bone3Hb ueHKo-KyLlunHra



OnpepeneHune

* bones3Hb MueHko-KyLlunHra — ato TaXkenoe HeMpPO3HOAOKPUHHOE
3abonesaHne, 0bycrioBneHHoe XpoOHNUYECKOW rmnepnpoayKumen
aapeHoKopTuKoTponHoro ropmoHa (AKTI) onyxonbkto rmnoduaa.
YBenu4deHune cekpeunn AKTI npnBoauT, B CBOK o4epeab, K
XPOHUYECKOM NOBbILLEHHOW BbIPAabOTKE KOPTU30Sa KOpPOoW

HaAMNOYE4YHUKOB 1 PA3BUTNIO CUMNTOMOKOMIIIEKCA SHOOrEeHHOro
rmnepkopTuumnama



OTUONOINrM4a n natoreHes

* [1lpnunHon BUK aenaetca AKTI -cekpeTupytowas ageHoma
rmnodounsa (KOpTUKOTPOMNMHOMA), NOYTU BCeraa
NobpokavyeCcTBEHHOrO xapakrepa.

*[1aTtoreHes pa3sutna b/K oo kKoHua He nsydveH. Vimeetca ase
Teopun pas3Butuda 6onesHun MueHko-KyLinHra:

1)«rmnogusapHaga» Teopus

MyTaumsa KOPTUKOTPOQOB, NpuBoasilaa K 0bpa3oBaHuMio
AKTI cekpeTupytoLen ageHomMel rmunodusa

2) «rmnotanamuyeckasa» Teopud

runepcekpeuna KPI™ (KopTUKOTPONUH-PUNN3UHITOPMOHA,
KOpTUKonmbepuHa) c popmMmnpoBaHNEM BTOPUHHOM OMyXOSn Unu
pasBUTMEM rmnepnnasmm rmnodunaa



B oboux cny4yaax npomcxoauTt HapyLleHue UMpKkagHoro putma
cekpeuun AKTI, koTopoe BbipaXaeTcs B NOBbILLEHUN aMNNUTYAbI
N ONUTENbHOCTU MMKOB CeKpeLunn ropMmoHa. 'mnepnpoaykums
AKTI He nopaBnaeTca BbICOKMMU 3HAYEHNAMM MMHOKOKOPTUKOUO0B
B Nepu@epnyeckon KpoBu, YTO B pedynbrate yCUNeHHOU
CTUMYNAUUM HAQNOYEeYHUKOB Bbi3blBAEeT AN PY3HYIO
rmnepnnasuio Nx Kopbl 1 NOBbILLEHME coaepXaHNUA KOpTU3osa B
KPOBU 1 OPYrmx BMONorn4ecknx XnaKocTax.
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>Xanoobl 1 aHamMmHe3

K uncny Hamboree 4acTtbix kanob
OTHOCATCS:

* NpubaBka Macchl Tena ¢ HepaBHOMEPHbLIM
OTNOXEHUEM XUMpPa B NOAKOXKHOM
KrneTt4yaTke, OTEYHOCTb, CUNbHO
nposiBnsoLasca Ha nuue, NoBbILLEHNE
apTepuanbHoro gasneHusa (AL),
MblLLeYHas cnabocTb (MPenMyLLECTBEHHO
B HWXKHUX KOHEYHOCTSAX), NogABNeHne
CTpUI Ha XunBOTe, nrevax, begpax, akHe,
rHOMHNYKOBBIE NOPaXXEHUSA KOXN, Nroxas
3aXXMBNAEMOCTb paHEBbIX AEEKTOB.
XapaKTepHbl HapyLLUEHUS NOSOBOM
dOYHKLUMN KaK Y MY>XYUMH (3peKTUNbHas
OVCMYHKUMS, CHMKEHWE nMMdunago v
NOTEHLMWN), TAK U Y XXEHLLMH (0NNro-, Onco-
Unu gaxxe ameHopes, becnnogue,
00yCnoBIEHHbIE TMNEPCEKPELINEN,
Haps4y C KOPTU30S1I0M, HaANOYEYHNKOBbIX
aHOporeHoB). Kpome Toro, y »XeHLnH
HepeaKko BO3HUKAET rMpCyTU3M
(OROMOCEeHVe Mo MVXCKOMYVY Tunv)
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* [1pn cbope aHamHe3a xenaTtenbHOo NPocrneanTb Mo UMEKLLMMCS §
doTorpapuam nameHeHmne BHELLHOCTW ANs onpeaerieHns NpuMmepHou
ONUTEeNbHOCTU 3aboeBaHuns, BbISCHUTL, He ObINO Nn paHee
nepesiomoB Npy MMHUMasbHON TpaBMe, eCTb N1 DONKU B KOCTSX,
MbllLeYHasa cnabocTb, Cyaoporn, yTOYHUTL COCTOSIHUE
MEHCTpPYanbHOro unkna, B Xoae paccnpoca CoCTaBUTb
npeacraBrieHne O MNCMX03IMOoLUMOHaNbHOM cTaTyce naumeHTa.

