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(0630p pyxoBopcTBa no guarnoctuke cungpoma Kywmunra «The diagnosis
of Cuching’s syndrome: An Endocrine Society Clinical Practice Guideline»)
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AKTyaJbHOCTb TEMbI AMATHOCTHKY cuHapoma Kymunra cBssa-
Ha C MHOTOTPAHHOCTBIO KJIMHUYECKHX IPOSIBIEHUI JaHHOH ma-
TOJIOTHH, KOTOpasA NPUBOJAUT K TOMY, YTO NAIMEHTHI NEPBUYHO
00paNAIOTCs K CAaMBbIM PA3JIHYHBIM CIIENUAIUCTAM. ITO TPEDyY-
eT mHpoKoro MHGOPMHUPOBaHUsT 00 OCOGEHHOCTSIX TEeYEHHUSI
JAHHOTO 3200JIeBaHKs M aJrOPUTMaX MEPBHYHOTO 00Ce[0Ba-
HUSI TAIMEHTOB /ISl BO3MOKHOCTH CBOEBPEMEHHO BBISIBUTH U
HaNpaBUTh MAlMEHTa K JHIOKPUHOJIOLY /ISl yCTAHOBJIEHHUS
OKOHYATEJIHHOTO JUArH03a U TAKTUKH Bezienusi. Mbl npeiara-
em 0630p pykxosoactBa <«The diagnosis of Cuching’s syn-
drome: An Endocrine Society Clinical Practice Guideline»,
The Endocrine Society, 2008, rae ykasanbl airopuTMbl, KOTO-
pbi€ B IIEPBYIO ouepeb Ga3UPYIOTCs HA Ta0OPATOPHOM TECTH-
pOBaHUH — OLl€HKe YPOBH: KopTusona. Marepuan cpopmupo-
BaH Ha OCHOBE JIAHHOTO PYKOBOJCTBA M OTPaskaeT MHEHHUE CIie-
IHAIMCTOB HIOKPUHHOIO COOOLIECTBA.

Kmouesvie cnoea: cundpom Kywunea, xopmuson, Gecniodue,
CUNOPOM NOTUKUCTOHBIX SULHUKOB.

O6Lwue pekoMmeHaauum no BbIGOPY TeCTOB

Onenka ypoBHS KOPTH30JIa SBJSETCS OCHOBOH Bcex Ama-
FHOCTUYECKHMX TECTOB BBISIBJIEHUs JAaHHOW narojoruu. Kiu-
HUIUCTY HeOOXOMMMO 3HATDH M YIUTHIBATH BCE (GaKTOPHI BJIH-
SIHUST HAa YPOBEHD JIAHHOTO TOPMOHA B COOTBETCTBUM € GU3NO-
JIOTHEH MOCTYIJICHUsI B PA3IUYHble OMOJOrNYECKUe JKUIKOC-
T (MOYa, CJTIOHA, KPOBb) U MeTabOoJIM3Ma /IS MCKIIOUEHNS
KaK JIOKHOTIOJIOKUTENBHBIX, TAK U JIO)KHOOTPUIATENBHBIX Pe-
3yJbTaToOB Tectuposanust. Ha cerogusmnuii feHb NOMUMO
MIUPOKO M3BECTHBIX JTabOPATOPHBIX METOIOB OTPEAETEHIUS
ropmona PUA, ummynnoro ananusa (ELISA) Bce vamie naun-
HAIOT MCI0JIb30BATH METO/IbI BBICOKOA(MHEKTUBHOM KUKOCT-
ol xpomarorpaduu (BOKX) u tanaemMHoil Macc-CrekTpo-
metpuu (LC-MS/MS), yunuTpiBas nx BBICOKYIO crenuduy-
HOCTb B OI[eHKE YPOBHsI KOPTU30JIa, & HE ero MeTaboJauTOB U
CHHTETHYECKNX ITIOKOKOPTUKON/IOB, XOTSI HEKOTOPBIE TIpeTIa-
patbl (kapb6amazenuH u heHohubPAT) MOTYT MOBJIHSITH HA OTI-
pejieisieMblil yPOBEHb, MPUBO/ISI K 3aBbIIIEHUIO PE3YJIbTATOB.
YPOBHU KOPTH307a, ONpe/ieIeHHbIEe JaHHBIMI COBPEMEHHBI-
MU METOJaMU, 3HAUnTeNbHO HIKe (Ha 40%), ueM onpeseieH-
Hble METO/IlaMH UMMYHHOTO aHasiusa. /L1 akylepoB-ruHeKo-
JIOTOB HEOOXOIMMO YUUTHIBATD, YTO HCTPOTEHBI YBETUINBAIOT
YPOBHU CHHTE3a KOPTU30JCcBsA3bIBaoero riaobyanua (KCT).
ITO NPUBOAUT K TOMY, 4TO ¥ 50% JKEHIMH, MPUHUMAIOIIIX
scrporenconepxante KOK, mabaonaiorest JT0KHOMOTIOKI-
TeJIbHbIE PE3YJIbTATHI 110 YPOBHIO KOPTU30Ja B KPOBHU, U I0-
HTOMY, 110 BO3MOKHOCTH He MeHee 4eM 3a 6 Hext 10 obcaenoBa-
HUsI, OHU JOJUKHBI OBITH OTMEHEHBI (10 BO3MOXKHOCTH) WJIH
TECTUPOBAHUE YPOBHS KOPTU30JA CJELyeT MPOBOIUTH B CY-
TOYHOI MOYe NJIH CJIOHE. DTO CBSI3AHO C TEM, YTO IIPU Oll€HKe
YPOBHSI KOPTH30Ja B KPOBU OIEHUBAETCS OOIIUIT KOPTHU30I,
csizannbiil ¢ KCT, 1 ¢cBOOOZHBIN KOPTU30JI, & B MOYE U CIIOHE
— T0JIbKO cBOOOHBINA. C IPyTOil CTOPOHBI, CHUMKEHHUE TIPOYK-
i KCT 1 anp6yMuHa TpU KPUTHYECKUX COCTOSTHUSX WIH Y
HePOTUIECKUX TTAINEHTOB MPUBOAUT K CHUKEHHUIO yYPOBHS
KOPTU30JIa, TO €CTh JIOXKHOOTPHIIATEIbHBIM pe3yJbTatam. [lo-
CKOJIbKY THUTIEPKOPTU30JEMHUST MOKET OBITH HEMOCTOSTHHOM, B
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DYKOBOJICTBE YKa3bIBA€TCs Ha HEOOXOAUMOCTD KaK MUHUMYM
IBYKPaTHOTO OIpeJesIeHus YPOBHA KOPTU30Ja B Pa3JIUYHbBIX
OGUOJIOTHIECKUX JKIIKOCTSIX.

