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CyGKnuHUMeCKuii 2unepKopmulu3M: HeoBXoguMOCMb
JUAZHOCMUYECKOZ0 NOUCKA

B nocnegHue roabl BHUMAHME BPpAYEH BCe Ydllle NPUBJIEKAET Npo6sema paHHen
ANArHOCTUKM CYOKNIUMHUYECKUX POPM SHAOKPUHHbBIX 3a60/1€BAHUNA, PACNPOCTPAHEHHOCTb
KOTOPbIX 3HAYMTESNIbHO BbiLLE TAKOBOW KJIMHUYECKM BbipaXkeHHbIX ¢opm [1]. Tak, BbicoKylo
AKTYasIbHOCTb MMEET CBOEBPEMEHHOE OGHapYyKeHue cyoknuHnyeckoro cuHapoma Kywimnra.
YuutbiBas OTCYTCTBUE APKOW KJIMHUUYECKOW KAPTUHDbI, XOPAKTEPHOM A1 TMNEePKOPTULU3MA,
BbisIBJIEHME AAHHOrO COCTOSIHUSA BbI3bIBAET ONpeaeneHHble TpyaHocTu. Bmecre ¢ Tem Hanuume
PSACG CMMNTOMOB YKA3bIBAET HO HEO6X0AMMOCTb 60oNee T aTenbHOro o6¢cnefoBaHUus
NMALKUEHTA C LieJiblo NOATBEPXXAEHUS/MCKINIOYEHUS AUArHO3a Cy6KNIMHUYECKOTO CMHAPOMA
Kyuwmnra. lNMpu 3TOM rpynna naumeHTOB A NPOBeAeHUsS CKPUHUHIA AAHHOW NATONOrUMU
MoxeT pOpMUPOBATLCA HE TOJNIbKO SHAOKPUHOJIOTGMU, HO U TEPANEBTAMMU, KAPAUNONOramu,
ceMelHbIMU BPpAYCtMU U CEeLMAaNMCTamMu gpyroro npoduns.

Cunapom KymuHra BRI3BIBACT IJIUTEIbHAS TUTIEPITPO-
IYKIWS TTIOKOKOPTUKOUI0B. KTMHMUYECK e TPOSBICHUS
CUHIIpOMa TUIIEPKOPTUIIM3MA ACCOIIMUPOBAHBI C HAJU-
YreM PEeLernTOPOB K TTTIOKOKOPTUKOUIAM B Pa3IUUHBIX
opraHax-MUIIEHSIX 1 YCJIOBHO pa3aesiioTcs Ha crieludu-
yeckue u MeHee crienudpuueckue [2]. K cienuduueckum
CUMIITOMaM OTHOCSITCSl XapaKTepHbIE U3MEHEHM I KOXHU
(KpacHO-GhUOJETOBbIE CTPUU, CYXOCTb, TOUEUHBIE U pac-
MpOCTPaHeHHbIE KPOBOUBIUSIHUS, DOJIUKYIUT), MPOKCHU-
MaJjibHasi Muonarus, njaeropa. OnHako He0OOXOAUMO YU u-
THIBATh BO3MOXHOCTb HAJTMY ST TUTIEPKOPTULIM3MA U TIPU
OTCYTCTBUU CITEIIM(PUISCKUX KIMHUISCKUX TTPU3HAKOB,
0 YEM CBUJIETEJILCTBYET psiJ MyOaukamui [2].

[Mpu3Hak¥ rUTIEpKOPTUIIN3MA TIPEACTABICHB B Ta0-
e [3].

