI, UMEIOLLMX 3/10Ka-
yecTBeHHbI KT-peHoTnn, B criyyae, Kora pesynbraT MOXeT
NOBNMNATb Ha PeLUeHNE O KIIMHUYECKOM IeYeHUu.

Mo paHHbIM MeTaaHanu3a, GUoNcMA HaAMOYEUYHUKOB
nmeet 87% uyBcTBUTENbHOCTL M 100% chneynPpryHOCTbL
AnA o6LWen AMAarHOCTUKMN 3/T0KaYeCTBEHHbIX HOBOOOPa3o-
BaHUN. AHanornyHas 3epPeKTNBHOCTb Oblna OTMeuyeHa anA
OVarHOCTUKM MeTacTa3oB (Y4yBCTBUTENIbHOCTb 87% u cneu-
ndnuyHoctb 96%). bonee HM3Kaa 3dpdeKTMBHOCTL Groncun
HaAMOYEYHNKOB MPY AMArHOCTUKE KapUWUHOMbl KOPbl Haf-
MOYEYHVKOB (4yBCTBUTENBHOCTL 70% 1 crneunduyHOCTb
96%). Kpome Toro, npu npoBefeHnr 6UoNC1m BbiICOKa BEPO-
ATHOCTb NONYYEeHNA HEJOCTAaTOUYHOrO KONMyecTBa TKaHeBO-
ro matepvana u He3pHEKTUBHOCTM NOCIeayoLEel OLEHKN
no cucteme 6annos Weiss, koTopasi OObIYHO UCMONb3YyeTCA
ana auddepeHUnanbHOM AUArHOCTUKU [06POKaueCTBEH-
HbIX M 3/10KauyeCTBEHHbIX OOPA30BaHUN HAAMOYEUYHVKOB
1 NO3TOMY He peKOMeHAYeTCA B 3TON cuTyauum [95].

Cnyyau, B KOTOPbIX NPUMeHeHne 6roncnm 060CHOBAHO,
yKa3aHbl paHee B NyHKTe 2.4.5.

« [lpy ABYCTOPOHHMX 06pPa30BaHMAX HAAMOYEUYHUKOB
peKomeHAyeTCcA OLeHUBaTb Kaxjoe o0b6pa3oBaHue
B COOTBETCTBUM C MpaBuiamu obcnefoBaHns npu og-
HOCTOPOHHUX MHLMAEHTAIOMaX C Lenbio yCTaHOBNEHNA
UX MOTEeHUMaNbHON 3J10KaueCcTBEHHOCTN/[O6pOKaye-
CTBEHHOCTW.

YpoBeHb y6equTenbHoCcTN pekomeHAaauuin A (ypoBeHb
[OCTOBEPHOCTUN AloKa3aTenbcTs 1).
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KommeHnmapuii. [1sycTopoHHWEe 06pa30BaHUs Hagnoyey-
HUKOB BbIABNAOTCA B 10-15% cnyyaes, npuyrHamm KOTOPbIX
MOry 6bITb MeTacTaTMyeCcKNe NMopaxkeHus, ABYCTOPOHHNE
XU, MAOrH, BOKH, oBycTOpOHHME afileHOMbI, MUENOINMOMbI,
numéombl 1 gp. [79].

Bornee Toro, ABYCTOPOHHME 0OPA30BaAHNA HALMNOYEYHN-
KOB MOTyT NpeAcTaBnATb CO60M OQHOBPEMEHHOE BO3HMK-
HOBEHME Pa3fINYHbIX MATONOMNIM, TaKNX Kak ageHoma, OXL,
KWCTa, MuenonmnomMa u ap. B cuctematnyecknx o63opax
N MeTaaHanmsax MCCiefoBannCb Cnyyvyam Kak C OOHOCTO-
POHHUM, Tak 1 C ABYCTOPOHHMM MOpakeHuem, cnefosa-
TeJIbHO, KaXAyl Onyxofb HeoO6XOAMMO OLEHUTb B COOT-
BETCTBUU C pekomeHgaumamnm (n. 2.4) [23, 26, 82, 83, 90, 95].

3. JIEYMEHME, BKNIOYAA MEANKAMEHTO3HYIO

MW HEMEAVWKAMEHTO3HYIO TEPANULIO,
OUETOTEPATWIO, OBE3BOJINBAHUE, MEAULUUNHCKUE
MOKA3AHMA N TNMPOTUBOIMOKA3AHUA

K IPUMEHEHMIO METOOB JIEYHEHUA

3.1. XUPYPTMYECKOE JNIEYEHMUE.

PewweHvie o0 npoBeeHUMN onepaTBHOIO BMeLLATeIbCTBa
nauyvMeHTam C WHUWAEHTAIOMON HaAnoyeyHuKa [OJIKHO
NPUHUMaTbLCA UHAMBMAYaNbHO. CNOXHble Ciyyan Mo BO3-
MOXHOCTV JOJIXKHbI Pa3bupaTbcA Ha KOHCUNIMYMax creyua-
JINCTOB Pa3HbIX HaNpaBfiIeHN .

+ PeKkomeHAOBaHO MNpoBefeHNEe aAPEHANIKTOMUN B Ka-
yecTBe CTaHAapTa NeyeHMA OOQHOCTOPOHHUX Omnyxonemn
HaAMOYEYHUKOB C KIUHWYECKM 3HAYUMbIM M3ObITKOM
rOPMOHOB.

YpoBeHb y6eauTenbHOCTN pekoMmeHAauuin A (ypoBeHb
AOCTOBEPHOCTU fOKa3aTeNbCTB 2).

+ [pwn oueHKe NOKasaHWUN K XUPYPrUYECKOMY NeUyeHuio
y MauveHTOB C [0OpOKauyecTBEHHOW afeHOMOV Hag-
novyeyHunkos, QAMNK n 3abonesaHMaMK, NOTEHLUMANbHO
CBA3aHHbIMU C TUNepceKkpeLen KopTrn3ona, npeanara-
€TCA NCMNoNb30BaTb MHAUBKAYaNbHbIA noaxod. JomKHbl
YUMTbIBATbCA BO3PACT, YPOBEHb rMnepcekpeLunn, conyT-
CTByIOLME 3a00NEBaHNA, PUCK OMepaLun U aHecTe3nu
1 XKenaHue naumeHTa.

YpoBeHb y6eauTenbHoCcTN pekomeHgauuin D (ypoBeHb
AOCTOBEPHOCTU fOKa3aTeNbCTB 4).

Kommenmapuii. B cOOTBETCTBUUN C KIMHUYECKUMU pe-
KOMEHAALUMAMN CYLLEeCTBYET KOHCEHCYC B OTHOLUEHUM TOrO,
YTO OMNYXONM HAAMOYEYHMKOB, MPUBOAALLME K KIIMHUYECKN
3HaYMMOMy U36bITKY ropmoHoB (Hanpumep, CK, MIA unn
OX/MNT), TpebyioT xupyprudyeckoro nevexus [21, 33, 60]. Ann
STUX OMYXOJeN AOMKHbI MPUMEHATHCA Te Xe NpaBua B OTHO-
LUEHUN XMPYPrUYecKkoro AocTtyna, uto n ana NrHO.

lokaszaHusa K onepamusHomy sieyeHuio CK:

- maHudecTHasa popma.

Mpu opHOCTOPOHHUX npoueccax PpPeKTNBHOCTb
agpeHanaktommn  gocturaet nouytn 100% B neveHun
rMnNepKopTMLM3Ma, aCCOLMMPOBAHHOIO C BbICOKMM PUCKOM
pa3BUTUA TAXENbIX CEePAEYHO-COCYANCTbIX OCNOKHEHNN,
WHBanuausauum n npexgespemeHHon cmeptu. Mpun MAMH
peKoOMeHA0BaHO NPoBeAeHNe OQHOCTOPOHHEN afpeHanskK-
TOMMM CO CTOPOHbI GOJIbLLIErO NOPaXKeHUs, C NoceayoLeln
OLEHKOW rOPMOHaNbHOro cTaTyca And onpeaeneHus TakTu-
Kn BegeHusa [21].
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MNMoka3aHuA K onepauunm, onuparLWneca NCKIOYNTENBHO
Ha guarHo3 QAMK npu gobpokayecTBEHHbIX ONyXONsAX Had-
MOYEYHMKa, aKTUBHO ANCKYTUPYIOTCA. B HacToALWMI A MOMEHT
Ha OCHOBaHVM OMYONIMKOBAHHbIX WCCNIefOBaHWI onpefe-
NEHHOCTU He JOCTUTHYTO.

Bbicokas pacnpocTpaHEHHOCTb B MONYNALMM, OCOOEHHO
C yBENUYEHVIEM BO3PacCTa, TaKUX KOMOPOUIHbIX COCTOAHWINA,
Kak Al, octeonopos, C[l, oXXnpeHune, B reHe3e KOTOPbIX MO-
XKET ObITb NEPBONPUUNHON FTMNEPKOPTULIN3M, AeNaeT Kpan-
He 3aTPYAHUTENbHbBIM OnpefeneHne NPONCXOXKAEHUA STUX
NaToNIOrNin NPV HaNNYNN VUHLMULEHTANIOMbl C AOKa3aHHOM
QATK. HavBrayanbHbIA NOAXo4 UMeeT NPUHUMNManbHoe
3HauyeHne gnA onpenesnieHna TakTUKM BeAEeHUA Taknx nauum-
€HTOB. «3A» onepaLuio — MO00M BO3pacT 60JIbHOro, BO3-
MOXHoe oTpuuatenbHoe BnuaHme QAMK Ha Bbiwenepeunc-
neHHytlo KomopbugHocTb. «[TPOTUB» — noxunow Bo3pacrT,
BbICOKUI PUCK OMepaTBHOTO JleueHrs, OTCYyTCTBUE 3abone-
BaHWI, B reHe3e KOTOPbIX MOXET y4YacTBOBaTb rMNepKopTu-
um3m [96].

lokasaHusa K onepamusHomy sie4eruto [1IA:

- OAHOCTOPOHHAA rUNepnpoAyKuus anbpoCTepoHa
(anbgocTepoHnpogyumnpyioein ageHomom).
OOHOCTOPOHHEE 3HAOCKOMMYECKOe ypaneHue Hag-

noyeyHrka ynyuuwaet teyeHune Al, HMBenupyeT rmnoka-

nnemuto noutn y 100% naumeHTOB C OQHOCTOPOHHMMMU

BapuaHTamu [MMA. KnuHnyeckoe ynyylueHne — Hopmanu-

3auma/ynyyweHve nokasatenen Al B 6GonbwmHcTBe Cny-

yaeB HacTynaeT 4yepe3 1-6 mec nocne OfHOCTOPOHHEN
afpeHan3KToMUM Mpu  anbAoCTEPOHNPOAYLMPYOLLEN

anbgoctepome [33].

Moka3aHusa k onepamusHomy siedeHuro OX/I1I.

MauveHtam ¢ HagnoyeyHukoson OXLl pekomeHayeT-
CcA NPOBOAWTb SHAOCKOMMYECKYID agpeHanskTtomuto. [na
6onblnx (6onee 8/10 cM) U MHBA3MBHBIX OMNyXOnen npea-
MOYTUTENIEH OTKPbITbIN AOCTYN BO U3bexaHue nospexpe-
HUA Kamncynbl ONyXOnu 1 ee ANCCEMMHUPOBAHUA. SHAO-
cKonmyeckoe ypaneHve BHeHagnouyeyHumkoBbix OXL/TIT
peKoMeHIYyeTCA TONbKO B CreLnanm3npoBaHHbIX BeAyLnX
XUPYPruyecKmx LeHTpax, UCKNIoYeHNeM ABNAIOTCA HEUHBaA-
31BHble NaparaHrnMomMbl manoro pasmepa [60]. Takxe Bcem
naumeHtam ¢ OXL/TII pekomeHgoBaHa npegonepalmoH-
Has NoAroToBKa a- u B-agpeHobnokaTtopamu, ¢ nocnegy-
folen oueHKol 3PpPeKTUBHOCTM MPOBOAUMON Tepanuu
(koppeKuma rmnoBoNeMnYECKOro CMHAPOMA) Henocpen-
CTBEHHO MNepef onepaTMBHbIM BMELLATENbCTBOM.

«  OnepaTrBHOE BMELLATENIbCTBO NPU 6ECCUMMITOMHbIX 06-
pa3oBaHMAX HaAMOYEYHNKOB C OYEBUAHBbIMY MPU3HAKa-
M1 [OOPOKAYECTBEHHOCTU MO JaHHbIM BM3Yyanu3npyto-
LWKMX METOAOB (B TOM Umnce C 1abopaToOpHO AOKA3aHHOM
QATK) He pekomeHAayeTCA.

YpoBeHb y6equTenbHoCcTN pekomeHAauuin A (ypoBeHb
AOCTOBEPHOCTU AOKA3aTeNbCTB 2).

KommeHnmaputi. bonblwWHCTBO UHLMAEHTANOM HaAMo-
YEYHVKOB — 3TO HedYHKLMOHMPYOLLMEe AOOPOKAUYeCTBEHHbIE
ob6pa3zoBaHus (Hanpumep, aieHOMbl, MUESIONINMOMbI), KOTO-
pble He NpeACTaBAAT ONaCHOCTY 1 B OONbLUNHCTBE C/yYaeB
He TPebYIOT XMPYPryeckoro BMeLlaTeNbCTea. MicknioueHnem
ABNATCA 0ObeMHble JOOpPOKauyecTBEHHblIE 06pPa3oBaHUsA
3HauYUTENbHbIX Pa3MepPOB, KOMMPUMUPYIOLLME OKpYKatoLine
CTPYKTYpblI.

HemHorouncneHHole nuTepaTypHble [AaHHble,
Wmnecs ANUTENIbHOrO HabnloaeHUs MauMeHToB

Kacato-
(nepwnog,
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HabnogeHna 2-5 net) ¢ gobpokavectBeHHbIMU THO Hagno-

UYEYHMKOB, MOKa3bIBalOT, YUTO B 5-25% criyyaeB oTmeuvaeTcA

TeHJEHUNA K YBENMUYEHWNIO OMyXonel B pa3mepe, Mpu 3TOM

nuwb B 9% cryyaeB pocT coctaBun 6onee 1cm [23, 32, 97, 98].

OnacHOCTb 03/10KaueCTBEHUA CTPEMUTCA K HYMHO. 10 AaHHbIM

MeTaaHanm3a, cpeam 32 nccnefoBaHum, BKtovatowmx 4121 na-

umeHTa ¢ fobpokayectseHHbiMK Kputepusamu THO n OATK,

HW'y OHOIO U3 HUX B Nocneaytolem He pa3sunca AKP [23].
AppeHanaktomua npu 6eccumntomHorn QAMK He HeceT

B cebe KNMHMYECKOW 3HaUMMOCTH, NPV 3TOM BO3pacTaeT Be-

POATHOCTb yXyALWEHUA KauyecTBa XM3HW: PUCKU onepaunn

M aHecTe3nu, nocsieonepaumroHHasa HafnoYeyHNKoBasa He-

[OCTaTOYHOCTb M HEOOXOAUMOCTb €€ KOpPEKLUN.

« [lpu BbIABNEHUN TOPMOHANbHO-HEAKTUBHOIO 06pa3o-
BaHMA HAAMOYeYHMKa CO 3/10KayecTBeHHbIM KT-dpeHo-
TUNOM PEeKOMEHAO0BaHO OrepaTrBHOE fleYeHre B Hau-
6onee KOPOTKME CPOKWU MOC/e MOCTAaHOBKU AMArHo3a.
B kauecTBe npeponepaurioHHOro obcnegoBaHus npesa-
naratotca npoeegeHue MIT-KT ¢ "*OOI gna ctaguposa-
HUA Npolecca 1 UcciegoBaHNe YPOBHEN MOMOBbIX FOp-
MOHOB U X CTEPOUAHbIX MPeALeCTBEHHNKOB.

YpoBeHb y6eauTenbHoCTN pekomeHAauuii A (ypoBeHb
AOCTOBEPHOCTU fOKa3aTeNbCTB 2).

Kommenmapudii. B cnyyae Hanmuva B aHaMHe3e OHKOJ10-
rmyeckoro 3aboneBaHus 1 BbICOKON BEPOATHOCTU MeTacTa-
TUYECKOTO NMOopaKeHUs, Korga obpasoBaHme HaANMOYeUYHVIKOB
ABNAETCA NOTEHUMaNbHO €AMHCTBEHHbIM METacTa3oM U ero
ypaneHne npeacTaBnaeTca pa3yMHbIM C OHKONOTMYeCcKon
TOUKMU 3peHUs (CMOCOOCTBYET yyuULLEHUIO KauecTBa/MpPoAos-
XKUTENbHOCTU XKN3HU), cegyeT pacCMOTPETb BO3MOXKHOCTb
XNPYPruyeckoro BMellaTeNbCTBa.

EAVHCTBEHHBIM BO3MOXHbIM BapWUaHTOM MOJIHOTO U3-
neyveHna npu AKP B HacToAllee BpemA ABNAETCA NOJSHOE
XNpypruyeckoe yganeHume onyxonu B KpaTuyanme CPpoKu
nocne ee oGHapyXeHUs. AKLEHT Ha CPOYHOCTW ofepa-
TUBHOTO BMELIATENbCTBA CBA3aH C ObICTPbIM yBenmye-
HMEM pa3MepoB OMyXONW N BbICOKOW BEPOATHOCTbIO Me-
TacTas3upoBaHuA. OTMeyaeTca 3HauuTeNlbHOE CHUXeHne
5- n 10-neTHen BbIKMBAEMOCTU C KaKAoW nocnegyioLen
cTapuein. Ecnn Ha MOMeHT 06Hapy»KeHnA onyxonu meTtacTa-
3bl He BbISIBNIAOTCA, TO BEPOATHOCTb pemuccun 3abonesa-
Hus, 6e3ycnioBHO, Bbiwwe [10].