PekomMmeHpauum no npoBeaeHUIo
Harpy3o04HbIX NPO6 C AeKcaMeTa30HOM

Tlepea nposeerueM mpod ¢ AKCAMETa30HOM HEOOXOMNMO
OIIEHUTH HAJINYHE BceX (DAaKTOPOB, KOTOPbIE MOTYT MOBJIHSTDH Ha
MeTaboJIM3M JIeKCaMeTa3oHa M IIPUBECTU K MOJMYYEHUIO JTOKHO-
OJIOKUTEIbHBIX UJIN JIOKHOOTPUIATEIbHBIX PE3YJIbTATOB MPO0.
B wacTHOCTH, 9TO BIAMSHUE TaKUX TPENaparoB, Kak (heHUTOWH,
(enobapbuTas, kapbamazenut, pudaMIUIUH, KOTOPble HHILY-
HUPYIOT (HEPMEHTHYIO aKTUBHOCTH [IEYEHU ONOCPEJOBAHHO Ye-
pe3 CYP 3A4, yBennuuBasi KINPEHC J€KCAMETA30Ha, U TEM Ca-
MBIM CHIKAIOT €T0 KOHIIEHTPAITNIO B Tra3Me. K n3MeHeHnio cko-
poctu MetabosuaMa Gy T IPUBOJAUTH Pa3JIUUYHbIE 3a00J1€BAHUS
MeYeHy, MoYedHast HeJIoCTATOYHOCTD. JKCIIEPTHI YKAa3bIBAIOT Ha
11e71ec000Pa3HOCTh OIEHKU He TOJBKO YPOBHS KOPTU30JIa, HO U
JIeKCaMETa30Ha B KPOBH ISl HOATBEPIKACHUS [[OCTATOYHOTO
ypoBHst miperapata. OiHaKo, B CUJTY BBICOKOH CTOMMOCTH TAKOTO
OTIpe/IesIEHNsT TAHHAST PEKOMEH/IAIINST TPAKTHYECKN He MCTIOJNb-
3yercs B pakTuueckoit meguinne. Ocoboe BHUMaHNE HEOOXO-
JIUMO 00PATUTh HA BHICOKYIO BEPOATHOCTD MOJIYYEHUS JIOKHOIIO-
JIOKUTETHHBIX PE3YIbTATOB B TECTE TIOIABIEHNS ¢ 1 MT 1eKkcame-
TA30Ha y KEHIIMH, IPUMEHSIONUX [IPENapaThl ¢ CTPOrEHHBIM
kommorenToM (50% sxermuH, mpuamMatonnx KOK, garor m1ox-
HOTIOJIOKUTETbHbIE PE3YJIBTAThI TECTA TIOaBAeHus ¢ 1 MT mekca-
MeTa30Ha).

B pyxosodcmee ykasan nepeuenv npenapamos, Komopuie Mo-
2Yym NOBAUSMD HA PE3YILbMAMvl MECMUPOBAHUsL OJis BbISIEICHUS
cundpoma Kywunea, u xapaxmep 0annozo eausmus:

1. TIpemnaparsi, KOTOPbIE YCKOPSIIOT META00JIM3M JIeKcaMeTa-
3omna 3a cuer unpykiun CYP 3A4: denobapburtan, henurons,
KkapbaMaserit, MPUMNJIOH, pudamint, puamMInimH, sTOCyK-
CUMNJL, THOTJINTA30H.

2. TIpemapatsbl, KOTOPbIE 3aMe/ISIIOT MeTaboIu3M JleKcame-
Tazona myteM unrnbuposanus CYP 3A4: anpenurant, HTpako-
HA30J1, PUTOHABUP, (PIIyOKCETUH, ANITHA3EM, ITIMETH/IIH.

3. [Ipenaparsl, yBeaunBaonye ypoBeHb IPOLYKIUN KOPTH-
30JICBSI3BIBAIONIETO O€JIKA U MPUBOISIIIE K JOKHOMOTOKUTEb-
HOMY TIOBBIIIIEHUIO YPOBHS KOPTU30JIa: CTPOTEHBI, MUTOTAH.

4. Ilpenapartsl, IOBLIIIAIONIIE YPOBEHD KOPTU30Ja B CyTOU-
HO# Moue: Kapbamasernu (mosbiienue), penopubpars (IIOBbI-
LIAI0T, €CJIN U3MepsATh ¢ moMonpio BAOYKX), HekoTopble cuHTe-
TUYECKUE TJIOKOKOPTUKOUIbI, TPEIapaThl, OJIOKUPYIOIIUE
11B-ruppoxcucreponpnernaporenasy tun 2 (113-HSD2), — co-
JIOJIKA, KapOEHOKCOJIOH.

OcHoBaHus AJig NPUMEHEHUS TeCcTa onpeaeneHns
YPOBHSl CEO60O4HOr0 KOPTU30J1a B CYTOYHOI Mo4e U
0c06eHHOoCTHN npoeegeHnUda gaHHOro Tecrta

