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U3ameHeHns Koxu (cTpum,
gmom. aKHe) U TMPCYTU3M -

;l szkcumanbuau MHUONAaTUA -

Hapywenue nonoson hyHKuMuN

(HapylieHns MeHCTpyanbHoro

LUMKNA Y XeHLWMUH U CHWKEHne

NUOKA0 M NOTEHLMU Y MYXKYUH)

-85%

CucremHbIn octeonopos - 93%
TEpUanbHan rMNepToHUN -

93%

CrepouaHas kapauonarus -

73% o

Hapywenuns yrnesogHoro
obmeHa (70%) caxapHbin
Aunaber (20%)

Hedponutnas/moyekamentas
BonesHs - 65%

%&puqubm UMMyHoaeduyuT -

SHuedanonatus -75%

oTnNUyaeTcsa or 3A0p080"
nonynsauuu
AMeaosa F M ky Snnesue Mnessn.

PAHHAS OUATHOCTUKA BUK-
0QHa M3 CNIOXHBIX Npobnem

KNUHWYECKOW 3HAOKPUHOTOTMMA

fonbluMM ONO343aHUEM —
(4epe3 HecKonbKo neT);

Y 67 % K MOMEHTY ero
NOCTAaHOBU UMEKTCH
OCNOXHEeHWUA:

CmepTHOCTL cpeaun
HeneyYyeHHbIX DOMNMbHbIX
npesbllaeT TaKoBY B o0uen
nonynsauyum B 4 - 5 pas
(kapanoBackynaApHbie
OCNOXHEHWA, HApYLIEHUA B
cucteme remocrtasa. TIA. xp.
UHpeKyun)

B pemuccum 3abonesaHus
CMEPTHOCTL CYLECTBEHHO He

ywiuHea /1100 ped fedosa M ¥ — M
NS e R = y

2UT] (95 707 9 N/} 1A%
y ) \ i

s LINS N\ ) B I Y ~ ) ) ‘“ a
nton RN, Neurcendocrinofogy. 2010 92



- CenekmugHsiii
3abop Kposu u3
HUXHUX KaMeHUc-
- MbIX CUHYCO8 —

epadueHm no
AKTI 2 2.3

Sabea e b

MepBas nuHus nevyeHus BUK —
)JaHCcCcheHOoMAanbHasa afeHOMI3KTOMUS

['lo daHHbIM MPT uccnedosaHus ¢
KOHmMpacmHbIM ycuneHuem y 96
nayueHmos ¢ yCmaHO8NeHHbIM
OuazHo3om BUK
AdeHoma 2unoghuza no MPT— 78 %
13 Hux mukpoadeHoma — 58.2%
makpoadeHoma — 19.8%
Omcymemeue adeHombl MPT — 22 %

¥ MakpoageHoma
® MukpoanenHoma

M Orcyrcreue
ABHOW afleHOMbi

Io daHHbIM SHL{ - BopoHyoe A.B..6 kH.
Bonests yenko-Kywunea. Mod peo.

Hedosa UU. - M.. 2011 emp 106 — 199



" TNoka3aHusa K aaeHOM3KTOMUMN

= YeTko nokanu3oBaHHasA onyxonb
runodu3sa no gaHHbIM MPT unu
OTCYTCTBUE ONyXonu, HO AOoKa3aHHOM
LeHTPanbHOM reHese runepkopTuymu3smMa Ha
OCHOBaHUU CeneKTUBHOro 3abopa KpoBu
U3 HUWKHUX KAMEHUCTbIX CUHYCOB



= Yepes 5 - 10 aHeun nocne onepauun
(npepBapuTenbHan oueHka 3PPeKTUBHOCTH onepauyuu no
pesynbraTtam koptusona u AKTT)

= Yepes 3 - 4 mecsLia nocne onepauuun Ans
onpeaeneHuna Havyana peM1McCcum

= Yepes 6 mecsiues ansa onpeneneHus nosHoOu
pemMuccuu 3abonesaHun

= 3arem obcnepoBaHue NpPoOBOAAT €XerogHo B

TeYeHUe He MeHee 7 NEeT (ana BbiABneHus paHHero
peunausa)