CyLLecTBYIOT HEMHOMOUMCNIEHHbIE HEPaHAOMUM3NPOBAHHbIE
KOropTHblE NCCNefoBaHA, a TaKKe CUCTEMATNYECKUI 0630p
C MeTaaHanmM3om no xmpypruyeckomy nevermto AKP, cpaBHu-
BaloLMe SHAOCKOMUYECKYI0 M OTKPbITYIO afpeHaN3KTOMMIO.
Mo pe3synbTaTam BbilleyKa3aHHbIX PaboT, SHAOCKOMMYECKas
ornepauus no noBogy nokanunsosaHHoro AKP 6e3onacHa u 3¢-
beKTUBHA, eCNIM ee MPOBOASAT OMbITHbIE XMPYPIU B Crieumanu-
3UPOBAaHHbIX LeHTpax B MyNbTUANCUMMIMHAPHBIX KOMaHAax.
MaumeHTaM ¢ MeCTHOpPacnpPOCTPaHEHHbIM NMPOLECcom, 60sb-
LWwMK onyxonsamu (bonee 8 cm) pekoMeHAyeTCA NPOBOANTb OT-
KPbITYI0 OMepauuio C Lenblo CHUXEHNA pUCKa NoBpexaeHna
Kancynbl 1 AMCCEMUHNPOBaHMA npotiecca [99-108],

Beugy HM3KoM CneundUYHOCTA 1 NMOMOXKUTENbHOW NPO-
rHOCTMYECKOWN LIEHHOCTW OCTAeTCs ANCKYTabesibHbIM BOMPOC
o nposeneHun M3T ¢ Ol Bcem naumeHTaM C NOAO3PEHNEM
Ha 3/10KauyecTBeHHOoe 06pa3oBaHVe HagnouyeyHuKa. Heco-
MHEeHHbIM npeunmyLlectsom M3T ¢ OOl aBnaAeTca Bu3yanu-
3aumA BCEro Tesla, B 0COGEHHOCTY 3a npedenamu rpyaHon
KINeTKU 1 GPIOLLIHOM NOMOCTM, OCOOEHHO AJIA OTAANEHHBIX Me-
TacTa3oB B Koctu. M3T ¢ "*OI no3BonsieT Ha 4ooMnepaLoH-
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HOM 3Tane onpefennTb PacnpPOCTPAHEHHOCTb OMyX0sIeBOro
npouecca. B kauectBe anbTepHaTVBbI BO3MOXHO MCMOJb30-
BaHne MCKT opraHOB rpygHol Knetku, OpIoLWHON nonoctu
1 Manoro Tasa C KOHTPACTHbIM ycuneHuem [10, 90].

WccnepoBaHne ropmMOHanbHOW akKTMBHOCTM  OMyXOnawu
HaAMoyeyHnKa CTPOro pernameHTUpPOBaHO, U ero pesyib-
TaTbl JO/MKHbI yUYUTbIBATbCA A4 NIAHNPOBaHWA Npefonepa-
LIMOHHOW MOATrOTOBKM M MOCNeAyoWero BeAeHna naumneHTa
(cm. n. 2.3; 3.1.5).

+ [lepronepalnoHHOe Ha3HayeHue [IIKOKOPTUKONIO0B
peKomeHayeTca BCeM MauyeHTaM Npu XMpyprmyeckmx
BMeLLUaTeNbCTBAX MO NOBOAY ONyXoNen Hafno4yeyHNKOB
c nokasaHHom QATMK.

YpoBeHb y6eguTenbHOCTN peKkomeHaauuia B (yposeHb
[OCTOBEPHOCTUN fl0Ka3aTeNnbCTs 3).

Kommenmapuiti. JnntenbHoe TeyeHue QOATK moxeT
NPUBECTY K >KN3HEYrpOoXKatoLLemMy COCTOAHMIO (OCTPOoI Hagno-
YEeYHMKOBOW HEAOCTaTOYHOCTW) NOCNEe yaaneHusa NCTOYHMKA
136bITKa KOPTU30/1a, 3TO 0OYC/IOBNEHO MOAABMIEHMEM Bbipa-
60TkM AKTT 1 aTpodueli KOHTpanaTepanbHOrO HAAMOYEYHYKa.
Mo gaHHbIM cucTEMaTNYeckoro o63opa Dalmazi n coasr,, B no-
CrleonepaLoHHOM Nepuoae y BCeX NMaLMEHTOB C MaHKbeCT-
HbiM CK 'y 50% nauueHToB ¢ OATK passusaetca HH[29, 109].

PekomeHpayeTca nepu- M nocneonepauuoHHaa 3ame-
CTUTeNbHaa Tepanua [NIOKOKOPTUKondamu (npegnoutu-
TeNbHO r’MAPOKOPTM30HOM) Yy MALMEHTOB C OMYyXOJiblo Haj-
nouveyHukos ¢ QATK paxke Nnpu OTCYTCTBMM KIMHNYECKNX
NPU3HaKoB U30bITKa KOpTM3ona. B mocneonepayoHHOM
neprofe [03a MIOKOKOPTUKOMAOB [OMKHA ObITb CHMXEHa
NHANBMAYaNbHO. ANnTeNbHOCTb 3aMeCTUTENIbHON Tepanuun
TakXKe WHAVBMAYasnbHa, Kak MNpaBusio, NaumMeHTbl BO3Bpa-
LaTCA B COCTOAAHME SYKOPTULM3Ma B TeYEHME rofa nocne
onepauyun [21, 31].

+ [pu OBYCTOPOHHMX MHLUMAEHTAIOMax peKoMeHAyeTcA
NCNONb30BaTb aHaNIOMMYHbIe NOKa3aHMA K onepaTmMBHO-
My NIeYeHUIo 1 MPYIHLUIMbI AUHAMUYECKOTrO HabnogeHus,
YTO U NPU OLHOCTOPOHHKX OOPa3OBaHUSX.

YpoBeHb y6eguTenbHocTy pekomeHgauuii C (ypoBeHb
[OCTOBEPHOCTUN fl0Ka3aTeNbCTs 4).

KommeHnmapuu. [1ByCTOPOHHAA agpeHansKTomMuns
accouMmpoBaHa C BbICOKMM PUCKOM CMePTU BCneacTBre
KPM30B HaiMOYEYHNKOBOWM HEJOCTAaTOYHOCTHY, CHUXKEHNEM
KayeCTBa XU3HW, NOXXN3HEHHOW 3aMeCTUTENTbHOW Tepanuen,
TPYAHOCTbIO NOA6GOPa ONTUMANbHbIX 03 FOPMOHANbHbIX
npenapatos. [Npu agByctopoHHen ®XL gaHHbIN BUA NeyeHns
eINHCTBEHHO 3 dEKTNBHBIN, B OTINUYMNE OT BYCTOPOHHEN
¢dopmbl [MTA, roe pekomeHA0BaHO KOHCEPBATUBHOE BeAeHNEe
naumeHToB (NeueHune npenapatamm AMKP) [33, 60].

[BYCTOPOHHA afpeHan3KToOMUA KakK eOUHCTBEHHbIN
meTog neyeHua MJIAMH 6bina nocTtaBneHa nop COMHeHue
B 2015 r., korga Debillion n coasT. ony6nmkoBanu pesynbra-
Tbl O BbINOJIHEHNIO OQHOCTOPOHHEN aiPEHAN3KTOMUN Y Na-
LMEHTOB C MaHMECTHbIM MMNEPKOPTMLN3MOM, BbI3BAHHbBIM
MJrH. B xope 5-neTHero nepuoga HabnogeHus y Bcex npo-
oneprpOBaHHbIX NMALMEHTOB Habnoganacb CToKasa pemuc-
CVA, YTO CBUOETENIbCTBOBANIO O BbICOKOW 3GGEKTMBHOCTM
OfHOCTOpPOHHel onepaunn [110]. BnocnegctBnn gaHHbINA
pe3ynbTaT 6bl1 NOATBEPXKAEH B MHOTOUYMCIIEHHBIX paboTax
[111-113]. Mpn BO3HMKHOBEHWM peunanBa 3aboneBaHUA
peKkomeHayeTCA pacCMOTPEHME NOBTOPHOTO XNPYPryecKko-
ro BMellaTeNIbCTBa MN TepaneBTMUYECKOro NeyeHus, ecn
OHO NMpefACcTaBNAeTCA BO3MOXKHbIM.

Endocrine surgery. 2021;15(1):4-26



NATIONAL CLINICAL GUIDELINES

SHAOKpUHHaA xupyprus / Endocrine Surgery | 19

4. MEAUUNHCKAA PEABUJIUTALIMA U CAHATOPHO-
KYPOPTHOE NEMEHUE, MEAMLUMNHCKUE NOKA3AHUA
N NPOTUBOMOKA3AHUA K MPUMEHEHWIO METOLOB
PEABUWINTALUAN, B TOM YACJIE OCHOBAHHbIX

HA NCNOJIb3OBAHUU NMPUPOAHBIX IEYEBHbIX
OAKTOPOB.

Cneunduuecknx peabUnUTaLMOHHBIX MepOonpuUATUNA
B OTHOLUEHUW MALMEHTOB C UHUMAEHTAOMaM/ Hagmnoyey-
HMKa He pa3paboTaHo.

5.MPOOUNTIAKTUKA N ANCNAHCEPHOE
HABMIOAEHUE, MEAULUMWHCKUE NOKA3AHUA
N NMPOTUBONOKA3AHUA K MPUMEHEHUIO
METOAOB MPOOUJIAKTUKW.

OuHaMmunueckoe HabnogeHue.

MapameTpbl AUHaMUYeCKOro HabnogeHWs nauueHToB
C UHUMAEHTaNoMamMu ABASAITCA NMPeAMeTOM MOCTOSHHbIX
anckyccum. Vimerowmeca gaHHble O AMHAMUWYECKOM Ha-
6noOeHUN 3a NauMeHTaMu C UHUUAEHTAaoMaMu Hagno-
YeYHVKOB MO3BONIAT NPEANONoXKUTb, YTO NofdasswLLee
GONbLUMHCTBO OMyXOJiel HaAMOYEUYHUKOB, Knaccupuum-
POBaHHbIX Kak O06pOKayeCcTBEHHble NPU NMOCTaHOBKE Au-
arHo3a, OCTaloTCA CTabUbHBIMUK C TeYeHUEM BpemeHu [9,
23,32,114-1161.

Mo gaHHbIM Young. 1 COaBT., NpX NOCNeAoBaTeNIbHOM Ha-
6nofeHUn 3a GONbHBIMK C PA3IMYHBIMU BapuaHTamMyl Haf-
NMOYEYHMKOBbIX OMyXONel, POCT KopKoBol ageHombl 1 OXLL
coctasnsaet 0,5-1,0 cm B rog, B To BpemsA Kak ana AKP xapak-
TepeH ObICTPbIN TeMN pocTa (>2 cm exkerogHo) [8]. MpumepHo
B 4% cnyyaeB cooOLLanocb O NeproaNYECKOM YMEHbLIEHN
pa3MepoB MM Aa)e NOIHOM MCYE3HOBEHMM HOBOOOPa3oBa-
HMA HAAMOYEYHMKOB, Yallle BCEro UM ABASAINCL KUCTbI, Fema-
TOMbI, ICEBAOHAANOUYEYHMKOBbIe 0Opa3oBaHuA [13,114,117].
- [lpoBefeHve AUHAMWYECKUX BU3YanNM3MpPYOLWNX UC-

CflefoBaHMiA NaureHTam ¢ 06pa3oBaHNAMY MeHee 4 cm

n pobpokayectBeHHbIM KT-¢peHoTMNOM npu  OTCYT-

CcTBUM pocTa bonee 5 MM 3a nepBbili rog HabnaeHUs

He peKOMeHAO0BaHo.

YpoBeHb y6eauTenbHOCTN pekoMmeHaauuin A (ypoBeHb
[OCTOBEPHOCTU AOKa3aTeNbCTB 2).

KommeHnmapuii. Cpeay 6onee yem 2300 naymneHToB, BKIHO-
UEHHbIX B ICCJIEA0BaHMS MO KPUTEPUSIM OTCY TCTBUS TOPMOHaSTb-
HOW aKTMBHOCTU U HU3KOTO 3/I0KAaUYECTBEHHOTO MOTEHLMAna,
3a 2 rofia HabnoaeHNA He ObII0 MPOMYLLEHO HY OJHOTO CJlyYast
AKP [9, 13]. B pe3ynbTatax MmeTaaHanu3a Elhassan v coasr. cpegi-
HAS NPOJOIIKMTENIbHOCTb HAbNIOAEHUA COCTaBUIa YyTb bonee
4 neT, 3a AaHHbIN Nepuog N1Lb B 2,5% cny4vaeB UHLMAEHTANIOM
3aduKcrpoBaH pocT 6onee 1 cm [23]. Mo 3To NpuyKHe NpoBse-
[IEHVIE MOBTOPHbBIX PaANONOrMYECKIX UCCIIE0BaHUIA PU IBHOM
06pOKaYeCcTBEHHOCTY NPOLecca HeLlenecoobpasHo.

Berland un coaBT. B cBoem 0630pe yKa3blBaloT Ha OTCYT-
CTBME HeobXo4MMOCTU B MocseayoLwemM HabnoaeHnn, ecnu
HOBOOOpa3oBaHWe HafnoyeyHuka Gbino KBanuduLMpoBa-
HO KaK MVEeNosiMnoma Win KNCTa, a Takke MOATBEPXKAAIOT,
YTO OTCYTCTBUE BBICTPOro POCTa HOBOOOPA30BaAHMA HAAMO-
yeyHuKa B TeyeHue 1 roga unm 6onee genaet BeCbMa BEpPO-
ATHbIM 1OGPOKAYECTBEHHbIN AnarHo3s [118].

« [Tpu obpazoBaHuAx ¢ HeonpegeneHHbiMm KT-peHoTnom

C Uenbio AUHAMMYECKOW OLIEHKM pPa3MepoB OMyXomnu

(ecnn Ha OCHOBaHWM MEPBUYHOWN AMNATHOCTUKU Oblno
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BbIOpPaHO HabnfeHe) peKoMeHAOBaHa MOBTOPHasA

KT/MPT yepes 3-6 mec. Xupypruyeckoe fie4yeHne noka-

3aHO MpY YBENYEHMM PAa3MeEpPOB OOpa3oBaHUA 3a KO-

poTKUI nepuod HabnogeHna Ha 20% (Mnun yBenuueHne

MaKCUMaJIbHOro AnameTpa 6onee 5 Mm).

YpoBeHb y6eguTenbHocTy pekomeHgauuiin C (ypoBeHb
[OCTOBEPHOCTUN fl0Ka3aTeNnbCTs 4).

Kommenmapuii. CooTBETCTBEHHO, ANA TeX ONyxosen,
LobpokauecTBeHHasA NPUPoAa KOTOPbIX HE MOXET OblTb Ornpe-
[eneHa C YBEPEHHOCTbIO MPY NepBUYHOM 0OCIefoBaHMK,
peKoMeHA0BaHO NOBTOPHOE 06CIef0BaHNIE C Liefibio PaHHEro
pacno3HaBaHuA pocTa 0bpasoBaHus [4, 69].

OTcyTCcTBME pOCTa B TeyeHue 12 mec genaet ManoBepo-
ATHbIM Hanuume 3710KaYeCTBEHHOW ONyXonu, B Cllyyae ee
6bICTPOro NPOrpeccrpoBaHNA PEKOMEHIOBAHO OnepaTuB-
HOe neyeHue.

OOLwenprHATLIX KpUTepreB pocTa 0bpa3oBaHuA Haf-
noyeyHrKa He cywecTsyerT. Fassnacht n coaBT. npegnoxeHa
ajanTaums YyacTu KpUTEPrEB NPOrPeccrpoBaHA 3aboneBa-
HUA 13 cuctembl RECIST — yBenuuyeHne cyMMbl HanboNbLUNX
pa3MepoB He MeHee yeM Ha 20%, abcontoTHOe yBenuueHne
pa3MepoB He MeHee yemM Ha 5 mm [119].

+ [lpyn nepBMYHON ANATHOCTUKE, WCKIIOYMBLUEN FOPMO-
HaNlbHYIO TMNepCcekpeunto, MOBTOPHOE TFOPMOHasbHOe
nccnegoBaHue He pekomeHaoBaHo. [ToBTOpHbIe nccnepo-
BaHWA rOPMOHOB PeKOMEHAOBaHbI Npu MaHUdecTaLum
HOBbIX KIIMHWYECKNX CUMMTOMOB, MOTEHLMANbHO CBA3aH-
HbIX C TOPMOHaJIbHOW rnepnpoaykKurei, nnbo ecnv npo-
UCXOANT HeOOBbACHNMAA AeKOMMEHCAUMA KOMOPOUIHbIX
natonorui (Al, caxapHoro anabeta 2 Tuna, OXNpPeHns).
YpoBeHb y6eguTenbHocTy pekomeHgauuii C (ypoBeHb

[OCTOBEPHOCTUN fl0Ka3aTeNnbCTs 4).

