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"MEDICAL MYS

Transformation: Donelle Trotman, pictured (left) before he WEIGHTY
suddenly gained 150lbs and (right) as he is now, was diagnosed
with Cushing's disease




* Mr Trotman first starting gaining weight three years ago. He was
180lbs when he was 18, but after his illness took hold, he rocketed up
to 366lbs.

'l doubled, like, | got a whole person on me,' he said. 'lt was just
specific places; my stomach, under my arms, my back of my neck, my
face, the bottom of my back. My legs stayed the same for a long
time.’

* Despite running and lifting weights, he continued to expand, and was
soon so tired all the time that even chewing left him out of breath.

* Mr Trotman went to New York's Lennox Hill hospital after he started
experiencing double vision, but a slew of tests got doctors nowhere.

* |t was a medical intern who one day noticed his unusual stretch
marks and suggested he could be suffering from Cushing's disease







HopmanbHasa perynaumsa MHKpeLum
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LinpkagmaHHas v nynbcupytoLlaga cekpeums
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[lenctBne KOPTUKOCTEPOUOHbLIX TOPMOHOB

KnetoyHas
MemMbpaHa

KopTunson

./

NHAOyKUMS N nogaBneHne reHos



[eHbl, perynmpyemsble rfioKOKOPTUKONOaMU

Jlokanuzauusa NHayumnpyemeble reHsol [NogaBnsemMble reHbl
MMMyHHaga [@anTornobuH, NUNOKOPTUH I, PHO, N, IO
cuctema
MeTtabonunsm RPAP, rmmkoreHcuHTEeTa3a,
[MoKO030-6-dpocdarasa, nenTuH
Koctun PeuenTtop aHaporeHa, peuenTtop OcTeokanbLVH,
KanbUMTOHUHA, P KonnareHasa
OHOOKPUHas BUI, saHooTenuH, comatoTponuH- | [P, nponakTuH,
cuctema PENU3UHI TOPMOH Ba30MNpeccuH
PocT 1 Benkun cypdaktaHTa PNOPOHEKTUH, anbda-
pasButue doeTonpoTeunH,

SPUTPONOITUH




AP eKTbI rMIOKOKOPTUKONIO0B
MeTabonuam 6enkos, XXUPOB 1 yrreBogoB

YBenn4yeHue KOHUEeHTpaLuuu rmroKo3bl B KPOBU C
HapacTaHUeM UHCYJIMHOPE3NCTEHTHOCTU Ha poHe
pacxona 6enkoB U Katadbonuama XupoB

* [IMKOoreHoreHes (1 rMUKOreHCUHTETa3a, |
rmmkoreHdocgopmnasa)

* [ NtoKOHeoreHes (1rnoKo30-6-pocdaTasa)

* YTHETEHME MOrNOoLEHUA MIOKO3bI XXUPOBOU N MblLLIEYHOW
TKaHbIO

* AKTBaUMa nmnonmsa n BbicBoboxxaeHmna CXKK
e CTmynauna gudodepeHUnpoBKN agunoLmnToB



Koxa, MbllleYyHada u coeanHuTenbHas TKaHb

KaTabonumsm

«3amMmearieHne gerneHns KneTok anngepmmca u
KonnareHa

*ATPOMPUA MbILLIEYHON TKAHU



KocTu n odbMeH kanbums

[logaBneHne akTMBHOCTU OCTEODONAacCTOB,
npmBoAsLLEE K OCTEOMNEHNN N OCTEONOPO3Y

*OTpuuartenbHbIN DanaHc Kanbums



ConeBou 1 BogHbI romeocTtas, Al

[MloBbIiWeHue ALl

*YBenmyeHume YYyBCTBUTEJIBHOCTU IT1agKUX MblLLUL|,

COCYOB B BAQ30OKOHCTPUKTOPAM (KaTexoriaMuHbl 1
ATII)

*OrpaHn4yeHne BasogunaTtaumm, onopegoBaHHOW
NO

YcuneHme cuHTesa aHrmoTeH3nHoreHa

-OnocpegoBaHHOE AENCTBUE KOPTN30ma Yepes
MUHEpPaNOKOPTUKONOHbIE peLenTopbl Ha
ONCTanbHbIN OTAEN HedpoHa (3aaepKKka HaTpUS U

nAaTANA vamiaa)