PaspaboTka TaHHOTO TeCTa SIBJISIETCS BaKHBIM IArOM BIIE-
pesl o CPaBHEHUIO C ONpejiesienneM YPOBHS 17-0KCHKOPTHKO-
crepounioB (170KC) B Moue, KOTOPBIIT OTpazkaeT ypOBHU KOPTH-
30J1a 1 €r0 MeTaboINTOB. ITO BE/IET K BHICOKOMY TIPOIEHTY KaK
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JIO’KHOTIOTIOSKUTEIBHBIX, TaK U JJOKHOOTPHUIATETbHBIX Pe3yJIbTa-
TOB, u 1oaTomy omnpezenenre 170KC ne pexomenzoBano st
TECTHPOBAHUS IIPU I10/J03PEHIH HA HaInune cuHapoma Kymmn-
ra y maienToB. TecT ompenenenist cBOOOAHOTO KOPTH30Ja B
MoOYe TT03BOJISIET OIIEHUTD CEKPENNIo KOPTH30J1a 3a 24 4. YUuThI-
Basg, uTo ouenusaercs He cBasannag ¢ KCI ¢pakuusa ropmona,
9TO T03BOJISIET N36EKATD BIMSHIIS HA YPOBEHD KOPTH30JIA T1ET0-
TO ps/ia YCIOBUII U JIeKapcTB (HallpuMep, IIPHeM 3CTPOreHcoep-
JKamux 1pemnaparos). Harpumep, y 3/[0pOBbIX JKEHIIIH, TPUHH-
MaIOIIX JAHHBIE TPETAPAThI, MOKET OBITh YBEJMIEH YPOBEHD
KCT # cooTBeTCTBEHHO OY/IET OTIPEEIISITHCSI TTIOBBIIEHHBIN YPO-
BeHb KOPTH30JIa B KPOBH, HO YPOBEHb B MOYe KOPTH30Ja Oyzer
HOpMasIbHBIM. TecT omnpesiesieHNs KOPTH30Ja B CyTOYHON MOde
CUNTAETCS MOJOKUTETBHBIM B OTHOIIEHNN JTAHHON MATOJOTHH
IIPU TIOJIyYeHUN 3HAYEHUH, IIPEBBIMIAIONINX BEPXHUI yPOBEHb
pedepeHTHOr0 3HAYEHNSI, YKA3AHHOTO JJabopaToprel B COOTBET-
CTBUH C JAHHBIMU ITPOM3BOIUTEJIS, B IIEAMATPUIECKOI TIPAKTHKE
MOKHO OPHEHTHPOBATBCS HAa HOPMBI B3pociblX. Onpejesenie
YPOBHSI CBOOOIHOTO KOPTH30JIa B CYTOYHON ModYe 06IaaeT Bbl-
COKOII YyBCTBUTETILHOCTBIO Uy B3POCJIBIX, U Y ieTeil (MpuoInam-
TesibHO 89%). JIOKHOIMOIOKUTEIbHBIE PE3YJIbTaThl MOTYT OBITH
P yCI0BUH M3OBITOYHOTO MOTpebieHust skuakoctu (6osee
5 J1/11eHb), JOOBIX (HDU3HOJOTHYECKIX WU TTATOJOTHIECKUX CO-
CTOSIHUSIX, BBI3BIBAIOINIMX MOBBIIIEHHYIO BHIPAOOTKY KOPTH30JIA.
JloxxHOOTpHIATEIbHBIE PE3YIbTATHl BO3SMOKHBI MPU CHIZKEHHH
KJIMpeHca KpeaTHHUHA Hike 60 MJI/MUH, y HaIlMEHTOB C IINKJIU-
dyeckuM cunyipoMoM KymmHra B II€proji HEAKTUBHOIL cTaguu, y
HEKOTOPBIX MalMeHTOB ¢ MATKUM cuHapoMoM KymmHra (ompe-
JleJIeHIEe B CITIOHE MOKET OKa3aThCs MPeITouTHTeabHbIM). [Ipa-
BUJIa c6opa CYyTOUHON MOYH /ISl TAHHOTO TECTa BKJIIOYAIOT MO-
MUMO TPebOBaHMs K HEOGXOAMMOCTH cOopa Beell CyTOUHOH MO-
Y ¢ TOYHBIM M3MePEHHeM BCero 00beMa, XPaHeH st B XOJIONIIb-
HuKe TpeboBanue U36eraTh Ype3MEPHOTO YIOTPEONCHUS KUKO-
CTH, UCKJIIOUEHNS TPEerapaToB M CPEICTB, COePsKaIIX TII0KO-
KOPTUKOW/HBIII KOMIIOHEHT (eCJIM 3TO BO3MOJKHO). YUHTBLIBAS
BO3MOKHYIO BApUabebHOCTD YPOBHsI KOPTU30J1a, TECTUPOBAHUE
HeoOXOIMMO TIPOBECTH He MeHee 2 pa3, 0COOEHHO y IeTeil.

Oco6GeHHOCTU npoeegeHUda Tecta anga onpeageneHuna
YPOBHSI KOPTU301a B CJIIOHE

Y 3M0pOBBIX JO/IEH ITMPKAHOCTH PUTMA CUHTE3a KOPTH3071a
CBSI3aHA C IUKJIOM COH—OOAPCTBOBaHUE. Y POBEHb CHIBOPOTOY-
HOTO KOpTH30Ja HaunHaeT pacty B 3.00—4.00 Houn u gocTuraer
nuka B 7.00-9.00 ytpa, a 3aTeM CHUIKAeTCS B TeuyeHUe JIHS 10
OYeHb HU3KOTO YPOBHSI ¢ MUHUMAJIbHBIM YPOBHEM B MOJIHOYb.
[Toreps mMpKasHOTO PUTMA TPOILYKIIUU KOPTH30JIa C OTCYTCTBH-
€M HOYHOTO CHIZKEHUsSI YPOBHSI /10 MITHUMAJIbHBIX 3HAYEHUIT SIB-
sgercest OUOXUMUYECKUM TIPU3HAKOM Hamuus cuuapoma Ky-
MIMHTA. JTa Pa3HUIla B GUBNOJOTHH MTPOLYKIIMA TOPMOHA TP
MTATOJIOTUH SIBJISIETCSI OCHOBAHYEM JIJIST PEKOMEH/IAIINY M3MEPSITh
KOPTHU30JI B TIOJTHOYb B CBIBOPOTKE WJIM CJIIOHE. BHOJOTHYECK
akTUBHast (hpakIyst CBOOOIHOrO KOPTU30JIA B KPOBH HAXOIAUTCS
B PABHOBECHH C KOPTHU30JIOM B CJTIOHE, & KOHI[EHTPAIUST B CITIOHE
KOPTHU30JIa He 3aBUCUT OT TEMIIOB IIPOU3BOICTBA CJII0HbI. Kpome
TOTO, YBEJMYEHIE KOPTH30Ja B KPOBU COTPOBOXKIAETCS COOT-
BETCTBYIOIINM U3MEHEHNEM KOHIIEHTPAIINN KOPTU30JIa B CITIOHE
B TeUeHHe HECKOJbKUX MUHYT. PazjinuHble METO/bI HCHOJIb3YIOT
JUISL U3MEPEHVs KOPTU30JIa B CJIIOHE, HarboJiee TOUHbIE METOJIbI
— o mMMyHHbBIN anamm3 (ELISA) u LC-MS/MS. ¥Yposuu xop-
TH30J1a B CJIOHE, u3Mepennble B epuoa Meskay 23.00 u 24.00, B
HopMme — MeHee 145 Hr/mn (4 Hmoub /). CortacHO TaHHBIM pas-
JINYHBIX WCCIEMOBAHNN, MUATHOCTUYECKAS UYBCTBUTETHHOCTH
atoro tecta cocraBisier 92—-100%, a cuenuduynocTh — 10
93-100% B ornommenun cunppoma Kymmmra. Vicronb3oBamie
JTAHHOTO TeCTa B TEAMATPUN TOKA3aJ0 BBICOKYIO UYBCTBUTEb-
noctb (100%) u crermduanocts (92,5%).