KommeHmaputi. PaHee nATUNETHUA PUCK BO3HUKHOBE-
HUA rMnepceKpeLun ropMoOHOB Y NepBOHaYaNbHO FOPMO-
HaJIbHO-HEaKTMBHOIo 06pa30BaHMA OLEHMBANCA NMPUMEPHO
B 0,3%, oAHaKO, MO AaHHbIM NOCNEeAHUX NCCNefoBaHnA, STOT
puck cHu3wnnca o 0,1%. B ceA3mu ¢ 3Tum cnctematnyeckue
nocnegywmne ropmoHasbHble NCCNefoBaHNA B JaHHOM
cnyyae He pekomeHaoBaHbI [9, 13].

Mo pe3synbTaTam CMCTEMATUYECKOro aHanu3a C npu-
MeHeHMeM MeTa-aHanm3a, passutue OAMK 6e3 npusHa-
KOB MaHM($ECTHOro rmnepkopTuLu3mMa MOXeT Npou3on-
M y 8-14% naymentoB ¢ NTHO. HecmoTpa Ha 3ToT dakT,
exeroflHaa ropmMoHasibHaA OUeHKa COMpsXKeHa C BbICO-
KM PVYICKOM JTOXHOMONOXNTENbHbIX pe3ynbTaToB, B CBA-
31 C YeM MepBOCTENEHHO PEeKOMEHAOBaHa OLEHKa KO-
MopO6UMAHbIX cocTosHUn — Al, CL, oXXnpeHus, 1 ToNbKo
B CJlyyae [JeKOMMEeHCauun BbilleyKa3aHHbIX COCTOAHWN
uenecoobpasHo MNOBTOPHOE FOpPMOHaNibHOe obcrenoBa-
Hue [120].

« [MauyuweHTam c obpasoBaHMeM HagnoueuyHuka u QAMK
6eCCUMNTOMHOIO TEYEHUS UIIN KEe TeM, KOTOPbIM B CUITy
KaKMX-TO OBCTOATENIbCTB ONEPATUBHOE JIeYeHre He Npo-
BOOUNIOCb, PEKOMEHAOBAH €XEroAHbli MOHUTOPUHT
CONYTCTBYIOLMX COCTOAHWUN, NOTEHLUMANIBHO CBA3AHHbIX
C ero rvnepcekpeumen. Ha OCHOBaHMM MONYYEHHbIX
[aHHbIX B AMHAMIKE MOXET 006CyKaTbCa Lenecoobpas-
HOCTb XUPYPrYeCKOro fieYeHuns.

YpoBeHb y6eguTenbHocTy pekomeHgauuii C (ypoBeHb
[OCTOBEPHOCTUN flOKa3aTeNnbCTs 4).

Kommenmapuii. Kak o6cyxganoch Bbiwe, QAMNK TecHo
CBsi3aHa C PAOOM KOMOPOMAHbIX COCTOAHUIA, TaknX Kak Al,
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octeonopos, C[l, oxupeHune, B reHe3e KOTOPbIX FrMNepKop-
TULIN3M MOXET MMETb 3HAUYNTENIbHOE BIIMAHME.

HabnoneHne nauvieHToB ¢ QAMK AOMKHO BKMOYATb OLIEH-
Ky COMyTCTBYHOLMX 3ab00ONeBaHWIN, NOTEHLMANbHO CBA3AHHbBIX
C 136bITKOM KOpPTM30Ma. py BO3HWKHOBEHUWN WU yXyfLle-
HUW 3TUX KOMOPOMAHbIX MNATONOMNIN HEOOXOAUMO MOBTOPHOE
ropMoHasibHoe 06cCnefioBaHVe C MOCSIEAYIOWLVM PeLIeHNEM
0 HEOOXOAVMOCTYM NPOBEAEHNA ONEPATMBHOIO NeyeHuns [23].

6. OPTAHU3ALIUA OKA3AHUA MEOULIMHCKOM
NOMOLLM.

AmMOYy1amopHbili/20cnumasibHbIli 3man 0KasaHus me-

OUYUHCKOU noMowu:

- npoBefeHVe NabopaTopHOro obcnefoBaHNA — UCKIHO-
yeHue/BbIsIBNIEHE FOPMOHAJNIbHOWM aKTUBHOCTY;

- npoBefeHue VHCTPYyMeHTanbHou guarHoctmku (MCKT/
MPT/M2T ¢ ®*OOI) pns onpeaeneHns 3710KaueCcTBEHHOTO
noTeHUmana onyxonu;

—  KOHCYNbTaUMy CMEXHbIX CMEeLManmncToB Nno rnokasaHusaMm;

KPUTEPUN OLLEEHKW KAYECTBA MEAULIMHCKO NOMOLLI

— KOppeKuma cOmnyTCTBYIOLMX KOMOPOULHBIX COCTOAHMWI
Ha goonepaunoHHOM/nocieonepaLnoHHOM BeAeHU.
Kak cnegyet u3 onpepeneHus, MHUUAEHTasioMa — 3TO

cobvpaTtenbHbli peHoMeH, Tpebyrowmnii HO30/10rMYeCcKom

KOHKpeTm3auun. [InarHo3 «MHUUAeHTaioMa» BbiCTaBAsETCA

[10 MOMEHTa MOCTAaHOBKM OKOHYATEJIbHOTO ANArHo3a, KoTo-

pbIll onpefensaeTca pesysbraTamMmy COOTBETCTBYOLMX nabo-

PaTOPHBIX U MHCTPYMEHTASIbHbBIX MCCNIEL0OBAHMINA.
CoOTBETCTBEHHO, NOKAa3aHWA ANA rocnuTannsaunm, Bbi-

MMCKN 11 HOPMaTMBHbIE JOKYMEHTbI NPeACTaBeHbl B KIUHN-

YeCcKUx pekoMeHAaUMAX COOTBETCTBYIOLLVIX HO30MOMUN.

7. AQONMOJIHUTEJIbHAA NHOOPMALINA
(B TOM YACNE ®AKTOPbDI, BIVAIOLWUE HA UCXOA
3ABOJIEBAHUA UJIN COCTOAHUA)

®akmopel, 8nuslowue Ha ucxod 3a6o1esaHus:

1. CBOEBPEMEHHOCTb MOCTAHOBKUN OKOHYATENIbHOrO AMarHo-
3a 1 IPOBEEeHHOrO JIeYeHns;

2. KoppeKuma KOMOpPOMAHbIX COCTOAHNIA.

Ne Kputepun KauectBa

OueHka
BbIMOJIHEHNA
(Aa/HeT)

BbinosiHeHo onpegeneHne KOPTM30s1a B PaHHME YTPEHHIME Yachl Ha GpOHe NoAaBAIoLWEro

B YTPEHHWME Yacbl

TecTa ¢ 1 Mr fekcameTa3oHa. Mpu oTcyTCTBMM GU3NONOrMYECKOro NOLABNEHMA YPOBHSA
KOPTM30/1a B KayecTBe NOATBEPKAAOLLEro TecTa BbiNnonHeHo onpegeneHne AKTT

Oa/Het

mnnn nnasme

BbinonHeHo onpegeneHune ypoBHen MeTaHepprHa 1 HopMeTaHeppPUHA B CYTOUHOI MoYye

Ha/Het

BbinonHeHo onpefeneHie ypoBHeN anbAoCTEPOHA, PEHMHA U Kanus niasmbl 4Jis

3 NCKNIOYEHNA NepPBNYHOIO rmnepanbgoCcTepoOH3Ma Npu Hannvynn 'y naymneHTa C onyxosnbto

HafnoyeyHnKa apTepuanbHON rmnepTeH3nn

Ha/Het

BbinonHeHo onpegeneHmne CTePOUHbIX TOPMOHOB CbIBOPOTKU KPOBU:
LernapoanuaHapoCcTepoH-cynbdaT, 17-0KCUnporecTepoH, aHaPOCTEHANOH, TECTOCTEPOH

(y »KeHwWuH), 17-B-3cTpagunon (y My»UUH U XKeHLLMH B MeHomnay3e), 11-0e30KcMKopTM3on
npw KNMHNYECKOM MOAO03PEHMM HA N30SIMPOBAHHYIO UM COYETaHHYHO (C

Oa/Het

rMNepKopPTULU3MOM) OMYXOJIEBYIO MMMNEPNpPOAYKLMIO MOMOBbIX FOPMOHOB NPY NOA03PEHUN

Ha AKP n npu3Hakax runepaHgporeHnm

BbinonHeHo MCKT 6e3 koHTpacTHOro ycunenus. MNpu comHutenbHom KT-cemnoTrke
BbinoniHeHo MCKT ¢ KOHTPaCTHbIM yCUneHmeM opraHoB OpIOLWHON NO0CTH, onpeaeneHbl

NAOTHOCTb TKAHEBOIO KOMMOHEHTA [10 KOHTPACTUPOBaHMSA (HaTBHas), NNOTHOCTb
B TKaHeBYt0 $pasy KOHTPACTMPOBaHUA (apTepuranbHas 1 BeHO3HaA $asbl), MIOTHOCTb

Ha/Het

B OTCpOYeHHYIo (Yepe3 10 MUH Nocie BBEAEHMS KOHTpacTa) ¢pa3y KOHTPaCcTMpPOBaHUA

(da3a BbiMbIBaHUSA)

BoinonHeHo "*OA-M3T/KT, oueHKa gnHamukn pocta no MCKT Kak oguH 13 napameTpoB
KNMHMYeCKoW BeprdMKaALMM 3/I0KaYeCTBEHHOIO NoTEHLMasa

Ha/Het

7 Bbl6paH W BbIMNOJTHEH ONTUMAabHbI 06beM onepaTnBHOIro BMeLlaTenbCTBa

Ha/Het

Mpwv HanMuKKW rMNepKopTMLM3Ma B MOC/IEONepaLiOHHOM Nepuoge NpoBeaeHa
3amMecTuUTesIbHasA Tepanusa HaANOYEeUHNKOBOWN HEJOCTaTOUHOCTH

Ha/Het

Bcem nauveHTam Ha OCHOBaHUM Pe3yNbTaTOB AUHAMUYECKOTO HabnogeHNA 1 obcrnenoBaHmA
NPoBOANTCA HeO6X0AMMAA KOPPEKLMA NTeYeHNs 1 NaHa AaNbHeNwWwero BegeHns

Oa/Het
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AONOJIHUTENIbHAA UHOOPMALINA

MopARoK OGHOBNEHUA KAMHNYECKUX peKomeHAauuii. MexaHy3m
OGHOBJIEHUA KIMHUYECKMX PEKOMEHAALUMIN NpedyCcMaTpUBAET NX cMcTema-
TUYECKYI0 aKTyanu3aumio — He pexe yem 1 pa3 B 3 roaa, a Takxke npu no-
ABIEHNM HOBbIX AAHHbIX C MO3ULIMUN AOKa3aTeNlbHOW MeAULIMHBI MO BOMPO-
CaM AMarHoCTVKU, neyeHus, NpodunakTMKn 1 peabunutaLmm KOHKPETHbIX
3aboneBaHUii, HanMuMM 060CHOBAHHBIX JOMOJSIHEHWI/3aMeUaHUn K paHee
yTBepxaeHHbIM KP, Ho He valle 1 pa3sa B 6 mec.

UcTouHunkn ¢uHaHcupoBaHus. PaboTa BbINOSHEHa MO UHMLMATMBE
aBTOPOB 6e3 nprBneyeHNsa GUHAHCUPOBaAHNA.

KoH®NUKT uHTepecoB. ABTOpbl AEKNapuUpyOT OTCYTCTBME ABHbIX
N MOTeHUManbHbIX KOHGIMKTOB MHTEPECOB, CBA3AHHbIX C CodepKaHneM
HacTosALWEN CTaTbM.

YuacTue aBTOpOB. Bce aBTOPbI 0806pUIN GrHANBHYIO BEPCUIO CTaTbU
nepep nybnvkauuei, BbIPasunmM coriacre HeCcT OTBETCTBEHHOCTb 3a BCe
acnekTbl paboTbl, MOAPa3yMeBaloLLy0 HageXallee UsyyeHne 1 pelleHre
BOMPOCOB, CBSA3aHHbIX C TOYHOCTbHIO UM AOBPOCOBECTHOCTbIO JI06OI YacTh
paboTtbl.

KoH®NUKT uHTepecoB. ABTOpbl AEKNapuUpyOT OTCYTCTBME SABHbIX
1 NOTEHUMaNbHbIX KOHGIMKTOB NHTEPECOB, CBA3AHHbBIX C Ny6MKaLuyen Ha-
cToALWEN cTaTbu.
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NPUNOMEHMUE A.
METOA0J10r1A PASPABOTKU KNTMHUYECKUX PEKOMEHAALIUNA

Tabnuua 1. LLIKana oueHKM ypoBHeN JOCTOBEPHOCTU AoKasaTenbeTs (YAL) Ans MeToaoB ANArHOCTMKN (AMArHOCTMYECKUX BMELIATESNbCTB)

YAA

PacuumdpoBka

CuctemaTtuyeckme O630pbl MNCCrefoBaHnm C KOHTpOJiIEM ped)epeHCHblM METOAOM WJIN CUCTEMATUYECKUN 0630p
PaHOOMU3NPOBAHHDbIX KIIMHNYECKNX NccrnegoBaHnim C npMMeHeHneM MeTaaHaln3a

OTgenbHble NcCnegoBaHUsA C KOHTPosieM pedepeHCHbIM METOLOM U OTAENIbHblE PaHAOMU3UPOBaHHbIE

2 KNMHMYECKNE NCCNIeJoBaHMA U cUcTeMaTMyeckne 0630pbl UCCieloBaHMI N0OOro An3alHa, 3a NCKIoUYeHnem
PaHOOMM3NPOBAHHDBIX KAVHNYECKNX NCCNefoBaHNiA, C MPUMEHeHNeM MeTaaHannsa
NccnepoBaHusa 6e3 nocsieloBaTeIbHOro KOHTPOsA pedpepeHCHbIM METOIOM WA UCCIeA0BaHUS

3 ¢ pedepeHCHbIM METOLOM, He ABAAIOLMMCA HE3aBUCUMbIM OT UCCIIedyeMOro METOAA, UK
HepaHAOMM3NPOBaHHbIE CPAaBHUTE/IbHbIE NCCNIEA0BAHUS, B TOM YMC/E KOFOPTHbIE UCCNIeA0BaHUsA

4 HecpaBHWTENbHbIE UCCNIEAOBaAHUSA, ONUCAHNE KITMHUYECKOTO CIlyyYast

5 NmeeTcA nuiub 060CHOBaHNE MeXaHN3Ma AeNCTBUA N MHEHWNE SKCNepToB
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Ta6nuua 2. LLIkana oueHKN ypoBHEN [JOCTOBEPHOCTY AoKasaTenbcTs (YA) Ana MeToaoB NpodunakTvky, nedeHns u peabunutauum (NpodunakTnueckmx,
neyebHbIX, PeabnNUTaLMOHHbBIX BMELLATENbCTB)

yan PacuumndpoBka

1 Cnctematunyeckuin 063op PKN ¢ nprmeHeHnem meTaaHanmsa

5 OtoenbHble PKN 1 cuctemaTnueckne 063opbl CCneqoBaHnin Nio6oro ansaiHa, 3a ucknodyeHmem PKU, ¢
npUMeHeHnemM MeTaaHanmsa

3 HepaHgommsnpoBaHHble CpaBHUTENbHbIE NCCNIEA0BAHUA, B T.U. KOTOPTHbIE NCCNefoBaHNA

4 HecpaBHUTeNbHble NCCNefOBaHMA, ONNCaHME KIIMHNYECKOro Cilyyas uimn cepum ciyvyaes, NCCIe[oBaHUA
«CYyYan-KOHTPOSIb»

5 NmeeTcAa nyb 060CHOBaHNE MeXaHU3MA AeCTBUA BMeLLATENbCTBA (OK/IMHUYECK/E UCCIIe[0BAHUS) UK

MHEHWNe 3KCNepToB

Ta6nuua 3. Lkana oueHKN ypoBHeit ybeanTenbHOCTU pekomeHgaumi (YYP) ana metofos npodunakTkim, ANAarHoCTrKY, IedeHns n peabunutaumm (npo-
dUnakTMUECKNX, ANArHOCTNYECKUX, NeYebHbIX, peabnnnTaLMOHHbIX BMELIATeNbCTa)

YYP PacuumdpoBka

CvnbHas pekoMeHZauma (Bce paccMmaTprBaemMble KpUtepnn 3GPeKTUBHOCTU (MCXOAbI) ABAAIOTCA BaXKHbIMU,
A BCe 1CC/eloBaHNA UMEIOT BbICOKOE NN YA0BNeTBOPUTENIbHOE METOAONOMMYECKOE KauecTBO, X BbIBOAbI MO
WHTEepeCyoLUM NCXOAaM ABNAITCA COracoBaHHbIMU)

YcnoBHasA pekomeHaauums (He Bce paccmaTpuBaemble Kputepun 3GpGeKTMBHOCTY (MCXObl) ABASIOTCA BaXHbIMY,
B He BCe NCCnefoBaHUA NMEIOT BbICOKOE WY YAOBNETBOPUTENIbHOE METOA0NIONMYECKOe KaueCTBO U/Nnu NX
BbIBOAbI MO MHTEPECYIOLWNM UCXOAaM He ABAAITCA COrMacoBaHHbIMMN)

Cnabas pekomeHaaunaA (OTcyTCTBI/Ie [OKa3aTenbCTB HagneXallero kayecTaa (Bce paccmaTpuBaemMble KpUtepun
C 3¢¢EKTI/IBHOCTI/I (ncxopbl) ABNATCA HEBAXKHbIMU, BCE NCCNEfOBAHNA UMEIOT HU3KOE METOLONOIMYecKoe
KayecTBO 1 X BbiBOAbl MO MHTEPECYOLWNM NCXO4aM He ABNAOTCA COrnacoBaHHbIMK)

MPUNOMEHMUE b.