Tabnuua. Knunnuyeckue npossneHus cuHgpoma
Kywunra

Bonee uacrbie MeHee yacTtbie

Mamenenns KT unu

ChunxeHne nubupo arepockiepos
OxwupeHne / M36bITOUHBIA BEC Crpun

Mnetopa OreyHocTb

Kpyrnoe n1uo pokcumanbHas MelleyHas
MeHcTpyansHble HapyLieHus cnabocte

MMpcyTHam OcTeoneHus unu nepenomsl
ApTepuanbHas runepTeHsus lonosHas 6onb

DKXMMO3 Bonu B 06nacTu cnuHel,

abaoMuHanbHas 6onb
Peunpmempyrowme nHdpekumm
Axne

XeHckoe obnbicenne

BHHOCTI:, Aenpeccus

HapyweHue TonepanTHoCTH
K roKo3e

W3 nepeynciaeHHbIX B TAOJMIE CUMIITOMOB U COCTOSI-
HUIl HauboJiee IIMPOKO PAaCIPOCTPAHEHHBIMU B MOMYJIsI-
LM U SIBJISIIOTCS apTepUaibHasi TUIIEPTEH3U I, OCTEONOPO3,
OXUpeHUe, HAapyIEHU s YTIJIEBONHOI0 0OMeHa: OCTEONo-
pPO3 M TIPOSIBIICHUS METa0OTUICCKOTO CMHIpOMA TTPH-
CYTCTBYIOT TIO KpaifHeil Mepe y IBYX TpeTell MalueHTOB
¢ cunapomomM KymuHra [4]. AprepuanbHasi TMIIEPTEH3US
MpY JaHHOM MATOJOTUU XapaKTEePU3YeTCs MMOCTEIEHHBIM
pa3BUTUEM, TPOTIOPLIMOHATBHBIM MOBBIIIIECHUEM CUCTO-
JINYECKOT0 U IMACTOJMYECKOro TaBIeHUSI, OTCYTCTBUEM
KPU30B U PE3UCTEHTHOCTbIO K aHTUTUNEPTEH3UBHBIM
npenapatam. PacnmpocTpaHeHHOCTb CYOKJIMHUYECKOTO
TUMNEepPKOPTUIIM3MA CPENU MALIMEHTOB, CTPAJAIOIIUX apTe-
puaiabHO rurnepTeH3ueit, cocrasuset ot 0,5 10 2% [5, 6].
BoisiBieHMEe M yCTpaHEHUE TUTIEPKOPTUIIM3MA KaK 3THOJIO-
rUyeckoro (paktopa yKazaHHOM MaToJ0rMu, KakK MpaBuIo,
COTPOBOXIAIOTCS CHUKEHUEM apTepruabHOTO TaBJICHUS
y 75% MalMeHTOB B TCUCHUE TIEpUOIa ITUTEITBHOCTHIO OT
HECKOJIbKUX Helleb 10 roja [7-9]. PacnpocTpaHeHHOCTD
cuHapoMa KymunHra y maliueHToB ¢ HEKOHTPOJUPYEMBIM
caxapHbIM qradetoMm cocrasiseT 1-9,4% [10-12]. Oxupe-
HUE TIPU TUTIEPKOPTULIU3ME O0YCIOBJIEHO MpeodiagaHueM
MPOIIECCOB JIMTOTeHe3a Hal JUTIOJU30M U XapaKTepusy-
eTCs OTJOXEHUEM XXMPOBOIl TKaHU B 00JaCTU XUBOTa,
IPyAU, HAAKJTIOUMYHBIX SIMOK, ThLIBHOI MOBEPXHOCTH LIEU
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ITPY OTHOCUTEJIBHOM UCTOHYEHHWHU TUCTATbHBIX OTIEJIOB
koHeuHoctel [13, 14]. ¥ nauueHTOB hopMUpyeTcs Tak
Ha3bIBaeMBbIil KYIIMHTOUIHBIN TUTT OXKUpeHUs. BMecTe
C TeM TPU CYOKJTUHUYIECKOM TUTIEPKOPTUIIM3ME CIEIIH-
(buyeckoe pacnpeneseHue XXUPOBOH TKAHU MOXET OT-
CYTCTBOBaTh. PacrpocTpaHeHHOCTh CYOKJIMHUYECKOTO
TUTIEPKOPTULIM3MA Y TIAIIMEHTOB C OXKMPEHUEM MOXET 10~
cturath 8,7% [15, 16]. CrelreHb BBIPaKeHHOCTH OCTEOITO-
po3sa npu cuHapome KylinHra 3aBUCUT OT IJIUTEIbHOCTH
rUnepKopTUIM3Ma 1 9acTo (y 25-50% G0IBHBIX) COMTPOBO-
JKIaeTcsl MaTOJOTMYECKUMMU MepeioMaMu (Kak MmpaBuJo,
KOMITPECCMOHHBIMM) TeJ M03BOHKOB [17]. TTo pe3yabratam
nccinenoBanus 1. Chiodini u coasr., y 10,8% manueHTOB
C AaCUMTITOMHBIMH TIepeJIOMaMU TTIO3BOHKOB TMAaTHOCTUPY-
eTcs cyoknmHuueckuii cuaapom Kymmunra [18].

