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Bones3Hb NueHko-KywunHra (BUK) - sro r

TAXKEN0e HEMPOIHAOKPUHHOE 3ab01eBaHME, OOYCOBNEHHOE
XpoHUYeckom runepnpoaykument AKTI onyxonbto rmnopu3aa.

MuHaanuHa

YBennyeHune cekpeummn AKTI nprBogmT, B CBOKO oyepenb, K
XPOHNYECKOW MOBbLILLEHHOM BbIPabOTKE KOPTU30/1a KOPOU

HaAMNoO4Ye4YHKOB 1 Pa3BUNTUIO CUMITTOMOKOMIT/IEKCA #
SHAOOIreHHOro r’mnepKopTUUn3IMa

[Mpu ectecTBeHHOM TeueHnn BUK (6e3 nedyeHns) 5-neTHas

BbI>K/IBAEMOCTb COCTaB/IIET 50%, HO 3HAUMNTESBHO
yayyLllaeTcs ga)ke npu naanraTtyBHOM SleYeHnm —
OBYXCTOPOHHEN afpeHanakToMmmn — 0o 86%.
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Perynauus mosrosoi u nepudpepuyeckoin GyHKuMmU
(peakuus Ha crpecc)

Clyton R.N. Mortality in Cushing's disease. Neuroendocrinology. 2010. [
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[ TIOKOKOPTUKOWMAHbIM OCTEOMOPO3 C
MHOXECTBEHHbIMW CMOHTAHHbIMK MepeioMamMm
[loBbILWEHWE apTepmaribHOro AaBneHus,
HapyLleHe cepaeyvyHoro pnuTMa, passButue
cepheyHon HegoCTaTOYHOCTMU.

CTepounaHbIn caxapHbin Anaber.

BTOpUYHbBIN UMMYyHOOEDUUMT (N10X0Ee
3aXKMB/IEHNE KOXMU, THOMHUYKI, TPUOKOBbIE
NOPaXKeHne KOXM 1 HOrTen)

XpoHuyeckas 6one3Hb noyek (MKB, nuenoHedpuT)
HepBHble pacCTpoMCTBa: OENPECCUM, NMCUXO3b,

HapyweHe CHa



AunarHocTuka 6onesuun NueHko-KyuuHra
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TecTbl NepBON IMHUK (HpaBMTCﬂ CTUINMCTUKA I3TOT CNnaujl Mbl
OnpepeneHne cBO6OOHOMO

pen : yAaNuM, NPOCTO AN NpuMepa)
KOPTM30/1a B CIIOHE
Manas npo6a c feKcamMeTa3oHOM OnpaBoaHoO MpoBedeHME KaK MUHUMYM [BYX TEeCTOB MepBoM
(ML) (1 mr) NMHUK (onpepeneHne KopTu3ona B C/loHe, CobpaHHon B 23:00;
OnpeneneHue CBO604HOrO KOPTM30/1a B CbIBOPOTKE KPOBU, B3ATOM YTPOM MOC/e Npuema 1 Mr
KOPTWN30/1a B CYyTOYHOM MoYe JeKcaMeTa3oHa HakaHyHe B 23:00).

AKTI - zaBucumbin cuHapom KylumHra
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v KOPTW30/1 B CYTOYHOW MOYe, onpefeneHme KopTnsosia B KPOBU
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3aecb OygeT Ta KapTuHKa 13 nybnmkaumnm

nepeso CIOB: NEFA cBODOAHbIE XXUPHbIE K-Thl
Leptin NenTuH
GCs -IMOKOKOPTUKOUAbI Adiponectin aaUMNOHEKTUH

Apelin anenuvH

Pancreatic beta-cells - bBeTta-knetku
NoOXKeNnyao4YHOM Xenesbl
Insulin secretion - cekpeuna MHcynnuHa

HasBaHue cnanpa:
[MaTodmanonornyeckme mexaHm3msil
caxapHoro gnabeTta BcneacrTeane
rmnepkopTuumama

Liver - ne4eHb Nog NeYeHblo -
MMOKOHEeOoreHes

insulin sensitivity
WHCYINMMHOPE3NCTEHTHOCTb
aminoacids aMUHOKMNCNOTHI

sceletal muscle ckeneTHble MbILLLUbI
Glykogen synthesis CUHTE3 rMuKoreHa
proteolysis - npoTeonus

Adipose tissue XupoBaa TKaHb
glukose uptake

lipolysis nimnonus Gherardo Mazziotti et al. Diabetes in Cushing syndrome: basic and clinical aspects. Trends

in Endocrinology and Metabolism, December 2011, Vol. 22, No. 12



pynna npenaparoB

NryaHmibl

Na30JTMONHONOHDbI

Hr1MGUTOpPLI anbda-
110KO3Maasbl

penaparTsbl
/NbPOHMUITMOYEBUHBI

lerneTeHnabl
HrmbuTopb! AI11-4

Hanoru [T1MM-1

HCYINHbI KOPOTKOro
SNCTBUSA

HCYNWHbI ASINTESTbHOIO
SNCTBUSA

KNMHn4Yeckoe npnmeHeHue npu bBUK

Tepal'll/lﬂ nepBon JINHN Y NaUMNEHTOB C PE3NCTEHTHOCTBLIO K UHCYITNHY.