ANrOPUTMbI AEVNCTBUN BPAYA

NHuynpeHTanoma
[

MCKT 6e3 KOHTPaCTHOro ycuneHus

[o6pokauecTtBeHHbIN KT-peHoTUN HeonpepeneHHbiii KT-peHoTnn 3nokauectBeHHbIN KT-peHoTnn
+ Pazmep <4 cm « Pasmep >4 cm, nnotHocTb <10-15 HU « Pasmep >4 cm, nnotHocTb >20 HU
+ MnotHocTb <10-15 HU + Pa3mep <4 cm, nnotHocTb <20 HU + MMpu3Hakun nHBasnm pocta
+ Mo3aunyHas cTpyKTypa B OKpY»KatoLme CTPYKTypbl
« OnyxoneBblN/COCYANCTbIN
Tpom603

3-¢pasHaa MCKT

KoHnTtpacr KonTtpacr
Hakannusaert, HaKannuBaer,
6bIcTpO cOpacbiBaeT | (MepneHHo cbpacbiBaeT

KoHTtpacr
He HaKannuBaet

SUV <3
n3T c *oar
| suv>3
AvHaMmnyeckoe HabnogeHne AviHaMmnyeckoe Xupypruyeckoe
He Tpebyetcsa Ha6bnogeHune nevyeHune
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KNWHUKO-TEHETUYECKAA TETEPOrEHHOCTb IBYCTOPOHHEN

MWUKPOHOAYNAPHON TMNEPMJIA3UN HABNMOYEYHNKOB

© A. les*, A.I. benbuesuny, A.l0. Abpocnmos, [1.A. lepkau, A.A. JlTazapeBa

HaunoHanbHbIN MeANLMHCKUI NCCIie[oBaTeNIbCKUI LeHTP SHAOKPUHoNorum, Mocksa, Poccua

MwukpoHogynapHasa runepnnasua HagnoyeuyHnkos (Mukl'H) asnaetca pegkon npnumHon AKTI-He3aBMCMMOro runepkopTm-
LM3Ma, KoTopaa MoXeT ObITb pa3fenieHa no KpalHen mepe Ha iBe OTAesbHble rpynmbl NaTONOrMIA: NepPBUYHAA MUTMEHTUPO-
BaHHas MuKIH n HenurmeHTUpoBaHHasa MuKIH, cpean KOTOPbIX BbIAENAIOT CeEMeNHble N cnopaauyeckne ¢opmbl. Hanbo-
nee 4acTo BCTPeUaloLenca ABNAETCA reHeTUYeCKn AeTepMMHUPOBaHHaA cemenHasa dopma NePBUYHO-NMUTMEHTUPOBAHHOM
MukIH Kak ofHa u3 coctaBnaowWwmx Komnnekca KapHu, obycnosneHHas repmuHanbHon myTtauuenn B reHe PRKARTA. Mpu
N30nMpoBaHHbIX dopMax, NOMUMO MyTauummn B reHe PRKARTA, onncaHbl MHaKTUBUPYIOLWME MYTaLMK B TeHaX, KOAUPYHOLX
dochoanactepasbl (PDET1A4 n PDE8B), a Takxke amnnndukauma reHa PRKACA.

HecmoTpsa Ha OTHOCKMTENbHYI0 JaBHOCTb ONMMCaHUA MUKPOHOAYAPHON rmnepnniasum 1 OgHOMMEHHOTO KOMIJIeKca JiijlaHOM
KapHu B 1985 r., getanbHoe v3yyeHvie NaTodr3NONOrMUECKUX MEXaHN3MOB, FTeHETUYECKUX U KITMHNYECKUX acrneKkToB faH-
HOW NaToONOrK, Ha CeroAHAWHNI AeHb KNMMHULMCTbI MPOAOMKAIOT CTaNIKMBATbCA C KHETUMUYHBIMUY CTyYasMm 3aboneBaHms.
Takum o6pa3zom, npupoga faHHoro 3abonesaHNa HeJOCTaTOYHO N3yyeHa 1 TpebyeT fanbHerwwero nccnefoBaHus. B gaHHom
0630pHOI cTaTbe NpefcTaBieHbl HakoMnneHHble AaHHble 0 MUKIH ¢ akueHTOM Ha reHeThYecKue acneKTbl, @ Tak»Ke OnucaHbl
2 YHMKaNbHbIX KNMHWYECKNX Cllydan n3onupoaHHon MyklH ¢ pe3ynbTaTtamm 04HOCTOPOHHEN afpeHansKToOMUM.

KJTIOYEBBIE CJIOBA: cuHOpom NueHko—KyuwuH2a; MUKPOHOOYIAPpHAS 2unepn/ia3us Ha0no4Ye4YHUKo8;, 0OHOCMOPOHHAA A0peHA13KMoMUs.

CLINICAL AND GENETIC HETEROGENEITY OF MICRONODULAR ADRENAL HYPERPLASIA

© Anastassia Chevais*, Dmitriy G. Beltsevich, Aleksandr Yu. Abrosimov, Dmitriy A. Derkatch, Anna A. Lazareva

Endocrinology Research Centre, Moscow, Russia

Micronodular adrenal hyperplasia is a rare cause of ACTH-independent Cushing syndrome. It can be divided into two entities:
primary pigmented nodular adrenocortical disease (PPNAD) and non-pigmented micronodular adrenocortical disease, among
which familial and sporadic forms are distinguished. The most common is the genetically determined familial form PPNAD, as one
of the components of Carney complex. The vast majority of patients have identifiable pathogenic variants in the PRKARTA gene.
In addition to the PRKARTA gene mutations, inactivating mutations in the genes encoding phosphodiesterases (PDE11A4 and
PDEB8B), as well as PRKACA gene amplification, have been described in individuals with isolated forms. Despite the relative antiquity
of the description of micronodular adrenal hyperplasia and the Carney comlex, a detailed study of pathophysiological mecha-
nisms, genetic and clinical aspects of this pathology, nowadays, clinicians continue to face «atypical» cases. Thus, the nature of this
disease is not well understood and requires further research. This review presents the accumulated data on micronodular adrenal
hyperplasia, genetics aspects, and also describes 2 unique clinical cases of isolated PPNAD with unilateral adrenalectomy results.

KEYWORDS: primary pigmented nodular adrenocortical disease; micronodular adrenal hyperplasia; Cushing’s syndrome; unilateral
adrenalectomy.

BBEAEHUE *  VM30/IMPOBAHHYIO NEePBUYHO-MNTMEHTUPOBaHHYI0 MukIH,
He CBA3aHHYI0 ¢ Komnnekcom KapHu (n-MuklH);
MwukpoHogynapHas rinepnnasusa HagMoOYeYHMKOB  «  M30JIMPOBAHHYIO HENMUIMEeHTUPOBaHHYO MukIH.

(MnkI'H) — gBycTOpOHHEE NOpaX*eHre HafNnoYeYHNKOB, NpW- Bce Tpn rpynnbl MMelOT cnopaguyeckue n cemernHble

BOZsALLee K U36bITOUHON NpoayKuun KopTrsona. MukH ssns-
eTcA peaKon natonorunen n coctasnset 0,6—-1,9% AKTI-He3aBu-
cumoro runepkopTuumsmMa (AKTI — agpeHOKOPTMKOTPONMHbIN
FOPMOH), 13 KOTOPbIX OKOJI0 70% — cemelHble AeTePMUHUNPO-
BaHHble popmbl [1, 2]. [o faHHBIM PETPOCMEKTUBHBIX MCCIEef0-
BaHWIA, 3a06051€BaEMOCTb NPEBANUPYET Y ML MOJIOAOTO 1 Cpea-
Hero Bo3pacTa (24,2+11,0 roga), naTonorna BCTPeYaeTcs valle
Y XEHLLMH, YeM Y MY>KUMH, COOTHoLeHue 2,3:1 [3].

Ha ocHoBaHWM rucTonornyeckux gaHHbIx Tirosh v coaBT.
npeanoxunun nogpasgenntb Muklr'H Ha Tpm rpynnbi:
*  NEepBUYHO-MUTMEHTMPOBaHHYl0 MwuklH B

cnHgpoma KapHu;

pamKax

© Endocrinology Research Centre, 2021
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dopmbl [4].

NaHHanA knaccudukauus ABYCTOPOHHVIX MUKPOHOAYNAP-
HbIX MOpPa)eHW HafMnoOYeYHNKOB OCHOBbLIBAETCA Ha [ABYX
OCHOBHbIX TMCTONOMMYECKUX XapaKTePUCTMKaX: COCTOAHME
Kopbl — ee runepnnasuns nin atpodursa n NpuCyTCTBME M-
MeHTa BHYTpU y3enkoB [5]. Makpockonnyeckn obHapyxu-
BalOT HAafNOYEYHNKN HOPMabHOTO UM HECKOJSIbKO yBenu-
YEHHOrOo pa3mepa, C MHOXKECTBEHHbBIMU MENIKUMIN Y3eNlKamu
[Pa3NINYHbIX OTTEHKOB OT CBET/IOFO A0 TEMHO-KOPUYHEBOIO
uBeTa, AnameTpom 1-4 mm [4, 6, 7]. OKpalLumBaHMe y3enKoB
NPoONCXOANT B pe3yfbTaTe HaKOMIeHus B HUX nunodyc-
LUMHA — >XeNTO-KOPUYHEBOrO MUIMEHTa, 0bpasyloLlerocs
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KNUHUYECKIMI CNYYAW

W HaKanauBaloLWerocsa B pe3ysibTaTe OKUCAUTENIbHOrO Mo-
BPEXAEHNA MOJIEKYN NUNNLOB UK B CJyyae NoBpexaeHus
MeMbpaH opraHenn (MUTOXOHAPUIA 1 nm3ocom). MrKpocko-
NUYECKN faHHbIe Y3eIKN NpefcTaBneHbl KPYMHbIMY KNeTKa-
MU C HebonblUMMY AfpPaMK, COAEPXKALLMMM B 303UHODWIIb-
HOWM UuMTOMMasMe rpaHynbl nunodycumHa, MUTOTUYECKAs
aKTMBHOCTb B y3eJIKax O4YeHb HM3Kas [7-9].

B ocHoBe natoreHesa oGOV [NIOKOKOPTMKOMA-MPO-
OyLuupylowen Oonyxonu HafnoyeyHuKka NeXuT HapylueHue
B perynauum aktmsHocT UAM®-3aBUCMOW MPOTEMHKUHA-
3bl A (MKA; LAM® — umKnnyecknini ageHo3nHMoHodocdhar).
[eHeTnuecKne MyTauMM Bbi3blBAIOT HapyLUEHUE B Perynauum
aktmBHOCTM LAMO-TTKA crrHanbHOro nyTu, NprBoAaA K Ypes-
MepHon akTBaumm MKA n/unm cHUXeHWIo akTUBHOCTY doC-
dopmactepas (D), pe3ynsTaTom Yero sBAAETCA aBTOHOMHas
npoayKuma Koptusona. Tak, UHaKTUBMUPYIOLLAs repMrHasbHas
MyTauma MNMKA-perynaTopHOro reHa-cynpeccopa oryxosieBoro
pocta R1a (PRKARTA) BepeT K NoBbIeHNO akTBHOCTA TTKA,
B CBOIO OYepefb, MHaKTUBMpYoLwme MyTaummy B reHax PDET1A4
n PDE8B, kopgupytowmx O]9, HapyLwaloT npouecc rmgponmsa
UAMO n npenarctytoT MHakTuBauum KA. CBepxakcnpec-
1A PRKACA, no-BnamMmomy, nofasniaeT NHrMonpyioLLyto cro-
COBHOCTb PerynsaTopHbix efuHuy (R), TeM cambiM Bbi3blBast
uAMO-He3saBumcnmyto aktuBauumio MKA [4, 10].

KnuHnyeckne nprsHaku cnHgpomMa KapHu, accoummpo-
BaHHOro ¢ MuklH, xapakTepusyloTca Hanuumem KOXHbIX
NPOABNEHNN (TEHTUTMHO3, KOXKHbIE U CIIN3UCTbIE MUKCOMDbI,
ronyoble 3NUTENNOWIHbIE HEBYCbI, MATHA «Kode C Moso-
KOM»), MUKCOM CepAua M MOJIOYHbIX XeJfle3, onyxonen Auv-
yek (KpynHOKNETOUHble KanbLUMHUPOBaHHbIE ONYyXONu Kie-
Tok CepTonu), MCaMMO3HbIX MENAaHOTUYECKMX LIBAHHOM,
pexxe — comaTtoTponuHom [1].

[narHocTupoBaHve AaHHOM NaTONOrUY NPUHUMNNaNb-
HO He OTNIMYaeTCA OT APYrMX COCTOAHWUN, COMPOBOXKAA0-
wmxca cuHgpomom KywmnHra (CK), n coctont ns Tpex 3Tanos.
MNepBoouepenHO NoATBEPXAAETCA HaINUYME SHOOTMEHHOrO
rmnepkoptmumMsmMa (NpoBefeHne HOYHOro nofasnfioLle-
ro Tecta ¢ 1 mr gekcametasoHa (MAT1) n ucknouyeHne k-
30reHHOro BBEAEHUA/MOCTYMN/IEHUA TNIOKOKOPTUKONAOB
(TKQ)) [11]. HekoTopble aBTOpbl B KayecTBe MaTOrHOMO-
HMYHOro npusHaka MuklH onucbiBaloT nmapagokcanbHoe
nosbileHne Lrdp KOPTM30Ma Ha NOAABNAIOLWKX TecTax [2].
Bropbim aTanom cnegyet onpegeneHne AKTI, ypoBeHb Ko-
TOoporo npu gaHHon dopme CK cHuKeH (<5 nr/mn). 3aknio-
UMTENbHbLIA 3Tan BKOYaeT BU3yanusupymwole MeTogbl
nccnenoBaHma (MynbTUCNPanbHY0 KOMMNbIOTEPHYIO TOMO-
rpaduio (MCKT) n MarHUTHO-pe30HAHCHYI TOMorpaduio
(MPT)), oCHOBHOW Lienbio KOTOPbIX ABAAETCA UCKIIOUYEHUE
MaKpOoOMyxosnen Kak B HaAMouyeyHMKax, Tak N 3KTONUpPO-
BaHHbIX 0Opa3oBaHUN B napaHedpanbHol Knetyatke. O6-
HapY>XUTb MUKPOrMnepniacTuyeckne M3MeHeHusa B Kope
HafNOYEeUYHVKOB yaeTCcAa pefKo B CBA3U C pasMepaMu Hag-
MOYEYHMKOB, KOTOPble B GOJIbLUMHCTBE C/TyYaeB HAXOAATCA
B Npefenax HOpMbl UM HE3HAUYUTENIbHO YBENNYEHbl B OC-
HOBHOM 3a CYeT HebGOoNbLUNX Y3e/IKOB 0 5 MM, N3MEHSAIO-
LMX KOHTYpPbl HAAMOYEYHMKOB.

MonekynapHo-reHeTnyeckoe obcnefoBaHue Hanpas-
NneHo Ha nouck myTtauun reHoB PRKARTA, PDET1A, PDESB,
CNC 2 locus, PRKACA. AHann3 reHeTMyeckoro cuenneHus
nokasasj, YTo CyllecTBYeT Kak MWHUMYM [Ba He3aBUCK-
MbIX JIOKYyCa, acCOUMMPOBAHHbLIX C Kommiekcom KapHu:
17922-24 (PRKAR1A) n 2p16 (CNC). leHeTnYeckoe obcneno-
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BaHMe Ha AaHHbIA MOMEHT npepJiaraeTca B KayecTBe CKpU-
HUHra B CeMbAX C 3TUMMK MyTauuamn [12].

OCHOBHbIM METOAOM NEYEHUA Ha CErOAHALHUA AeHb
OCTaeTCcA ornepaTuBHOE BMeLLATenbCcTBo. 1o gaHHbIM ame-
PUKAHCKOro 3HAOKpUHonormyeckoro coobuiectsa (AACE),
ONTNMaJIbHbIM OOGBbEMOM OMEPATUBHOIO JIEUEHNA ABMAETCA
nanapockonuyeckasa ABYCTOPOHHAA agpeHanskTomua [13].
OpHako B page pabot coobuiaetca 06 apdeKTMBHOCTY Of-
HOCTOPOHHEN agpeHanaKTOMUM C COXPAHEHWEeM CTOMKOM
pemMuccun B OTAANIEHHOM MOCNEOMNEPALMOHHOM MNepuo-
ne [14, 15]. 3bdeKTMBHOCTb JlIeUeHUA OLEHMBAIOT KAk nabo-
paTopHO (onpefeneHne cBO6OLHOIO KOPTN30J1a B CYyTOYHOM
Moue, NoBTOpHoe npoBegeHue MAT1), Tak U KANHUYECKN,
no cteneHu perpeccum cumntomoB CK (Hopmanusayum mac-
Cbl Tena, apTepuanbHoro gasneHus (Afl), yrnesogHoro o6-
MEHA, PenpoayKTUBHON GyHKUMY 1 T.4.) [6].