[lpoTBOBOCNANUTENBLHOE AENCTBME U UMMYHHaA
cucrtema

*[logaBneHne MMMYHHbIX peaKkunm

*Pe3koe CHMXeHne NMM@oLnUTOB B Nepudepmnyeckoun
KpOBW, yrHETEHNE CMHTE3a UMMYHHOITIO0YNMHOB,
anonTo3 NMMMAQOLIUTOB

* CHUXXEHNE YPOBHA 903UHOUIOB

*YrHeTeHne andodepeHUnpoBKM MOHOLUTOB B
MaKpodraru

[lopaBneHne MecTHOro BocnasnmTeribHOro oTeBeTa



TepaneBTn4yeckoe NpMMeHeHNe KOPTUKOCTEPOUIOB

« 3amecTtutenbHaga Tepanus npu HIN HegoctaTouYHOCTH

* AHaounakTnyeckme peakumm, aHrMoHEBPOTUYECKUN OTEK,
TAXenble annepruieckme peakumnm

* ObocTpeHune bA, XOBbJI
 PeBMaTonornyeckue 3aboneBaHus
 B3K, ayTOMMMyHHbIX renaTuT ATPOreHHbIN KyLIMHroMA

e f[eMmonunTU4yeckasa aHeMus, nguonaTuyeckas
TpomMbouunToneHn4Yeckas nypnypa



[nutenbHas Tepanusa KOPTUKOCTEPOUAAMMU

* CUHTETUYECKME KOPTUKOCTEPOUObI NOAABASAOT aKTUBHOCTb
cuctembl ['TH

*[1lpnem KC meHee 3 Hegenb peako npmBoauT K 3HAYUMbIM
HapyLweHnam cuctemol ['TH

 HapyuweHue perynauum cuctembl I'TH pasBuBaeTca y Bcex
naumeHTOB, ANMUTESNIbHO NPUHMMaOLWMX 6onee 15 mr
npeaAHN305I0Ha B A€Hb

* BocctaHoBneHue perynauum cuctemsl ['TH 6-9 mec —
cumnTtombl HI'T HegocTaTo4yHOCTH



OTMeHa KOPTUKOCTEPOUIOB

*YMeHbLUEeHNe apmMaKonormyeckom oosbl o
dOn3N0NOrM4ecKkon Ha 2,5 Mr Kaxkable 3-4
OHA 0o /7,5 Mr npeaHn30roHa

[lanee O0o3y ymeHbLIaoT Mo 1 Mr KaXXable
2-4 Hepenu



JHAOreHHbIn cuHapom KylinHra
JHOOreHHbIU T’MNepPKoOPTULIN3M

I'mnoduzapubii (85%) 1-2:1000000 B rogq  AmeHoMa HaJIIOYEUHUKOB
Bosiesup UK (agmenoma I'd) (>50%)
dxronuueckuu AKTT cunapom (15%) KapimHoma HaIOYeUHIKOB
OBCSHOKJIETOTOUHBIHN pak Jierkoro (50%) (<50%)
Omyxosu AITYI-knetok (35%)
KapIiuHOU1 OpOHXO0B
KapIUMHOU, TUMYyCa
MenysuiapHbin pak 2K
OIIYXOJIN MOKETYIOUHOM Kele3bl



YacToTa cuMnNTOMOB NpU 3HOOrEHHOM rMNepPKOTpMULU3Me

YacTtoTa, %

NHaekc cneundonyHocTm

YBenunyeHune 70-96

Macchl Tena

O6uwaga cnabocts | 70

[MpcyTnam 34 2,8
MblLe4yHas 29 8,0

cnabdocTb




[1pn3HaKkn 3HOOreHHOro rMnepKkopTULIN3Ma

OxunpeHne abgomMmHanbHoe 46 1,6
OXunpeHune reHepann3oBaHHOE 95

[TneTopa 55 3,0
JlyHoOOpa3Hoe nuuo

Al 63-88 4.4
KpoBonoareku 62 10
[MnoTpodumsa MblLLLL, KOHEYHOCTEN 60
[MypnypHoO-KpacCcHble CTpUMU 50 2,5
OTek noabhxek 50

COnHTC 50
Hwn3koTpaBMaTUyHbIE NEpPEnomMbl 43
[MnepnurMmeHTauunsa Koxu, yrpun, Flmnokanmemus