Tepanus BTOpPOn SIMHUN B COMETAHUN C MET(POPMUHOM Y NALMEHTOB C
PE3NCTEHTHOCTLIO K MHCYITNHY, KOraa runeprivkeMms He KOHTPOSIMpyeTca nnm
NMeeTCH HENEPEHOCUMOCTb APYrmX NekapCTBEHHbIX CPeACTB

Tepanus BTOPOWn NMHWUM NPy NOCTNpaHananbsHOM rmnepriMkeMmnm UM MMeeTcs
HenepeHoOCMMOCTb ApYrux npenapaToB

Tepanusa nepBon NUHUN OTAENBHO UMK B COMETaHNN C MET(OPMUHOM

Tepanusa nepBon NMHUN OTAENBHO UMY B COYETaHNN C METOPMUNHOM

Tepanusa BTOpon NNHUW, ecriv NocTnpaHananbHas rmneprimkemMmst He
KOPPEKTUPYETCH APYIMMU NpenapaTtamm

Tepanusa BTOpow NMHUK, ecnv NocTnpaHananbHasa runeprinkemMms He
KOPPEKTMPYETCS APYrMMK NpenapaTamm

Tepanusa BTOpow NMHUK, eciv NocTnpaHananbHas rmneprivkemMmst He
KOPPUIMpPYeTCsa nepoparnbHbIMU TMAOMMKEMUYECKUMU CPEeaCcTBaMM

Tepanus BTOPON NIMHUN Yy NALMEHTOB C MNEPCUCTUPYIOLLEN TUMEPTIIMKEMUEN
HaToLlaK



KnuHunyeckuin cnyyam naumeHTkn b. 67 net

C 2017 r. cTpaaeT apTepuajibHON TUIIEPTEH3MHU, MTOJTydaja MHOTOKOMIIOHEHTHYIO aHTUTUIIEPTEH3UBHYIO Teparuio 0e3
OJIOKUTENBHOTO 3P dexTa. HeomHOKpaTHO SKCTPEHHO MOCIUTAIU3UPOBAIACh IO TOBOAY YXYAIIEHUS] CAMOYYBCTBUSI,
ctoiikoro noBbeimeHus AJl mo 180/100 MM pT.CT.

Caxaphblii nuadet 2 tuna quardoctuposat B 2019 r. [Tonyyana tepanuro Mmetdhopmud 850-1000 mr B cytku. C 01.03.22
nonydana Jlanarmudaozun +Metdopmun10+1000 mr 2 paza B cytku. B 2021 1. koppekuus tepanus: Metdhopmus 1000 mMr
2 pa3a B cyTku, Mucynun Jleremup 1o 5 EJI 2 pa3za B cytku. [Ipu noctymennn 8 HMULL DH10kprHOIOTHY IIIMKEMUS B
npeaenax 6,5 — 14,0 mmons/n. I mukupoBanHbiid 9,2%

B anpene 2022 r. npu O‘-IGpG,El,HOI?I 3KCTpeHHOI7I rocrnmtasrindaunmn BbidBrieHa rmnokanmnemMmmna, 3anoao3peH
rMNepKkopTmUmM3m, nauneHTka HanpasneHa B PI'bY HMWL aHgokpmHonornu



* (MOXeT 3TO CTOMUT Ha4aTh CO ciaeayromiero ciaiaa) 25.04.22 BrnepBbie TOCIUTAIM3UPOBAHA B OT/ICIICHUE
HeposHaokpuHojorun ®I'bY HMUL] sHaokpuHooruu. 3a nepuoji rocnuraiu3anuu noarsepxacH AKTI -
3aBUCUMBIN THIIEPKOPTHUIIU3M,