BrisiBJieHMe BBIIIEYKa3aHHBIX COCTOSITHUIN JTOJXKHO
omnpeaeasTh BEKTOP IMarHOCTUYECKOTO MOMcKa Bpaya
0001 cneuuanbHocTy. CaxapHblil AuabeT 2 TUIa u apy-
rvue HapylleHus yrjaeBoagHOro oOMeHa, apTepuabHas
TUTIEPTEH3USI, OXKUPEHUE, OCTEONOPO3 MOTYT ObITh ClIe/I-
CTBUSIMU XPOHUYECKOTO HE3HAYMTEJbHOTO MOBBILIEHU ST
YPOBHSI KOPTHU30J1a, XOTsI B3aUMOCBSI3b MEXY 3TUMU CO-
CTOSIHUSIMU U CYOKJIMHUYECKOW TUIIEPIPOAYKIIUENH KOp-
TU30J1a OJIHO3HAUYHO He AoKa3aHa [19]. BeipaxkeHHOCTh
KJIMHUYECKON CUMIITOMATUKH, TI0 BCE BEPOSITHOCTH,
CBsI3aHa CO CTEIEeHbIO TUTepceKpelny Koptusoa [20].

Takum obpa3om, apTepuasibHasi TUMIEPTEH3USI, OCTEO-
Mopo3, OXKUpPeHUe, HapyIIeHUsT YTJAeBOAHOTO OOMeHa
JIOJIXKHBI BBI3bIBATh HACTOPOXEHHOCTD B TMJIaHE UCKJIIO-
YeHU s CYOKJIMHUYECKOTO TUTIEPKOPTUIIM3MA, TTOCKOJIbKY
BBISIBJIEHUE CYOKJIMHUYECKOro cuHapoMa KyiimHra Kap-
NIMHAJIbHO BJIMSET Ha BIOOP TAKTUKU BEAEHU ST TaHHbBIX
nauueHToB. [1J1st paHHel TMarHOCTUKU TMITEPKOPTUIIU3MA
HEOOXOAMM MYJbTUIUCUUIIMHAPHBIN MTOXOM, TO €CTh
yyacTue CnelnaaucToB, NPeacTaBasIoNIuX pa3Hble 00-
JIACTU MEAUIIMHBI.

B nuarHocTtuke cyoknmHuyeckoro cuHapoma Kyimnara
Ha TIePBBIH TJIaH BBIXOOUT JIabopaTOpHasi TMarHOCTUKA,
KOTOpasi TOJKHA UCTIOIb30BaThCS HE TOJTBKO MPU HaJIU-
YUU crieludruyeckoil CMMIITOMaTUKHM, HO U ITpU OOHa-
pYyXeHUU MeHee crieuu(bUIecKUX MPOsSIBASHU I TUIep-
kopTuiM3Ma. OrpoMHOE 3HaUeHUE UMEeT BBIOOp MeTona
JlabopaTopHOii nuarHocTuku. HeobxoauMo y4uThIBaTh,
YTO0 00JIbIIIasi YaCTh KOPTU30J1a CBsI3aHa ¢ OeiKaMu (TpaHc-
KOPTUHOM U aJIb,OYMUHOM), CBOOOIHBIN KOPTU30JI (AKTUB-
Has dpaxkius) coctaBisgeT 1-2%. OTMedaloTCsl CyTOUHBIC
PUTMBI CEKPELIMU KOPTH30J1a: B HOPME MAKCUMaJIbHBII €ro
YPOBEHb (PUKCUPYETCS yTPOM, MUHUMAJbHbII — HOUbIO.
VY manmueHTOB ¢ TUIIEPKOPTUIIU3MOM M PKAAHBIM PUTM
KOpPTHU30JIa HapyIIeH: ComepkaHMe KOPTU30JIa B TIIa3Me
KPOBM YTPOM B OOJTBIITMHCTBE CIYyIaeB OCTACTCS HOPMAJIb-
HBIM, 2 HOUBIO TTOBBILIAETCSI.