Bpems, pekomengosantoe misg cbopa cionbl, — ¢ 23.00 10
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24.00. TIporemypa c60pa CIIOHBI OMMUCAHA B PYKOBOJACTBE LISk
JBYX BapUAHTOB TEXHUKHU cOopa: 1100 MaCCUBHBIM CIIOHOTEYE-
HUEM B IJIACTUKOBYIO TPYOKY, MO0 MyTeM pasMelleHnst BaTHO-
TO TAMTIOHA B TIOJIOCTU PTa C JATBHEHIINM JKEeBaHUEM B TCUCHUE
1-2 mun. O6paserr crabusier Ipu KOMHATHOI TeMIIepaType Uik
TeMIIePaType XOJIOAUIbHUKA B TedeHUe HEeCKOJbKUX HeJelb U
MOJKET OBITh OTIPABJEH MO To4Te B pedepeHc-r1abopaTopun.
OTueTbl CBUETENBCTBYIOT O XOPOIIEH KOPPEIAIUH MeKIY
YPOBHEM B CJIIOHE U OJIHOBPEMEHHBIM 3HAYEHUEM KOPTH30Ja B
CBIBOPOTKE KPOBH Y 3/I0POBBIX J0OPOBOJIBIIER. Y POBHU KOPTH30-
Jia B cirydae cOopa myTeM KeBaHust ObLIM HECKOJIBKO HIKE, YeM
[PY MACCUBHOM CJIIOHOTEYEHUH, HO JIydllle KOPPEJIUPOBAIUA C
YPOBHEM B KPOBHU.

IIpu oleHKe pe3yJabTaTOB HEOOXOAMMO MMETh BBUIY He-
CKOJIBKO (haKTOPOB: YUUTHIBAs, YTO CJIOHHbBIC JKesle3bl Bbipaba-
teiBalorT 11B-HSD2, koropast npeobpasyer GHONOTHUECKH aK-
THUBHBI KOPTU30JI B HEAKTUBHBIN KOPTU30H, MPUMEHEHUE CO-
JIOMKY WJIM KeBaTeJbHOTO Tabaka (copepsKalux MHTUOUTOP)
MOJKET TIPUBECTH K JIOJKHO TTOBBIIEHHBIM PE3yJIbTaTaM yPOBHS
koprusosa. Kypenne yBesmanBaeT ypoBeHb KOPTH30JIa B CIIIOHE,
[03TOMY €ro HeOOXOJIUMO UCKIIIOYUTH B JIeHb cOOpa MaTepuaa.
YdauThIBas BO3MOKHOCTb BJIUSHUS KOPTUKOCTEPOUIOB, BXOJIS-
[IMX B COCTAB JIOCHOHOB U TeJIel, Ha YPOBEHb TOPMOHA, PEKOMEH-
JIOBAaHO MCKJIIOYUTH MX MPUMEHEHUe B JIeHb cOopa MaTepuala.
IIprmech KpoBHU, KaK YCTAHOBJIEHO B UCCJIC/IOBAHUSX, HE BIISIET
Ha ypoBeHb KOPTH30J1a. VIHTepnperamnyst JanHoro TecTta y Jioaei
€ BaXTEHHBIM TUIIOM PaboThl 16O ¢ HOUHBIMU (hopMaMu pabo-
TBI, & TAKJKE Y JINI], TEPECEeKA0NINX YacoBbIe T0sICa, JI0JKHA TIPO-
BOJIUTHCS € OCTOPOKHOCTBIO. CTpecc B /ieHb ¢c60pa 10JKeH ObITh
HCKJIIOYEH.

Oco6GeHHOCTN NPoBeAeHUs TecTa NoaaBfieHns
c 1 Mr pekcameTaszoHa

V moneit 6e3 cungpoma Kymmara nprem cynpahusnosiori-
4eCKOIl /103BI ZieKcaMeTa30Ha MPUBOIUT K IMOJABJICHHUIO CeKpe-
unu AKTT u coorBercTBenno koprusouia. [Ipu natonoruu tako-
TO TIOJIaBJICHNS He TIPOMCXOANUT. Bpems mpuema rexcaMeTasoHa
pexomenzioano ¢ 23.00 1o 24.00 ¢ pampHEHIINM U3MepeHueM
yposus koprusosia B Kposu B 8.00-9.00 caexytomero yrpa. Tou-
Ka OTCEUEHUS I TIOJTOKUTEIbHBIX B OTHOIICHIH HAJTUYUS CUH-
napoma KyrmHra ypoBHeil yTpeHHEro KopTr30Ja KoJrediercs: B
JIOCTAaTOYHO MIMPOKUX IMpegenax — oT 3,6 go 7,2 MKr/mui
(100-200  HMmosB/m). YpoBeHb  MeHee 5 MK/
(<140 aMoOuB /1), IO JAaHHBIM MCCIIEOBAHUMN, IPOJIEMOHCTPUPO-
Basn 10 15% HeMarHOCTUPOBaHHBIX GOJIBHBIX. Takum 06pasom,
TSI TIOBBITIECHNS YYBCTBUTEIBHOCTHU IAHHOTO TECTA CHCIIHATIC-
THI MpeJIaraioT 6ojiee HU3KYI0 TOUKY OTCEYEHNUsT ChIBOPOTOUHO-
ro koprusoua — meree 4eM 1,8 mxr/mt (50 HMOI1b/1), 4TOOBI 10-
CTUYb JIMATHOCTUYECKOIT 4yBCTBUTEBHOCTH OGosiee 95% u crie-
mubuunoctu 80%. Hecomuenno, Bbicokast crieninpuaHocTb 60-
Jiee yeM 95% JI0CTUraeTcst, eCciii JUarHoCTUYeCKUiA TIOPOT TTOBbI-
mraercst 710 5 MKr/ 7t (140 HMOIIL /0T), OJIHAKO, YIUTHIBAS, YTO 11e-
JIBIO TIEPBUYHOTO TECTUPOBAHUS SBJSETCS BBIABJICHNE BCEX
GOJIBHBIX ¢ yKa3aHHOI marosiorueii, HeoOXOAMMO UCIIOJIb30BATh
TECTBl C BBICOKOH IMArHOCTUYECKOW YYBCTBUTEIbHOCTHIO.
VMeHHO TT03TOMY B PYKOBOJICTBE PEKOMEHIOBAHO MCII0JIb30BATD
MOPOrOBOE 3HAYEHHUE CYIMPECCUPOBAHHOTO KOPTU30JA B KPOBHU
1,8 mkr/mr (50 HMOJTB/IT).