* TYT TabJuIla IEPBBIM CTOJIOCI MOKa3aTelb (KOPTU30J B BEUEPHEN CIIFOHE, aKTT yTPO, AKTT Beuep, KOPTU30JI B
CyT MOYE Y T]I) JlaJiee CTOJIIOCI CO 3HaUYeHueM (Harmpumep 112) B ciienyroliieM HOpMa OHU yKa3abl B CKOOOUKax
U TyJa XKe €IUUHIBI U3MEPEHUS (HAIPUMEP MMOJIb.JI ) - KopTru30 (ciiroHa Bedep) 112 amons/a (0.5-9.65),
KOpTU30J1 CIBOPOTKH (Beuep) 1052 umonw/n (64-327), AKTT yrpo 187.9 nir/mu (7.2-63.3), AKTI Beuep 162.4
nr/mi (2-25.5), kopTr30i B cyTouHOM Moue 3426 HMONb/CyT). B pamkax Tomuueckoi TUarHoCTUKU
BbInojiIHeHa MPT rumnodusa ¢ KOHTpaCTUPOBAHUEM - SHJIOCEIIIApHAs MUKpOaJieHOMAa TUIodur3a pa3MepaMu
3,5 x 6 x 6,5 MM. B pamKkax TUarHOCTUYECKOTO MOMCKa Takxe BbinojiHeHa KT opranoB rpyaHoil U OpIOIIHOM
MOJIOCTH, BU3YaJIM3UPYETCS BHEOPTraHHOE 3a0PIOIIMHHOE MATKOTKAaHHOE 00pa30BaHKUE MaJIbIX pa3MepOB
crpaBa (Henb3s uckiountb AKTI -3xronuio). C nensto auddepennuansioit auarnoctuku AKTI -
3aBUCUMOI0 TUIIEPKOPTUIIM3MA ObLI TPOBEJICH IBYCTOPOHHUI CEJIEKTUBHBIN 3a00p KPOBH U3 HUKHUX
KaMEHUCTBIX CUHYCOB

Bo Bpemsi rocniuTanu3aiuy nayueHTka oblia nepeBejieHa Ha 0a3uc-00I0CHBIN PEKUM UHCYJIUHOTEPAIIUN
Nucynun Jletemup 1/k 2 paza B cytku 9 EJ[ yrpom u 7 E/] Beuepom, Mucynun Acnapt no 6 EJl nepen
OCHOBHBIMU ITPUEMAMU TTUIIA
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*12.05.2022 BBINIOJIHEHO TPaHCHA3aJIbHOE TPAHCCPESHOUAATIBHOC
yIaJIeHUE SHA0CCIIIPHON aIcHOMEI runodus. B mociaeonepalinoHHOM
IEpUOEC pa3BUIACh HAAIIOYCUHUKOBAS HEJOCTATOYHOCTh (KOPTHU30 —
66 amons/n, AKTI' 28 nr/mi), ”HUIUUPOBaHA TEpaMKs
TUAPOKOPTU30HOM 20 MTI' B CYTKH .

YuutbiBas TeHaeHU K rmnornmkeMm4e CKMMm COCToOAHNAM
rlpOBe,El,eHa KoppeKLl,I/IFI I/IHch'II/IHOTepaI'II/II/I Uncynun Jletemup 1/k 2 pasa B CyTKH
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18.05.22

6,4

9,1

5,9

9,8

6,2

8,2

8,3

I[MpUEMaMu ITUIIHU



* 51 Obl 3TY MHOPMaLNIO BMECTUNA B TOT cnang

CI'IyCTFI 3 Hegenu nocne onepauun B CBA3M C anNn3ogamu
rTUNorrnnKkeMmnnm nNauneHTK no MecTty XNTesribCTBa NnpoBeeHa
KOppEeKUUNA TePAlWnn: ucynun eremup n/k 2 pasa B cytku 6 EJl yrpom u 5 EJI Beuepowm,

Hanornuduio3un 10 Mr B CyTKH .

B paMkax TenemMeauIMHCKONM KOHCYIbTAIlMK MallMeHTKEe Obljla MOCTENEHHO CHI)KEHA J103a THAPOKOpTH30Ha 10 10
MT B CyTKH, Ha ()OHE CHIDKEHUS J03bI INIFOKOKOPTHUKOUIOB ObLIM OTMEHEHBI MHBEKIIMU UHCYINHA. Ha qaHHbIH
MOMEHT IallueHTKa mmoaydaeT Jlanormugno3ud 5 Mr B CyTKH, ITOKa3aTeIu INIMKEMUN IIPU CAMOKOHTPOJIEC B
1[eJIEBOM Juana3oHe. [ TMKupoBaHHbBIN reMoroonH 6,4%



[laumeHTbl Nto6oro Bo3pacTa C njoxo
KOHTPOIMPYEMbIM CaxapHbIM AnabeToM U/ mnnm
MNEPTEH3MNEN B COYETAHUM C OXXUPEHNEM UMK
ObICTPOM NPUBGABKOW MacChbl Tesa; NaumeHTbl C
nepenoMamMu Tesl NO3BOHKOB, OCOBEHHO
MHOXECTBEHHbIMU MNepenoMamMmiyt B BoO3pacTe Ao
65 NeT OO/IKHbI OblTb CKPUHUPOBAaHbI Ha
HasIM4Me rmnepKkopTULM3MaA




Cnacu6o za BHUMaHUue