B knuHnyeckon npaktnke ¢ MuklH vawe BcTpeyatotca
JleTCKMe 3HOOKPMHOMOM, TakK Kak B nopgasnsioliem 60nb-
WIMHCTBE CNy4YaeB AaHHaA NaTonorusa BCTPeYaeTca y Moso-
AblX nofen B coctaBe komnnekca Kaphu [4, 16]. B gaHHoON
CTaTbe NpefcTaBneHbl ABa YHUKAbHbIX KNMHUYECKUX CIy-
yas c nsonuposaHHo MuklH, anarHoctmpoBaHHoON y nayu-
€HTOB B JOCTAaTOYHO 3PenoM BO3pacTe.

KINUHUYECKUIA CITYYAN Ne1

MNMaumeHTt M., 56 net, cTpagaLWni TAXKeNbIM OCTEONOPO-
30M B TeUYEHWE MOCeAHNX 5 NeT N NMELNIN MHOXECTBEH-
Hbleé KOMMPECCNOHHbIE NepesioMbl TeN1 MO3BOHKOB (Th6, Th9,
Th12, L2, L4), obpatunca B OIBY «HMWL, sHaoKpuHOnornm»
€ xanobamu Ha BbIpaXkeHHyto CllabocTb, BbICTPYIO yTOMAAe-
MOCTb, 601 B MOACHUYHOM OTAESIE MO3BOHOUYHIKA, MOBbILLE-
Hre AJl no yTpam 10 MakcmanbHbIX uudp 170/110 mm pT.CT.

M3 aHaMHe3a W3BECTHO, YTO W3MEHEHUS BHELIHOCTU
(yBenunueHmne oKpy>KHOCTW »KMBOTA) 1 NoBbiweHne ALl mak-
cumanbHo fo 170/100 Mm PT.CT. MALMEHT Hayan oTMeyaTb
okono 5 net Hasag. AmnarHo3 AKTI-He3aBucumoro runep-
KopTuumsma 6bin noctasneH B 2016 . HA OCHOBaHWY na-
60pPaTOPHO-UHCTPYMEHTANIbHBIX AaHHbIX: KOPTU30/ B KPO-
BM YTpOoM — 627 HMonb/n, B xoge GLN1 — 510 Hmonb/n,
KopTn30/ B C/lloHe BeyepoM — 17,3 HMonb/n, 6a3anbHbli
AKTI — 1,9 nr/mn. C uenbio TONMYECKON ANArHOCTUKKN He-
opHoKpatHo nposogunack MCKT 3abplowmHHOro npo-
CTPaHCTBA C KOHTPACTHbIM YCUEHMEM, NO AaHHbIM KOTOPOW
NaToNoOrnYecknX N3MeHeHNn Haano4YeYHNKOB He BbIAABIIEHO.
Cneunduryeckoro neyeHns He nonyvarn.

M3 conyTtctBytowen natonoruun: B 2017 r. gnarHoctu-
poBaH pak »kenyaka (nepcTHeBUAHO-KNeTouHbln) T2NOMO
IB ctaguun, Nno noBogy KOTOPOro npoBedeHa AuCTanbHasA
cybTOTanbHas pesekuus xenyaka.

Mpw pun3mkanbHOM 0b6CneaoBaHUN OTMEYANTOCh N3MEHEe-
HMe BHELWHOCTA NO KYLWWHIONAHOMY TUny — nepepacnpe-
JeneHve nogKkoxHoxnposon knetyatku (MKK), «nyHoo-
6pa3Hoe» ML, MAaTPOHN3M, MPaMOPHOCTb KOXK. HecmoTps
Ha HOpMaJibHble NoKa3aTenu nHaekca maccol Tena (MMT) —
24,2 kr/m? (Bec 62 Kr npu pocTe 160 cMm) y NaLMeHTa oTMeYa-
NOCb BbIPaXeHHOE LIeHTPasIbHOE OXKMPEHNE, COUeTatloLLeecs
C aTpodumen MblllL, KOHEYHOCTEN 1 CrIaXKEHHOCTBIO AroAuY-
HbIX MbILLIL.

Takxe B xofe rocnutanmsaummn npoBeaeHo ropMoHasb-
HOe nccnegoBaHe KPOBU 1 MOUM, pe3ynbTaTbl NPYBEAEHbI
B Tabn. 1.
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Ta6nuua 1. JaHHble 1abopaToOpPHbIX NCCefOBaHNA NaymeHTa N1

Mokasatenb Pesynbrar EpnHunubl nsmepeHns Pe¢epeHc
KopTtum3on (KpoBb), yTpo 632,2 HMONb/N 123-626
KopTuson (KpoBb), Beuep 644,5 HMONb/N 46-270
KopTtm3on (cntoHa), Beuep 22,93 HMONb/N 0,5-9,4
KopTtum3on cB. (Mouya), cyT 1206,25 HMONb/CYyT 60-413
AKTT (yTpo) 1,13 nr/mn 7-66
naT1 617,8 HMONb/N MeHee 50

PucyHok 1. MynbTucnupanbHasa KoMnbloTepHasa Tomorpadus
HaAnoyeyHMKoB 6e3 KOHTpacTpoBaHuA nayueHTa N1,

B anpene 2019 r. mauueHTy BbINOSIHEHA 3HAOCKOMNU-
yeckasa peTponepuToHeanbHasa MNPaBOCTOPOHHAA agpe-
HanakTomuA. B nocneonepauynoHHOM nepuofe KIvHK-
YecKMX NPM3HAKOB HaAMOYEYHWKOBOM HEeJOCTaTOYHOCTU
(HH) He Habnopanocb. Mo AaHHbBIM FOPMOHANIBHOIO aHa-
nu3a KpoBsu, Koptuson (yTpo) — 524,4 HMONb/N, KOPTU3ON
(Beuep) — 599,9 HMONb/N, KOPTU3O0M CYTOYHOWM MopLUUN
Moun — 860,2 HMONb/CYT, UTO CBUAETENbCTBYET O COXpa-
HAowemca AKTI-He3aBucumom runepkoptuumsme. Beugy
He3pPeKTVBHOCTV OJHOCTOPOHHEN Onepauny 3aniaHnpo-
BaHa JIeBOCTOPOHHAA afjpeHaNdKTOMMA, KOTopasa OTKNaAbl-
BaeTCA B CBA3U C HEKOMIMIAEHTHOCTbIO NaLMeHTa.

Mo paHHbIM TMCTONOrMYEeCKOro MCCNefoBaHWA nocse-
onepauroHHOro MaTepuana: B AOCTaBE€HHOM MaTtepuane
HabnogatoTcA dparmMeHTbl XUPOBOW KNETUYATKN 1 Hafnovey-
HVKa obwumn pasmepamn 7,0x5,5x2,0 cm (puc. 2). B Kope
BM3YaNM3NPYIOTCA MHOXECTBEHHbIE KOPUYHEBATbIE Y3eSNKn
10 0,4 cm. [pr MUKPOCKONMY TKaHEBaA apXUTEKTOHMKA KOPbl

PI/ICyHOK 2. [ncronornyeckas KapTnHa nocneonepaunoHHOro matepmnana HaagnoyeyHnka naymeHTa Ne1.
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KNUHUYECKIMI CNYYAW

HaZino4yeyHuKa HapyLleHa 3a cyeT 06pa3oBaHMsA MHOXKECTBa
MENKUX Y3eNKOB M3 pPa3HbiX KNeTok. bonbliuasa yacTb KNeTok
C KOMMaKTHOWN 303MHOGWUIIbHON LIMTOMJIa3MOW, COAepKallen
KOPWYHEBATBIN NUrMEHT (MMNodyCUH) 1 YacTb CBETIbIX KIle-
TOK, 6oraTtbix nunugamu. O6Hapy»xeHHas natomopdonoruye-
CKasA KapTMHa MOXEeT COOTBETCTBOBATb MNEPBUYHON MUTMEHT-
HO-Y3e/IKOBOW ajpeHOKOPTUKASIbHOW 60N1e3HN.

KNUHUYECKUI CNYYAN Ne2

MauyvenTKa C., 40 net, B TeYeHNe MHOTUX neT Habnwoaa-
nacb y Kapguosnora B CBA3M C HELENeBbIMA 1 HeCTabunb-
HbiMu undpamm AL (nosbiweHne ao 180/110 MM pT. CT.),
Nno MoBoAy Yero nosiyyana MHOTOKOMMOHEHTHYIO MMMNOTEH-
3UBHYIO Tepanuio (MHrIMOYTOpaMy aHTMOTEH3NHMpPEBPaLLa-
towero ¢pepmenTa (MAMNQD), 6eTa-agpeHobnokaTopamu (bb),
neTneBbIMU OUYPETUKAMM) C MONOXUTENbHBIM 3ddeKTOM.
3a nocnegHue 5 net oTMeYaeT n3MEHEHMe BHELWHOCTH (yBe-
nuyeHre Maccobl Tena, nepepacnpegenexme MKK c npeobna-
JaHveM B 0611aCTv LA 1 KUBOTA, N3ObITOYHBIN POCT BONOC
Ha BepxHel rybe, Ha X1BOTE), HapyLUEHNEe MEHCTPYaNbHOIO
uukna. M3 aHamHe3sa M3BeCTHO, YTO MauMeHTKa nepeHecna
[1Ba HU3KOTpaBmaTnyHbIX nepenoma VIl u IX pebep, octeo-
[EeHCUTOMETPUA He NPOBOAMIACk. YUNTbIBasA CTONKOE MOBbI-
weHve All, HapylleHne MeHCTPyanbHOro LMKa, HapyLleH-
HYI0 TOJIEPAHTHOCTb K [/II0KO3€e U [aHHble GU3MKaNbHOIO
obcnenoBaHus, NepBoHavanbHO Obinl 3aMof0O3pPeH U BMO-
CNeacTBUM NOATBEPXKAEH AUArHO3 SHAOrEHHOro rmnepKop-
Tum3ma, AKTI-He3aBrcumas ¢opma.

DaHHble ocmoTpa npu noctynneHum: UMT — 27,6 kr/m?
(Bec 69 kr npu pocte 158 cm). MepepacnpeneneHue MKK
Mo KyLVHIoMgHOMY TUMY C HanbonbwumM npeobnagaHnem

Ta6nuua 2. lopMOHanbHbI aHaNN3 KPOBY 11 MOUM MaLneHTKM NO2

B 06/1aCTU »KMBOTA, CKOLLEHHble AroauLbl. Ha 60KOBbIX No-
BEPXHOCTAX XKNBOTA ONpeaensioTcs cTpun 6negHo-po30Bo-
ro useta. JlyHoobpasHoe nuuo.

B xone rocnutanusauumn npoBeaeHo labopaTtopHoe Uc-
cnepoBaHue, pe3ynbTaTbl NpuBefeHbl B Tabnuue 2.

BbinonHeHa MCKT opraHoB 3a6poLWHHOIO NPOCTPaH-
CTBa, NO JAaHHbIM KOTOPOW OnpeaenaeTca y3enKkoBas runep-
nnasma 1eBOro HafiNnoYeYHNKa, HeNlb3A UCKIIOYNTD Y3emKo-
BYIO rnepnasmio NpaBoro HagnoyeyHuka (puc. 3).

YunTbiBas Hanuuve y MauueHTKU HU3KOTPaBMAaTMUHbIX
nepenomMoB B aHaMHe3e, B xofe rocnutanusayum npose-
[leHa 0CTeOAEeHCMTOMETPMA, NO AAHHBIM KOTOPOW onpege-
naerca cHmxeHme MMK B nosACHMYHOM oThenie rno3BOHOY-
HuKa (go -1,8 SD no Z-kputepuio B L1-L4), nyueBoi Koctn
(go -1,3 SD no Z-kputepuio B ynbTpagucTanbHOM OTAene)
N B NpPOKCUMManbHoOM oTaene 6eapeHHoln koctu (o -0,5 SD
no Z-kputepuio Total), UTo COOTBETCTBYET OCTEOMNEHNN.

B anpene 2019 r. naymeHTKe BbINOJSIHEHA SHAOCKOMMYe-
CKasA NeBOCTOPOHHAA afpeHanskTomus. B cBA3n ¢ passu-
Tmem HH B paHHem nocneonepauvoHHOM nepuoge WHU-

UMMpOBaHa rOpMOHasbHaA 3amecTWTeNbHaa Tepanus
C nocnepytowlen Koppekumen tepanmm (rmapoKopTU3oH —
15 mr/cyT).

Mo paHHbIM FMCTONOrMYECKOro MCCNefoBaHWA Mocne-
onepaunoHHOro matepvana nogreepxgeHa MuklH. Ma-
KPOCKOMMYECKN HAAMOYEYHVK COAEPXNUT MHOXECTBO dpar-
MEHTOB KMPOBOW TKaHu oT 1,5 go 3,0 cM B HanbonbLiem
N3MepEeHNN C yyacTKaMy »KeNTOBAaTO-KOPUYHEBOMO LBETa,
NpeacTaBnAWUMN TKaHb HagnoyeyHuKka. Mukpockonumye-
cKkoe onuncaHue: PparMeHTbl TKaHW HaNoYeYHMKa C MHOXe-
CTBEHHbIMW OYaramuy runepnniasmm KneTok KOpKoBOro o
C LIMPOKOW OKCNWIbHOW LUTOMIa3Mon (puc. 4).

MNokasartenb Pesynbrar EavHMLbI N13MepeHns PedepeHc
KopTtmson (cntoHa), Beuep 9,8 HMoNb/N 0,5-94
KopTtum3on cB. (Moua), cyT 215,2 HMONb/CYyT 60-413
AKTT (yTpo) 1 nr/mn 7-66
nAaT1 470,8 HMONb/N MeHee 50

PucyHok 3. MynbTucnunpanbHas KOMIbloTepHaA TOMOrpadumsa HaanoYeUHMKOB 6€3 KOHTPacTVPOBaHMA NauneHTKN No2.
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PucyHoK 4. [ucTtonormyeckas KapTuHa nocneonepauroHHOro mateprana Haano4yeyHrka naumeHTkm No2.

OBCYXIEHUE

DBycTopoHHAs Mukl'H aenaetcs opdaHHbIM 3aboneBa-
Huem. PegkocTb nofo6HbIx 3aboneBaHWIn Bbi3bIBaeT Tpya-
HOCTW NX CBOEBPEMEHHOIO ANArHOCTUPOBAHMA U NIeUEHUS.
[aHHbIN OnarHo3 sBnsAeTCA, CKopee, AMArHO30M WCKIoYe-
HUA, TaK KakK OTCYTCTBYIOT npuBblyHble ana AKTI-He3aBu-
CUMOTO TMMepPKOPTULIM3MA ONyXOJeBble N3MEHEHUS B Haj-
noyeyHmkax Ha MCKT n ecTb abCONMIOTHO HECOMHEHHbIe
nabopaTtopHble AaHHble, cBugeTenbcTByoWwmne 06 AKTI-He-
3aBUCUMOM runepkopTuumnsme. NMpreeaeHHble HAMU KIUHA-
yeckume cylyyau elle pa3s [OKa3biBalOT C/IOKHOCTb CBOEBpe-
MEHHOW ANArHOCTUKU 1 NPUHATUA OQHO3HAYHOTIO PEeLLEHNS
0 BbIbOpe obbema X1pypruyeckoro BMeLLaTeNnbCTBa.

Bo-nepBbix, Yalle BCEro gaHHasA NaTonorusa BCTpeYaeTcs
B COCTaBe CUHAPOMA MHOMECTBEHHbIX SHAOKPUHHBIX HEO-
nnasun 4 Tmna (cnHgpoma KapHwm), ogHaKo B Hallem criyyae
06a naLuveHTa UMeIOT N30NIMPOBAHHYIO MUTMEHTUPOBAHHYIO
HaZMoYeyHUKOBYIO runepmnnasuio. Mpu TwartenbHOM o6crne-
[OBaHMM APYruX KOMMOHEHTOB Kommyiekca KapHu (neHTu-
FMHO3, MUKCOMBbI, roflyOble 3NUTENNOVAHbIE HEBYCHI, MNATHA
«Kode C MOSIOKOM» 1 [ip.) BbIAIBIEHO He 6b1s10.

3aboneBaHune 0ObIYHO MOPaXKaeT Nuy 6onee MosIogoro
Bo3pacTa (24,2+11,0 roga) v B 60NblUE CTENEH XKEHLLMH.
YuntbiBasi 3TOT aKT, BTOPOW [OMArHOCTMUYECKOWN CIIOX-
HOCTbIO CTajl BO3pacT 06oMx MauueHToB, B 0COOEHHOCTU
nauneHta N21, y KOTOporo oH coctaBun 56 net. MoxHo
npeanosioXknTb, UYTo U30NMPOBaHHaA Gopma NepPBUYHO-
NUrMeHTUpPoBaHHON MuKIH accoummpoBaHa c Haubonee

nosaHen maHudecTaumen 3a6oneBaHNs, HEXENN B COCTaBE
komnnekca KapHu.

Bo MHorux paboTax npu NpoBeAEHUU FOPMOHANbHbIX
NCCNefOBaHUI OTMEYANMCh NMapafoKcasibHble MOBbILIEHUS
unop Koptmsona B xoge MNAT1, ogHako B NMpuBEAEHHbIX
HaMU KIIMHUYECKUX HAabNIoAeHUAX 0XKMAAEMOro MAaTOrHOMO-
HUYHOTO MpPK3HaKa BbISBNIEHO He Oblfo.