CoriaacHo MeXAYHapoOIHbIM peKoMeHaauusam The
diagnosis of Cushing’s syndrome: an Endocrine Society
clinical practice guideline mjiss TMarHOCTUKU CHH-
npoma KyliuMHra mcnoyib3yloT CYNMPECCUBHBIN TecCT

¢ gekcameTa3oHoM (1 Mr), onpeneneHne CyTOYHOM dKCKpe-
IIMY KOPTH30J1a C MOYO, HOTHOE OTTpeNieIeH e KOPTU3oia
B caoHe [21].

B ocHOBEe HOYHOTO CYTIPECCUBHOTO TeCTa C IeKCaMeTa-
30HOM (1 MT) JIeXXUT ToAaBAEHUE CEKPEIMU aIpEHOKOP-
TUKOTPOITHOTO TOPMOHA C MOCJEAYIOIMIUM CHUXEHUEM
OpOOYKIMU KOpTu3oa. Bo3amoxxHo amOynaTopHoe Ipo-
BelleHHWe TaHHOIO UCCIeI0BaHUsI, MPU 3TOM MallMEeHT He
HYyXJaeTcs B MpeaBapuTeabHOIl MoaroToBke. Metoaunka
MpOBeIeH U I TecTa Cieaylonasi: MalueHT MpuHuMaeT | M
nekcamertazoHa B 23:00, Ha ciaenyioiee yTpo B 8:00-9:00
OCYLIECTBJsIETCS 3a00p KPOBU JIsI ONIpeiesIeHUsT yPOBH I
KOpTH30ja. YpOBEHb KOPTHU30J1a KPOBU MeHee 1,8 MKr/mit
(50 HMOIB/JT) MO3BOJISIET UCKJTIOYUTH TUTIEPKOPTULI3M
[22]. YUyBCTBUTEIBHOCTD U CHELIM(PUIYHOCTD CYIIPECCUB-
HOTO TecTa ¢ AeKcaMeTa3oHoM (1 MT) pu UCMOb30BAHUU
HUKHEH rpaHuIbl 1151 KopTusona 1,8 mxr/an (50 HMoJb/7)
cocraBistioT 75-100 u 72-82% coorBeTcTBeHHO [23]. Ipe-
MMYILIeCTBAMU JAHHOTO UCCIEI0BAHUS SIBISIIOTCS OT-
CYTCTBUE MOTPEOHOCTHU B NIpeABaApUTEJbHON MOATOTOBKE
MaluueHTa ¥ BO3MOXHOCTh aMOyJ1aTOPHOTo 00Cae10BaH U s
P YCJOBUM BBICOKOT'O KOMILJIalieHca rmalueHTa [24].

OnpenaeneHne KOpTU30Ja B CYTOUHON MoUe TakKe Xa-
paKTepU3yeTcs J0CTATOYHO BLICOKUMU YyBCTBUTEIbHO-
CThIO U CNIELM(PUYHOCTHIO. YPOBEHb KOPTU30J1a B CYTOU-
HOI MOYe BBIlIE BepXHE IpaHUIIbI pehepeHTHBIX 3Have-
HU CBUIETEIBCTBYET O TUTIEPKOPTULIM3ME. YIUTBIBASI TOT
(akT, 4TO pe3ynbTaT TECTA HAXOAUTCS B TIpeaesiax pede-
PEHTHBIX 3HaYeHU Y 9% MalMeHTOB MPU OTHOKPATHOM
HUCCIeI0BAHUY CYTOYHON MOYM, HEOOXOAMMO IBYKpPAaTHOE
MpOBeJeHNE JTaHHOTO UCCIeTOBaHUS.

