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Knaccnounkauma KywmnHra

I. IK30reHHbIn
Il. 9dHAOreHHbIN rMNepKopTU3LU3M

AKTTI-3aBucumbiit (80%)
* bone3Hb NueHKo-KyLwiunHra

e JKtonuueckaa npoayKumna AKTI (0BCAHOK/IETOUYHbIN paK Nerkoro, KapunHouna, 6poHX0B,
TUMYCa, NOAKENYA0YHOMN Kenesbl)

AKTl-He3aBUCMMbIN

°* aaeHoma

°* apumMHoma

* HOAyNAPHaA Hagno4yeyHWKoBadA rmnepnsiasuna (oaHo- 1Mbo ABYCTOPOHHASA)



ANUTEeNbHOCTb rTMNEePKOPTMU30/M3Ma MMEET BaXKHOE 3HaYeHne Ha NporHo3 3abonesaHus, B
/ CBA3M C YeM paHHAS AMArHOCTUKA onpeaensiet apPeKTUBHOCTb NeYeHuns

Mortality

Reversibility of complications

Duration of hypercortisolism

Fealdéss RA & &l L J Endbernal 2012:167-311-326




CxoxkecTb peHoTMNa ¢ MeTaboIMYeckKum CUHAPOMOM BO MHOTOM onpeaenaeT

/ TPYAHOCTU B ANATHOCTUKeE
Feature Prevalence at diagnosis (%)
Overweight (BMI 25-30 kg/m?) 21-48
Obese (BMI >30 kg/m?) 32—41
Impaired glucose tolerance 21-64
Diabetes mellitus 20-47
Dyslipidemia 38-71

55-85
27

Hypertension

Atherosclerosis

BMI, bedy mass index

Colao A et al. J Clin Endocrinal Metab 1909.84:2664-2672; Fagglano A &t ai. J Clin Endocrinol Metab 2003,88:2527-2533;

Mancinl T &t al. Ciln Endocrinol (Ox) 200461768777, Tauchmanova L &! &/, J Ciin Endocninol Adetab 2002,87:4872-4878; Pvonsilc R &t al,
Endocrinol Metab Ciin North Am 2005;34:327-339; Ebxabe J 8 Vazquez JA, Chn Endocnnay (Oxf) 1994;40: 479-484; Fatli L\ et &), J Endocring/
frrvest 2000;23:145-150; Silversiean MD ef a). Arch intern Med 1963;158:585-583



Hecmenu@uyeckne CAMITOMBI

MeHee ANCKPUMMUHALMOHHbDbIE
(manbie) npusHaku:

-0XunpeHmne
- «ropb bynsona»

-aKHEe M TMpPCyTU3M

-UCTOHYEHME KOMKHbIX MOKPOBOB
-n70X0e 3a*KNBJIEHNE PaH

-0TeKM

-cnaboctb

-Habop macchl Tena

-HapyLUeHNe HaACTPoeHUs
-U3MEHeHMe anneTuTa

-HapyLeHMe MeHCTPYabHOIo UMKAA

-peuuamsupytoime rpubrosble n
H6aKkTepmanbHble MHGEKL MU

-MoYeKameHHas bonesHb

e [OuUcKpuMMHaUuMOHHbIe (6onbline) npusHakm

-pacumanbHas naetopa
-NPOKCMMabHaA MMoNaTmA

-CTPUM KPacHO-GpNONETOBOTO LBeTa U WnpuHon bonee 1
cMm

-Nerkoe NosiB/leHUE KPOBOU3AUAHUN
-OTCTaBaHWe B pocTe U HAabop macchl Tena y aeTen

* AccouumpoBaHHble COCTOAHUA
(ocobeHHO B monogom Bo3pacre):

-apTepuanbHas rmnepTeH3mns
-CaxapHbIn anaber
-0CTEONOPO3 U Nepenombl



Bbibop naumeHToB ANA CKPUHUHTA:

©
o
\’ g
©

monoable nau ¢ HeobbIYHBIMU NPOABNEHUAMM ANA UX BO3PACTa
(Hanpumep, ocTEONOPO3 C HU3KOTPABMATUYHBIMU NEPENOMOMAMMU,
nAoxo KoHTpoamnpyembit CA u Al, mopbunaHoe oxnpeHue, ameHopes y
YKEHLLMH, CHUXKEHME NONOBOr0 BNEYEHUNA Y MYIKUYUNH)

NaLyeHTbl C USMEHEHUAMMU BHELLHOCTU N MHOMKECTBOM
Pa3sHOOH6pPa3HbIX KAMHUYECKUX NPOoABAEeHUN

HapyLleHue pocTa U yBeInueHMe Maccbl Tena y getein

nauneHTbl CO cnyqaﬁHo BblAB/IEHHbIMHA 06pa3OBaHMHMM
Haanoye4yHUKOB



CoCcTOsIHMA, aCCOLUMMNPOBAHHbIE C TMNEPKOPTU30AU3IMOM NPU OTCYTCTBUM
/ cmHapoma Kywmnnra (Pseudocushing)

O} * 6epeMeHHOCTb;
* aenpeccua u apyrue ncMxmyeckme PpaccTpomucTsa;
. °* 3/IKOro/ibHas 3aBUCUMOCTb;
* PE3UCTEHTHOCTb K IMIOKOKOPTUKOUOAM;
* MopbuaHoe oXKUPEeHne;
* M10X0 KOHTPOJIMPYEMbIN CaxapHbIN AnabeT;
* CINKA
* XpOoHM4YecKue 3aboneBaHUA NoYekK



/

AnddepeHumanbHaa guarHoctuka CK u NceBaOKYLIKHIA

KAnHu4yeckmne npoABaeHUA:
aHamHe3 (B T.4.1€KapPCTBEHHbIN)
OCMOTp

JlTabopaTopHble TECTbI:

1.KopTn3on cntoHbl, B3TbiM B HOYHOE Bpems (mexay 23 n 24 yacamu);
2. KopTn30/ CbIBOPOTKMK, B3AITOM B HOYHOE BPEMS;

3.Manas gekcameTta3zoHoBadA Npoba;

4. TecT c pecmonpeccmHOMm

3onoToii ctaHAapT oTcyTcTeyer!



[ns nepBoHavya/ibHOro NOATBEPXKAEHUS MO0 UCKNOYEeHUA
/ 3HAOreHHOro rmnepKopTULM3IMA

OLIeHKa ceKpeuun KopTm3ona
nyTem onpeaeneHsie ypoBHA cBOOOAHOro KOPTU30/1a B CYTOYHOM MoYe

onpeaeneHue ypoBHA KOPTM30a1a B CNtOHE, cObpaHHOM B 23-24 yaca

o BepndUKaLmMAa HapyLLEHUA PUTMOB CEKPELIMMN KOPTU303

HapyLLUeHW nepeaayum cMrHana no ocu rmnodmns-HaanovyevyeHmKm
(npoba c aekcameTasoHOM)

Hu oguH 13 TectoB He obnagaer 100% TouHOCTLIO!



CYTOYHbIN KOPTU30/1 MOYM

a

Author, year CSnotal patients Cut-off (nmol/24h) )
Edady, 1973 24735 304

Kreze 1983 WIS 178

Vidal Trecan, 1983 264130 262

Duniap, 1985 1843

Papanicolacu, 196
Ness Absamof,
Papamscolacy, 200

Sensitivity: 45-100%
Specificity: 44-100%

Holleman, 2008

Reimondo, 2005 78106

Viardot, 2009 1226 S04
Erickson, 2007 2151 177
Giraldi (a), 2007 2204126 220
Giraldi (b), 2007 32/55 220
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KopTn3son cnioHbI

A. OTKpOiATE KpbilLeyky,
HO He BbITacKuBaiTe NpoGUPKY ¢ BATHBIM
TaMMOHOM

b. [oMecTuTe TaMnoH HENOCPEACTBEHHO
B Ballly POTOBYIO NOMOCTb MYTEM HaK/OHa
TPYOOYKM 10 TeX Mop, Noka TaMnoH

He ynafieT B pot. He npukacairech

K TAMMNOHY pykamu!

B. OueHb akkypaTHO NOXYWTE TaMIOH,
nepemell(as ero B poToBOM NOJIOCTH

B TeyeHme 2—3 muuyT (HE MEHEE,
WHaye CMIOHLI HeI0CTAaTOuHO), 10 TOro
KaK TaMMOH HanosHUTCA CMIOHOM. 3aTeM
MOMECTUTE TaMroH 06paTHO B NPOGUPKY,
He NpuKacasch K Hemy pykamu!

[. 3aKpoitTe NpobupKy, yoeauTecs,
4TO Bbl €€ MNNIOTHO 3aKPbIA.

Buonornyeckn akTUBHbIN CBOOOAHbLIN
KOPTU301 B KPOBM HaxoauTca B
PAaBHOBECUU C KOPTU3O/IOM B C/AtOHE

KOHLI,EHTpaLI,I/lFI KOPTN30/i1a B C/ZIIOHE He
3dBUCUT OT CKOPOCTHU Bblpa6OTKI/|
C/ZTHOHDbI.