Cnepgyrowim 1 Hanbonee BaHbIM MYHKTOM, 6e3yc-
NOBHO, fABNAETCA OObeM OnepaTMBHOIO BMELLIATENIbCTBA.
Kak 6bino ynomaHyTo paHee, pekoMeHAOBaHHbIN 06bem
onepauumu, No AaHHbIM AMEPUKAHCKOM accoumaLmmn 3HLO-
KPUHOMOrOB, — ABYCTOPOHHAS agpeHanaktomus. OfHako,
NPUHMMAs BO BHMMaHWe OMWCaHHbIE CJlyyau YCMEeLHON
OOHOCTOPOHHEN afpPeHANIKTOMUN C NOCIeAYoLIen MHOIO-
NeTHen pemnccren, o110 NPUHATO pelleHre 06 ogHOCTO-
POHHeNn agpeHanaKToMun y oboux naumeHToB. Mbl nony-
YnnKn ABa NPOTUBOMOMOXKHbBIX pe3ysbTaTa: B MEPBOM Cllyyae
pemunccnn 3aboneBaHnA OCTUTHYTO He 6biflo, B TO Bpems
Kak y nauneHTkn N°2 B paHHeMm nocsieonepaunoHHOM ne-
puoge passunack ctonkasa HH, uto aBnsnocb 6onee 6naro-
NPUATHBIM MPV3HAKOM U CBUAETENBCTBOBAIO 06 yCreLwHoOMm
MCXOie OMepaTUBHOrO JieyeHnsA. HeCOMHeHHO, nepuog Ha-
6nofeHNa JaHHOW MAUMEHTKU Obifl HEMPOAOKNTENbHBIM,
yToObl CAenaTb OAHO3HaYHbIN BbIBOZ 06 3dhEKTUBHOCTM
OOHOCTOPOHHEN afpPeHaN3KTOMUK, B CBA3U C YeM TpebyeTcs
JanbHenwee HabnogeHwe gns onpeaeneHns AUHaAMKN CO-
CTOAHVIA U ASINTENBbHOCTM PEMUCCUUN. BO3MOXKHBIM 06bsICHE-
Huem HeapdEeKTMBHOCTM AAaHHOTO OOGbEMA XUPYPruyecKkoro
BMeLllaTenbCTBa Y nauneHta N21 ABnAlTCA nepBoHavasbHO
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KNUHUYECKIMI CNYYAW

6onee BblpaxeHHble npossneHus CK Ha goonepaloHHOM
3Tane. Takxe HeobxoAMO yunTbiBaTb AaHHble MCKT-uccne-
JoBaHWi: y naumeHTa N21 oba HagnouyeyHuka 6biv B npe-
Jenax HOpPMbl M 3HaYMTeNIbHO He OT/IMYANUCh MO pa3mepy,
B TO Bpems Kak Yy naumeHTku N22 noparkeHue 6bino 6onee
BblpaKeHO C OHOW CTOPOHbI.

YUnTbIBasA CHUXKEHME KayecTBa XKM3HU NaumeHTa 1 BbiCo-
Kue puckn cmeptu ot octpoin HH nocne nposegeHnsa 6una-
TepanbHOW aiPEHANIKTOMMU, Mbl CYUMTAEM LIENECO06PA3HbIM
BbIMOSIHEHVE OLHOCTOPOHHEW aipeHaNISKTOMMM C Nocneayto-
LWeln KNMHNYECKON 1 nabopaTopHON OLEHKON CTEPOVAHOIO
obmeHa. B cnyuyae HeapdpeKTMBHOCTM NepBo onepauum no-
Ka3aHo NpoBeAeHne TOTa/IbHOM afpeHan3KTOMUN.

MepcneKkTVBHbIM W, BO3MOXHO, MPOrHOCTUYECKU LIEeH-
HbIM OyAeT npoBefieHNe MONEKYNSPHO-TEHETUYECKOTO UC-
cnepoBaHua reHoB (PRKARTA, PDE11A4, PDE8SB, PRKACA)
y NaUMEHTOB C KNMHNYECKUM anarHo3om MuklH.

MOJNIEKYNAPHO-TEHETUYECKAA ANATHOCTUKA:
AOCTUMXKEHNA N NEPCNEKTUBDI

Kak 6b110 ynomaAHyTO Bbile, B ocHoBe MukI'H nexar re-
HeTMYeCKNe M3MEHeHWs, HapyllaLwye perysauuio akTme-
HocTM UAMO-TIKA curHanbHOro nmyTu, KOTopble MpruBOaAT
nmbo K upesmepHon aktuauum MKA, MnGO CHUXKEHUIO aK-
TUBHOCTY ee ge3akTuBatopa O3.

M3BecTHbl ABa nsomepa MKA (1 1 2 Tunol), a Takxe 4 n3o-
dopmbl perynaTtopHoii cyobeguHubl (R1a, R13, R2a, R2(3)
1 3 nsodopmbl Katanutueckon cybveamHuubl (Ca, CB, Cy).
Kaxayto nsodopmy kogmpyet cobctBeHHbI reH [1]. Coot-
BETCTBEHHO, TPV FeHa KOAUPYIOT KaTanuTuyeckme cybbe-
anHnubl MKA (PRKACA, -CB 1 -CG) n yeTbipe reHa KogupyoT
perynsaTopHble cybbegunHuubl (PRKARTA, -1B, -2A n -2B) [17].
Tak, repmuHanbHasa myTaumna MNKA-perynatopHoro reHa-cy-
npeccopa onyxonesoro pocta R1a (PRKARTA) BeeT K NOBbl-
weHunio akTnsHocTu MKA.

K MHaKTUBMPYIOLM OTHOCATCS MyTaLMKN B reHax, Koau-
pytowmx docdopnactepasbl (PDET11A4 n PDESB). NMpu paH-
HbIX MyTaUMAX HapyLlaeTcsa npouecc rugponunsa yAMO, yto
NPensaTCTBYeT BOCCOEAVHEHVIO PEryATOPHbIX U KaTanu-
Tyeckmx cybbegununy NKA. Amnandukauma reHa PRKACA
NPUBOANT K CHUXKEHMIO UHTMOMPYIOLLEN CocobHOCTH pery-
nAaTopHbIX eguHny MKA, Tem cambim Bbi3biBas LAMO-He3a-
Brcumyto akTuBauuio MKA [4, 10].

Mopa<eHHble reHbl/NnoKycbl npu KapHu-Komnnekce:

PRKAR1Awn 2p16

AHanu3 reHeTMYECKOro CUensieHnsa nokKasarn, yto cylie-
CTBYET Kak MVHMMYM 2 He3aBMCMMbIX JTOKYCa, acCoLMmpo-
BaHHbIX C Komnnekcom KapHu: 17q22-24 n 2p16 [12, 18].

B2000r. 6611 MAEHTMOULNPOBAH FeH PerynsTopHON Cyob-
eanHuubl anbda (R1a) npotenHknHasbl A (PRKARTA) [19].
DTOT reH HaxoAwuTCA Ha AJIMHHOM nyieye 17 XPOMOCOMbI
(17922-24), n okono 80% 60sbHbIX ¢ MUKHT B cocTaBe KoMm-
nnekca KapHu MMEIOT retepo3vroTHy0 MyTauuio AaHHO-
ro reHa [12]. Npu6nnsuntenbHo 70% U3 HUX — CeMelHble
¢dbopmbl, a ocTaBlUMECA CllyYan NPeacTaBasioT cobon MyTa-
uuto de novo. [MeHeTpPaHTHOCTb cpefi HOCUTENEN MyTaL Wi
PRKAR1A npakTuyecku abconioTHa u coctaBnset 97,5% [4].

PRKARTA BbiCTynaeT B KayecTBe K/acCMYeCKOro reHa-
cynpeccopa onyxonenl. OHKOreHe3 B OMyXOnAX MPU KOM-
nnekce KapHu o6ycnoBneH MOMHbIM OTCYTCTBUEM OQYHK-
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unoHanbHoro reHa PRKARTA, npuBogALlero K HapyLlweHmio
perynsauun umknuHos D-tuna [19]. B paboTte Kirschner u co-
aBT. ObINO BbIABMIEHO, YTO MPU MOTepe HOPMAbHOro anne-
nA (B faHHOM cnyyae B 17¢22-23) nponcxoguT yTpata rete-
POreHHOCTU, YTO ABNAETCA PACNPOCTPAHEHHbBIM ABNEHUEM
Npu 3/710KauYeCTBEHHbIX OMyXONAX W YKa3blBaeT Ha OTCYyT-
cTBUE OYHKLUMOHAIbHOIO reHa-Cynpeccopa Onyxosu B noTe-
psiHHOW obnacTtu [20, 21]. B gaHHOM cnyyae HOKayT JaHHOTO
annensa npMBOAUT K MOBbILLEHNIO YPOBHA UMKNNHOB D-Tna.

lfepMuHanbHble myTaumm PRKARTA B nogasnstoLlem 60sb-
LUNHCTBE CllyyaeB onpegenaTca B 2, 3, 5, 7 n 8-m 3K30Hax,
Ha OO0 OCTasibHbIX MPUXOAATCA WHTPOHHbIE M CNIANCKH-
roeble myTauum [20]. MpakTnueckn BCe MyTauun ABNAIOT-
CA YHUKanbHbIMK, TonbKo ABe: 491_492delTG B 5 3K30He
1 c.709-2_709-7delATTTTT B 7 UHTPOHE OTHOCAT K MYyTaLMOH-
HbIM «ropsAYMM Toukam» (mutational hot spot) — nokycam re-
HOMa, XapaKTepu3ywWnMcs 6orbLueil MyTabenbHocTbio [12].
MNpeBanvpylolee 4nCnO MyTaumii NPeacTaBieHO 3aMeHOoM
HYKNeoTaa, Aeneunsamu, BCTaBKamy UM KOMOVHUPOBAHHDI-
M1 M3MEHEHUAMM, BKIIIOYAIOWMMM [0 15 HYKNEeNHOBbIX KUC-
NOT, OfHAKO B OMpeAesieHHbIX paboTax, B yacTHoCTK Salpea
1 coasT. u Horvath n coaBr, Takke onvcaHbl ciyyan u bonee
KPYTMHbIX, XPOMOCOMHbIX Aeneuni y 11 n 2 HepoACTBEHHbIX
naumneHTOB C KomrnekcoM KapHu cootBeTcTBeHHO [20, 22, 23].

MyTauuu 6binn pacnpegeneHsl No rpynrnam B COOTBET-
CTBMM C MX MOJNEKynAapHbiM/ nocneactsuamu. K nepson
rpynne, coctaBnswLel 6onee 90% Bcex MyTauuid, OTHOCAT
Te U3MEHEHNA NOCNef0BaTeNbHOCTU HYKNeoTNAOB, pe3ysb-
TAaTOM KOTOPbIX ABAAETCA NPEXAEBPEMEHHbIA CTOM-KO-
OOH. HenpaBunbHO cnnancnpoBaHHble MPHK (copepxa-
WMe CTOM-KOL4OHblI B HETUMMYHbIX MeCTax) noABepraloTcs
HOHCeHc-onocpefoBaHHoMy pacnagy (NMD) [24]. JaHHbin
npoLiecc NpenaTCTByeT CUHTE3Y MyTaHTHOIO 6enkKa, YTo npu-
BOAUT K CHUXeHuto ypoBHsA R1a 6onee uem Ha 50% u, cooT-
BETCTBEHHO, NOBbIleHu0 akTuBHOCTU KA, UTO, B CBOIO OYe-
peab, NPUBOAUT K yBenuuyeHuto obpaszosaHmio NKC [20].

Ko BTOpon rpynne OTHOCAT MWCCEHC-MyTaumm —
KOPOTKME BCTaBKWU/Oeneunn BHYTPU pPaMKM CUYAUTbIBAHUS,
AN  ChNanc-BapyaHTbl, KOTOpble ABAAKTCA LOCTATOYHO
penKkon npuumHom 6onesHn. MucceHc-myTaumm HaxogATcA
B KOHL|E TeHa 1 MPMBOAAT K 06pa3oBaHuio fedeKkTHoro ben-
Ka, KOTOPbI/ He MOXET JOJIXKHbIM 06pa3omM B3anMOAencTBo-
BaTb ¢ ULAM® unu HeapPeKTUBHO CBA3BIBAETCA C KaTannTu-
yeckumun cybbvegmHuuamu MNKA [4, 25, 26].

OpHaKo COXpPaHANCA BONPOC O NPUUYNHAX BblparkeHHOMN
BapuabenbHocTn TeueHmsa MuklH n peanusauuu gpyrux
oryxosen y 4neHoB ofHou 1 Ton xe cembn ¢ PRKARTA my-
Tauuen. MpeanonioXeHo, YTo GOMbIUMHCTBO KOpPenauni
reHoTUM-PpeHOTUM OO BACHUMbI HAJIMUNEM AOMONHUTENBHbIX
reHeTM4Yeckux (akTopoB, KOTOpPblE MOAYNMPYIOT dKCrpec-
CVI0 [l@aHHOTO MPU3HaKa, B CBA3M C YeM MPU N3yYeHUn Mo-
HOreHHbIX 3a00M1eBaHNI BHUMaHKe uccnegosaTenein 6biio
obpalyeHo K reHam-mopudurkatopam. Libé n coast. 66110
BbIAIBNEHO, UTO PDET1A AaBNsAeTCA reHOM, BAUAIOWUM Ha de-
HOTWM Y NaureHToB ¢ myTaumeli PRKARTA. B paHHown pabo-
Te y 25% nauuneHToB € repmmnHaTeHon myTaumen PRKARTA
6bInn 0OHapy»eHbl couyeTaHHble MyTauumu reHa PDETIA.
Mpw 3Tom gedekTbl PDETTA y naymeHToB ¢ MuklH n cepto-
NN-KNETOUYHBIMM KanbUNULMPOBAHHBIMA OMYXONsIMU Ha-
6nI08annCh 3HAUUTENBHO Yallle, YeM Y NaLMeHToB 6e3 3Tux
npoasneHnn. Hocmtenammn gaHHOM MyTauum vaule BCero
6bIAV MYXUUHBI [27].
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leH Ha 2-n xpomocome (2p16) goO cux Mop He ycTa-
HoBneH. Hannumne anbTepaunn (Yawe Bcero amnnudu-
Kaumi) B niokyce 2p16-21 npegnonaraet Hanmuyme B HEM
OHKOreHa, OTBevalowero 3a KaHueporeHes y nauneHToB
C KoMniekcom KapHu. Bo3moxHO, anbTepaunm B aHHOM
NOKyCe MOryT ObiTb OfHMM M3 CaMbIX PAaHHUX COOLITUN
B natoreHese pa3BUTMA OMYXOJIEBOrO poOCTa MPU KOM-
nnekce KapHwn [28].

Mopa)keHHble reHbl/NoKyCbl NPy N30aANpoBaHHON popme

Mukl'H: PRKAR1A, PRKACA, PDE11A

Mo cpaBHEeHWIO C APYrUMW MyTauMAMK, OMMUCAHHbI-
mMu B reHe PRKARITA, repmyHanbHas myTauumsa c. 709-7del6
B 6-M MHTPOHE MNpaKTUYeCcKN BCerga accoummpoBaHa
C U30NMPOBaHHOM GOPMOI NEPBUYHO-MUTMEHTNPOBAHHOM
MwuklH. Y Bcex mauueHTOB C AaHHOW geneuuven Habnwopa-
nacb u-Mukl'H, npu obcnefoBaHUM ApYrux MPOABIEHWUN
KapHu-Komnnekca BbisiBNeHO He 6bi1o [29]. Mpu n-MuklH
GONbLUVMHCTBO NALMEHTOB NMEIOT AaHHYIO MyTaLuio, Ha JOJ0
OCTanbHbIX MPUXOAUTCA MUCCEHC-MyTaumsa Met1Val B reHe
PRKARTA[30].

Amnnudukauua reHa PRKACA, Kogumpytowero Katanutu-
yeckyto cy6beamHunuy LAM®-3asucrmoii MNKA, BegeT K yTpa-
Te perynaumm ee akTMBHOCTU (MPONCXOAUT HapyLLEHMe B3a-
UMOJENCTBUA PEryNATOPHOM-KaTaNnMTUYECKON cybbeamHuy
npu coxpaHeHnn depmeHTaTUBHOM akTUBHOCTU MKA). B nc-
CflefoBaHNM HabMIOLANUCh Kak AynavKauuy, Tak u TpUniu-
Kaumm PRKACA, npvuem nocnegHue Obiiv acCoLMnpOBaHbI
¢ 6bornee paHHel MaHndecTauren 3abonesannsa n 6onee Ta-
»enbim TeyeHmem CK [31].

W, HakoHeu, myTauuAa reHa PDETTA, pacnonoXeHHOro
Ha xpomocome 2q31.2 nkoampytowero ®13 11A, koTopas oOT-
HocuTcA K 6onbwomy cemenctey 13 n obnapaet ABOVHOM
cneundUUHOCTBIO: pacwennseT Kak UAMO, Tak 1 uMKnnve-
CKUI ryaHo3nHMoHodocdart [32, 33]. Y naumMeHTOB C MHAKTU-
BupyowmMmn mytaumamm PDET1A 6bina obHapy»KeHa noteps
annena 2q, 4to NpMBOANIO K 3HaYMTENIbHOMY MOBbILIEHWIO
ypoBHA LAMO® 1 ufM® B onyxonu. 3To NO3BOAUNO CAenaTh
BbIBOA, YTO MyTauua B PDET1A npeppacnionaraet K obpa-
30BaHUO MuklH n cBfA3aHa C HeafeKBaTHOW aKTMBaUMEN
UAMO® afeHUNaTKMHA3HOMO NYTH, TaK e Kak U yMeHbLUeHne
PDE11A MINKA n akcnpeccun 6enka [32, 34].