Oco6GeHHOCTH npoeegeHud Tecta nogaBJyieHuUs
C 2 Mr/cyT gekcaMmeTa3oHa B TeyeHue 48 4

Jlanublii BapuaHT OIEHKHM CYNPEeCCUU KOPTH30JIa PacIipo-
CTPaHEeH CPe/ii HEKOTOPBIX 9HIOKPUHOJIOTOB B CBSI3H C €ro boJiee
BBICOKOW CHEIMMUIHOCTBIO TT0 CPABHEHHWIO C TECTOM TIO/[aBJIe-
Hug ¢ 1 Mr gexcamerasona. lcmosnb3oBanne JaHHOTO TeCTa Ha-
uboJiee OIlpaBAAHHO IIPU 00ce10BaHUM TTAIIUEHTOB C OKUPEHU-
€M, caxapHbIM JHabeToM, aJIKOTOJIN3MOM, ICUXIMYECKUME HAPY-
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MIEHUSIMU, KOT/Ia OTIpe/iesIeHI e KOPTH30J1a B CyTOYHOI MOdYe Me-
Hee 3¢ HeKTHBHO.

Maunbiii Bapuant O6bl1 Biepssie omrcad Liddle 8 1960 roxy.
WsnavyanpHO mpoBomin oreHky ypoHs 170KC B Moye kak
MHITKATOPA TTOaBIeH st KopTr3osa. OHaKo, NCIOIB3YsT OIpe-
neserne nin 170KC, wiu cBo6OAHOTO KOPTU30J1a B MOUE, OTMe-
YaJil HU3KHE KaK YyBCTBUTEJBHOCTH, TaK M CIEIMUGUIHOCTH
(meree 70-80%), MOITOMY CETOMHST PEKOMEHIYETCS OTEHKA
YPOBHSI KOPTHU30Jia B KPOBHU C IUATHOCTHYECKUM I[OPOrOM
50 umoub/a1 (1,8 MKr/mr) (4yBeTBUTENBHOCTD Gostee 95% st
B3POCJIBIX TAIIMEHTOB U 94% [T TIeANaTPUIECKUX MAIIMEHTOB).
Jlnarnoctudeckast creniuUIHOCTb B HEKOTOPBIX MCCIIEI0BAHU-
sIX coctaBuiia Tobko 70% st cungpoma Kymuura, mostomy B
PYKOBOJICTBE OTMEYAETCST, UTO TAHHBIN TECT IMEET AaHATOTHUHYIO
MU HECKOJTBKO MEHBIIYIO IMArHOCTUYECKYIO TOYHOCTD 110 CPaB-
HEHWIO C IPYTUMU TeCTaMU, PEKOMEHIOBAHHBIMU JIJIs TIEPBIYHO-
TO TECTUPOBAHUS.

AJITOpUTM TIPOBEICHUsT JJAHHOTO TECTa BKJIOYAaeT B cebs:
mpueM JekcameTasoHa 1o 0,5 Mr B Teuenne 48 4, HaunHas ¢ 09.00
yrpa ¢ 6-gacoBeivn unTepBagamu (9.00, 15.00, 21.00 u 3.00 wHo-
4n). YpoBeHb KOPTU30J1a B KPOBU OlieHuBaeTcs yepe3 48 4 — B
9.00 (uepes 6 u mocJie BBeEHUST TTOCJEHEN 03B JIeKCaMeTa30-
Ha). SIHOBCKMIT M COABTOPBI NPEIJIOKUIN JPYTOil MPOTOKOJI:
pueM JiekcaMmeTasona, nauntas B 12.00, ¢ ouenkoii ypoBHs Kop-
Trzosa B kposu B 8.00 yrpa (uepes 2 4, a He 6 4, Kak B OGBIYHOM
IPOTOKOJIE, TIOCJIE TTOCJIEIHETO MTpreMa ieKcaMmeTasona). Jlannas
71032 JIeKcaMeTa30Ha PEKOMEH/IOBAHA [IJisl B3POCJIbIX U JIeTeil OT
40 xr, 1711 1IeTeit ¢ MeHbIeil Maccoit Tesa — 30 MKT/KT B CYTKH.
JImarHOCTUYeCKUI MOPOT KOPTH30J1a B KPOBU B TECTE TIO/IABJIE-
HUST JIEKCAMEeTAa30HOM [IJIsI TIeJINaTPUIECKUX MaIMeHTOB aHaJo-
I'MYEH B3POCJIBIM.

YuauTeiBasi HU3KYIO THATHOCTHYECKYIO TOUHOCTD (UyBCTBU-
TeJILHOCTD U cI1eu(UYHOCTD) TeCTOB oupeaentenus 17-kerocre-
POUIOB B MOYe, CJIYYaifHOTO YPOBHS KOPTH30J1a B KPOBY WJIN B
16.00, Tecta TOIEPAaHTHOCTHN K MHCYJIMHY, JaHHBIE CCICTOBAHNS
B IIEPBUYHOM TECTUPOBAHUU TTAIMEHTOB C TOJI03PEHUEM HA CUH-
npom KymuHra He pekoMeH10BaHbl. TecThl, MCOTb3yeMble st
BBISIBJIEHUST TPUYIHBI BOSHUKHOBEHMST cuHapoma Kymmmmra (3a-
GosieBanust TUIIO(GU3a WK HAAIOYCYHUKOB ), TAKKE, KAK YPOBEHb
AKTT, tect momassienns ¢ 8§ Mr ieKcaMeTa30Ha, TeCThl CTUMYJIS-
11K, MOTYT OBITh KaK aHOMAJIbHBIMU Y 3/[0POBBIX JIOJEH, TaK 1
HOPMAJIbHBIMH TIPH MATOJIOTUH, TIO9TOMY [IJIsI TIEPBOHAYAIBHOTO
TECTUPOBAHUS HE PEKOMEHIOBAHBI.