annyne B aHaMmHe3e caxapHoro anabeta, HU3KOTpaBMaTUYECKUX
nepenomoB, MO4YekamMeHHOoN 60one3Hu, HacTo peLUnanBmpyoLLero
XPOHUYECKOro NnuerioHegpuTa, UMCTUTa, CUHYCUTa N APYINX THONHbIX
3aboneBaHn Takke MOXeT OblTb KOCBEHHbLIM NPU3HAKOM O0ne3Hu
NueHko-KyLwinHra. O6asarenbHO yTOYHEHWE nosyvyaemMou
rlekapCTBEHHOW Tepanumn, Hann4ine B nepevHe NPpUHMMaeMbIX
npenapaToB IMIKOKOPTMKOMOOB (A8 NCKIHYEHUA BO3MOXHOCTH
Pa3BUTNS IK3OMEHHOIo rmnepkopTmLmM3ma)



dusnkanbHoe obcnenoBaHme

KnnHn4yeckme cMMnTOMbI SHOOMEHHOIO rMrnepKopTULmM3Ma JOCTaTO4YHO
pa3Hoobpa3Hbl U HecneundnyHsbI.

LleHTpanbHOE OXXUPEHME (C OTINOXEHMEM XNUPOBOW KNETYaTKN Ha
TYNOBULLE — XXNUBOTEe, rpyaun, cnmHe ¢ opMmMpPoOBaHUEM T.H.
«HaOKMNYMNYHbIX NoayLleveKk» N «KNUMaKkTepu4eckoro ropbunka» B
npoekuumn VIl LUENHOIO NMO3BOHKA, YaCTO Ha Nnue — «MyHOobpasHoe»
nyo) ¢ 0O4HOBPEMEHHBIM YMEHbLUEHNEM BEPXHUX U HUXKHUX
KOHEeYHOoCTeN B 0bxBaTe 13-3a aTpodPnn MbILLEYHON U XXMPOBOWU TKaHW,
«MaTPOHU3M» (APKUN pyMAHEL, LMaHOTUYEeCKOro OTTEHKA B
COBOKYMHOCTU C OKPYITINBLUMMMNCA YepTaMu NiLa), CKOLLUEHHbIE
aroguibl (Bcneacteme aTpodum MbiLL), LWMPOKUe (4acto bonee 1 cm)
barpoBodMONETOBbLIE CTPUN HA XKNBOTE, BHYTPEHHEN NOBEPXHOCTH
benep v nney, y XeHLWuH — Ha MOJNOYHbIX Xene3ax, MHOXXECTBEHHbIE
NOAKOXHblE KPOBOUINMNUAHUSA, BO3HUKAOLLME AaXKe Npu
He3Ha4yuTenbHbIX TpaBMax.






MeToabl AMarHOCTUKWU

e onpeneneHune yposHA Koptnsona n AKTI nnasmel KpOBM YTPOM
N Be4YepoMm,

* onpeaeneHne CyTo4HOM 3KCKpeL M KopTnaona c Mo4vou,
* onpeneneHne ypoBHA Kanug, HaTpus B KPOBW,
* Y3W OptoLHOM NonocTy,

« KT OpOLLHOM NONOCTU C BHYTPUBEHHBIM BOMIOCHbLIM
KOHTPaCTUPOBaHUEM,

* MPT runoduaa.



*[lpenapaTbl LeHTpPaNbLHOIro 4eNCTBUA (BNUAIOT HA adeHOMY)
[lacupeoTtna 0,6-0,9 Mr NOAKOXKHO ABaXXAbl B AEHb
KabepronuH 0,5-7,0 Mr B HEENMo per os

[TpenapaThbl, 6rIoOKMpYyoLLME CUHTES KOPTU30Ma
KeTokoHa3on 400-1200 Mr B CYTKM per os (2-3 npuema)
MeTunpanoH 1,0-4,5 r B 4eHb Ha 4 NPUEMaA per oS
AMunHornroteTumMmug 500-2000 Mr per 0s B CYTKU
Itommaat 0,03 mr/kr 6ontoc B/B + 0,30 Mr/Kr B 4ac B/B)
MwuToTaH 2-4 1 B A€Hb