MopakeHHble reHbl/NOKyCbl NPV N3onuposaHHon ¢popme

HenurmeHTupoBaHHon MuklH: PDE8SB, PDE11A, PRKACA

PDE8B faBnaetcA ogHUM W3 PerynAatopoB cTepoupore-
He3a HaAnoYeyHNKOB. XOTA MexaHM3M AeNCTBUA A0 KOHLA
He M3yyeH, NpeanosiaraeTcsa, YTo B HOpMe B KOpe Haamno-
YyeuyHukoB docdoamacTepasbl 8B fencTByeT Kak UHIMOUTOP
ctepongoreHesa [33]. Jlokyc gna uAMO-cneymduyeckon
®[15 (PDE8B) HaxoguTcAa Ha ANMHHOM MnJjleye 5 XpOMOCOMbI
(5913) [35]. OgHako, yunTbiBaa pefKoCTb AaHHOW MaTosno-
rMu, Ha OaHHbI MOMEHT MOJIyYeHO HeJOCTaTOYHO [aHHbIX
O Tune myTaumn B reHe PDESB 1 o xapaktepe vx BANAHUA
Ha onyxosieBble 06pa30BaHMA HAMOYEYHNKOB.

Onucanbl 3 cnyyas amnnudukaumm PRKACA n 5 nayunen-
TOB C MyTauuen B reHe PDETTA. Ha faHHbIi MOMEHT MyTa-
unin B reHe PRKARTA npu gaHHon dopme MuklH onucaHo
He 6bin1o [4, 31, 34].

3AKNIOYEHUE

MwnkI'H — penikoe u cnoxHoe 3aboneBaHue, TpebdyioLlee
He TOJIbKO OCOBEHHOMO KIIMHUYECKOTO MOAXOAa, HO TaKXKe
N 006A3aTeNIbHOrO0 reHeTUYeCcKoro aHanusa. [danbHenwmue
UCCNefoBaHUA MO3BOJIAT BbIIBUTb HOBblE TFEHETUYEeCKMe
MPUYUHBI, PErYNIATOPHbIE MEXAHM3MbI, y4aCTBYIOLLME B aHO-
ManbHOM cTepougoreHese npu MuklH, Ha ocHoBaHWK KOTO-
pbIX BO3MOXHO 06yfeT GopMUpoBaHUe NepcoHann3MpoBaH-
HOro NoAxoAa B Bblbope nevyebHOM TaKTUKMN.

AONOJIHUTENIbHAA UHOOPMALINA

UcTtouHuk ¢puHaHcmpoBaHua. PaboTa BbinosiHeHa No NHVLMaTUBe aB-
TOpOB 6e3 npuBneyeHns GrHaHCUPOBaAHNA.

KoHpnuKT nHTepecoB. ABTOpbI AEKNAPUPYIOT OTCYTCTBME ABHbIX
1 NOTeHLMasbHbIX KOHGJIMKTOB MHTEPECOB, CBA3aHHbIX C My6nvKaLumen Ha-
cToALWen cTaTbi.

Yyactue aBTOpOB. Bce aBTOPbI 0406pUIN HUHANBHYIO BEPCUIO CTaTbU Me-
pen nybnvKaLmelt, BbIpaswuiy Cornacue HeCTy OTBETCTBEHHOCTb 3@ BCe acmneK-
Tbl PaboThI, NOAPa3yMeBaloLLYI0 Haf/IeXallee M3yyYeHre 1 peLueHne BOMpo-
COB, CBA3aHHbIX C TOYHOCTbIO UMW LOBPOCOBECTHOCTbIO NII0OOI YacTV PaboThI

Cornacue naumeHTa. MauneHTbl JO6POBOIBHO MOANMCANN UHPOPMU-
poBaHHoOe corniacue Ha Ny6avKaLmio nepcoHanbHON MeaNLIMHCKON MHbop-
Mauun B obe3nnyeHHoi popme B XKypHase «IHAOKPUHHAA XPYprusy.
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NEPBUYHAA IENOMUOCAPKOMA HAAMOYEYHUKA: KTMHUYECKUN CNTYYAN

N OBb3OP JINTEPATYPbI

© C.B. JlykbaHoB, K.M. bnukan*, C.C. Topopos, B.1O. epubac, H.C. JlykbaHOB

PocToBcKIMIN rocyaapCTBEHHbIN MeaULMHCKNA yHUBepcuTteT, PocToB-Ha-[loHy, Poccua

Jlenommnocapkoma HagnoyeyHrka — 3TO pefAKaa Me3eHXManbHaAa Onyxosib HaANOYEeYHNKOB, ANArHOCTNKA KOTOPOW Npo-
NCXOAUT Yalle BCEro rnocsie Toro, Kak oHa AocTuraeT 6onbwnx pa3mepoB. MNepBrnyHaa neoMmocapkoMa HaanoYeyHNKOB
BCTpeyaeTca KpalHe pefiko: B aHMOA3bIYHON NuUTepaType paHee cOObLanoch ToNbKO 0 45 KNMHUYeCKnx HabniogeHmsax.
Mbl npefcTaBnAem KAVHUYECKUI ciyyal 46-neTHero My»UmHbl C 06pa3oBaHMeM NPaBOro HafnouyeyHuKa pasmepammu
12x8x7,5 cm. MaumneHTy 6610 NPOBEAEHO OMepaTMBHOE BMELIATEIbCTBO B 06beme NpaBOCTOPOHHEN afipeHansKToMuu,
HebpaKTOMUK, NNACTUKM HUXKHEN nonol BeHbl. DeHoTUMN NoATBEPKAEH CBETOBOW MUKPOCKOMMEN N UMMYHOTUCTOXUMUEN.
Mpy MUKpPOCKOMMYECKOM MCCIefOBaHNM BbISBIEHO, YTO OMYXOJib COCTOUT U3 BepPeTeHOBUAHbIX 1 MOMNMOPGOHbBIX KNETOK,
bopmupytoLmnX pa3HOHaMNpPaBieHHble MYyYKOBble CTPYKTYPbI, UMeIoLMe BbICOKYIO CKOPOCTb MUTO3a. IMMyHOrncToxmmuye-
CKM OMyxoneBble KNeTKN 0Ka3anncb NONOXMTeNbHbl Ha akTUH rnagkux moiw, CD-34, CD-117.

KJTFOYEBbIE CJIOBA: HaOnouye4yHUKU; HOB006pA308aHuUe HA0NOYeYHUKO8; 1elioMUOCAPKOMA; AOPeHa13KMOMUS.

PRIMARY ADRENAL LEIOMYOSARCOMA: CLINICAL CASE AND LITERATURE REVIEW
© Stanislav V. Lukyanov, Karina M. Blikyan*, Sergey S. Todorov, Viktoriya Y. Deribas, Nikita S. Lukyanov

Rostov State Medical University, Rostov-am-Don, Russian Federation

Adrenal leiomyosarcoma — rare mesenchymal tumor, which is diagnosed most often after it reaches a large size. Primary
adrenal leiomyosarcoma is extremely rare: in the English-language literature, only 45 cases were previously reported. We
report the case of a 46-year-old man with the formation of the right adrenal gland measuring 12x8x7,5 cm. The patient
underwent right-sided adrenalectomy, nephrectomy, and plastic of the inferior vena cava. The phenotype was confirmed
by light microscopy and immunohistochemistry. Microscopic examination of the tumor is represented by fusiform and pol-
ymorphic cells that form multidirectional bundle structures with a high rate of mitosis. Immunohistochemically, tumor cells

were positive for smooth muscle actin, CD-34, CD-117.

KEYWORDS: adrenal glands; adrenal neoplasm; leiomyosarcoma; adrenalectomy.

AKTYAJIbHOCTb

OpHol 13 Hambonee akTyasnbHbIX NPO6NEM KITMHUYECKON
OHKOJIOTUU KaK B IeyeOHOM, TaK 1 B [UArHOCTUYECKOM Mia-
He ABAAITCA NepBUYHbIE ONYXONN HagNoO4YeyYHUKoB. B aan-
Hyl0 rpynny 3aboneBaHUN BXOAAT pPa3fiMyHble BapUaHTbI
3/10KaUeCTBEHHBIX 1 OOPOKAYECTBEHHBIX OMyXONeN, B YnC-
J10 KOTOPbIX — N FTOPMOHAJIbHO-aKTVBHbIE OMYyXOnu Hagno-
yeyHuKoB. B oTeuecTBeHHOI M 3apybexHoW nuTepaTtype
CylecTByeT 60JbLIOE KOMMYECTBO Pa3fiMYHbIX Kaccudumka-
LU onyxosne HagnoyeyHnkos. Hambonee akTyanbHom sB-
nsaeTca Knaccndrkaumsa, OCHOBaHHAsA Ha LIMTOrEHETUYECKOM
npuHyune [1-5].

l.  SnuTenunanbHble ONYXONn KOPbl HAANMOYEYHWKOB: afieHO-
Ma, KapunHoMa.

Il. Me3eHxyManbHble OMyX0JnN: MUENOANMOMA, NIUNoma, Gpu-
6poma, aHrMoma.

lll. Onyxonn MO3roBOro CyoA HagmnMo4YeyYHKOB: HeoXpPomMo-
LUUTOMA, HepPOobNacToma, raHrMOMa, CUMNATOrOHNOMa.
KpaiHe pegko B HagnoyeyHUKax MOryT BCTpeyaTbcA

reMaHrMombl, aHIMOCapPKOMbI, TMMGAHTIOMBI, TEAOMUOMBI,

NeoMUOCAPKOMbI, IMMGOMBI, OMYX0JIM CTPOMbI FrOHafasnb-

HOTO TAXa, NepBUYHbIE MeNAaHOMbI [4-7].

© Endocrinology Research Centre, 2021
SHAOKPUHHaA xupyprua. 2020;15(1):36-42

JlelomMnocapKomMbl HafMOYEYHMKOB — 3TO 3/10Kaye-
CTBEHHble Me3eHXMMalibHble OMyXOosnu, pa3BuUBalOLLMECA
N3 rNagKoMbILLEYHbIX KNEeTOK COCyfoB (Yalle BCero Haamno-
YEYHMKOBOW BeHbl 1 ee BETBEN), XxapaKTepu3ylowueca agep-
HOW aTMnuen 1 nNieoMopdU3Mom, BbICOKOW MUTOTUYECKON
AKTMBHOCTbIO, HEKPO30OM OMyXONEBbIX KNETOK M MMeloLne
BbICOKUI PUCK MeTacTa3upPOBaHNA B KOCTU, JIETKME U NeYeHb
[7-10]. AnckyTabenbHbiM OCTaeTCA U BONPOC 06 NCTOYHMKE
pa3BUTUA NENOMMOCAPKOMbI B HafnoyeyHnKax. bonblumH-
CTBO MccnefgoBaTtenei nonaratT, YTO NCTOYHMKOM pa3BUTUA
OMyxony B HaAnouyeyHrKax ABAAIOTCA KNETKU MbllLIE€YHOM
000/104KM HanouYeyHNKoBOW BeHbl [1, 4, 8, 11, 12]. MNaTore-
He3 N1eIOMNOCAaPKOMbl HafMOYEYHMKOB OCTaeTCA Hen3BecT-
HbIM, OQHAKO B HEKOTOPbIX UCCNIE[OBAHMSAX Obla OTMeYeHa
B3aMMOCBA3b BO3HUKHOBEHUA NENOMUOCAaPKOMbI HaAmno-
YeyHUKOB C MHbeKUMen Bupyca dnwTtenHa-bapp y naum-
€HTOB C CUHAPOMOM MPUOBGPETEHHOrO MMMyHopedMLUTa
(cnnp) [13-15].

CornacHo aHanusy nutepatypbl, ¢ 1981 no 2020 r. onu-
CaHO TONbKO 45 c/iyyaeB NIeMOMNOCAPKOMbI HafNoYeYHU-
koB [1, 4, 7, 10]. BnepBble nerioMmocapkoma HaanouyeuyHnKa
6bina onvcaHa B 1981 r. Choi S.H. et al. [1]. Cambiin 60nbLUON
3apernCcTpMpPOBaHHbIA CPOK BbIXKMBAEMOCTM Yy MaUMeHTa
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C NeNoMNOCAPKOMOW HagmnoveyHrKa 6e3 Hanuums otaasneH-
HbIX METacTa3oB, KOTOPOMY Obifia NPOBefeHa TONIbKO afpe-
HaNaKTOMKA, COCTaBun 36 Mec [16]. HanbonbLias 3aperncrpu-
POBaHHaA BbIKMBAEMOCTb Y NaLuMeHTa C 1eMOMUOCapKOMOM
HaAnoYeYHMKa C HaNMUYMEeM METACTa30B B NeYeHb 1 nnmoaTu-
yecKme y3Jbl, KOTOPOMY Oblfia BbINMOSIHEHA aAPEHANIKTOMYSA,
HedpPaKTOMMA N XMIKOTepanus, coctaBun 53 mec [17].

[drarHocTrKa nenoMmocapKombl HAAMOYEYHNKOB Ha PaH-
HMX CTagmsx 3ab0neBaHUA 3aTpyLHEHa, YTO CBA3AHO C OT-
CYTCTBVIEM MATOFHOMOHUYHOWM KJIMHUYECKOW KapTWHBbI, 61o-
MapKepoB, MPU3HAKOB rOPMOHANbHOM aKTMBHOCTY [18-22].
Ona nenomMnocapkombl HafnOYEUYHNKOB XapaKTepeH Lwun-
POKMIA CNEKTP CUMMATOMOB, YTO CBA3AHO CO CAABNEHMEM CO-
CefHNX OpPraHoOB WM METaCTa3npPOBaAHNEM B KOCTW, Nlerkme
1 neyeHb [4, 23-25]. OgHo M3 Hambonee YacTbixX »Kanob
Yy NauMeHTOB C NIeIOMMOCAPKOMOW HaAMOYeUYHNKOB ABMA-
eTca 605b B 60Ky mnu B xumeoTe (83%) [4, 8, 26-29]. Apyrue
YyacTble CMMNTOMbI, BCTpeyarowmeca y 50% nayneHToB daH-
HOW rpynrbl, B BUAE HAIMUNA OTEKOB HIPKHUX KOHEYHOCTEN,
BAapPUKO3HOrO PaclIMPEeHnsl BEH nepefHeli OpIoLHOM CTeH-
KU, «MayybliX aHIMOM», MapecTe3mnii B KOHEYHOCTAX CBA3aHbI
C NpopacTaHMEeM OMyXOJv B H/XHIOK MONyio BeHy [4, 26, 29].

[na npegonepaunoHHON ANArHOCTUKN J1eMOMNOCAPKO-
Mbl HaZiMOYEYHVKOB UCMONb3YIOT KoMMNbtoTepHyto (KT) n mar-
HUTHO-pe3oHaHcHyo (MPT) Tomorpaduio, yto no3sonser
onpenennTb pasmepbl OMyXOnu, ee NoKannsauuio, peseKra-
6efbHOCTb OMYXONU, Kpas pe3ekUnmn 1 Halnyme MeTacTa3oB
[4,8,17, 26, 30]. NMpwn KT nenommocapkomMbl HaANOYEYHNKOB
npefcTaBneHbl MArKOTKAaHHOW CTPYKTYPOM C Haynem 30H
HEKpO3a, BHYTPMOMYXOJIEBbIX KPOBOU3AUAHUA W KUCTO-
3HbIX U3MeHeHun [3, 4, 18]. Mpn MarHUTHO-pe30HAHCHOM
nccnefoBaHNN NIeOMNOCAPKOMbI HaAMOUYeUYHMKOB Mpeg-
CTaBMeHbl TMNO- U U3OMHTEHCMBHbIMK Ha T1-B3BeLUEHHbIX
N300paXKEHNAX U TMMEPUHTEHCVBHBIMU HA T2-B3BELUEHHbIX
n3obpakeHmax [18].

OCHOBHbIM METOAOM fNeYeHUsa NIeNMOMMOCaPKOMbl Haa-
MOYEYHMKOB ABNAETCA XMPYypruyeckoe yaaneHme ony-
XONU B npegenax 340POBbIX TKaHEW, B TOM yucne C yga-
NeHneM OpraHoB, NOABEPKEHHbIX OMyXONeBOW WHBAa3Mu
[8, 16, 28,31-34].

[narHo3s neiommocapkombl HaAMOYEYHNKOB YCTaHaBMBa-
€TCS TONbKO MOocCJie NaTosIor0aHAaTOMMYECKOro UCC/iefoBaHmA
yaaneHHoro npenapara [1, 4, 6, 8, 30, 33, 35-38]. Natonoroa-
HaTOMUYECKWIA AMarHO3 NIEMOMMOCAPKOMbI HAAMOUYEUHVKOB
OCHOBaH Ha TMUCTONOMMYECKOM U MMMYHOTMCTOXMMMUYECKOM
nccnenoBaHuAx [4, 9, 27, 38, 39]. Mukpockonmnyeckn gnsa neno-
MMOCApPKOMbI HAANMOUYEUYHNKOB XapaKTepHbl HeoMmnasna Bepe-
TEHOOOPA3HbIX KNETOK C AAEPHON aTUnren, NeomMopdraMom,
BbICOKaA MWUTOTMYECKaA aKTUBHOCTb W Hannuyme HeKpoTude-
CKUX 0YaroB. VIMMYHOIMCTOXMMMYECKas KapTuMHa NeroMuno-
CapKOMbl HafIMOYEYHMKOB XapaKTepmsyeTca 3SKCrnpeccuen
SMA B 90-95% cnyyaeB, fecmunHa B 70-90% cnyyaeB, BUMEH-
TWHa, H-KanbpgecmoHa [4, 8,9, 12, 19, 24, 36, 38-40].