Hau6onee nHGOpMaTUBHBIM TECTOM JIS51 BBISIBJIEHU S
TUNEePKOPTULIM3MA SIBJISIETCS BeUepHee oIpeaeeHue Kop-
TU30J1a B CJIIOHE, KOTOPOE OTpaXkaeT KOHUEHTPAIIMIO CBO-
0omHOro (He CBSI3aHHOTO ¢ OeIKaMM) KOPTU30J1a, a TaKXKe
HUCKJIIOYAeT BIUSIHUE HA Pe3yabTaT LIUPKAIHbIX PUTMOB.
CogepxaHue KOPTU30J1a B CJIIOHE HE 3aBUCUT OT €€ 00beMa
U OCTaeTCcs CTAaOMJIbHBIM MPU KOMHATHOM TeMIiepatype.
K mpenMmy1mecTBaMm orpenesieHn s KOPTU30J1a CITFOHBI MOXKHO
OTHECTH 0€300JIe3HEHHOCTh I HEMHBAa3WBHOCTH METOJMKH,
OTCYTCTBHME HEOOXOMMMOCTHU TOCTIUTATIN3AIINHU, YIACTHS
CpeIHero MeAUIIMHCKOTO MepcoHata u (apMakogoruye-
CKoro BMellaTebcTBa. [1paBuia nmoayuyeHus odpasua cie-
nytomue: B TedeHre 30 MUH 10 3a00pa CIIOHBI AIIMEHT He
JIOJIXKEH €CTb, MUTh, KYPUTh U YUCTUTH 3yObl; 32 CYTKH J10
MPOBECHU I TECTa HEOOXOAUMO UCKITIOUUTD YIIOTPEOIEeH e
CMUPTHBIX HAMUTKOB. OOpa3iibl, KOHTAMUHUPOBAHHbBIE
KPOBBIO (J1axke cierka U3MEHEHHbIE B 1IBETE) U COIepXKalllue
YaCTUILIbl TYOHOU MoMaibl, HE TOJXKHBI UCCIEI0BATHCS.
Conepxxanue Koptu3sosna B ciatoHe (B 23:00) Beitie 1,45 Hr/mi
(4 HMOJTB/JT) CBUIIETEIBCTBYET O TUTIEPKOPTUIIU3ME.

Takum 00pa3oM, YIUTHIBASA BO3MOKHOCTb THATHOCTHKH
CyOKJIMHUYECKOro cunapoMa KymmHra y nanueHToB C ap-
TepPUAJIbHON runepTeH3neil, OXXKMpeHueM, Hapy LIeHUsIMU
YIJIEBOJHOT0 0OMeHa, 0CTEONOPO30M, MIMPOKO PACHPOCTpa-
HEHHBIMH B NOMYJISIUM, TAKHX 00JbHBIX HEO0OXO0IMMO 00CIe-
JIOBATb /ISl BbISIBJE€HUSI M30BITOYHOI CeKpeluu KOPTU30Ja.

CoBpeMeHHbIE J1a00paTOPHbIE HCCIeA0BaHUs (YPOBEHD
KOPTH30J1a B CJIIOHE, B CYTOYHOI M0OYe) IO3BOJISAIOT 00HAPY-
JKHTb CyOKJIMHUYECKHil cuHapom KyniuHra 10 MoMeHTa ero
MaHu(ecTaIuu.

Tectpl

2217 Koptuzoa (Moua)

2214 KopTu3zoa (caoHa)
1020 KopTu30.4 (CHIBOPOTKA)

Cnncok nMTepaTypel HOXOAMTCS B PEAAKLMUU.
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