CUMNTOMbI 3HOOMEHHOro rMNepPKoOpPTULM3IMA

________________YacroraBctpeuaemocty, %

NMMT nnn oxxnpeHue 70-96
Obwaga cnabocTtb 70
Mbile4vHasi cnabocTb 64
Al 63-88
[TneTopa 55
LLInpokune apkme ctpum 48

[lncmeHopes 40-70



HuskoTpaBMaTU4yHbIE NEPENOMbI
Nuncnunmngemus

[ornoBHasi 6osb

[MpCcyTU3Mm

ObnbiceHne

CA

NHdeKUMOHHbIE OCNOXHEHUSA
OTekun

[lcuxmnaTtpuyeckme CUMNTOMBI
(oenpeccud, NCuxosbl)

43
41
38
34
8-30
31
8-17
15
13



Cutyauumn, korga BEPOATHOCTb O MOXeET
OKa3aTbCHA OOCTATOYHO BbICOKOWU

« Cpegu nauuneHToB Mosnoxe 40 net c pedppakrepHon Al 3l BbIn
BbiAB1EH Y 9%

* B obLwen rpynne naumeHToB ¢ pedpaktepHon Al" Il BeisgBnanca y 4%

B rpynne nauneHToB ¢ Nioxo KoHTponupyemsiMm CL 3" 6611 BbISIBNEH
B 2-5%

* iccnegoBanune B PO — cpeaun rocnnutanmanpoBaHHbIiX nauneHTos ¢ C/
2 TUNa n/Unun oXXnpeHnem 6e3 ApKNX NPU3HaKoB rMNepKopTULM3MA
CKPUHUHIOBOE nccnegosanme BbisBUino 3l y 3%

B rpynne nauneHToB ¢ nguonaTndecknm octeonoposom 3l
BbIABIANCA B 5%

« Cpean naymeHToB € rnepenomMmamMmm no3BoHKoB YactoTa Il bbina 10%
* Cpeau XeHLWwmH ¢ rupcytnamom Il Bbiasnanca y 1 n3 250



KnnHnyeckne cntyaumu, B KOTOPbIX
NOKa3aHO CKPMHUHIOBOE 1ccnegoBaHme

3
1.

B

-

Mornogble noan ¢ HeobbIYHLIMKU AN NX BO3pacTa
nposABNeHnsaAMUN (0OCTEONOPO3, HU3KOTPaBMaTUYHbIE NEPENOMBI,
CL, oxmnpeHune, Al', ameHopesi, ObICTpOe HapacTaHue BECaA B
coYeTaHum co crnabocTbio)

[laumeHTbl C XapakTepHbiMUN NSMEHEHNAMWN BHELLHOCTU U
KIMTMHN4YECKUMU NMpoABIi1i€EHNAMU ol

[leTn c 3agepXKon pocTta U HapacTaHMeM Beca
[TaumeHTbl Co cry4YanHo BbiaBNeHHbIMM 0bpasoBaHmnsamMn HI'

[TaumeHTbl MobdOoro Bo3pacTta ¢ Nioxo KoHTponmpyemon Al unu
C[L B coyeTtaHum ¢ OXXnpeHnem nnm obiICTpon npmbaBkomn Beca,

NnauneHTbl C nepesiomamm T1eJ1 NO3BOHKOB (OCO6eHHO 0o 65
naT)



% Figure 336-6

Source: Fauci AS, Kasper DL, Braunwald E, Hauser SL, Longo DL, Jameson JL, Loscalzo J:
Harvison's Principles of Internal Medicine, 17th Edition: http:f/www,accessmedicine.com
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LY. 6 months ago, before ushln—g;s Discase July 2009, with Cushing's Disease again

Michael Santoro and his twin sister,
Paula, who had Cushing's Syndrome.
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Source: Nat Clin Pract Endocrinol Melab ® 2007 Nature Publishing Group







CuHapom aktonnyeckon nukpeumm AKTI

*[1py NporpeccruBHOM POCTE 3110Ka4YE€CBTEHHOU OMyX0onu
KoHueHTpaumna AKTI n koptnusona KkpanHe BbICOKUNE

*3a KOPOTKMUN CPOK (<3 MeC) CUMNTOMbI OOCTUraOT
MaKcuMmyma: NurmeHTaums, nporpeccupytoLime
MeTabonnyeckne HapyLieHus, NoTeps Macchbl Tena,
muonatuda, HTT. Nepudpepnyeckne oteku

'MnokannemMmmyeckumn ankKkanos

« Knaccmyeckne CMMNTOMbl TMNEePKOPTU3ONEMUN MOTYT
OTCYTCTBOBATb.