XUpyprunyeckoe neyeHme

* BcemM naymeHTam ¢ BnepBble YCTaHOBNEHHbIM AMarHO30M
bonesHu ueHko-KylwinHra gomkHo ObITb pEKOMEHO0BAHO
HENPOXUPYPrUYeCKOe NnevyeHne B BbICOKOCNELUanm3npoBaHHOM
LEHTPE — 9HJO0CKONMMYeckKasa TpaHcHa3anbHast adeHOMIKTOMMUS.
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. AndpdpepeHumnansHasa anarHocTuka

* bone3Hb NueHko-KyLwinHra cnenyet otnudatb oT AKTT -
9KTOMMPOBAHHOIO cUHAPoOMa, Bbi3biBaemoro AKTI -
CEKPETUPYIOLLEN ONYXOnbto N0H60oU nokanusaumm, Kpome
runodousapHon. AKTI -akTonmpoBaHHLIM CUHOPOM OTINYAETCH
boriee 310Ka4YeCTBEHHbLIM TEYEHNEM U XyALLUUM MPOrHO30M B
cpaBsHeHumn c bUK. I'pn nposegeHnn MPT B npoekumnn TypeLKkoro
ceana npmn3HakoB 06beMHOro obpasoBaHumst He
ODHapyXXMBaEeTCH; B TO XK€ caMOe BPEMS B JIETKUX,
noa)KenyoovyHou Xerneae, nevyeHu, NeTnsx TOHKOro KNLLEeYHUKa,
Hagno4YevyHMKax, AMYHMKaX N OpYyrnx opraHax no peaynsrartam
MCKT moxeT onpegensatbcsa obpasoBaHme pasrnmnyHbIX
pa3MepoB, C NpM3HakamMuy 3NnokadeCcTBEHHOCTU U Be3 TakoBbIX.



Manasa gekcameta3oHoBasa npooda

B nepBbin aeHb B 8.00 npoBoautca 3abop KpoBW ANS
onpeaeneHna NCxXoaHoro ypoBHA kopTtusona; B 23.00 paror
BHYTPb 1 M fekcameTa3oHa.

Ha cneaytowmn geHb B 8.00 nposoantca 3abop KpoBu Ans
ONpeAEneHns YPOBHS KopTusona.

Y 340pOBbIX NOAEN
Ha3Ha4YeHne geKkcameTasoHa NPUBOAUT
K No4aBeHno cekpeLumn koptusona bonee 4yem B 2 pasa unu
CHWXEHMIO ero A0 ypoBHs meHee 50 HMornb/n

@ =



Bonbuwana gekcamerta3oHoBas npo6ba

BaguaHT 1 (knaccuyeckaa npoda Jingana)

npeaenseTca ncxogHasa aKkckpeumsa csobogHoro
KOpPTU30Sfia B CYyTO4YHOM MOuE,
3aTemMm Ha3Ha4vaeTcd 2 MIr JeKcamMmeTa3oHa Kaxable 6
YyacoB B TeYEHUE ABYX CYTOK (Bcero 16 mr) n Ha BTopble
CYTK/ NMOBTOPHO onpeaensaeTcsa ypoBeHb cBOOO4HOIO
KOpTuU3osa B Moye.

BapuaHT 2 (<kHOYHOU» TECT)
B nepebin geHb B 8.00 npoBognTcsa 3adbop Kposu 4Nns
onpegeneHnsa NCxXxoaHoro ypoBHsa Koptusona; B 24 yaca
HasHa4yaeTcsa 8 Mr gekcameTasoHa BHYTPb.
Ha BTopoun aeHb B 8.00 npoBoagnTcsa 3abop KpoBu ANA
onpeaeneHnsa ypoBHSA KopTusona




* 1) [MauneHTam C KINMHUYECKUMU CUMMTOMaMM rTMNepKopTMLM3Ma B NepBYLO0 ovepenb
HeobxoaMMO UCKIIKUYUTL npuem rrokokopTnukongos (['K). B cnyyae yctaHoBneHus dakra
npnema 'K B filobor popme uernecoobpasHa rnomnHas otTMeHa 3Tux rpenaparos C
nepeoueHkon HeobxoaumocTn obcrnegoBaHMn Nocne nepuoaa BbiBeAeHNS UCNOMNb3YEMOro
npenapara.

« 2. OnpaBgaHo npoBeAeHME Kak MMHUMYM [ByX TECTOB NEPBON NTMHUN (ONpeaerneHne
KOpTM30na B CrtoHe, coOpaHHoM B 23:00; KOPTN30na B CbIBOPOTKE KPOBU, B3ATON YTPOM
nocre npuema 1 Mr gekcameTasoHa HakaHyHe B 23:00). [Npv guckopaaHTHOM pesyristate
LBYX NepBbIX TECTOB NOKa3aHO NPOBeAEHME JOMNOMHUTENBHBLIX MCCNEeAOoBaHNN (CBOGOAHbIN
KOPTM30M B CYyTOYHOM MOYe, onpeaeneHmne KopTnsona B KpOBM BEYEPOM).