AHanM3 KAWHMYECKUX WCCedOBaHUN Yy nNauneHToB
C NeOMMOCaPKOMOW HafNOYEYHNKOB He BbIABUJI NpenmMy-
LeCTB NPOoBeAeHMA NocsieonepaunoHHON adbloOBaHTHON fy-
yeBOW Tepanum unm xmummoTtepanun [4, 8,9, 12, 15, 241.

CornacHO fAaHHbIM nuTepaTypbl, B MUPOBOMN MpaK-
TUKE NENOMUOCAPKOMA HaAMOUYEYHMKOB BCTpeYaeTca
penko [41-44]. B cBA3M C 3TMM Mbl NpPeAcTaBiAAeM Halle
COOGCTBEHHOE KNIMHMYeCcKoe HabnoaeHne naumeHTa ¢ neno-
MVOCAPKOMOW HagmnmovyeyHnKa.

DHAOKPUHHaA xupyprus. 2020;15(1):36-42

doi: https://doi.org/10.14341/serg12711

OMUCAHUE CNYYAA

MauueHT M., 46 neT, NOCTYNUN B YHNBEPCUTETCKYIO KIn-
HUKY B AiHBape 2004 r. c »kanobamm Ha NocToAHHble 6onu
B MPABOW NMOMOBUHE XMBOTA U CMUHBI, BO3HMKaloLWue ¢ yTpa
1 ycunuearowmecs npu prsnmyeckomn Harpyske, 4yBCTBO Ts-
XecTu B npaBom nofpebepbe, Nneprnoanyeckoe NoBbileHrE
Al po 160/100 MM pT.CT., NapecTe3nu B 06nacTum cTon.

M3 aHamMHe3a u3BeCTHO, UTO OTMEeTUN nosiBieHue 6onu
TaKoro xapakrtepa B noHe 2003 r. B TeueHue 15 net 6oneet
MOYEKaMeHHOW 6ONE3HbIO, TPU Pa3a BbINOJHANACL ANCTaH-
UMOHHasA nutoTpuncua. No3tomy oH He obpaTnn 0coboro
BHUMaHWA Ha oyepefHol 60N1eBON NPUCTYM, MOCYMTAB 3TO
nposABfieHNeM MOYeKaMeHHOW 60ne3HU. bbino BbIMOMHEHO
Y3/ nouek n o6Hapy»eHbl KOHKPEMEHTbI C 0GEVX CTOPOH.
B aBrycte 2003 r. 6011 yCUnMANCb 1 CTann MppagumnpoBaTtb
B MPaBY0 MOACHUYHYI0 0bnacTb. bonbHoM 6611 rocnuTanu-
3UPOBaH B XUPYPruyeckoe oTaesieHre C AUarHo30M: OCTPbIN
peTpoLeKaNbHbI anneHgMUuUT. BbinonHeHa anneHpsKTo-
mus. Cpa3y nocsie BbIMUCKU U3 CTauMOHapa OTMETU BO3-
o6HoBrneHVe 60nn B NpaBom nogpebepbe, nosbiweHre AJl
o 160/100 mm pT.cT. B nekabpe 2003 r. npu Y3U opraHoB
GPIOLLIHON MONOCTU OOHAPYKEHO XKMAKOCTHOE 06pa3oBaHue
13 0651acT BOPOT NPaBoVi NOYKM pa3mepamm 120x80%X75 mm,
fedopmupyiollee FIOXaHOYHO-MOYETOUYHUKOBBIN CErMEHT.
Du3srKanbHoe ob6cnefoBaHue u nabopaTopHble UCCefoBa-
HUA He BbIABWUIM OTKIIOHEHWNA OT HOPMbl. BoinonHeHo MPT
GPIOLLIHON NOMOCTU: HAf, NMPaBOW NMOYKON BbIABIIEHO 00beM-
Hoe obpa3oBaHue pa3mepamy 142x101x81 MM, C YeTKUMU
OyrpucTbiMU KOHTYpamu, NMpopacTalollee BOPOTHYK BEHY
N H/XKHIOK0 MOBEPXHOCTb NeyeHu (puc. 1).

B sivBape 2004 r. naymeHT 6611 NPOONePMPOBaH: BbIMOJI-
HeHO yfarneHue onyxonu NpPaBoro HagnoyeyHunKa, Hedppak-
TOMMA CMPaBa, M1acTUKa HUXKHEN MONOW BEHbI.

Makpockonumyeckn ornyxorneBas TKaHb CEpPO-PO30BOro
LBeTa, HanomrHana pbibbe MACO, C y4aCTKamu XeToBaToro
1 6yporo LBeTa, ¢parMeHTamMmn CAaBJIeHHOW TKaHW Hagmo-
YyeyHuKa no nepudepnn onyxonu. Matepran ¢rKcmpoBaH
B 10% 3abydepeHHOM PpopmManuHe, nocne pyTMHHON MNpo-
BOZKW, 3a/IMBKM B MAapadriH, MUKPOTOMMSA CPE30OB TOJILLVHON
3-4 MKM, ObifIO BbIMOMIHEHO OKpPAaLUMBAHME FeMATOKCUIN-
HOM-3031HOM, o Xoukucy (LUVK-peakuns). UmmyHorucro-
XVIMUYECKOEe UCCIIe[0BaHMNE BbINOHEHO C UCMOSIb30BaHKEM
MOHOKJIOHaJIbHbIX aHTuTen (Tabn. 1). Mukpockonua n Mu-
KpodoTorpadrpoBaHme BbIMOSHEHbI C WCMONb30OBaHUEM
MuKpockona LeicaDM 1000 ¢ komnnektom obopynoBaHus
ana unoposon mukpodoTorpadum (fepmaHus).

Mpw rMCTONOrNMYecKoMm MCCIefOBaHNM OMYXOJb NOCTPO-
€Ha 13 BEPETEHOBUAHBIX 1 MONUMOPPHBIX KNETOK C 303U-
HOGWIIbHOW LMTOMNa3Mon, GopMUpPYOWUX Pa3HOHamnpas-
NEHHbIE MYYKOBbIE CTPYKTYpbl (puc. 2a). B onyxonu yactbl
¢$buUrypbl MMTO30B, B TOM YMCIIe aTUNYHBIX (purc. 26). O6wmp-
Hble OYary HEKPO30B, BCTPEYAIDTCA KPYMHbIE KNETKY C ypos-
NMBBIMU TUMEPXPOMHbIMK AgPamm (purc. 2B).

B TKaHM oOnyxonu ecTb y4YacTKM CTEHKM KPYMHOW BeHbI,
Ha GofblueM MPOTKEHUN UHOUIETPUPOBAHHON BbILIEONN-
CaHHbIMY aTUMMYHBIMU KNEeTKamMu. [JaHHbI haKT MOXeT cBuae-
TENbCTBOBATb O TOM, UTO OMYXOJ1b HepeT CBOe HaYano 13 CTEHK
HagMNoOYeYHMKOBOW BeHbI, YTO noareepkaeHo npu MPT-uccne-
JoBaHMU. TakKe Onyxosfib UHBA3NPYeT TKaHb HAAMOYeYHUKa,
OKpYXaloLLylo KneTyatky. Mectamun umMeeTcs npopacTaHve
OMyXOni B MPOCBETbI MEJIKMX KPOBEHOCHBIX COCYLOB.

Endocrine surgery. 2021;15(1):36-42
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PucyHoK 1. MarHUTHO-pe30HaHCHbIe 306 paXeHUsA TENOMMOCaPKOMbI MPABOTro HAZNOYEUYHKA, Ha CHUMKaxX U306 paXkeHo YeTKO OUepueHHOe HEOgHOPOgHOe
obpa3oBaHMe Haj MpaBoOV MOYKOW (yKkasaHo cTpenkamu): T1-B3BelleHHble M306paxeHVs B KOPOHapHOM cpese (a) un caruTtanbHoM cpese (6, B, ).

Ta6nuua 1. IMMyHOrMCTOXMMMYECKOe UCCIeAoBaHNe npenapara

HasBaHme aHTUTENA I'Ipo:n;::::‘)renb KnoH npo:::(:.:l;ﬂgnme PasBepeHune
Ki-67 Cell Marque, CLLA SP6 Rabbit monoclonal 1:100
S-100 DAKO, laHusA FLEX Rabbit polyclonal rtu
BumeHTuH Cell Marque, CLLA Vo9 Mouse monoclonal rtu
cD117 Cell Marque, CLUA c-kit (YR145) Rabbit monoclonal rtu
CD34 Cell Marque, CLLA QBENnd/10 Mouse monoclonal rtu
SMA Cell Marque, CLLA HHF35 Mouse monoclonal 1:100

C uenbio guddepeHUmManbHON AUArHOCTUKA C OMYXOns-
MU GMOPOrNCTUOLUTAPHOIO 1 HENPOTEeHHOTO MPOMCXOXKIEe-
HUA 1 OLEHKM XapaKTepa pocTa 6b11o NpoBegeHo NMMYHO-
TMCTOXVMMYECKOE UCCNIEf0BaAHME.

NMmyHOdeHOTMN Onyxonu XxapaKTepusyeTca: OTCyT-
CTBUEM IKCMPECCUU BUMEHTMHA B HombLien YyacTn onyxo-
NEeBbIX KIIETOK; APKON MeMOpPaHHO-LUTOMIa3MaTUYeCcKom

JKCnpeccren cneunanm3npoBaHHOrO agKoOMbIWEYHOro
aKkTuMHa (puc. 3a); S-100 npoTenH — peakumsa HeraTMBHas
B KnieTKax onyxonu (puc. 36); ungekc nponudepaunn Ki-67
okono 70% (puc. 3B); CD34 — Apkas 3KCcnpeccns B CTEHKaxX
MHOFOUMCNEHHbIX KPOBEHOCHbIX COCYOB B TKaHW OMyXO-
nm, MembpaHHO-LMTOMMa3mMaTyeckas SKCNpeccus B YacTu
OMyXOJieBbIX KJIETOK, YTO MOXET KOCBEHHO YKa3blBaTb
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PurcyHOK 2. JleiloMmocapKomMa NMpaBoro HafgMnoyYeuHyKa: @ — BEPETEHOBMAHDIE KIETKN C 303UHOGUIBbHON LTOMa3Moi, popmupyloLume pasHoHanpaseHHble

My4YKOBble CTPYKTYpbI (yBenmueHme X200, OKpaluvBaHne — reMaToKCUINH-3031H); 6 — Gurypbl MUTO30B, B TOM YMCie aTUNnYHbIX (yBenuueHue X400,

oKpalumBaHe — PAS-peakuys); B — ouars HeKpO30B, KPYMHbIe KNeTKN C ypOAaMBbIMM MMNEPXPOMHbLIMUA sapamm (yBennueHre X200, oKpalumBaHme —
reMaToKCUNH-3031H).

Ha MNPOMCXOXAEHME OMNyXonu W3 COCYAUCTON CTEHKMU
(puc. 3r); CD117 — punckpeTHas AfgepHaa 3Kkcnpeccus
B KJIeTKax OMyXOJiv, YTO YKa3blBAaeT HA HapyLUeHMe TPaHC-
Kpunuuw 6enka (puc. 3a).

Takum  o6pasom, MopdouMMyHODEHOTMN — OMNyxonu
(G3/G3) cBMpeTenbCTBYET O IRMOMUOCAPKOME HaAMOYeYH M-
Ka BbICOKOW CTeNeH 310KauyeCcTBEHHOCTU. [ucTonornyecknin
OVarHo3s: BblcokoanddepeHUnpoBaHHasn IenomMmmnocapkoma
C ovyaramm Hekpo3a. bonbluias yacTb TKaHW HagnNoOYeUHMKa
aTpodrpoBaHa, MecTaMy OTMeYaeTCcA afeHoOMaTO3HasA -
nepnsasusi My4ykoBOro C/I0s KOpbl C 06pa3oBaHUEM Y3en-
koB. OGLIMpPHOE KPOBOU3NUAHME B KOPKOBOE M MO3roBoe
BELLEeCTBO HaANoYeUYHMKa.

Yepes 6 mec nocne NpoBeAeHHOro onepaTMBHOro Bme-
LaTeNbCTBa NaLMEHT ymep.

OBCYXIEHUE

Jlemommnocapkoma HafnoyeyHUKOB — oOfHa W3 Ca-
MbIX PeAKUX Pa3sHOBUAHOCTEN 3/10KauyeCTBEHHbIX OMyXO-
nen. MmnpoBasa nutepatypa umeeT AaHHble 0 45 cnyvasx
nenoMmnocapkomMbl HagnouyeyHukos [3, 37, 38, 40]. MNpu-
BelEHHOE HaMW KJWHMYECKoe HabnogeHve eule pas

NOKa3blBAET, YTO NIEMOMNOCAPKOMA HAANOYEYHMNKOB AU-
arHOCTUPYETCA Ha MO3[HMX CTaguax 3aboneanus. Mpu-
YMHaMW NO34HEN AUArHOCTUKN ABNAKOTCA: BbICOKMIA TeMn
pocTa onyxonu; NOABMAEHME KIUHMYECKUX CMMMATOMOB,
CBAI3aHHbIX He C 6MONOTrMYeCKUMU 0COHEHHOCTAMYM OMYXO-
Nn, a C ee BO3AENCTBMEM HA OKPYKaloLimne opraHbl; OTCYT-
CTBUE OMOMAPKEPOB; HEAOCTATOUHbIN OMbIT AMArHOCTUKM
1 neyeHna 3Tol natonorum y Bpavei. inckytabenbHbimu
OCTaloTCA N BOMPOCHI O TaKTUKe NOCneonepaLnoHHOro Be-
AeHNA NauMeHTOB C IeMOMNOCAaPKOMOW HagMOUYEYHUKOB.
K coxaneHuto, oOWwunii NporHo3 ass naunueHToB C fJaHHOW
naTosiornen oCTaeTcA MAOXMUM, YTO CBA3AHO C arpeccus-
HbIM TeYEHMEeM 3ab0NeBaHUA.

3AKJIIOMEHUE

Heb6onblwon HaKOM/EHHbIN ONbIT NleYeHUA AAHHON
naTosIoOrMn NoKa He NO3BOJIAET BbIABUTb NPeanKTOpPbI 3a-
6oneBaHunAa, cOPMUPOBATb ANTOPUTM ANATHOCTUYECKNX
1N NeyebHbIX MepPOoNnpUSTUIA, MOBbLICUTb BbIXXWUBAEMOCTb
nayreHToB. [lna peweHuna 3Tux 3agay Tpebyetca Koone-
paumMs XMpypros, OHKONOroB, MOP$OSIOroB, reHeTMKOB
BO BCEM MUpe.
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PucyHok 3. Jlelommocapkoma MpaBoOro HaAnoyeyHUKa: a — ApKas MembOpaHHO-LMTOMNasMaTiyeckasa 3KCnpeccus Creuuann3nupoBaHHOro

rnajkoMbllleYHOro akTuHa (yBenuueHve X200, ummyHornctoxumma (UMX) c aHtutenom Kk SMA); 6 — peaKkumsa HeraTVBHas B KneTKax OMyxomnu

(yBenunuenue x200, UTX c aHTUTeNomM K npoTenHy S-100); B — uHAaeKkc nponudepauum 70% (ysennueHne x200, Ki-67); r — ApKan sKcnpeccusa B CTEHKax

MHOFOYMCIIEHHBIX KDOBEHOCHbIX COCYAOB B TKaHV ONyXo/u, MeMbpaHHO-LIMTONNa3mMaTMyeckan SKCNPeCccus B YaCTU OMyXoseBbIX KNETOK (yBenunyeHwne X200,
WUIX c aHtutenom k CD-34); 4 — ANCKpeTHas safepHas SKCnpeccus B KneTkax onyxonu (yBennyeHue x200, UTX c aHtutenom k CD-117).

JHAOKPUHHaA xupyprua. 2020;15(1):36-42 doi: https://doi.org/10.14341/serg12711 Endocrine surgery. 2021;15(1):36-42
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AONOJIHUTENIbHAA UHOOPMALINA

nepep ny6nv|Kau|/|e|7|, Bblpa3snnn cornacne HeCTn OTBETCTBEHHOCTb 3a BCe

aACNeKTbl pa6OTbI, noapasymMeBaloLLyo Hagnexatllee nsyvyeHme mn peleHune

Uctounmu dmuaucwposauvm. Pabora BbinonHena no nHuynatnse BOMPOCOB, CBA3aHHbIX C TOYHOCTbIO NNn ﬂO6pOCOB€CTHOCTbIO no6om yactu

aBTOpPOB 6e3 nprBneyeHNs GUHAHCUPOBaAHNA. paGoTbl
KoH$NUKT mHTepecoB. ABTOPbI [EKNapupyloT OTCYTCTBME SBHbIX
Cornacme naumeHTa. lNauneHT [06pOBONBLHO noanucan MHdop-

1 noTeHumanbHbIX KOHCI)J'II/IKTOB NHTEPEeCOB, CBA3aHHbIX C cofepKaHunem

HaCcToALLEN CTaTbL.

Yuyactue aBTOPOB. Bce aBTOPbI MPUHMMAaNM HEMOCPEACTBEHHOE y4a-

CTWe B MOATOTOBKE CTaTby, a Takke ofo6pvn ¢rHanbHyo BEPCMIO CTaTby

MNUpOBaHHOE corfacue Ha I'Iy6J1VIKaLlI/IIO nepcoHanbHOW MeaULMHCKON

nHpopmMaumm B obesnnyeHHo dopme B KypHane «IHOOKPUHHas

XNpypruar».
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