KnnHnyecknm npumep

[MaymenT K., 49 neT. MNoctynun B PKL, no CI1 ¢ xxanobamu
Ha pe3Kyto criabocTb, OAbILLKY MPU MUHUMASTbHOW
HarpysKke, OTEKU Hor

|13 aHaMHe3a: B Te4eHune 1 mecsila otmedan bonm B
ANMUracTpun, HOYHbIE N rofnoaHblE BONKU, CHUXEHNE
Macchbl Tena, cnabocTtb. [1Be Heaenu Hasag —
nepdopauuns a3Bbl, onepatnBHoe rneveHne B CI'b. B
nocrneonepaunoHHOM nepuoae — nosiBneHune
BbIpa)XeHHbIX OTEKOB roneHeun, HasHa4yeH pypocemua u
nauueHT BbiNcaH AoMoW. [loma pe3ko HapacTaeT
crnabocTb, cyaoporu, ogblLLKa.
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« Kanun 1,5 mmonb/n

 AMuna3sa 2000 Ea/n

« Koptnson kposu 1800 HMorb/N

1o KT 6proiHoOn nonoctn — obpasoBaHue B xBocTte [MHKXK

* PeHTreH OI'K — 6e3 o4aroBo-MHOUNLTPaTUBHbLIX N3MEHEHUI



Bo3pacT u non nmeroT 3Ha4YeHne anga anarHo3a n nporHo3sa.
Hapgno4yeyHukoBbIN cuHApPOoM KyLlumHra Yalle BCTpevaeTca y AeTeun,
rmnodomnsapHbi cMHOPOM KyLLUMHra — Yy XXeHLWMH OeTOPO4HOro
BO3pacTa, a 3KTonn4yeckun cuHgpom KylumHra —
NPEeNMYLLECTBEHHO Y B3POCIIbIX MY>XXYUH.

Camble paHHMe npu3Haku cuHapoma KywmHra — ato
apTepuanbHas runepToHus n npubaska B Bece. [lpyrue
CMMNTOMbI FTMNEePKOPTU3ONEMNN NMPOABNSAIOTCA Ha NPOTSXXeHUU
MecsiLieB U neT.

BcTpeyaeTtcsa BapmaHT cuHapoma KylumHra ¢ BonilHoo6pa3HbIM
TeyeHueM. B Takmnx cny4yasax nepmobl NOBbILLEHUS YPOBHS
KOpPTU30ra perynsipHo YepeayrTcs C NnepmogamMm ero CHUXXeHUs oo
HOPMbI. OTOT BapuaHT cneayeT 3anogo3puTb, ecnn'y 60nbHOro ¢
BHELLHUMW Npu3Hakamu cuHapoma KyLumHra He BbisiBfieHa
rMNepKopTU3oNeMus.

CmepTHOCTDL Npu cnHgpome KylumHra 6e3 neyeHunsi coctaBnsieT
50% B TeyeHue 5 ner.



[1TnaH obcnepgoBaHua npmn 3l

[NoaTBepxXaeHmMe naTtonorn4ecKkoun
rmnepKkopTu3oneMmu

KopTunson cntoHbl (B 23:00)
KopoTkasi npoba ¢ gekcametasoHoM (1 mr)

OLeHKa CyTOYHOW 9KCKpPEeL MM KOPTU3ona ¢ MO4oWn

OnddepeHumnanbHan guarHoctuka AKTI-saBucmmoro u
AKTI-He3aBucumoro BapuaHTa 39l (Touka pasgeneHus 10
nr/mn)

OnpepgeneHune yposHs AKTI B nnasme

OndbdepeHumnanbHan gnarHoctuka bBUK n AKTI -
3KTONMMPOBAHHOIO CMHAPOMA



CB0OOOOHbIN KOPTU30JT CITHOHbI (23:00)

» 3a 30 MMH 00 cbopa Hernb3s ecTb
* [IpobupKa co CroHOM NOMELLAETCHA B XONOAUNbHUK
« ObpaseL, ctabuneH 7 ogHEN



KopoTkasa npoba ¢ JekcamMeTa3oHOM

«[lekcameTa3oH - MOLLHbIN IMIOKOKOPTUKOUA,
KOTOPLIN HE AaeT NEPEKPECTHbLIX peakumnmn npu
onpeneneHnn cogepxaHna KoptTmsona

*Y 300poBbIX NnU nogasndaet npoaykumio KPI, AKTI
N KOPTWU30/a B J03€e 1 Mr

*Y O0nbHLIX ¢ cuHapomoMm KyuimnHra noboro tmna
nocne npmema 1 Mr gekcameTtasoHa NpoayKuus
KOpTU30na He rnoaaBnseTcs



KopoTkasa npoba ¢ JekcamMeTa3oHOM

MeToauka

‘Mexay 23:00 1 24:00 60nbHOW MPUHUMAET BHYTPb
1 Mr JekcameTasoHa.

B 8:00 HaToLLaK 6epyT KPOBb U ONMpPeaenstoT
KOHLIEHTpaL Mo KOPTN30s1a B CbIBOPOTKE.

*Touka pasgeneHus 50 HMonb/n



OnpeneneHne cBOOOAHOrO KOpPTMU30s1a B
CYTOYHOU MOYeE

* TOYHbIN Y4ET BCEN CYTOYHOUN MOYU
*[lepBas yTpEeHHASA nopumsi He 3abunpaeTcs

» 3aTEM COOMpPAOT BCHO MOYY 3a CYTKU C NEPBON YTPEHHEN
nopumen cneayrwmx CyToK

» Obpasel goSMKEH HaXoANTbLCA B XONOAUNbHUKE
* OBLMM 0OBbEM N3MEPSIETCHA C TOYHOCTbIO 40 50 M
Touka pasgeneHus 3aBUCUT OT AMarHoCTU4eckoro Habopa



YHyBCTBUTENBLHOCTL U cneyndpU4HOCTb
TECTOB

4 Cn___

KopTnson B 90 90
CIloHe

KopTnson B 80 80
CYTOYHOU MOoYe

MI1c 95 30
OeKcaMeTa3oHo

M



e Ina nepBOoHa4YanbHOU guarHocTukn Il pekomeHayeTcCH
npoBeneHue 2 CKPUHUHIoBbIX TeCTOB (Hanpumep, KOPTU3O0-
cntoHbl 1 MOMN)

*[1py oAMHaAKOBbLIX U3BMEHEHUNAX YYBCTBUTENBHOCTL U
cneymunyHocTb gocturaet 100%

* Ecnun 0ba TecTa oTpuuaTeribHble — TO 3TO HAOEXHO UCKMNOYaeT
Al HacToALWMN MOMEHT (HO He nckrnodvaet 3l npwu
BOJTHOODOpPAa3HOM TEYEHUN)

* ECcnn ognH TeCcT NoNoXUTenbHbIW, a APYron HopManbHbIN — TO
npoBeOeHne TpeTbero Tecta (KoOpTrU3osn CyTOYHOU MOYM U/mnnu
KopTn3on Kposu B 23:00)



OuddepeHumnansHas anarHoctuka AKTT -
3aBucumoro n AKTI -He3aB1UCUMOro

BapuaHTa
*Al'TT < 10 nr/mn B yTpeHHue Yacbl — MC KT

HaaNOYEeHMKOB

*AKTI > 10 nr/mn — andpepeHumnanbHbI AnarHos
mexay bBUK n aktonnyeckon npoaykumen AKTI



ObcnenooBaHune nauneHToB ¢ AKTT -

3dBNCNMbIM Bapl/IaHTOM

* MTP runodgmnsa (ageHombl bornee 6 MM NoATBEPKAAOT ANArHO3
BU/K)

» bonbLas gekcameTasoHoBas nNpoba

 MCKT Tena, MTP Tena ans nouncka akrtonnpoBaHHoro AKTI -
cuHgpoma



JleyeHune

* [1pn 6onesHu MueHko-KyLunHra Hempoxmpypruvyeckoe nevyeHune —
TpaHcdeHonganbHas aaeHOMI3KTMUA — 3P PEKTUBHOCTL 65-90%

*[1pn HE3PPEKTUBHOCTM UINMN HEBO3MOXHOCTU XUPYPrny4eCcKoro

neyeHunsi oonesHn Nuenko-KylumHra — aHanor comacrtoctaTtuHa —
MACNPEOTWI (CurHndop)

« CunTomaTtuyeckoe nevyenHue Al, CI1, pucnunuaemun,
rmnokanmemMmmn, ocTeonoposa