« Ecnn gBa Tecta cBuaeTenbCTBYIOT 0 Hanudum 3I7, nauneHTam nokasaHo HanpasneHue B
cneunanuanpoBaHHOe yupexaeHne ans novcka HosoobpasosaHusa. Ecnv oba TecTa
oTpuLaTenbHbl, ANarHo3 MOXET ObITb MCKIMIOYEH UMW NaLMeHT MOXET HabnoaaTbca B
AVHaMUKe B cnyvyae noao3peHuns Ha LMKnu4eckoe TedeHmne 3aboneBaHms

* 3. OnpeneneHuve koptusona n/unn AKTI B yTpeHHWe nnu OHEBHbIE Yachl, a Takxe
BblSIBIIEHME HOBOOBpa3oBaHUA He 0bnagaeT AuarHocTU4ECKoOU MHAOPMAaTUBHOCTLIO ANS
noaresepxageHust 3l 1 He OOMKHO NCMNOMb30BaTbCA HA NEPBOM aTane AnarHOCTUKM.



bo.1e3Hb KopTukoc- CHHOpOM 3KTONHYEC-
IIoka3aTenn
Kyunnra Tepoma Ko#l npoaykuun AKTT
KnuHHuIecKHe Ipo- | BeIpaKcHE BeIpaAxCcHBI e BeIpaKeHBI WTH
SIB.IEHUSI I'HIIEPKOp- BHIPAAEHE] HE 110JIHO-
THLHA3MA CTBIO
BoapacT 6onmbHEX, |20—40 20-50 50-70
[OALI
I mmepnnurMeHTanus | BctpegaeTes OTcyTeTBYyCT BeTpegaceTest 9acTo,
peuko, c1abo M1ITelicuBlIas
BRI paKeHa
Yposeunb kaliusi B B nopme uium B nopye uiu 3HAUMU TSN LIO CHUXEL
IIa3Me TTOHWKCH MMOHMXCH
Yposeas AK'TIT B Ho 200 He > 200
[jasme, r/Mi OLIpEIeISeTCs

Ypozelil KopTU30-J1a| YBeluruell Vpenuuen s 2 3| VYpenuuenn 3 5 pas
B maa3Me (17-oken- | B 2—3 pasa pasa

KEeTOCTEe-POUILLL

B MOYC)

Peaxknus na pekca- | [lonoxurensnas | OrpunarenbHas | OTpunareisHast

MCTa30Id




Bonesns CHHAPOM SKTOMHYECKOH
Hogmareay Huenko—Kyumnra Koprikoctepoma mmwn AKTT
Knunpnieckue nposisne- | Bupaxenst Buipaxetint MoryT 6uits BoipaxeHsi
HUS TUNepKOPTHLHaMA He NOTHOCTBIO
Boapact GoabHbIX 20—40 ner 20—-50 ser 40~70 ner
Menanopepmust CraGo Bupaxena, serpe- | OteyTersyer Hurencrsuan
YaeTCH PeAKo
Kasm#t B nnazme HopMmanbhbiit wam nokk- | HopManbhbit HAK nOKK- | SHAUHTENBHO NOHHKEH
HeH KeH
AKTT B nnasme Jlo 200 nr/ma He onpepensiercs 100-1000 nr/ma
KoptHson 8 naasme Yeeanuen B 2-3 pasa | Yeenwuen B 2-3 paza | Yeenmuen B 3-5 pas
17-OKC B Moue Yeenuuen B 2-3 paza | Ypenmuen g 2-3 pasa | Yeeauues B 3—5 pas
Peakuys Ha nekcamera- | Tonoxurensias wim o1- | Otpruareasyas TosoXxuTeNEHAR KAK OT-
30H pHLaTe IbHast pHuaTebHAs
Peakuus Ha Metonkpor | ITosoxuteastas uau or- | OtpHuarensuas [Noaoxureapkas nau or-
pruateabtas pHuarenbHas



* KnnHnveckne pekomeHgauunn. bonesHb VueHko-KywinHra 2016
* KnnHmka BbICOKUX MeanLUHCKKUX TexHonornm um. H.. INuporosa

https://www.gosmed.ru/lechebnaya-deyatelnost/spravochnik-zabolev
aniy/endokrinologiya-bolezny/sindrom-i-bolezn-kushinga/