OnpepeneHve ypoBHS KOPTU30J1a B KPOBU
B MOJIHOYb

Iesiecoob6pasHoCTh JaHHOTO TecTa 00yCIOBIeHA U3MEHEH -
eM [UPKATHOCTU PUTMA CEKPEIH KOPTU30JIA Y TAIUEHTOB C
cuHIpoMoM KymmuHra. YUuTsIBas cI0KHOCTH TPOBEICHUS JTaH-
HOTO TECTa, OH He PEKOMEH/IOBAH KaK TECT MMEPBUYHOTO TECTUPO-
BaHUSI TIPU [TOJI03PEHUN HA TAHHYTO TTATOJOTUIO, OZIHAKO TIPU He-
KOTOPBIX KJIMHUYECKUX CUTYAIUSAX SBJSETCS ONPABIAHHBIM.
ITopor otceuenust st caapoma KyrmmHra ypoBHSI KOPTH30J1a B
24.00 1,8 mkr/nn (>50 umosb/n) umeer npaktudeckn 100%
YYBCTBUTEIBHOCTD, HO HU3KYTO CIIETIM(PITYHOCTD (TI0 HEKOTOPBIM
uccaenoBanusm 10 20,2%). [Ipu atom mopor B 7,5 MKT/711 mMe-
et crieruduanocTb 10 87%. B nerckoit nomyssiiun uccienosa-
TEJIM OTMEYAIOT BBICOKYIO YYBCTBUTEIBHOCTL — 99% 3TOTO TecTa
Mo cpaBHeHNIO ¢ 88% /IS OIIEHKH B MOYE,

JlaHHbIiI TeCcT MO3BOJISIET B CJIydYasiX ITOJYYEHUS JMCKO-
PIAHTHBIX 3HAYEHWIT TECTOB MEPBOW JIMHUW TOATBEPANTD WJIH
UCKIIOUNTDH cutgpom Kymmnra. [Ipu BBICOKO# BEPOSITHOCTH TTa-
TOJIOTUU Y TAIIMEHTA W MOJyYeH HOPMAJIbHBIX YPOBHEI KOp-
TH30JIa B MOUY€E W OTPUIATENIbHON mpobe ¢ 1 MT jekcameraszoHa
noJydenue KoprusoJa B kposu B 24.00 Gosiee 1,8 Mkr/ i yBesm-
4UBAET BEPOSTHOCTH Hajmuust cunjpoma. M waobopor, y naiu-
€HTOB C HU3KOIl BEPOSITHOCTBIO MATOJIOTHH U OKMPEHUEM yMe-
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PEHHO TIOBBIIIEHHbIE YPOBHU KOPTH30JIa B MOYE U OTCYTCTBHE
nojiasJieHnst B 1pode ¢ 1 Mr jlekcamerasoHa 3HAYeHHsl YPOBHSI
koprusosa Metee 1,8 MKI//JI I03BOJIAIOT IIPAKTUUECKHU UCKJIIO-
4uTh Anarno3 cunapoma Kynmura. OHako B pyKOBOJCTBE OT-
MEYaeTCst, YTO eIMHCTBA B OTHOIIEHII 3HAYUMOCTH JIAHHOTO Te-
CTa U XapakTepa OTKJIOHEHHI Ha CEerOHSIIIHIN J€Hb HET, [0TO-
MY JIAHHBIH TECT MOJKET PACCMATPUBATBCS KaK JOMOTHEHHE K OC-
HOBHOMY aJITOPUTMY TECTHPOBAHMUSI MAIMEHTOB C MOA03PEHIEM
Ha 270 3aboJieBanne. 3a60p KPOBU JIJIst OLEHKH YPOBHS KOPTH30-
ma B 24.00 mpoBouTcs B crarmonape. Tpebyercst rocnurammisa-
1ust 32 48 9 710 B3SITHSI ITPOOBI IS MCKITIOYEHUST JTOKHOITOJIOKH-
TEJbHBIX PE3YJIbTATOB, CBSIBAHHBIX CO CTPECCOM TOCIUTAIN3A-
i, 3a60p BO3MOJKEH B BYX BapHaHTaX: MOCTE MPOOYIKACHNST
nanuenTa B Tedenue He 6osee 5—10 mun nin 3abop uepes Kare-
Tep y crsiniero narpenTa. IIporeaypa KateTepusannm 10/oKHA
GBLITh TIPOBEIEHa 3apamee, 0OCOOEHHO Y IeTel, T NCKIIOYEHNsT
BJIMSTHUSI CTPECCa.

NMpoBepneHune Tecta nogasneHUsa 4ECMONPECCUHOM

Omnpenenenne ypousa AKTI no n gepes 10, 20, 30 mun moc-
Jie BHYTPUBEHHOTO BBeieHust 10 MKT leCMOIIpecCHHA BbI3bIBAET
nosoimenue yposist AKTT y manmentos ¢ 6oresnpio Kymmara ¢
JIMArHOCTUYECKON TyBCTBUTENLHOCTBIO 82—87%, BO BCexX APYyrux
KJIMHUYECKUX CUTYAIMSIX U Y 3/10POBBIX JIOJEN JaHHOTO OTBETA
Ha Hperapar He OTMEYACTCs, YTO OTPAHUYMBACT MPUMEHEHHE
9TOTO TECTA /TSI BBISIBJIEHNUST TTAIMEHTOB ¢ cunipomMoM Kyrmunra
u TpebyeT NANbHEHIIEro MPOBEACHIs UCCae0Batuil B 06aacTu
MIPUMEHEHHS JIAHHOTO HArpy304HOTO TeCTa.

OcHoBaHus An9 BbIGOpa TeCTOB NepBUYHOI
ANarHoCTUKu cuHgpoma Kyl.umlra npu pa3/in4yHbIX
KJIMHN4Y€CKUX COCTOAHUAX N Y Pa3JINYHbIX
KaTeI’OpMﬁ nauveHToB

1. bepemenvie. CKpUHIHT JI7TsI BBISIBJICHUS THIIEPKOPTH30JIe-
MUHU BO BpeMst GepeMeHHOCTH 3aTpy/HeH, ocobenHo Bo 1T u 111
TPUMECTPAX, — 9TO CBSA3AHO C (PU3NOTIOTMYECKOI TUIIEPKOPTU30-
seMueit, 06yCIOBIEHHON (HI3NONOTHIECKUMI H3MEHEHUSIMI BO
Bpemst GepeMeHHOCTH. B PyKOBOACTBE OTMeUaeTcs, UTO TOIBKO
3HauUeHMs yPoBHS KopTuzoJsa B moue Bo 11 win III Tpumecrpax,
Gosree ueM B 3 pasa MPEBBIMIAIONINE BEPXHIO TPAHUILY HOPMBI,
MOTYT OBITH PACCMOTPEHBI KaK MOJOKUTENbHbIE B OTHOIIEHHN
nanmuust cunapoma Kymuura y 6epemennoit. [lupkagnocts put-
Ma KOPTH30JIa COXPAHAETCS TP HOPMATTBHOI GEPEeMEHHOCTH, X0-
Ts1 1 ¢ GoJiee BBICOKUM HOYHBIM YPOBHEM ropmoHa. [Ipu matosio-
MU U3MEHEHUs] IIMPKAJHOCTH [IPOUCXO/IAT, OJIHAKO JIMAarHOCTH-
YyecKwe MOPOTH JITIsT KOPTH30J1a B cToHe 1 Kposu B 24.00 B oTHO-
mennn cunapoma Kyrimara it 6epeMeHHBIX Ha CeroIHsIITHITN
JIeHb He OIIPeJIeJIeHbl, II09TOMY OLIEHUBATh PE3YJIbTAThI JJAHHOTO
TecTUpOBaHusA GyieT HeKOppeKkTHo. Vcmosb3oBanne Tecta mo-
maBeHns ¢ 1 MT iekcameTasoHa OTPaHUYeHoO B CBSI3N C M3MeHe-
HUEM PeaKI[I1 OPraHu3Ma Ha JIAHHBII TOPMOH, YTO MOXKET [1PUBe-
CTH! K YBEJINYEHUIO JIOKHOIOTIOKUTEIBHBIX PE3YIbTaTOB.

2. [layuenmot, noryuaiouge npomusocyoopoIcHvle npenapa-
mbt. YUUTbIBAs, YTO IIPOTUBOCYLOPOKHbIE IIPelapaTbl U3MEH-
10T KJIMPEHC JleKcaMeTa30Ha, Bauss Ha aktuBHOCTH CYP 3A4,
BO3MOKHO TIOJydeHNe JOKHOTIOJOKUTETbHBIX Pe3ylbTaToB B
TecTe 110/aBJeHus lekcamerazonoM. Ha cerosns He ycranosiie-
Ha TIPOJIOJKUTETbHOCTh OTMEHBI IIPEeNapaToB, J0CTaTOYHAsT /IS
BOCCTAHOBJIEHNST HOPMATBHOTO KJIMpPeHca ekcaMeTasoHa. Kpo-
M€ TOTO, CaMa KJIMHUYECKas HeOOXOAMMOCTD IPHEMa OrPaHidu-
BaeT BO3MOJKHOCTH OTMEHBI. B crity TaHHBIX 06CTOSITENBCTB pe-
KOMEH/IOBaHO NCIIOIB30BaTh OTIpe/ieleHne KOPTH30J1a B CIIIOHE B
23.00-24.00 umu B kposu B 24.00.

3. Xponuueckas noueunas nedocmamounHocmy. YIuTHIBas,
YTO KINPEHC KOPTU30J1a U3MEHSIeTCs IPU KJIMPeHce KpeaTHHIHA
Huke 60 MJI/MuUH, OLleHKa JaHHOI0 TOPMOHA B MOYe U KPOBH OC-
TaeTcs CJIOKHOM IS a/leKBATHOM WHTEPIpeTalui, B MepBYIO
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oyepeb 3a CYET YBEJIUYCHHS KOJIMYECTBA JIOKHOIIOTIOKUTEID-
HBIX Pe3yJIbTAaTOB. /[MarHOCTHYECKMX MOPOTOB OTCEUEHUS JIIst
YPOBHSI KOPTU30JIa IIPU IAHHOU MATOJIOTUHU HA CETO/IHS HE CYIIle-
ctByeT. OHOI 13 PEKOMEH/IAIII SBJISETCS yKa3aHUe Ha TO, YTO
HOPMAJIBHBII OTBeT Ha 1 MT /leKcaMeTa3oHa, CKOpee BCETo, MC-
Kiodaet cungpom KyIlmnHra, O[HAKO MOJIOKUTETbHBIN Pe3yJib-
TaT He SABJSETCS TUATHOCTUYCCKUM.

4. Huxnuueckuii cundpom Kywunea. Cnoxnoctu nabopatop-
HOIl IMarHOCTUKU Y TaHHON KaTeropuu MarueHToB 00ycaoBIe-
HBI STTM30IMYHOCTBIO THIIEPCEKPEIITH KOPTU30J1a, TTIKU KOTOPO-
IO MOTYT JIJTUTHCST OT HECKOJBKUX JTHEN /10 HECKOJIBKUX MECSITIEB.
VIMeHHO 9TO TPUBOAUT K HEPAIMOHAIBHOCTU HCIOJIH30BAHUS
TecTa TOJABJICHUS JEKCAMETa30HOM, TaK KaK OTpHIlATeTbHAsS
poba MOKeT OBITH CBsI3aHA € OTCYTCTBUEM ITMKA CEKPEINU KOP-
TH30J1a OPTAHU3MOM B JieHb oOcrejoBanst. B cuiy aTux ocoben-
HOCTEll PEKOMEH/IOBAHO MTPOBOJINTD CEPHUIO OTTPEIeTICHNI KOPTH-
30J1a 10O B CyTOYHOIT MOYe, MO0 B CJIOHE, OCOOEHHO B TIEPH-
OJIbl KJIMHUYECKUX TTPOSIBIIEHUIA.

5. Unyuoenmanomot naonoueunuxos. B pykoBojCTBe OTMeUa-
€TCsT, 9TO OTIPejIeIeHNe KOPTH30JIa B CYyTOUHOI MOUe SIBJISIETCST
MeHee YyBCTBUTEIbHBIM TECTOM MO CPABHEHUIO C TECTOM TI0/[aB-
gerns 1 wmr gexcamerasona. Cympeccus ypoBus AKTIT nmm
JITDA-c y manueHnToB ¢ BBISBIEHHOI aJleHOMOI HA/ITOUYeYHUKa

MixaucuunniHapHa npo6nema: cuHapom KywuvHra
(Ornsap kepiBHULTBA 3 AiarHOCTUKU CUHAPOMY
KywwmHra «The diagnosis of Cuching’s syndrome:
An Endocrine Society Clinical Practice Guideline»)
O.B. PukoBa

AKTyasbHiCTh TeMu fiarHocTuKU cunapoMy Kyrinnra nos’si3ana 3 6a-
raTorpaHHiCTIO KJIiHiYHUX TIPOSIBIB JaHOi MATOJIOTI], IKa IIPU3BOAUTH
JI0 TOro, IO IAL[iEHTU IIEPBHHHO 3BEPTAOTHCS O CAMUX PI3HUX
(axisiis. [le BuMarae mupokoro iHhopMyBaHHs IIPO 0COOIUBOCTI Iie-
pebiry JaHoro 3aXBOPIOBAHHS i aJITOPUTMH MIEPBUHHOTO OOCTEKEHHSI
TAI€HTIB U1 MOKIIMBOCTI CBOEYACHO BUSIBUTH i HAIIPABUTH /10 €HJIO-
KPUHOJIOTA ISl BCTAHOBJIEHHST OCTATOYHOTO JIiarHo3y i BHOOpy TakTu-
ku Begents. Mu nporionyemo oruisi Kepisuuirsa «The diagnosis of
Cuching’s syndrome: An Endocrine Society Clinical Practice
Guideline», The Endocrine Society, 2008, sie naBeieni airoputmu, sKi
B 1epiy uepry 6asyrThcsi Ha JabOpaTOPHOMY TECTYBaHHI — OIiHIO-
BaHHi piBHA KopTH3osy. Marepias copmoBanmii Ha OCHOBi I[bOTO
KepiBHUI[TBA Ta BioOpaskae yMKy (haxiBI[iB eHAOKPUHHOI CIIILHOTH.
Kmouogi cnosa: cunopom Kywunza, kopmu3son, 6esniionicmo, cunopom
NOLIKICMO3HUX ACUHUKIG.

MCCNEAQNOBAHMNMA

MOTYT HOATBEP>KAaTh CHHAPOM KyIIiHra, mpu aToM oT™Medaercs,
YTO OIpefieJieHNe JaHHBIX TOPMOHOB Y HAIIMEHTOB C KIMHUKOI
cunapoma KymnHura He peKOMEHIOBaHO B KauecTBe TecTa Iep-
BUYHOH IMaTHOCTUKH, HO MOJIE3HO JIJIsT BBISIBJICHNUS THITEPMYHK-
111 HAATIOYEYHUKOB Y IAHHBIX MTAI[EHTOB.

BbiBObl

Onupasich Ha MUPOBOI OIIBIT, MOKHO OJTHO3HAYHO CKA3aTh,
4TO NpobseMa TUIIOANATHOCTUKY cuHApoMa Kymmnra cyect-
BYET, & OJTHUM U3 KIMHIYCCKUX TIPOSBICHUI IAHHOTO CUHPOMA
SABJISAIOTCS HAPYIIEHHS CO CTOPOHBI PEIPOLYKTUBHOTO 3/[0POBBSL.
MHorooGpasue IpoOsBIEHUIT, OTHOCUTENbHAS PEAKOCTD KJIACCH-
YeCKOI KJIMHIMYECKON KapTHHBI, & TAaKXKe BBICOKAs PacIpoCTpa-
HEHHOCTh «MACKUPYIOMIEH» MAaTOJOTHU KAK CAMOCTOSITETbHBIX
HO30JI0rn4ecKuxX (HOPM TPUBOISAT K BOZHHUKHOBEHHIO OIpejie-
JICHHBIX TPYZHOCTEH B IMATHOCTHKE OTIMCAHHbIX cocTosHMiT. He-
CBOEBPEMEHHOCTH YCTAHOBJIEHMS JMArHO3a 3HAUYUTETHHO CHU-
skaeT aHEKTUBHOCTD JIeUeHsI, YXY/IIIAeT Ka4eCTBO JKU3HM TIa-
IIMEHTOB, & B HEKOTOPBIX CJIyYasiXx MOKET IIPUBOIUTD U K TParu-
YeCKUM MOCJIeACTBUSM. VICob30Banne COBPEMEHHBIX JTabopa-
TOPHBIX TECTOB TTO3BOJIUT BOBPEMsI 3aI10/I03PUTH JAHHYIO T1ATO-
JIOTHIO, YCTAaHOBUTD MTPABUJIBHBIIN TUArHO3 U TTPOBECTH aJIeKBAT-
HOE JIeUeHIIe.

Interdisciplinary problem: Cushing’s syndrome

(The review of the diagnosis of Cushing’s syndrome
manual «The diagnosis of Cuching’s syndrome:

the An Endocrine Society Clinical Practice Guideline»)
O. Rykova

Background diagnosis of Cushing’s syndrome is associated with multi-
faceted clinical manifestations of this disease, which leads to the fact
that patients are initially treated to a variety of specialists. This
requires extensive information about the features of the flow of the dis-
ease, and algorithms for the primary examination of patients to be able
to detect and referred to an endocrinologist for definitive diagnosis
and tactics. We offer a review of the management of «The diagnosis of
Cuching’s syndrome: the An Endocrine Society Clinical Practice
Guideline», The Endocrine Society, 2008, which shows the algorithms,
which are primarily based on laboratory testing — assessing the level of
cortisol. The material is formed on the basis of this manual and reflects
the opinion of experts of the endocrine community.

Key words: Cushing’s syndrome, cortisol, infertility, polycystic ovary
syndrome.
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