YyBCTBUTENBHOCTb 92-100%
cneumdunYHOCTb 93-100% B
ANArHOCTMKe cmHapoma KyluHra.

HapexxeH B  anddepeHumanbHOn
ANArHOCTUKe cuHgpoma KywuHra w
[lceBAOKYLWMHra



/ [lekcameTaszoHoBas npoba

Similar performance of 1-mg overnight and 2-mg 48-h low-dose tests

Sensitivity Specificity
I B0% — more cases missed 95% - fewer false positives ]
138 nmeol/L (5 pg/dL)
I 95% — fewer cases missed 80% = more false posilives l

50 nmol/L (1.8 pgldL)
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Hair cortisol — another proposed tool for diagnosing
Cushing’s syndrome

Mean hair cortisol levels are significantly elevated in patients with Cushing’s
syndrome compared with healthy controls

00 P<0 0001
o Sensitivity: 86%
g - Specificity: 98%
S & 300
L
3§ 200
c
; 100 ULN
(75.9 pg/mg hair)
0 _
Cushing's Healthy
(n=14) (n=96)
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BTOpaFI NMHNA ANarHOCTUK sHAOreHHoro rNrMNepKopTuLLn3mMma

KomOUHMPOBaHHbIN HU3KOA030BbIU TECT C
v [eKCameTasoHOM CO CTUMYyAALMEN
KOpPTUKONnbepmnHom

o OnpeaeneHne CbiIBOPOTOYHOrO HOUHOIO KOPTMU30/13



Cushing’s syndrome: Diagnostic algorithm

Perform 1 of the following tests

® 24-hour UFC (22 tests) Normal
= Overnight 1 mg DST —n S
= Late-night salivary cortisol (22 tests) unlikely

= 48-hour 2 mg DST in certain cases
' Any abnormal result

Exclude physiologic causes of hypercortisolism
Consult endocrinologist

= Perform 1 or 2 other tests shown above

= Suggest consider repeating the abnormal test

= Suggest Dex-CRH or midnight serum cortisol in certain cases

Dmrepﬁ‘/ l' Abnormal N‘:‘Wl

Additional evaluation CS unlikely

AMiamian l I at ol 1 e BEovtnennad Aatabs IONE 2. 16808 4840



[lononHUTENbHbIE TECTbI
(&' cTaumoHape ansa and. AMarHOCTUKU TMNEPKOPTM30AN3MA)

v Mpoba co ctumynaumuen KoptukonubepmHom n onpeaenenmne AKTI
(uyscTBUTENBHOCTL 70-90%, cneymdpmuHocTb 100%)

Bonblan cynpeccnsHas npoba ¢ AeKcameTasoHOM
(yyscTBUTENbHOCTL 47,8-100%, cneunduyHocTb 57-100%)

BunatepanbHbii 3a60p KPOBM U3 KAaBEPHO3HbIX CUHYCOB-
3010TOM cTaHAapT B and.guarHoctnke AKTIr-zasucumoro CK
(wyBcTBUTENBHOCTDL 94%, cneundudyHocTb 94%)

TecT c AecmonpeccuHom
(wyBcTBUTENBHOCTDL 91-97%, cneundunyHocTb 84-100%)




Differential diagnosis of Cushing’s syndrome

Equivocal Low ACTH-
Perform CRH _"0'20 PIMLI| Measure plasma | <10 PeMU) independent
stimulation test ACTH Cushing’s
l High (>20 pg/mL [4 pmoVL]) sy"d_' Dine
hi(:r:;al Increased Perform pituitary l
o] T MRI (+ CRH/HDDST) Perform adrenal
Positive CT or MRI
(>6 mm adenoma)
v
Search for eCtopic Cushing’s disease 2::::27;6 mm adenomay)
ACTH source s
_ , }
Positive ACTH
gradient [ Perform BIPSS
l Negative ACTH gradient
Search for ectopic
ACTH source

Armnaldl G ef & J Cint Endocrinol Matab 200388 55035602
Nigman LK & al J Chn Endocninal Metab 2008 93-1526 -1540

ACTH, adranocarticotropic harmone, CRH, corticotrop n-releasing harmone,
CT, computed tomography, HDDST, high-dosa dexamethasone suppresson lest;

MRI, magnetc resonance magang



Bonpoc 1.

* [1pn BbIABNEHUN 0OPA30BAHUA
HaAMNoO4Ye4YHMKOB, KAKOMY TECTY Bbl
oTAaanTe npegnoyreHme?



Bonpoc 2.

* [lpn AMarHoCTMKe aHaoreHHoro KylmnHra 3a
CKOJIbKO CTOUT OTMEHUTb npmem MNK?



Cnacmnbo 3a BHUMaHume