MporHocTnyeckue hakTopbl pa3BUTUSA
PEMUCCUM

‘m Huskuit ypoBeHb kopTusona u AKTI' B paHHeM
nocneonepauuoHHoM nepuone (5 — 10 gHen) — kKopTU3onN
meHee 50 Hmonb/n, AKTI meHee 10 nrimii; BpeMeHHas
3aMecTUTeNnbHas Tepanms - NPOrHocTU4eckuun pakTop

ANUTENbHOW peMUuccum
= MukpoageHomarunodusa
= WHTpaonepauuoHHas BU3yanusauyus ageHoMbl XMpyprom

= BoccraHoBneHue HopManbHOro oTBeTa KopTusona npu
npoBeAeHUM Manoum npobbl ¢ AeKkcaMmeTasoHOM Yyepe3 6 —
12 mecsiueB nocne onepauuu

= Pesynbratbl UI'X uccnenoBanus c onpeaeneHmem
UMMYHO3KCNpeccun MapkepoB nokasarenewu
nponudepauuu (Ki - 67) n aHrnorexesa (CD 31)

Alvani et. al., Neuroendocrinology, 2011. v. 91.
p. 169 - 178.
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lpu coxpaHeHuu NposiBneHun 3abonesaHusa nocne
onepaTuBHOrO BMeLLaTenbCTBa Unm Npu peunavee

-

Teogood AA, et. al.. Endocrinol Metabol Clin North
adm 2783 . L )



Paguoxupyprus

® B Hacrosiee Bpemsi B MUpe UCNOMNb3YyHOTCA 3
OCHOBHBLIX pagnoxupypru4yeckmx meroaa:

1. 0b6nyyeHue y3kuUMU NMyyYyKaMu mMsHKenbiX 3apsKeHHbIX
Yyacmuy (npomoHoes)

2. 0O6nyyeHue y3K0-KONNUMUPOBaHHBLIMU POMOHHBIMU
fyYKkamMu Ha annapame muna FaMmMa-HoX

3. MHcnoneb3oeaHue 8bICOKO3Hep2emu4YecKo20
PEHM2eH0BCKO20 U3ny4yeHuUs1 Ha TUHeUHOM
YCkopumenu muna «Novalis»
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iupyprun u ee pesynbTathl npu BUK

- aﬁéayanaTbl npoToHHoro o6nyyexnus npu BUK
- no gaHHbIM 3HU
1. /MHo3sa 50 - 70 'peu, 3a 00uH ceaHc;

2. Bpems HacmynneHus pemuccuu om 1 200a do 2 u
6onee nem u 3aeucum om msixxecmu 3aboneeaHust

3. IOggpekmueHocms 6e3 susyanuzayuu adeHOMbI
aunogpusa — 81%, npu Hanuyuu adeHoMbI - 69%:

4. OcHoegHblIe No6oYHbIe delicmeus - paszsumue
aunonumyumapusma;

Mapoea E. 1. MaryeHko O.B.

[pobn. SHdokpuronozuu - 2008, Ne3, cmp 21-27. 1




aKMX NaLUMEHTOB creayeT paccMaTpuBaTh
BO3MOXHOCTL NeKapcTBEHHOM Tepanun?

= B cnyyae He3ahdekTUBHOCTH ONEepaTUBHOIO
BMEeWaTtensCcTBa;

= B oxmaanum acbdexTa oT nyyeson Tepanmm;
s Peumamsupyrowas dopma BUK:
= Unxnuyeckoe Teyerue BUK:

= B xayecTBe BpeMEHHOM MepLI CHUKEHUS YPOBHS
KOpTM30na B npouecce NOAroTOBKM K XMPYPruyeckomy

BMEWwaTensCcTBea, Mexay Havyanom Ny4Yesoun Tepanum u
AoCTHxeHus ee 3dbdexTa:
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anbHbIE MULLEHMN NEKapCTBEHH!
tepanuu npu BUK
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Denaparhl HanpaBneHHbIe Ha CHIKEHNE
cbyHKUMM Hagno4Ye4HUKOB

(6nokaTopbl cTtepoupgoreHesa)

ﬂggu:cBO%Hble aMWHOTMIOTETUMMAA: 6/oKupYom CMepoudoeeHes Ha
paHHuXx cmaousx obpa3oeaHus KOpMUKOCMepoudos; =
Mamomum (Xopeamus)- CpedHsa cymoyHas do3a-750m2, Makc. cymoy4yHas do3a-

2000me;
OpumemeH (LLiseyus)- CpedHss cymoyHas do3a -750 m2, MaKkc.cymoy4Hasa do3a -

2000 me;

MpouzBoaHbIe KETOKOHA30MA: cHuXaem Kopmu3on Yepes3 yeHemeHue 11bu
b 2liOpoKCUNa3bl,

Husopan gsenbau;?-u.leeuun)- CpedHss cymoyHasa do3a-400me, Makc. .cymoYyHas

003a-1200-1600me2;

SramMupaar: smunoskiil achup, nodasnsemakmusHocms 11b-2udpoKcunasbl,

MpouzeogHbie o,pDDD: o6radaiom decmpykmueHsiM énusHUeM Ha

onyxoneasle KNnemku Kopbl HaOnoYyeyHuKos:

JluzodpeH (CLUA)-cpedHsia cymoyHas do3a-2000m2, makc. cym. dosa do 10e2.

Mumoman (®paHyus) cpedHss cymoyHas do3a 500me , makc.cym.do3a do 122

Xnoduman (YkpauHa) cpedHss cymoyHasa do3a 500me , makc.cym.do3a do 3-5 m2

MeTupanoH: nodasnsem audpoKcunuposarHue 8 NonoxeHuu 11, smewusaemes 8

CUHME3 Kopmu3oia u KopmuKocmepoHa U 8bi3bieaem cekpeyuto 11-
Je30KCuUKopmuKocmepoHam (cpedHssa cymoyHas dosa 2250 me)




MpenapaTbl HaNpaBreHHbLIE HAa CHUKEHUE
| (yHKLIMM HAAMNOYEYHUKOB

(aHTaronuct lNK peuentopos)

| ! OB -
achbenpuctoH (RU 486) — (PpaHuyun): nepsbin aHTarouuct MK peyenrtop
#:oﬁagnnbm LT cuun’aru‘qecxoro nporecTuHa (HopamuHOpoHa)

l'lepable HccnefoBaHUA NOKA3asiM ero aHTUNPOreCTUHOBY K AKTUBHOCTD,
3arem oTMeyYeHa Obina aHTUrN HKOKOPTUKOUOHAA aKTUBHOCTL

MexaHusm neicTBus — GNokMpoBaHme AeiCTBUA NPOrecTUHA Ha YPOBHe
FECTOreHOBbIX peuenTopoB U GyIOKMpOBaHUe AeHCTBUA KOPTH30a Ha

ypoBHe K peuentopos

K 2010 rogy onucaHo 50 pasnuyHbIX KNUHUYECKUX criy4yaeB C ero
ucnonssoeaHmem npu CUK, AKTI-3C, BUK

ANUTeNnLHOCTL NeveHus ot 3 - 5 mMec., ¢ XOpPOWMUM KNIMHHUYeCcKUM 3cpchekToM
(85 %), (HayanuHas gosa 200 - 400 Mr/c, Makc. gosa 400 - 800 mr/c)

MoGouHkie gencTBUS: runokanuemMus, nossiwexHue AJl
(MUHepanokopTukongHas PYHKLUA He Onokupyertcs) U runepnnasus

SHAOMETPHA (32 cYeT aHTUNPOreCTUHOBOTO 3pcpexTa) u paseutue (B 17 %)
HaANOYe4YHUKOBOW HEQOCTATOYHOCTH

» B HacTosuwee BPeMA UMeeTCA HeQOCTATOMHBLIN ONLIT €ro KNMMHUYeCcKoro
NPUMEHEHMSA, HO ero UcNoNbL30BaHue YXe nokasbiBaeT CBOK
apcbekTUBHOCTL NpU runepkopTuyUusme

Castinetti F, Conte-Devolx B.. Brue T, Medical Treatment
of Cushig’s Syndrome: Glucococorticoid receotor

Antagonists and Mifepristone. - 2010.




AOXKHOCTMN NPUMEHEHUS b
onuwmuncTe AKTT- npoayumpyouux ageHomax (69 7 - )
x ‘.:uuaneﬂa 3Kcnpegcunynonamuﬂosblx peluenTopos 2 TUNa;

30 naumeHnToB ¢ BUK, HavanbHaA 034 1 Mr B Hegenw, yBenuieHune

no3bl Kaxabie 1 — 2 Mec. Ha 1 Mr oo CTOWKOW HOpManu3auuu ypoBHsA
KopTuiona B mMove. CpeaHAA Ao3a 3 Mr B Heaenw, Makc. Ao3a 6 MI.
Mepuoa HabnoaeHus - ot 1 4o 3 neT;

y 8 naumenToB u3 30 (27 %) — oTBeTa Ha nevyeHue He ObINo;

y 22 naumenTor n3 30((73 %) - yepes 6 mec. HOpManNU3oBasIcH
KOpTU3O0IN B Moue,;

y 6 U3 Hux (27.3 %) apcpekT 661N TONbKO 1 roa, 3aTeM peunaune;

y 2 (9,1 %) - Bo3HUKNU nobouHble 3ppekTbl — Npenapar Obin
OTMEHEeH;

e s T b |

y 14 (63,6 %) — B TeueHue 3 neT coXpaHanacb HopManbHasa ceKkpeuus

KOpTHU30-5a

Pivonelli R... J Clin Endocrinol Metab. 2004 v 89.
p. 2452 — 2462

ka6epronuna npun BUK




"BO3MOXHOCTH NPUMEHEHNs aHanoros
comatocTatuHa npu BUK

et Hazag GbIN OTKPLIT TMMOTaNaMUYeCKUA dakrop-comarocrtartu (CCT),
" pelcTBMe KOTOpPOTO OCylecTBNAeTCA Yepes 5 NOATHNOB peuenTopos
= B AKTI - npoayuMpyomux aneHoMax 6Linu 06HapyxkeHbl peentopsi CCT
nopTuna 1/(axcnpeccus B 33 %),[noaTMnoB3 U 5 {axcnpeccus ot 50 Ao 83 %)
Bedos UK., Maposa E. 1., Mpob. dndokpuronozuu 2010; mom 56, cmp. 3 — 8)

® AHaNnorM COMaToCTaTMHa ANUTENbLHOro AeNCTBUA (CaHAOCTAaTHH NAP)
CBA3LIBAOTCA NpeuMylliecTBeHHo ¢ noaTunom 2 peuentopoB CCT, 4To
nokasano Many 3¢ ekTHBHOCTL MX NnpumeHeHus npu BUK

® AxanorHoBoro nokonenusi CCT - Macupeorun (SOM230) oonanaet WHPOKUM
CNEeKTpoOM cBA3bIBaHuUA ¢ peyentopamu CCT

sst 1 sst2 sst3 sstd sstS
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YNbTULEHTPOBBIE MCCNEeA0BAHUA MPUMEHEHNSA
| MacupeoTuga npu BUK
(npegBapuTenbHbie AaHHbIe)

® |l hasa uccnegoBanun, 29 naymeHToB, fo3a 600 mkr, n/k,2 pasa B
AeHb B TeyeHue 15 aoHen
KonTpons kopTusona B Move

v Pesynbrarei: y 22 nauymeHTa (76 %) — cHWXeHue yPOBHA KOpTHU30Na, ¥
5 (17 %) