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MEXANCUUNNTUNHAPHAA NMPOBJIEMA:
CMHOPOM KYLUUHIA

OBb30P PYKOBOCTBA OBLLECTBA SHAOKPUHOJIOIOB CLLUA
no AMATHOCTUKE CUHOPOMA KYLUUNHIA*

AKTyaﬂbHOCTb TeMbl cMHApPOMa KywmHra gna
aKyLlepa-TMHeKorora cBA3aHa npexae Bce-
ro C HeOOXOAMMOCTbIO UCKIOYaTh JaHHYI0 MaToso-
M0 Y XEHLLUMH C HapYLLUEHUAMWN MEHCTPYanbHOro
UMK, C Pa3INYHbIMA MPOABAEHUAMWN TUMNEpPaH-
[ApOreHHoro cratyca (rMpcyTsmMom, fepMonaTus-
MU), MONNKMCTO30M SIMYHUKOB, HEBbIHALLIVIBAaHVEM
6epemeHHoOCTH, Gecnnoguem. Mpy 3TOM Takue
MaLMeHTKM 3a4acTylo UMET U3ObITOUHYO Maccy
Tena, HapylleHus YrneBofHoro obmeHa (recta-
LIMIOHHBIN AMabeT, CaxapHblil AVA6ET), Y HUX OTMe-
YaeTCcA MOBbILEHHOE apTepuanbHOe AaBleHUE,
KOTOpOe TM/IoX0 MNOoALAeTCA MeAMKAMEHTO3HOM
KoppeKkumn. OfHMM K3 [OCTAaTOYHO Cepbe3HbIX
NPOABNEHWNIN AAHHOTO CUHAPOMA, C KOTOPbIM CTasl-
KMBaeTCA aKyLlep-TMHEKONOr, ABNAETCA KapTuHa
BTOPVYHOIO MMMyHOZebULMTa Y AaHHBIX XKEHLLWH:
YMOPHbIe, YaCTO PeLMAMBHPYIOLLMEe BOCNannTeb-
Hble 3a00/eBaHNs, BbICOKasA BOCMPUMMUYMBOCTb K
BUPYCHbIM MHdeKumaMm. Hepeakoe nposBneHvie
cuHpgpoma KylimHra - nossneHve KpoBOW3NMA-
HWUIA NPW CaMblX HE3HAYNTENbHbIX TPaBMax. Kpome
TOro, aKTyaslbHOCTb MPOGNIEMblI CBOEBPEMEHHOMO
BbIABNEHUA CUHAPOMa KyliMHra B aKyluepcKo-
MMHEKOJIOrMYeCKo MpakTuKe CBsi3aHa C Heoob-
XOAMMOCTbIO WCK/IOYEHNss 3TOM naTtofiormm B
CUTYaUMAX TMNepaHApPOreHHbIX NPOABEHNI, He-
BblHaLIVBaHWs 6epeMeHHOCTM, Korga pelleHre o
Ha3HaYeHUN [IIOKOKOPTUKOMAHbBIX MpenapaToB
JOMKHO OblTb MPUHATO C YYETOM FNEepKOPTU30-
nemuu, xapakTepusyoLlell faHHoe 3aboneBaHue.
besycnoBHo, 0 AmarHocTuke cmHppoma Ky-
WNHra KAWHULUCTBI  3a4yMbIBAlOTCA Mpexae
BCEr0 MPWU HaNMuMM KNACCMYECKUX BHELIHUX
NPOABNEHUN, KOTOPblE XOPOLLO N3BECTHbI, OfHa-
KO CerofjHsl B MUpe akTyasibHa npobnema HecBo-
€BpPeMEHHON ONArHOCTUKM OaHHOW MaTosoruu,
KoTopas ABNAETCA NPUUNHON daTaNbHbIX COCTO-
AHUN (B NepBYylo ouepesb CepAeYHO-COCYANCTbIX
3aboneBaHun 1 cencrca) N YacTUYHO CBA3aHa C
HeCBOEBPEMEHHON NOCTaHOBKOM AnarHosa.
YunTbiBad, uto cnHapom KywwuHra asnaetca
npexkge BCEro 3HOOKPWHHOW naTonoruen, To
N PYKOBOACTBa MO BeAEHMI0 TaKMX MauueHTOB
pa3paboTaHbl AnAa 3HAOKpuHonoroB. OpHako
nauneHTbl B CUJTy MHOFOrPaHHOCTU KIWHUYeC-
KUX NpOoABIeHNA MOryT obpallaTtbca K Apyrum
cneumanuctam (B TOM unicie 1 akylepam-ru-
HeKonoram), 1 NO3TOMY 3HaHWE COBPEMEHHbIX

aNropuTMOB MEPBUYHON AMATHOCTUKM AAHHOIO
CMHAPOMAa HeobXxoAMMbl [is BCex creuuanu-
cToB. Mbl Nnpepnaraem 0630p pykoBogcTea «The
diagnosis of Cuching’s syndrome: An Endocrine
Society Clinical Practice Guideline», Journal of
Clinical Endocrinology & Metabolism, O6wwectso
sHpokpuHonoros CLUA, 2008), roe ykasaHbl an-
ropuTMbl, KOTOPbIE B NEPBY0 ouepenb H6asnpy-
l0TCA Ha NaboPaATOPHOM TECTUPOBAHNN — OLIEHKE
ypoBHA KopTusona. C NofHom Bepcuen faHHoro
[LOKYMeHTa MOXKHO O3HaKOMUTbCA Ha calnTe The
Endocrine Society B pasgene KnuHuyecknx py-
KoBoacTB. Matepran cdopmMmpoBaH Ha OCHOBe
[aHHOrO PYKOBOACTBA 1 OTPa)kaeT MHeHUe cre-
LMaNMCTOB SHLOKPVHHOMO COObLecTBa.

CUHOPOM KYLUUHTA

B pykoBoacCTBe yKa3blBaeTCH, YTO SHAOrEHHbIN
cnHppom KywwmHra ABnAeTcAa [OCTAaTOYHO pefn-
KuUM 3aboneBaHuem — st €BPOMenckomn nonyns-
Lum Bcero 2-3 cnyyan Ha 1 MIH HaceneHua B rog.
Ho yuunTbiBas, UTo NaumeHTbl C aHHOW NaToNoru-
e NofBepPKeHbl BbICOKOMY PUCKY CMEPTHOCTY (B
5 pa3 6onblue, yem B 06Lel nonynALmm), B nep-
BYIO ouepefb B pe3ysnibTaTe pa3BUTUA CepAeUHO-
COCyAMCTON NaTONOrNKN, NHCYNIbTa UKW CEMncuca,
cnepyeT BHUMATeNIbHO noaxoanTb K dbopmupo-
BaHMIO KOHTMHreHTa MauneHTOB ANA UCKoYe-
HMA JaHHOrO 3ab0f1eBaHNA — HEYCTAaHOBNEHHbIN
[VarHo3 onaceH Ana nayneHTa feTanbHbIM NCXO-
ZIOM, @ JIOXKHbIV — HEHYKHbIMY 06C/IeOBaHMAMM,
BMeLlaTe/IbCTBaMUN U HealeKBaTHbIM JIeYeHNEM.
B cpegHem npoxoauT okono 4 neT fo NocTaHOB-
KW ArarHo3sa oT Hayana 3aboneBaHus.

C Zpyro CTOPOHbI, CywlecTByloT npobnemsl
rmnepavarHoCTMky cnHapoma KywwmHra npu ta-
KUX LWMPOKO pacrnpoCTpaHeHHbIX 3a60neBaHusx,
conpoBoxaatoLecs GyHKLNOHANbHbIM Funep-
KOPTULM3MOM, KaK OXKMPEeHMe, caxapHblll Aua-
6eT, apTepuanbHasa rMnepTeHsns, asKkoronamsm.
Mpob6nema WHPOKO pacnpoCcTpaHEHHOW NPaKTy-
K1 NPUMEHEHNA KOPTUKOCTEPOUAOB NPUBOANT K
BO3MOKHOCTW Pa3BUTKA SK30r€HHOrO (ATPOreH-
HOro) cuHapoma KylumHra ¢ cooTBeTCTBylOLeNn
KNMHUYECKOW KapTUHOW, OfjHaKo He TpebyioLuei
cneuunduyeckoro neveHus. MicnonbsosaHue He-
[LOCTaTOYHO crneunduryHbIX MeTOAO0B AMnarHo-
CTUKM (npexxkae BCero 1abopaTopHbIX) MOXKET
NPUBOANTL K JIOKHOMY AMarHo3y CuMHApOMa

*The diagnosis of Cuching’s syndrome: An Endocrine Society Clinical Practice Guideline, The Endocrine Society, 2008, Journal of Clinical Endocrinology & Metabolism, May 2008,

93(5): 1526—1540.
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KylimnHra, a HeLOCTaTOUHO YyBCTBUTENbHBIX — K
HeCBOEBPEMEHHON ANArHOCTUKe 3aboneBaHus.

KNMHUKA CUHAPOMA
FTMNEPKOPTULU3MA
KnuHnyeckas KapTuHa  rvnepkopTuLM3Ma
MHOroob6pasHa 6narogaps MHOFOrpaHHOCTU

BNMAHNA TMIOKOKOPTUKONIOB, @ BbIPa>KeHHOCTb
HapyLUEeHNN CO CTOPOHbI Pa3NIMYHbIX OPraHoB 1
CMCTeM OTpakaeT AJINTENbHOCTb BO34eNCTBMA
NOBbILWEHHbIX X YPOBHE:

1. UeHTpanbHbii Trin oxupeHus. OTmevaeTca y
95% naLneHTOoB.

2. XapaKkTepHoe OKpyrfieHvue nuua
ob6pasHoe), barpoBoro LBeTa.

3. '3meHeHunA co CTOPOHbI KOXHbIX MOKPOBOB.
Knaccnueckme 6arpoBble CTpUM Ha KOXe Tyno-
BULWa 1 6efep. Kpome Toro, MoryT nosBAATbCA
YYacCTK/ TMNeprnmrmeHTaumnm, UICTOHYEHNA KOXN.

4. HapylweHna co CTOPOHbI pPenpomyKTUB-
HoM cuctembl. OQHN N3 CaMbIX PAHHUX U 4YacTo
BCTpeyaembix (0o 80% cnyyaeB) npoABneHWin
[aHHOro 3a060NeBaHNA: Y XEHLMNH KIUHUYeCKme
NPOoABMEHNA TMNepPaHAPOreHNN Kak pesynbraTt
rmnepnpoayKkumun HagmnoyeyYHUKOBbIX aHApO-
reHoB, NPOoABRAOWMECA HAPYLWIEHUAMN MeH-
CTPYyanbHOro UWKNa, TMPCYTHbIM CUHAPOMOM,
aKHe, CMHAPOMOM MOJIMKNCTO3HbIX ANYHUKOB,
6ecnnognem, o65bICEHNEM MO >KEHCKOMY TUMY;
Yy My>UVH — 3TO KNUHUKA FMNOroHagusma B pe-
3ynbTaTe nodasBneHna NPOAYKUMW TeCTUKYNAp-
HbIX aHAPOreHOB: 3peKTWbHasA AMCPYHKLMS,
CHUXKeHne nnbugo, becnnogue.

5. OHpOKpMHOMATUW — HapYLIEeHNA YrneBogHO-
ro obmeHa, NPoABMAIOLMECA B PA3HOW CTEMNeHu:
OT HapyLWeHNA TONePaHTHOCTN K yrieBogam Ao
ABHOIO CaxapHoro Avabeta, Pe3nCTeHTHOro K
NPOBOAMMOW afeKBaTHOWM Tepanuu; BCTPeYaloT-
CA NPaKTUYeCKN y BCeX NaLlneHTOB.

6. MNopaxeHna cepaevyHO-CoCyaNCTON CucTe-
Mbl. Knaccuuecknm cnyTHUKOM 3aboneBaHuA
ABNAETCA apTepuanbHasa rmnepTeH3ns, Kotopas
BCTpeyaeTcay 75% naumeHToB 1 OTNYaeTCA pe-
3UCTEHTHOCTbIO K MPOBOAVMON Tepanuu.

7. HapyweHuna muHepanbHoro obmeHa. Pas-
B/TUE OCTEOMNEHMNYECKOro CMHAPOMA, KOTOPbIN
npossnserca 60neBbIM CUHLPOMOM, YacTbIMU
nepesiomMamu, B TOM 4YuCiie MaTONOrMYecKumum,
pa3BuTMEM OCTEOMNOpO3a.

8. KnuHuka BTOpMYHOro MMMyHozeduuuTa.
O6ycnoBneHa MMYHOCYMNPECCUBHbBIM AeNCTBU-
eM [NIIOKOKOPTUKOMAOB, MPOABAAETCA CKJIOH-
HOCTbIO K 4acTbiM 3aTAXHbIM MHGOEKLVOHHbIM
3aboneBaHNAM C YMOPHbIM peLuanBUPYOLLIM
TeyeHrem. OgHOM M3 NPUYMH CMEPTHOCTU MpU
CMHAPOME rMnepKopTULM3Ma ABNAETCA CEncuc.

9. HeBponorunyeckne nposaBneHna — NPOKCU-
MaJsibHas MMOMNaTuhsA, MbllleyHas cabocTb.

10. HapylwieHns B cucteme remocTtasa, nposs-
naowreca Heob6bACHUMON KPOBOTOUUBOCTbIO,

(nyHo-
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pPa3BUTUEM UHCYNIBTOB U MHGAPKTOB. ITO OfHO
N3 XapaKTepHbIX MPOABMEHUN, onpejenswlliee
BbICOKYIO CMEPTHOCTb NaLMEeHTOB C AaHHOW NnaTo-
norven.

11. B neamatpuyeckon NpakTuke Hambonee
XapaKTepPHbIMU MPOABNEHNAMMN OAHHOTO CUHA-
poMa ABAAKTCA: apTepuanbHasa rMnepTeH3us,
caxapHblil arMabeT n 3agepxKa pocTa Ha ¢oHe
yBeNnMYeHnA Maccbl Tena.

OUATHOCTUKA CUHOPOMA KYLUMHTA

CornacHo pyKoOBOACTBY, peKOMeHAyeTCa A0 Ha-
yana nposefeHusi BUOXMMUNYECKOTO TeCTMPOBa-
HIIA TLLATENbHbIN COOP NIEKAPCTBEHHOIO aHaMHe3a
B OTHOLLEHWUW NpenapaToB MIOKOKOPTUKOMAHOIO
pAaa Ana BO3MOXKHOCTU UCKITIOUEHMA ATPOreHHO-
ro cnHgpoma KylumHra.

PykoBoACTBO peKkoMeHZyeT npoBecTn Tec-
TUPOBaHWe cpeau crepywWwmux rpynn naymeH-
TOB:

1. MaumneHTbl C KAMHUYECKUMW MpU3HaKamm
cmHpgpoma KylimHra, HoO HexapaKkTepHbIMU AnA
JaHHOro Bo3pacTta (Hanpumep, 0CTeonopos, ap-
TepuanbHasa rMnepTeH3na B AEeTCKOM, MOJIOLOM
BO3pacTe u ap.).

2. MauneHTbl C MHOXEeCTBEHHbIMU 1 XapaKTep-
HbIMW ONnA cMHAPOMA KylUHra KnMHu4ecKumm
NPOABNEHNAMMU.

3. leTn c nporpeccnpyroLimm oXnpeHnem Ha
¢dboHe oTCTaBaHWA B TeMMax pocTa.

4. TauneHTbl C BbIABNEHHbIMW MHUMAEHTaNo-
MaMu HagmnoyveyHrKa.

lNpoBegeHne TeCTUPOBaHWA B APYrMX rpynnax
NnauneHToB He PeKOMeHA0BaHO.

lMepBoHayanbHOe TeCTUPOBaHME

cpeav NauneHToB C NoAo3peHnem

Ha cuHgpom KywmnHra

[na nepBOHayanbHOro TECTUPOBAHUA PeEKO-
MEeH[0BaHO MCNoJb30BaTb OQUH U3 CliedyoLwmx
TecCToB:

1) onpefeneHne ypoBHA CBOGOJHOIO KOpPTU-
3ona B cytouHou moue (UFC, no kpanHeln mepe
[Ba U3MepeHus);

2) onpefeneHne ypoBHA KOPTN30na B CJIOHE B
23.00-24.00 v (oBa n3mepeHus);

3) TecT nogaBneHns aekcameTasoHom 1 Mr Ha
Houb (DST);

4) 6onee HM3KKe fo3bl DST (2 Mr/cyT. B TeueHne
48 y);

He pekomeHAOBaHO 1CNoib30BaHMe Ceaylo-
LMX TECTOB NPV NEePBMYHOM CKPUHMHIe Ha Ha-
nnumne cnHapoma KywmHra:

=onpefeneHne Cny4yanHoOro ypoBHA KOPTH30-
Nla B KPOBU U afpeHOKOPTUKOTPOMHOrO rop-
MoHa (AKTT);

=onpegeneHve 17-KeTocTeponoB B MOYe;

=MnpoBefeHNe TecTa Ha TONEePAHTHOCTb K WH-
CYNUHY;

=npoBefeHne nonepammna-TecTa;
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TaLMeHTbl, KOTOPbIM MOK3aHO |
TeCTUPOBAHME Ha CUHAPOM
Kywnnra:

= NAUWEHTHI C KNMHUYECKIMM |
NpU3HaKamm CuHapoma Kywwra, |
HO HeXapaKTepHbIMU ANA :
JIAHHOTO BO3pacTa (Hanpumep,
0CTe0N0p03, apTepHanbHas |
FUNepTeH3iA B JETCKOM, |
MOMOZOM BO3pacTe u p.); :

= NaL|MeHTbI C MHOXECTBEHHBIMM |
1 XapaKTepHbIMM N7 CUHIPOM |
KywuHra knunuyeckimm
MPOABNEHNAMY;

= [1eT) C NPOrPECCUpyIOLMM |
OXMPEHIIEM Ha (OHe OTCTaBaHUA |
B TEMMaX POCTa; |

= NaLYIeHTbI C BbIABNEHHbIMM |
WHLMAEHTaNOMaMN
HaZNoYeuHNKa |

HAOKPMHOAOI'M
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OueHka YPOBHA KOpTU30/1a
ABNAETCA OCHOBOI 1A BCeX

[ANarHoCTUYECKNX TeCToB

-, BbIABJIEHNA CUHAPOMa KyLIJI/IHra
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=npoBeAeHne npobbl C 8 Mr AeKCaMeTa3oHa,
KOTOPbIN NCNONb3YyeTCA AnA onpeaeneHna npu-
UrHbl cHgpoma KylwmHra (runodus unv Hagno-
YEYHUKMN).

B 3aBMcMMOCTM OT pe3ynbTaToB MEPBUYHOIO
TECTUPOBAHWA aNropuTM JaNibHenwero obcne-
[OBaHUs OyfeT 3aBNCETb OT CTEMNeHN BEPOATHO-
CTV Hannuna cnHgpoma KylnHra y nauueHTa:

1. Tlpn HOpManbHbIX pe3ynbTaTax TeCTOB Y
NauMeHTOB C BbICOKOW CTEMEHbl BEPOATHOCTM
CMHApOMa (Hannume KINHUYECKUX MPU3HAKOB,
HanuuMe NHUWAEHTaNoMbl HagNoOUYeYHUKOB W
NOAO3peHNE Ha LMKINYECKUA CUHOPOM KyLUnH-
ra) pekomeHzyeTcs fanbHelilee obciefoBaHye
Y 3HIOOKPMHONOra, YTo6bl MOATBEPAUTD WM UC-
KNIOYNTb AMarHo3.

2. B cniyyae Heb6onblUON BEPOATHOCTU CUHA-
pomMa KylwmHra y maumeHTa npegnaraeTca no-
BTOPHOE TeCTMPOBaHME uyepe3d 6 MecAueB,
0COOEHHO eCcn CUMNTOMbI 3aboneBaHuUs Npo-
rpeccupyior.

3.Y naumeHToB C OQHUM aHOMaJsIbHbIM Pe3yb-
TaTOM TecTa peKOMeHAyeTcs fAaNbHelwee 06-
CnlefoBaHMe y SHAOKPUHONOra, YTobbl NoaTBEP-
OUTb U NCKITIOUYNTDb AMArHo3.

Anroputm ob6cneqoBaHuA NayneHTa

nocse NepBMYHOro TeCTUPOBaHNA

Mocnepyowmic anroputm o6cnefoBaHNA na-
LiMieHTa nocne nepBMYHOro TeCTUPOBaHMA Npea-
nonaraert:

1. MpoBefeHNe TeCTMPOBaHNA APYTrUM 13 pe-
KOMEHAOBaHHbIX Bbille TeCTOB.

2. B onpepfeneHHbIX KAMHUYeCKUX CUTYyaLmax
npepnaraetcA [OMNONHUTENbHOE WCMNOJb30Ba-
HWe Harpy3o4yHOro Tecta fekcameTa3oH—KOpTU-
KOTPOMHbIN PUIN3UHI-TOPMOH WX onpepgene-
HUe YPOBHA KOPTU30/a B KPOBY B MOJSTHOUb.

3. NpoBefgeHne TecTa C AeCMONPeccCMHOM He
PEeKOMEeHAO0BaHO ANA KNMHMYECKON NPaKTUKK, a
TONbKO B HayU4HbIX NCCefOBaHUAX.

B 3aBMCcMMOCTI OT pe3ynbTaToB AaHHOMO 3Tana
TECTUPOBAHWUS anropuT™M AasnbHelwero obcneno-
BaHWA NaLUMeHTa cnegyoLwmii:

1. He pekomeHpzyeTcs panbHeiwee obcneno-
BaHMe NaumeHTa Npu oTpuLaTeNibHbIX pe3ysnbTa-
Tax ABYX pa3HbIX TECTOB. VIcknioueHne cocTaBnsa-
0T TONbKO T€ KaTeropumn nauneHToB, Y KOTOPbIX
nogo3speBaeTca pegkas popma AaHHON naToso-
rMn — UMKNnYecknin cnHgpom KywmHra.

2. [Tpn NONOXUTENbHbIX B OTHOLIEHUN CUHA-
poma KywunHra pesynbratax ABYX TECTOB pPeKo-
MeHIyeTCcA TeCcTMpOBaHWe Ana onpepeneHusa
npuynHbl cnHgpoma KywmHra, ecnv oueHeHa
BEPOATHOCTb MOMIOKUTESNIbHbBIX PEe3yNbTaToB Kak
CneacTBMA HANNYMA COCTOAHWUI, aCCOLMNPOBaAH-
HbIX C FMMNEepPKOPTU3ONN3MOM MPU OTCYTCTBUM
cvHApoma RylmnHra:

= COCTOAHMA, NPU KOTOPbIX €CTb HeKoTopble
KNMHMYeCKne Npu3Hakm cuHgpoma KymHra: 6e-
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PEMEHHOCTb, Aenpeccus 1 gpyrme ncmxmyeckue
HapyLLEeHWA, aJIKOrofibHasA 3aBUCMMOCTb, OXKuUpe-
HIe, NJTOXO KOHTPONMPYEMbI CaxapHbIi auabeT;

= COCTOAHNA, MPU  KOTOPbIX MasiOBEPOATHO
€CTb KNIMHMYeCKre NPU3HaKkn cuHapoma KymH-
ra: ctpecc (rocnvirtanuMsauuu, onepauuu, 605b),
QHOPEKCUA, UHTEHCKBHbIE HarpysKu, runoTtana-
MuYecKas ameHopes.

3. HdanbHelilwee o06cnenoBaHNe PEKOMEHAO-
BaHO AN1A MaLMEHTOB C MOAO3PEHMEM Ha uu-
KNMYeCcKun crHapom KywmHra wam ecam ectb
OVNCKOPAAHTHblE pe3ynbTaTbl ABYX TECTOB (OA4UH
MONOXKMNTENbHbIN U OTPULLATENbHbLIA B OTHOLUE-
HUKU cMHApoMa KyluvHra pesynbrart).

OnarHocTnueckune TecTbl

AnA onpepeneHHbIX

rpynn nayneHToB

YunTbiBasi 0COGEHHOCTU CUHTE3a U MeTabonus-
Ma KOpTK30/1a B HEKOTOPbIX KNIMHUYECKMX CUTYa-
LMAX, B PYKOBOACTBE €CTb PeKOMeHAaL MM OTHO-
CUTENbHO TOrO, Kakue 13 BblllenepeyncrieHHbIX
TEeCTOB NpepnoytTuTesbHee WCMNONb30BaTb ANA
cnepyoLMX KaTeropui naLMeHToB:

= 0epeMeHHble: pEKOMEHAYETCA onpefeneHne
CBOOOJHOro KOpTM30/ia B CYTOUHOW Moue. He
peKOMeHAO0BaHO MCMOJIb30BaTb TeCcT MofaBie-
HUA C 1 MIr AekcaMeTa3oHa;

=3NWNencuns: B CBA3N C BANAHMEM MNPOTUBO-
3NNNEeNTUYECKMX NPENAPATOB Ha KIMPEHC LeK-
cameTa3oHa nyulle NCMosb30BaThb onpeaeneHme
YPOBHA HeCYnpeccMpoBaHHOrO KopTu3onia B
KpoBu B 24.00 u, C/IlOHE U B CYTOYHOWN MOYE;

= MoYeyHas HegoCTaTOUHOCTb: AJ1A MaLMEeHTOB
C XPOHMYECKOW MOYEYHOWN Hep[oCTaTOYHOCTbLIO
»enatenbHO HauMHaTb AMArHOCTUKY C TecTa Mno-
JaBneHuA 1 Mr gekcameTa3oHOM, a He C onpepge-
neHna cBo6OAHOrO KOPTK30/1a B CYTOUHOM MOYE;

= UMKNINYeCKNn cnHppom KywimHra: B cBA3m ¢
BO3MO>XHbIMUW KonebaHMAMYM CUHTE3a KOPTU30-
na, CBA3aHHbIMN C 0COHBEHHOCTbIO NaTopun3mo-
NlorMm npouecca Npu LUKAMYeCKOM CMHApOMe
KywuHra, Tect nogaBneHna c feKcameTasoHOM
He peKoMeHAOBaH, NpeanoYTUTENbHO ornpe-
LenATb KOPTU30/ B CyTOYHOM MOYe UK CTIloHe
B 23.00 y;

= VHUWAEHTaNoMbl HaarnoyeyHuKa: ana naum-
€HTOB C BbIAB/IEHHbIMW UHUMOEHTANIOMaMKX Haj-
NnoyeyHNKoB 06OC/efoBaHME PEKOMEHOOBAHO
HauMHaTb C 1 Mr JeKcamMeTa3oOHOBOrO TecTa uUnu
onpepgeneHna Koptr3sona B Kposu B 24.00 u, He-
enu ¢ oueHKn cBo6OHOro KOpTU30sa B CyTOu-
HOW Moue.

JnarHocTnuyeckue ypoBHU 4N BEPOATHOro

AnarHosa cuHgpoma KywuHra

= YpoBeHb CBOOOAHOr0 KOPTM30/1a B CyTOUYHON
MouYe: KOHLIeHTpaLuA Bbille BEPXHEro YpPOBHA
pedepeHTHbIX 3HaYeHU Af1A COOTBETCTBYIOLLEN
MEeTOAMKM (CornacHo AaHHbIM abopaTopun).
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=YpoBeHb KopTK30/a B KpoBu 6onee 1,8 mr/an (50 HMoNb/n)
nocne nprviema 1 Mr gekcameTtasoHa unm B3ATtbid B 24.00 u.

=YpoBeHb KOpTM30sa B C/ItoHe 6onee 145 Hr/an (4 HMonb/n).

Mpwv HanpaBfieHUM NauMeHTa Ha ANArHOCTUKY 1 nocneay-
oler UHTeprnpeTaLuy NoslyYeHHbIX Pe3ynbTaToB HeEOOXO0-
OVIMO PYKOBOZACTBOBATLCA CeAYyOWUMUN NpaBuiamu:

= rnepepn HanpaBfieHNeM Ha 06cyieloBaHe HEOOXOANMO CO-
6paTb NEKAPCTBEHHbIN aHaMHe3 — Nlobble npenapaTbl C Io-
KOKOPTUKONOHOW aKTVBHOCTbIO JO/KHbI ObITb MO BO3MOXKHO-
CTU OTMEHEHDI;

=MPUEM 3CTPOreHCoAepPKaluMx OpasibHbIX KOHTpauenTu-
BOB [laeT JIOXKHOMONOXNTeSIbHble pe3ynbTaTel Npubnusu-
TENIbHO Y MOJNIOBUHbI »KEHLMWH 3a CYET yBEUYEHUA YPOBHSA
KOPTM30/1-CBA3bIBaKOLLErO r06yNnHa B KpoBoToKe. [oaTomy
HeobXoANMO MO BO3MOXKHOCTM OTMEHUTb UX Npuem 3a 6 He-
Lenb [0 TeCTMPOBAHWA WM, €C/V MOoJTyYeHbl NMOBbILLEHHbIE
pe3ynbraTthl Ha GOHe NpenapaToBs, NMPOBECTU NMOBTOPHOE Te-
CTUPOBaHUe Yepes 6 Hefeslb Nocsie OTMEHD;

= peKoMeHyeTCA nepep MPOBefEeHMEM TecTa ornpepene-
HUA YPOBHA KOPTU30s1a B KpoBY B 24.00 4 48-yacoBoe npebbl-
BaHMe B CTaLOHape A UCKIIOUYEHMA BO3MOXXHOIO BANSHMA
baKTopoB CcTpecca;

MNPV NMOJO3PEHUN HA UMKIMYECKUA cuHApoM KyuwimHra
nccnenoBaHNa Heobxo4Mo NpoBoanTb 2 1 bonee pas and
BbIIB/IEHNA Mepuofa rMnepKopTMU30NIeMUn, CMEHAIOLLEerocs
HOPMaJIbHbIMN YPOBHAMN FOPMOH3;

= daKkTopamm, KOTopble MOryT NPUBECTU K CHUXKEHUIO YPOB-
HA KOPTW30Ma W, ClIefoBaTeNbHO, K JIOXKHOOTPULIATESIbHbIM
pe3ynbTatam, ABAAETCA rMnoanbbyMmrHeMus, Hanmure y na-
LMeHTa HeppPOTUUECKOTO CUHAPOMA, MO3TOMY K HOPMasbHbIM
YPOBHAM KOPTM30/1a NPU LaHHbIX COCTOAHUAX HEOOXOAUMO
OTHOCUTBLCA KaK K BO3MOXHO JIOXHOOTPULLATENbHBIM 1 TPEOBY-
IOLWUM MPOBEAEHNS NMOBTOPHOrO TECTMPOBAHUS NMOCse HOp-
Manu3aLmm ypoBHsaA anbbymrHa B KpOBU.

OOHVM 13 MepBbIX LWAroB Mpu NOAO3PEHUM Ha Hanuuve
CMHApPOMA ABNAETCS HeOOXOAMMOCTb BbIABEHUS BO3MOX-
HbIX ATPOreHHbIX MPUYMH Pa3BUTUS MATONIOMMKN, KOTOpble
LOMKHbI ObITb BbIABMAEHbI A0 Hayana GMOXMMMYECKOro Te-
CTUPOBaHMUA NaLuWeHTa, NpyY 3TOM HEOBGXOAMMO YYUTbIBATb
aKTMBHOCTb Npenapara, ero o3y, Cnocob 1 NPofomKMUTeNb-
HOCTb BBefleHUs, CONYTCTBYIOLWMIA NPremM npenapaTos, BU-
ALWKMX Ha Nepuop nosypacnaga npenaparta. Mpy 3Tom Bax-
HO yuMTbIBaTb MCMONIb30BaHMe BCEX CPeACTB, cofepalynx
TMIIOKOKOPTUKOWAHbIA KOMMOHEHT (B TOM YMC/le KPeMmbl, To-
HUKK, oT6enuBaTtenu). [Jna rMHEKONIOroB BaXHO YUUTbIBATD,
yTO aueTaT MerecTpona, ABASAWMIACA CUHTETUYECKUM NpPO-
M3BOAHbIM MporectepoHa, obnagaeT MOKOKOPTUKOULHOW
AKTUBHOCTbBIO N B BbICOKMX [03aX MOXET Bbl3BaTb CUHAPOM
KywwuHra. VicknioueHne ATPOreHHOro xapakTtepa pasBuTuA
cnHapoma KylimHra no3sonseTt n3bexaTb HEHYXKHbIX MUccre-
LOBaHWI ANA NaumMeHTa 1 onpefenunTb TaKTUKY JanbHelnLero
BelleHNA NnauneHTa C y4eTOM BAHUA TMNepKopTU30IemMuin
Ha OpraHum3m.

WNckniouatb cHapom KywmHra Heo6XxoamMmo B cMTyauusx,
Korga y naumeHTa OTMeYaeTCA COBOKYMHOCTb HECKOMbKMX
NpU3HaKkoB, OCOOEHHO BbICOKOCMEUNPUUHBIX (MMonaTus,
CTPWK, UCTOHYEHUNE KOXKWN B MOMOAOM BO3pacTe, KPOBOU3NN-
AHUA NPY NErkKuX TpaBMax) 1 OTMeYaeTCs MPorpeccupoBaHmne
3TUX NPOABMEHUN (HabnoaaeTcs Pe3UCTEeHTHOCTb K MPOBO-
AVMON Tepanun).

SDQHAOOKPUVMHOJIOTI MA

Onsa peten ogHUM 13 Hanbonee XxapaKTepPHbIX NMPU3HAKOB
ABAETCA HanMune OXMpeHua Ha GoHe 3alepXKKu pocTa 1
npu OTCYTCTBUW NOC/IeAHEro BepOoATHEE BCEro, YTO CMHAPO-
Ma KywimHra Her.

MNpy BbIABNEHUN NHLMAEHTANOMbI HaAMOYEYHNKOB Y Nauu-
€HTOB He BCerfa MeeTcA pa3BepHyTas KNMHNYeCKan KapTuHa,
O[lHaKO eCTb [lJaHHble, CBMAETENbCTBYIOLME O GUOXMMNYECKON
runepKopTM3onemun (Mo pasHbiM aBTOpaM, ee YacToTa COCTaB-
naet 10-18-20%).

M3-3a pegKoCTn S3HAOreHHOro cnHapomMa KylnHra, BblCco-
KOW pacnpoCTpPaHEHHOCTM TaKMx 3aboneBaHUn, Kak caxap-
HblIll AnabeT, OXNPEHNE N AeNPeccm, a TakKKe orpaHnyeHnin
CKPUHUHTOBbIX TECTOB PUCK NOXHOMOMIOXKUTENbHbIX pe-
3ynbTaToB 06C/IeoBaHNI BbICOK, UTO MOXET NMPUBOAUTb K
HEHY>HbIM NcciefoBaHMAM. HegooueHKa BO3MOXHOMO Ha-
NINYNA 1 HENCKITIDYEHUe JaHHOW naTonorny npusegeT nnbo
K paTanbHbIM nocneacTBmaAm, MM6O K No3aHeln nocTaHOBKe
AMarHo3a 1 HU3KoN 3PpPEeKTUBHOCTU NeYeHus, T. K. Ha JaH-
HbIl MOMEHT MOKa He YCTaHOBJIEHO NMoYemy, Ho broxmmmye-
CKasa pemuccma (Hopmanusauma ypoBHA KOpTM3ona) nocne
YCMEeLWHOro feYeHnsa He NPUBOAUT K NOMHON KANHUYECKON
pemuccum.

Ha cerogHsa ecTb orpaHnyeHHble JaHHble O PacnpoCTPaHeH-
HOCTV cHAPOMa KyLurHra cpeam nauneHToB C BbICOKMM PYCKOM
pa3BuTnA rmnepkopTmnsonemun: y 2-3,3% naumeHToB C MIoX0
KOHTPONMPYEMbIM CaxapHbiM Avabetom; y 5,8% naumeHToB C
HanMueM OXUPEHWs, CaxapHbiM AvabeTom, apTepuranbHoW
runepTeHsven N/unnm CMHAPOMOM NOMNKNCTO3HbIX AVYHUKOB; Y
0,5-1% c apTepuranbHom runepTeHsuen ny 10,8% Noxumnbix na-
LIMEeHTOB C OCTEOMNOPO30M U NepenoMamMu No3BOHKOB.

losToMy B pyKOBOACTBE yKa3blBaeTCA Ba)KHaA PONb Cneuu-
aNNCTOB HE3HAOKPUHOMOrMYeckoro npoduna B nepBMyHOM
TECTUPOBaHUN MALUMEHTOB C Mogo3peHnemM Ha cHApom Ky-
LUMHra C MCMONb30BaHEM TECTOB C BbICOKOW AMAarHOCTUYECKON
YYBCTBUTENIbHOCTbBIO 1 MOC/eAytoLe KOHCYNbTaumen y sHo-
KPUHOMOra B CJlyyae NoslyYeHnsa NonoXnTenbHbIX pe3ynbTaToB.

06w e peKkomeHgaLuMm Mo BbIGOPY TeCToB

OueHKa ypOBHsA KOPTW30/a ABNAETCA OCHOBOW A/1A BCEX AN-
arHOCTUYECKMX TECTOB BbiABNIEHNA cMHApoma KywnHra. Knu-
HULMCT JOMKEH 3HaTb 1 yunTbiBaTb BCe GAKTOPbI BAMAHMA Ha
YPOBEHb JJaHHOIO FOPMOHA B COOTBETCTBUM C pu3mnonormen
MOCTYMNJIeHNA B pa3finyHble OMoNornyeckmne XugKkoctm (Moua,
CJI0Ha, KPOBb) M MeTabonmnamMa Ana UCKIIYEHMA KaK NOXKHO-
NMONOXUTENbHBIX, TaK 1 JIOXHOOTPULIATENIbHBIX Pe3ynbTaToB
TECTUPOBaHUA.

CerofiHs, MOMVMO LUMPOKO M3BECTHbIX TAbOPaTOPHbIX Me-
TOAOB oOMpefeneHna ropmMoHa (PagUOUMMYHHbIN aHanm3
[PUA], ummyHOodepmeHTHbI aHanu3 [IQA]), Bce vaule uc-
MONb3ylT MeTofbl BbICOKOIPDEKTUBHOW KMAKOCTHOWN XpPO-
mMaTtorpadum (BIXKX) mn TaHOEMHON Macc-CnekTpomMeTpun
(LC-MS/MS), yumnTbiBas 1x BbICOKYIO cneldrnyYHOCTb B OLeHKe
YPOBHA KOPTM30M3, a He ero MeTabonmnToB N CUHTETUYECKIX
rMIOKOKOPTUKOWIO0B, XOTA HEKOTOpble npenapathl (Kapbama-
3enuH n deHodubpaT) MoryT NnoBANATbL Ha onpepensemMbii
YPOBEHb, NPUBOASA K 3aBbILLEHWIO Pe3yNbTaToB. YPOBHU KOp-
TU30Ma, onpejesieHHbIe faHHbIMU COBPEMEHHbIMY MeToaMM,
3HaUNTENbHO HUXKe (Ha 40%), uem metogamu PUA nnmn NOA.

AKyLUEpPbI-TMHEKONOr Y [ONIXKHbI YUUTbIBATb, YTO SCTPOreHbI,
yBenMunBaa ypoBeHb KOPTM30MCBA3bIBatoWero rnobynvHa
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SOQOHOOKPVHOJ1OI 1A

(KCT), npnBogAaT K TOMy, 4TO Y 50% MEHLUMH, NPUHUMAIOLLNX
KOMOWHNPOBAHHbIE OpasibHble KOHTPALENTVBbI, HAbNoaaloT-
CA NOXKHOMOMOXNUTENbHbIE Pe3yNbTaTbl ONpefeNeHnsa ypoB-
Hsl KOPTK30/1a B KPOBU, MO3TOMY MO BO3MOXXHOCTM HE MEHee
yeMm 3a 6 Hegenb A0 06CNieNoBaHMA AOMKHbI ObITb OTMEHEHDI
3CTporeHcoaepaLive npenapatbl UN TECTUPOBAHME YPOB-
Hsl KOPTM30Ma cJieflyeT NPOBOAWTL B CYTOUHOW MOYE WU CITt0-
He. 3TO CBA3AHO C TeM, UYTO NMPU OLIEHKe YPOBHS KOPTM30/a B
KPOBU OLEHMBaEeTCA obwuin Koptuson (cBasaHHbi ¢ KCI n
CBOOOAHDIV KOPTK30J1), a B MOYE U CJIIOHE TOJIbKO CBOOGOAHbIN.
C Bpyroi CTOPOHbI, CHXeHue npogykuun KCI' 1 anbbymrHa
NpU KPUTUYECKMX COCTOAHUAX UM Y HehpOTUUECKMX Nauu-
€HTOB MPVBOAUT K CHUXKEHUIO YPOBHSA KOPTU30/a, T. €. K JTOX-
HOOTpULATENbHBIM Pe3ynbTaTaMm.

MocKonbKy rMnepKopTU30/EMUS MOXKET OblTb HEMOCTOAH-
HOW, B PYKOBOZCTBE YKa3blBaeTCsA Ha HEOOXOANMOCTb KaK MU-
HUMYM [BYKPaTHOrO OonpejesieHnsi YPOBHA KOPTM30J1a B pas-
JINYHBIX BUONOTNYECKUX XKUOKOCTAX.

PekomeHpauumn no npoBeaeHunio

Harpy3ou4Hbix Npob6 ¢ feKcameTa3oHOM

Mepen npoBeaeHiemM NpPob C AeKcaMeTa3oHOM HeOOXOANMO
OLeHNTb Hanmume Bcex GakTOPOB, KOTOPbIE MOTYT MOBAVATb Ha
MeTaboNM3M IeKCamMeTa3oHa 1 MPUBECTM K MOJSTYUYEHMIO JTOXKHO-
MOJIOXUTESIbHbBIX IV TOXXHOOTPULLATESNIbHBIX Pe3yNbTaToB NPoo.
B uacTHOCTW, 3TO BAMAHME TaKMX MPENapPaToB, Kak GEHUTOMH,
deHobapbuTan, kapbamazenuH, prdamnuuyiH, KOTopble NHAY-
LUMpYtoT GepMeHTHYIO0 aKTMBHOCTb NMeYeHn OnocpeoBaHHO Ye-
pe3 untoxpom CYP 3A4, yBenmumBas KNMpeHC AekcameTasoHa 1
TEM CaMbIM CHIKaasi KOHLIEHTPALIMIO B Myla3Me JeKCaMeTa3oHa.

K n3meHeHuto ckopocT MeTabonuama OyayT npuBogMTb pas-
NNYHbIE 3a00MeBaHNA NeYeHU, NoYeYHan HeloCTaTOYHOCTb.

JKcnepTbl YKa3blBAT Ha LleIecO06pPa3HOCTb OLEHKU He
TOJIbKO YPOBHA KOPTM30/1a, HO U AeKCaMeTa30oHa B KPOBU ANA
noATBepPXAeHnA JOCTaTOYHOro YPOBHA NpenapaTa, O4HaKo B
CUNy BbICOKOW CTOMMOCTM TaKoro onpefeneHuns faHHasa pe-
KOMeHZaumaA NpakTUYeckn He NCNosib3yeTca B MeauumHe.

Ocob0oe BHUMaHVe HeobXxo4MMO 06PaTUTb Ha BbICOKYHO Be-
POATHOCTb MONYyYEHUA JIOXKHOMONOXKUTENbHbIX Pe3ynbTaToB
B TecTe nopasneHnsa ¢ 1 Mr feKcameTa3oHa Y »eHLMH, no-
nyvamLlwmx npenapatbl C 3CTPOreHHbIM KOMMOHeHTOM (50%
KEHLWMUH, NPUHUMAKOWNX KOMOMHUPOBAHHbIE OpasibHble
KOHTpaLenTUBbI, JalT NOXKHOMONOXMTENbHble pe3ynbTaTbl
TecTa noAaBneHnsa ¢ 1 Mr jekcameTasoHa).

B pykoBoacTBe yKa3aH mepeuyeHb npenapaToB, KOTOpble
MOFYT MOBAUATb Ha pe3yNbTaTbl TECTUPOBaHMNA ANA BbIAB-
neHnA cMHapoMa KylumHra, n xapaktep flaHHOro BANAHUA:

1. Npenapatbl, yckopswLwme MeTabonnsm fekcameTasoHa
3a cyet nHAyKuumn uutoxpoma CYP 3A4: peHobapbuTan, de-
HUTOVH, KapbamasenuH, NPUMUAOH, pudamnuH, pudamnu-
LIWH, 3STOCYKCUMWZ, NMNOTNINTA3OH.

2. MNpenapatbl, 3ameansowme MetTabonmsam gekcamerasoHa
nyTem nHrmbmposaHua uutoxpoma CYP 3A4: anpenuTaHT, Utpa-
KOHa30J1, pUTOHaBUP, GNTYOKCETUH, AUNTA3EM, LUMETUAVH.

3. lpenapatbl, yBennuvsatoLime ypoBeHb NPOAYKLMM KOPTU-
30/1CBA3bIBatOLLErO 6esika U NPYBOAALLME K IOKHOMONOXMNTENb-
HOMY MOBbILLEHWNIO YPOBHA KOPTM30/1a: SCTPOreHbl, MATOTaH.

4. MNpenapatbl, yBenuumnBatoLe ypoBeHb KOpPTH30Ma B Cy-
TOYHON Moue: KapbamasenuH (yBenuueHue), peHodrbpaTbl

pble CUHTETUYECKMNE TNIIOKOKOPTMKOWADI, Npenapatbl, 610Ku-
pytowire pepmeHT 113-HSD2 (conogka, Kap6eHOKCOMOH).

OcHOBaHUA ANA NPUMeHeHNs TecTa onpeaeneHus

YPOBHA CBOGOAHOIrO KOPTM30/1a B CyTOUHOWN MouUe

1 0CO6EHHOCTU ero NpoBeeHus

PaspaboTka faHHOro TecTa ABMAETCS BaXKHbIM LLIArom Brie-
pen no CpaBHEHUIO C ONpefesieHeM YPOBHA 17-KeTocTepou-
[0B B MOUYe (KOTOPbI OTpakaeT Kak YPOBEeHb KOPTN30/a, Tak
1 ero MeTabonmnToB 1 MMEET BbICOKMI MPOLIEHT KaK JIOXKHOMO-
NOXUTESIbHBIX, TaK 1 JIOXXHOOTPULATENbHBIX PE3yNbTaToB., Mo-
3TOMY He PEKOMEH[IOBaH /15l TECTUPOBaHNA NPV NOJ03PeHNN
Ha Hannume cnHapoma KylimHra y naumeHToB). TecT onpepe-
neHus cBOGOAHOrO KOPTM30/a B MOYe MO3BOJISIET OLEHUTb
ceKpeumio KopTr3ona 3a 24 yaca, Npu 3TOM OLeHUBAETCA He-
cBasaHHas ¢ KCT dpakums ropmoHa, UTo no3BonseT n3bexaTb
BO3eNCTBUA ONpefeneHHbIX YCIOBUA 1 NEKAPCTB, BAUAIOLLX
Ha ypoBeHb flaHHOro Genka (Hanpumep, 3CTPOreHcofepa-
Wwue npenapatol). K npumepy, y 3040pOoBbIX KEeHLMH, NPUHN-
MaIoLLMX faHHble NpenapaTbl, MOXET ObITb YBesIYeH ypoBeHb
KCT u, cooTBeTCTBEHHO, OyfeT onpenensaTbCs MOBbILLEHHbIN
YPOBEHb KOPTU30J1a B KPOBU, HO YPOBEHb KOPTM30/1a B Moue
6yneT HopMasbHbIM.

TecT cunTaeTCca NONOXNTESIbHBIM B OTHOLLUEHWW JAaHHOW Na-
TOJIOTUW NP MOAYYEHNM 3HAUEHU KOPTK30/1a, NpeBbILato-
LMX BEPXHU YyPOBEHb pepepeHTHOro 3HaYeHUs, YKa3aHHOro
nabopartopuer B COOTBETCTBIM C JaHHbIMU NPOV3BOANTENS, B
neamraTpUUeCcKor NPaKTMKE MOXHO OPUEHTUPOBATbLCA HAa HOP-
Mbl B3pocsibix. OnpeneneHrie ypoBHs CBOGOAHOIoO KOPTK30/a
B CYTOUYHOW MouYe 0651afiaeT BbICOKOWN YyBCTBUTESIbHOCTBIO Uy
B3pOCHIbIX, 1 y AeTel (NpubnusntenbHo 89%). JIOXKHOMONOXN-
TesbHble pe3ynbTaTbl MOTYT OblTb NPU YCIIOBUN U3BBITOYHOTO
notpebneHns xunakoctn (6onee 5 n/geHb), NobbIX Ppusrono-
FMYECKMX U NaTONOrMUYeCKNX COCTOSHUIN, BbI3bIBaOLLKX MO-
BbILEHHYIO BbIpaboTKy KopTu3ona. JloxHooTpuLaTesbHble
pe3ynbTaTbl BO3MOXHbI NPU CHUXKEHUN KNMPEHCa KpeaTUuHu-
Ha Huxe 60 MJI/MUH, Y NaLNEHTOB C UMKIINYECKUM CUHAPO-
MOM KylunHra B nepriog HeakTUBHOW CTafuK, Y HEKOTOPbIX
MaureHToOB C MATKUM cuHgpomom KylimHra (onpepeneHue B
C/IIOHE MOXET OKa3aTbCA NPeAnoUTUTENbHbIM).

MpaBuna cbopa CyTOYHOWN MOUM AN fAHHOIO TecTa BKIO-
YaloT, NoMMMo TpeboBaHUA K HeobxoaumocTu cbopa Bceln
CYTOUYHOW MOYM C TOUHbIM M3MepeHMEM Bcero obbema, xpa-
HeHMA B XOnoAwunbHUKe, TpeboBaHMe usberaTb upes3mep-
HOro ynoTpebneHna »KUAKOCTU, UCKIYeHUA npenapaTos
N CPeAcTB, cofepalinx rIOKOKOPTUKOUAHbBIN KOMMOHEHT
(ecnu 3To BO3MOXHO).

YunTbiBaA BO3MOXHYK BapuabenbHOCTb YPOBHA KOPTU30/1a,
TeCcTMpoBaHMe HeobXOANMO NPOBECTY He MeHee 2 pas, Tem 6o-
neey peten.

Oco6eHHOCTU NpoBeAeHNA TecTa ANA onpeaeneHns

YPOBHA KOPTN30/1a B C/IIOHE

Y 300pOBbIX N0AEN LMPKagHOCTb PUTMa KOPTN30s1a CBA3aHa
C LIMKINOM COH — 60pCTBOBaHME. YPOBEHb CbIBOPOTOUYHOIO KOP-
TM30na HaumHaeT pacti B 3.00-4.00 4 HOUM 1 JOCTUraeT nmKka
B 7.00-9.00 u yTpa, a 3aTeM nagaet B TeYeHne AHA OO OYeHb
HN3KOro YPOBHA C MUHMANbHbIM YPOBHEM B MOSHOYb. [oTeps
LMPKagHOro puTMa NpoayKumm KOpTM30/a C OTCYyTCTBMEM HOU-
HOro nageHna YpoBHA KOPTM30/1a A0 MUHMMANbHOMO YPOBHA

(yBenunumBaloT, ecnn n3mepATb ¢ nomolybio BIXKX), HekoTo-
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ABNAETCA OUOXUMIMYECKMM NMPU3HAKOM Y MaLMEHTOB C CUHAPO-
Mom KylmHra. 3Ta pasHuua B Gpr3nonorim npogyKumm ropmo-
Ha ABNAETCA OCHOBOW AJ1A U3MEPEHUS KOPTM30Ja B MOJIHOYb
B CbIBOPOTKE WM C/toHe. brionormueckn akTrBHaa ¢pakuus
cBOOOAHOIO KOPTM30J/1a B KPOBY HAaXOQWTCA B PaBHOBECUU C
KOPTM30/10M B CJIIOHE, @ KOHLIEHTPALMA B C/IIOHE KOPTM30/1a He
3aBUCWT OT TEMIMOB NPOM3BOACTBA CJIIOHBI. Kpome Toro, ysenu-
YeHVie KOPTM30J1a B KPOBU OTPAXKAETCA M3MEHEHMEM KOHLEH-
TpaLumM KOPTU30/1a B C/IIOHE B TEUEHUNE HECKOSbKUX MUHYT.

[ins n3amepeHmns KOpTr30/a B CJIOHE MCMOJb3YHOT Pa3finyHble
mMeTopbl, Hanborsnee TouHble — MeToa MDA n LC-MS/MS. YpoBHUK
KOpTM30Mna B CJIOHE, U3MepeHHble B nepuog mexay 23.00 n
24.00 u, B HOpMe COCTaBNAT MeHee 145 Hr/on (4 Hmonb/n).

WccnepoBatenu 13 pasHbix CTPaH COOBLLAIOT, YTO AUArHOCTU-
yecKas UyBCTBUTENIbHOCTb 3TOrO TeCTa B OTHOLIEHUN CUHAPOMa
KywwiHra coctaBnseT 92-100%, a cneyunduyHocTb — 8o 93-100%.
Mcnonb3oBaHre faHHOrO TecTa B NefmaTpun TakxKe Nnokasasno
BbICOKY0 UyBCTBUTENBHOCTD (100%) 11 cneumdmnyHocTb (92,5%).

PekomeHpgoBaHHOe Bpemsi cbopa C/itoHbl — B nepurog 23.00-
24.00 u. Mpoueaypa cbopa onmncaHa B pyKOBOACTBE ANA ABYX
BapUaHTOB TeXHMKK cbopa: NMOO NacCMBHBIM CIIIOHOTEYEHN-
€M B NNIaCcTUKOBYIO TPYOKY, NMMb0 NyTeM pa3meLLeHra BaTHOro
TaMroHa B NOJIOCTY pTa C NOC/eAyOLWMM XeBaHNEM B Teye-
Hue 1-2 muH. Obpasel cTabuneH Npy KOMHaTHOW TemnepaTy-
pe unu TemnepaTtype XonoAubHUKA B TeUYEHME HECKOMbKIX
HefeNlb U MOXeT OblTb OTMNPaBJIeH Mo NnoyTte B pepepeHc-na-
6opatopuio. OTueTbl MOKAa3bIBAKT XOPOLUYHD KOppenauuo
MeXay YPOBHEM B C/IIOHE M OAHOBPEMEHHbIM 3HauyeHVeMm
KOpTU130/1a B CbIBOPOTKE KPOBU Y 300POBbIX fOOPOBONbLEB.
YpoBHU KOpTK30na B cylyyae cbopa nyTem }eBaHus Obinn He-
CKOJIbKO HUXKeE, YeM Mpuv NacCMBHOM CJIIOHOTEYEHUU, HO Jlyu-
LLle KOPPEeNnMpPoBanu C YypOBHEM B KPOBU.

Mpwn oueHKe pe3ynbTaToB HEOOXOAVMMO MPUHUMATb BO BHU-
MaHVie HeCKOJIbKO GaKTOPOB: yUUTbIBAsA, UTO CJIIOHHbIE Xene3bl
BblpabaTtbiBaloT  depmMeHT 11B-rmapoKcncTeponaaernaporeH
asy mina 2 (113-HSD2), koTopeblin npeobpasyeT Guonormyecki
AKTVBHBIA KOPTX30J B HEAKTUBHbIN, MPUMEHEHKE CONOAKM U
»eBaTesibHOro Tabaka (cofepallmx AaHHbIA HMMOUTOP) MOTYT
NPUBECTU K NOXXHOMOBBILEHHBIM pe3y/bTaTaM YPOBHS KOPTU-
301a. KypeHue yBennumBaeT ypoBeHb KOpPTM30/a B CIlOHe, Mo-
3TOMY HeOOXOAUMO ero UCKMIUNTb B leHb cbopa maTepurana.
YunTbiBasn BO3MOXHOCTb BIMAHMA Ha YPOBEHb rOPMOHa KOpPTU-
KOCTEpPOMA0B, BXOAALLMX B COCTaB JIOCbOHOB U Fefneil, peKoMeH-
[OBaHO UCK/OUNTbL UX NMPUMEHEHNe B AeHb cbopa MaTepuana.
Mprmech KpoBK, Kak NOKa3aHO B UCC/IEAOBAHUAX, He BIMAET Ha
YPOBEHb KOPTU30/1a. VIHTepnipeTauma gaHHOro Tecta y nofen ¢
BaXTEHHbIM TUMOM PAbOTbI JINGO C HOUHBIMK PpOopPMamm PaboTbI,
a TaKkXKe Y UL, NepeceKaloLLmx YacoBble NoACa, JOMKHA NPOBO-
ANTbCA C OCTOPOXKHOCTbI0. CTpecc B AieHb cbopa JOMKEH ObITb
WCKTHOUEH.

Ocob6eHHOCTM NpoBeAeHNsA TecTa

nopasneHnA ¢ 1 Mr fekcameTasoHa

Y niogeit 6e3 cuHpgpoma KywumHra npvem cynpadusmono-
rmMyeckor Ao03bl AeKcameTa3oHa NPUBOAWUT K MOAABMIEHUIO
cekpeunn AKTI n cootBeTcTBEHHO KopTm3ona. Mpn natono-
rMn Takoro nofaBfieHNA He MPOUCXOAUT. PekomeHZOBaHHOe
Bpemsa rnpremMa gekcametasoHa — B 23.00-24.00 y ¢ nocnepny-
IOLLMM M3MEePeHneM YPOBHA KopTrn3ona B Kposu B 8.00-9.00
cnepyiowlero ytpa. Touka oTceyeHna AnA NONOXKUTESIbHOro B
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OTHOLUEHWM Hanuuma cnHapoma KylumHra ypoBHA yTpeHHero
KOpTK30/a Konebnetcsa B JOCTAaTOYHO WMPOKUX Npeaenax ot
3,6 po 7,2 mkr/on (100-200 HMonb/n). YpoBeHb MeHee 5 MKr/gn
(< 140 HMonb/n), NO AaHHBIM UCCNEeAOBaHWIA, NPOAEMOHCTPU-
poBanu fo 15% HeararHOCTUPOBaHHbIX GOJbHBbIX.

Takvm o6pa3om, Ans MOBbIEHNA UYyBCTBUTENIbHOCTM Tec-
Ta CrneuuanucTbl BbICTYMalT 3a 6onee HU3KYID TOUYKY OT-
CEUKWN CbIBOPOTOUYHOrO KOPTU30/a 0 MeHee yem 1,8 MKr/on
(50 HMOnb/N), UTOOBI JOCTMYL ANATHOCTUYECKON YyBCTBUTESb-
HoCTu 6onee 95% u cneuynduyHocTr 80%. HeECOMHEHHO BbICO-
Kas cneunduryHocTb (6onee yuem 95%) gocTUraeTcs, eCnv guar-
HOCTMYECKUI Nopor nosbiWwaeTca Ao 5 mkr/an (140 Hmonb/n),
OLHAKO YuYWTbIBasi, UYTO LeNblo MEepBUYHOrO TeCTMPOBAHUSA
ABNAETCA BblsiBIeHNEe BCeX OOMbHbIX C yKa3zaHHOW NaTosiormen,
HeobxoanMO MCMOMb30BaTh TECTbI C BbICOKOW AMArHoCTnyec-
KOW UyBCTBUTENIbHOCTHIO. VIMEHHO MO3TOMY B PYyKOBOACTBE
peKoMeHI0BaHO MCMOb30BaTh NOPOroBOE 3HaUeHMe Cynpec-
CUPOBAHHOTIO KOpTU30sa B Kposu 1,8 MKr/an (50 Hmonb/n).

Oco6eHHOCTN NpoBeAeHNs TecTa NoAABJIeH NS

€ 2 Mr/cyT. jeKcameTasoHa B TeyeHue 48 4

[aHHbIN BapuaHT OLEHKM Cynpeccun KOpTU3ona pacnpo-
CTPaHeH Ccpefn HeKOTOPbIX SHAOKPWUHOMNOIOB B CBA3M C €ro
6osiee BbICOKON cneundUUYHOCTbIO MO CPABHEHNIO C TECTOM
nogasneHns 1 mMr gekcameTasoHa. Vicnonb3oBaHWe AaHHOro
TecTa Hanbosee onpaBgaHoO Npu 06CNefoBaHUN NALMEHTOB
C OXKUPEHMEM, CaXxapHbIM ANAOETOM, afIKOrONIM3MOM, MCUXU-
YeCKMMM HapyLeHWAMM, KOraa onpepesieHne KopTu3ona B
CYTOUYHOW MouYe MeHee 3¢ deKTHBHO.

[aHHbIV BapunaHT TecTa 6b11 BriepBble onucaH Liddle B 1960
rogy, 3HayasnibHO NPOBOAVV OLIEHKY YPOBHA 17-KeTocTepoun-
OB B MOYe KaK MHAMKATopa NOAaB/eHnA KOPTN30Ma, OfHAKO
ncrnonb3ysa onpepeneHve nnn 17-Kketocteponios, Wi CBO-
60[HOro KOPTMN30/1a B MOYE, OTMEYAETCA HM3KasA KaK YyBCTBU-
TENbHOCTb, Tak U cneundryHocTb (MeHee 70-80%), nosTomy
CerofHA pekomeHAyeTCA OLeHKa YPOBHA KOPTU30/a B KPOBU
C OQmarHocTnyecknm noporom 50 HMonb/n (1,8 mKr/gn) (4ys-
CTBUTENIbHOCTL Oblia 6onee 95% AnA B3pOC/bIX NALMEHTOB U
94% pna negnaTpUYecKmx naumeHToB). narHoctmyeckas crne-
UMUYHOCTb cocTaBmna ToNbko 70% ana cuHapoma KylimHra
B HEKOTOPbIX UCCNefOBaHNAX, MO3TOMY B PYKOBOACTBE OTMe-
YyaeTcsa, UTO JaHHbIV TECT MMeeT aHaNOTMYHYIO N HECKOMbKO
MEHbLUYIO ANArHOCTUYECKYIO TOUHOCTb, HEXeNu Apyrue TecTbl,
peKomMeHAOBaHHbIe A/1A NePBUYHOMO TECTUPOBaHKA.

ANroputm NpoBeAeHNA AAaHHOIO TeCTa BK/IOUYAET NPUeM [eKk-
cameTasoHa ro 0,5 mr B TeyeHue 48 y, HaumHaA ¢ 09.00 v yTpa ¢
6-yacosbiMn MHTepBanamm (9.00, 15.00, 21.00 1 3.00 ). YpoBeHb
KOPTM30/1a B KPOBW OLleHnBaeTcA Yepes 48 yacos, B 9.00 y (ve-
pe3 6 4 nocne BBeAeHWA NocnefHen 103bl AEKCAMETA30Ha).

AHOBCKUI 1 Ap. NPEANOXMUAN APYrON MPOTOKON: MPUeM feK-
cameTa3oHa, HaumHaa ¢ 12.00 4 C oLeHKON YPOBHA KOPTM30/a
B KpoBY B 8.00 U yTpa (4epe3 2 v, a He 6 4, KaK B 0ObIYUHOM NPO-
TOKOJIe noc/e nocnegHero npuema gekcameTasoHa). [laHHan
[03a fekcaMeTa3oHa pekoMeHA0BaHa A1s B3POC/bIX U feTeln
c Becom oOT 40 Kr, ansa geten ¢ MmeHbwWnm Becom — 30 MKI/Kr/
CyT. [lnarHoCTMYeCKni NOPOr KOpTK30/1a B KPOBU B TeCTe No-
[aBNeHnA gekcaMeTa3oHOM A1 neanaTpuyeckmnx nauneHTos
aHanornyeH B3pocsbiM.

YunTtbiBaA HU3KYI0 [WArHOCTMYECKYD TOYHOCTb (4yB-
CTBUTENBbHOCTb U CNeunduUyHOCTb) TeCcToB onpenesieHns

PEMPOAYKTMBHAS
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SOQOHOOKPVHOJ1OI 1A

17-KeToCTEepOnaoB B MOYe, C/IyYaHOrO YPOBHA KOPTU30/a B
KpoBu nnu B 16.00 4, TecTa TONI@PAHTHOCTU K UHCYNUHY AaH-
Hble NcCnefoBaHNA B MEePBMYHOM TECTUPOBAHUM MALNEHTOB
C NoJo3peHMem Ha cnHApPOM KylimHra He pekomeHOOBaHbI.
TecTbl, ucnonb3syemble ANA BbIABAEHMA NPUYMHbI CUHAPOMA
KywuHra (runodus nnm HagnoyeyHrKy), Takme Kak ypoBeHb
AKTT, TecT nogaBneHna 8 Mr fekcameTa3oHa, TeCTbl CTUMYNA-
LM MOTYT ObITb KakK aHOMAsbHbIMU Y 340POBbIX JOAEN, TaK
1 HOPMaJsibHbIMM MPU NAaTONOM K, NO3TOMY A1A NepBOHaYasb-
HOrO TeCTUPOBAHNA He PEKOMEHAOBaHbI.

OnpepgeneHne ypoBHA KOpTU3ona

B KPOBM B MOJIHOYb

Llenecoobpa3sHocTb faHHOrO TecTa OOYCNOBfiEHA M3MeHe-
HUeM UMPKagHOCTM pUTMa CEKpeLUn KOpT30a y NalmeHToB
C cMHApoMoMm KyuivHra. YumTbiBad C/IOXKHOCTM MpOBedeHuA
3TOro TecTa, OH He PeKOMeHJOBaH Kak TecT NepBUYHON Anar-
HOCTMKM MPY NOJO3PEHNN Ha JAaHHYIO MATONOMMI0, OfHAKo Npu
HEKOTOPbIX KNNHUYECKUX CUTYyaUUAaX ABNAETCA OMNpaBAaHHbIM.
MNopor oTceueHna ana cnHapomMa KylurHra ypoBHA KOpTX30/a
B 24.00 u 1,8 mKkr/gn (> 50 HMONb/N) UMEEeT NPaKTUYECKM YyB-
cTBUTENIbHOCTbL 100%, HO HU3KYIO CNeUMdUYHOCTD (MO HEKOTO-
pbIM nccnepgoBaHuam o 20,2%). MNpwr 3Tom nopor B 7,5 MKr/gn
nmeeT crneunduyHocTb o 87%. B getckon nonynaumm uccne-
JoBaTeNln OTMeYaloT BbICOKYIO YYBCTBUTENbHOCTb — 99% Aan-
HOro TecTa no cpaBHeHMo € 88% ANnA OLIEHKM B MOYe.

[aHHbI TecT no3BonfAeT B C/lyyadAx MOSyYyeHusa [UCKOp-
JaHTHbIX 3HaYEHWI TeCTOB NEepBOW NMHUW MOATBEPAUTb UK
NCKNIOUNTb CMHAPOM KylwmHra. Mpu BbICOKOW BEpPOATHOCTU
naTonorny y naumeHTa 1 nonyvyeHnn HOPMasbHbIX YPOBHEN
KOpTM30/a B MoYe 1 oTpuruaTenbHol npobe ¢ 1 Mr fekcameTa-
30Ha NnonyyeHne KopTn3ona B Kposu B 24.00 u 6onee 1,8 MKr/an
YBeNMYMBaeT BEPOATHOCTb Hannuus cuHapoma. 1 Haobopor, y
NauneHTOB C HU3KOW BEPOATHOCTBIO NaTONOMMN U OXMpPEHNEM
YMepPEHHO MOBbILLIEHHbIE YPOBHY KOPTM30/a B MOYe 1 OTCYT-
CTBMe rnofassieHVs B Npobe ¢ 1 Mr gekcameTa3oHa, 3HaueHve
YPOBHA KOpTu3ona meHee 1,8 MKr/4n no3BonaoT NpakTUYeCKn
WCKIOYNTD AnarHo3 cuHapoma KymHra.

OpnHako B pyKOBOACTBE OTMEYaeTCs, YTO eAUHCTBa B OTHO-
LUEHWW 3HAYMMOCTM JAaHHOMO TeCTa N XapaKTepa OTKIIOHEeHUN
Ha CerofHA HeT, MO3TOMY OH MOXET PacCMaTPMBaTbCA Kak A0-
NofIHeHMe K OCHOBHOMY anroputMmy TeCTMpPOBaHWA MauuneH-
TOB C NOJ03peHreM Ha 3aboneBaHue. 3a60p KPOBY 15 OLeH-
K1 YPOBHA KopTm3ona B 24.00 4 npoBoAnTCA B CTauMoHape.
TpebyeTtca rocnutanusauma 3a 48 4 go B3ATUA NPoObI AnA
WNCKNIOYEHNA JIOMKHOMONOXMTENbHbIX Pe3ynbTaToB, CBA3aH-
HbIX CO CTPECCOM rocnuTanusauum. 3abop BO3MOXeH B ABYX
BapviaHTax: nocse NpobyXAeHnA NauneHTa B TedeHune He 60-
nee 5-10 MmyH 1Ny 3a6op Yepes KaTeTep y CALLEro naumeHTa.
Mpouenypa KateTepusaumy fomkHa ObITb NpoBefeHa 3apa-
Hee, 0COBEHHO Y fieTel, ANA UCKIIOUYEHNA BIUAHMA CTpecca.

MNpoBepeHne TecTa NofasieHNA feCMONPECCHOM

Onpepenexune yposHAa AKTI go n uepes 10, 20, 30 muH nocne
BHYTPMBEHHOro BBeAeHna 10 MKr gecmonpeccrHa Bbi3biBaeT
nosbiweHre ypoBHa AKTI y naumeHToB ¢ 6one3Hblo KylimHra ¢
[AVarHOCTUYECKOW YyBCTBUTENbHOCTbIO 82-87%, BO BCEX ApY-
rNX KAVHUYECKNX CUTYyaumaX 1y 300POBbIX JllofAen AaHHOro
OoTBeTa Ha npenapaT He OTMeYaeTCs, YTO OrpaHnyMBaeT Npu-

MoMm KylumHra u TpebyeT fanbHeiwero npoBeaeHns Nccneao-
BaHWU B 0611aCTV NPUMEHEHNA JaHHOTO HAarpy304YHOro TecTa.

OcHoBaHuA Ans BbIbOpa TECTOB NEPBUYHON
ANarHoCTMKM cMHapoma KyluvHra npuv pasnuyHbix
KNMHNYECKNX COCTOAHUAX 1 Y pa3fINYHbIX KaTeropun
nauneHToB

1. BepemeHHble. CKPMHUHT A5 BbIAABIEHNA TMNEPKOPTN30-
NeMun BO Bpemsi bepemMeHHOC T 3aTpyLHEH, 0COOEHHO BO BTO-
POM 1 TPETbEM TPMMECTPAX — 3TO CBA3AHO C GU3MOTOTNYECKON
runepkopTusonemmeri, 06yc/IOBNEHHON COCTOSIHUEM oOpra-
HVM3Ma BO Bpemsa GepemMeHHOCTU. B pyKoBoACTBe pekomeH-
[OBaHO, YTO TONbKO 3HauveHns UFC BO BTOPOM MK TPeTbeM
TpumecTpe, 6onee uem B 3 pasa NpeBbiLLaoLiMEe BEPXHIOK rpa-
HYILLY HOPMbI, MOTYT GblTb PACCMOTPEHbI KaK MOMOXKNUTESIbHbIE
B OTHOLUEHUWN Hanmuusa crHapoMa KywmHra y 6epeMeHHOM.
LunpkagHOCTb pTMa KOPTMU30/a COXPaHAETCA NP HOpMalb-
Hol 6epeMeHHOCTU, XOTA 1 € 6oiee BbICOKNM YPOBHEM HOUHO-
ro ypOBHA rOPMOHA, NPY NaToNorMm NPOUCXoaAT U3MEHEeHMA
LMPKagHOCTM, OOHAKO AMarHOCTMYeCKMe Noporu ansa Koptu-
30Ma B C/IlOHe 1 KpoBK B 24.00 4 B OTHOLLEHNN CUHAPOMA Ky-
LMHra ana 6epemMeHHbIX Ha CErOfiHA He onpefeneHbl, Mo3ToOMy
oLeHUBaTb pe3ynbTaTbl 4aHHOIO TeCTUPOBaHMWsA ByaeT Hekop-
peKTHO. Vicnonb3oBaHve TecTa NnofasneHnsa ¢ 1 Mr gekcameTa-
30Ha OrpaHMyYeHoO B CBA3N C U3MEHEeHNeM peakLmn opraH1M3ma
Ha AaHHbIN FOPMOH, YTO MOKET NPUBECTM K YBESIMUYEHUIO JTOX-
HOMONOMKUTENbHbIX PE3YNbTaTOB.

2. MNaymeHTbl, NonyyvaoLwmne NpoTUBOCYAOPOXHbIE Npenapa-
Tbl. YUMTbIBasA, YTO MPOTUBOCYAOPOXKHbIE NpenapaTbl U3MeHs-
0T KNIMPEHC AeKCaMeTa30Ha, BMAA Ha aKTUBHOCTb LITOXPOMA
CYP 3A4, BO3MOXHO MONyYeHre NOKHOMONOKUTESNbHbIX pe-
3yNbTaTOB B TeCTe NofaBieHnA fecameTasoHOM. Ha cerogHa He
yCTaHOBJMIEHa NPOJAOKUTENBHOCTb OTMEHbI MPenapaTos, [0-
CTaToOYHaA ANA BOCCTAHOBJIEHNA HOPMANbHOTO KiMpeHca AekK-
cameTa3oHa. Kpome Toro, cama KnmHuyeckas Heo6XoanmocTb
npriema orpaHMYMBaeT BO3MOHOCTU OTMeHbI. B cuny aaHHbIX
06CTOATENIbCTB PEKOMEH0BAHO MCMOSb30BaTh ONpeAenieHne
KopTur3ona B cntoHe B 23.00-24.00 y nnu B Kposu B 24.00 u.

3. XpoHnyeckaa noyeyHad HeLOCTAaTOUHOCTb. YUuTbIBafA,
UTO KJIMPEHC KOPTM30J1a U3MEHAETCA NPU KNUPEHCe KpeaTu-
HUHA HMXe 60 MN/MWUH, OLEHKa JAaHHOrO FOPMOHA B MoYe "
KPOBM OCTaeTCA C/IOKHOW ANA afeKBaTHOWM MHTeprpeTaLmu,
B MepBYylo ouepelb 3a CYeT yBeNMUYeHUA KONmMyecTBa NoXKHO-
NONOXNTENbHbIX Pe3ynbTaToB. [JMarHOCTMYEeCKMX NOPOros
OoTCeveHuns ANA YPOBHA KOPTM30/1a Npu AaHHOW NaToONOrMm Ha
cerofHA He cyuwecTtyeT. OgHON 13 pekoMeHJaunin ABnAeTCA
yKa3saHue Ha TO, YTO HOpMasbHbI OTBET Ha 1 Mr feKcameTa-
30Ha, CKOpee BCero, UckKovaet cmHapom KylmHra, ogHako
NONOXNTENbHbIV pe3ynbTaT He ABNAETCA ANArHOCTUYECKUNM.

4. Unknuuecknin cuigpom KywimHra. CnoxHoctu nabopa-
TOPHOW ANArHOCTUKN y JaHHOW KaTeropmm nauumeHTos oby-
CNOBMEHa 3NM1N304NYHOCTbIO rMnepceKkpeL KOPTN3ona, NUKK
KOTOPOro MOryT ANIUTbCA OT HECKOMNbKMX fHEN [0 HECKONbKUX
mecaueB. IMEHHO 3TO NPUBOAUT K HepPaLMOHANIbHOCTU UC-
Nonb30BaHMA TecTa NOAABMEHNA AeKCaMeTa30HOM, T.K. OTpU-
uatenbHasa nNpoba MoXeT ObITb CBA3aHa C OTCYTCTBMEM MKKa
cekpeuun KopTusona opraHu3Mom B fieHb obcnefoBaHuA. B
Cuny 3TUX 0COBEHHOCTEN PEKOMEHAOBAHO NPOBOANTb CEPUI0
onpefeneHnii KOpPTrU3ona NMbo B CyTOUHOI MOYe, 16O B CIito-
He, 0CO6EHHO B NepPUOAbl KNMMHUYECKNX NPOABEHNIA.

MeHeHMe 3TOro Tecta AnA BblABNEHNA NMaleHTOB C CMHAOPO-
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5. IHUmaeHTanombl HaaMoOYeYHKKOB. B pykoBoACTBe OTMeva-
€TCA, UTO OnpefesieHrie KOPTU30/1a B CyTOUYHOW MOYe — MeHee
YYBCTBUTEJIbHBIN TECT MO CPABHEHMIO C TECTOM MOAABJIEHMS
1 mr gekcametasoHa. Cynpeccua yposHa AKTI nnn gerngpos-
NMaHAPOCTePOHa cyrbdaTa y NalneHTOB C BbIABIEHHOW afe-
HOMOW HaMOYEYHVIKa MOTYT NOATBEPXKAATb CUHAPOM KyLuvH-
ra, Npy 3TOM OTMEYaeTCs, UTo onpefesieHne AaHHbIX FOPMOHOB
Y NALMEHTOB C KNNHMKOW KylumHra He peKoMeHA0BaHO B Kaue-
CTBe TecTa NepBUYHON AMArHOCTMKK, HO MOJIe3HO NS BbisBIe-
HUA rMnepdyHKLMN HALNOYEYHNKOB Y TaKUX NALNEHTOB.

B 3akntoueHUn pykoBOACTBa OTMEYAETCs, UYTo Oyaylume nc-
cnefoBaHvA OyoyT HampaBneHbl Ha OLEHKY KIVHULMCTaMu
NPeasIoKEHHbIX AMArHOCTMYECKMX TOUYeK OTCeueHus Ans Te-
CTOB, OMNTVMM3aLMMN KauyecTBa TeCTUPOBAHUA YPOBHA KOPTU-
30/1a B Pa3fINYHbIX OIONOrMYECKUX XUAKOCTAX Y Pa3INYHbIMU
metogamu: PUA, NOA nnm LC-MS/MS. C TOUKM 3peHmnaA TaKTUKK
Be[leHMs [aHHbIX MaLVEeHTOB CErofiHA eCTb NPOTMBOPEUMBbIE
JaHHble O Len1iecoobpa3HOCTY leYeHUs nerkux (CyoKknmHmnyec-
Kux) dopm cmHapoma KylumHra, B 4aCTHOCTM Y MALMEHTOB C
VHUMAEHTANIOMaMMN HaAMOYeYHMKOB, YTO [OSIXKHO CTaTb Mo-
BOAOM K [JanbHelWwuM uccnefoBaHuaM 1 GopMuMpoBaHuio
peKkoMeHAauUni, OCHOBaHHbIX HA OTAANeHHbIX pe3ynbTaTax Ha-
6nofeHns 3a AaHHbIMU KaTeropusamm naumeHTos. Mpn 3Tom B
OCHOBY HEOOXOAUMOCTY TaKUX UCCIIeJOBAHWI 3aKafblBaeTcs
Lieflecoobpa3HOCTb yyeTa OTPULATENbHOrO BAWAHMWA ruUnep-
KOPTU30/1IEMMM Ha OpraHn3M, 0bycnoBvBatoLLero HeobpaTtu-
Mble MOCNeACTBUsA, KOTOPbIE COXPAHATCA NOCie HOpManv3a-
L1M YPOBHSA KOPTM30/1a B pe3ynbTaTe NPOBeAeHHOro JIeUeHus.

SDQHAOOKPUVMHOJIOTI MA

BbIBObI

OnunpaAacb Ha MUPOBOI OMbIT, MOXHO OJHO3HAYHO CKa3aTb,
uTO CyLlecTByeT npobnema runoAnarHOCTUKN cuHapoma Ky-
LUMHIA, @ OAHMM U3 KIIMHUYECKUX NPOABIEHNA JAaHHOIO CYH-
OpOMa ABMAITCA HAaPYLIEHUA CO CTOPOHbI PEMPOAYKTUBHO-
ro 3gopoBbA. MHoroobpasuve npoABneHni, OTHOCKUTENbHAsA
PEAKOCTb KMACCMUYECKON KIIMHMYECKOW KapTWHbI, a TaKkXe
BbICOKasA PaCMpOCTPAHEHHOCTb «MACKMPYIOLEen» NaTonorum
KaK CaMOCTOSITeNIbHbIX HO30/10rnMYecknx Gopm MprBOAAT K
BO3HUKHOBEHMIO OonpefenieHHbIX TPYAHOCTeN B AMArHOCTU-
Ke OMMCaHHbIX COCTOAHNN. HecBoeBpeMeHHOCTb MOCTaHOB-
K1 OQMarHosa u npuMeHeHna afeKkBaTHbIX MeTOLOB Tepanuu
3HAUMTENIbHO CHMXaeT 3 EKTVBHOCTb JleueHns, KauyecTBO
>KN3HW NaLMEHTOB, @ B HEKOTOPbIX CJTyYasax MOXeT MPUBOANTb
N K Tparmyeckmm nocneacTBuam. Micnonb3oBaHme cCoBpemeH-
HbIX 1abOPATOPHbIX TECTOB MO3BONINT BOBPEMS 3arnofo3puTb
[JaHHYI0 NaToNOorunio, MOCTaBUTb MPAaBUbHbIN ANArHO3 1 NPo-
BECTV afjeKBaTHOe neyeHume.

C nonHoli sepcueli 3aHHO20 pyKOB0OCMEBa MOXHO
O03HAKOMUMbCA NO CCblIKe:

https://www.endocrine.org/~/media/endosociety/Files/
Publications/Clinical%20Practice%20Guidelines/Cushings_
Guideline.pdf

MIKANCLUUMNIHAPHA NMPOBJIEMA: CUHOPOM KYLUUHTA
ornAan KEPIBHALTBA TOBAPUCTBA EHOOKPUHOJIOTIB CLUA 3 AIATHOCTUKU CUHAPOMY KYLUUHTA
(ENDOCRINE SOCIETY CLINICAL PRACTICE GUIDELINE «THE DIAGNOSIS OF CUCHING’S SYNDROME», 2008)

0.B. PukoBa, KepiBHUK KIiHIYHOro HanpaMy labopaTopHOI fiarHOCTUKU MeauyHoi nabopatopii «CiHeBo»

(ratTa ABNAE C0H0I0 OMAA KNOUOBMX NONOXKeHb KepiBHULTBA 3 AiarHoCTUKN culapomy KywinHra, po3pobneoro Toapuctsom engokputonoris CLLUA (2008 p.).

[JlaHe KepiBHULTBO pekomeHAye HacTynHe. [licns BUKNIOYEHHS BUKOPUCTAHHA eK30TeHHUX FTI0KOKOPTUKOIAIB PeKOMeH/0BaHe TecTyBaHHA (MHApoMy KylumHra
Y XBOPMX 3 MHOXWUHHUMI 03HaKaMK, L0 NPOrpecyioThb i XapakTepHi AnA CUHAPOMY, 0CO6MNBO 3 BUCOKUM AUCKPUMIHALIAHAM 3HAYEHHAM, Ta Y XBOPUX 3
iHUMAEHTanoOMaMI HaAHUPHUKIB. PekomeH/0BaHe NepBIHHE BUKOPUCTAHHA 0HOTO TECTY 3 BUCOKOK AiarHOCTUYHOI0 TOYHICTIO (BU3HAUYEHHA KOPTU3071Y Ceui,
KOPTW301y CIKOHM Mi3HO BHOYI, TECT MPUTHIYeHHA T M ieKcameTa30Hy BHOYi ab0 TeCT NPUrHiYeHHA 2 Mr/406y AeKcameTa3oHOM npoTArom 48 rog).

KniouoBi cnoBa: kniHiuHe kepiBHULTBO, TOBApUCTBO €HAOKPUHONOFiB, CUHAPOM KyLumHra, fiarHoCTHKa, KopTi3oN.

INTERDISCIPLINARY PROBLEMS: CUSHING’S SYNDROME
OVERVIEW OF «THE DIAGNOSIS OF CUCHING’S SYNDROME:
AN ENDOCRINE SOCIETY CLINICAL PRACTICE GUIDELINE»

0.V. Rykova, head of the clinical direction of laboratory diagnosis, Medical Laboratory «Synevo»
The article is an overview of the key provisions of the Guidelines for the diagnosis of Cushing’s syndrome, developed by the Society for Endocrinology United States (2008).

After excluding exogenous glucocorticoid use, this guide recommends testing for Cushing’s syndrome in patients with multiple and progressive features
compatible with the syndrome, and patients with adrenal incidentaloma. It is recommend initial use of one test with high diagnostic accuracy (urine cortisol, late
night salivary cortisol, 1 mg overnight or 2 mq 48-h dexamethasone suppression test).

Keywords: (linical Practice, Endocrine Society, Cuching’s syndrome, diagnostics, cortisol.
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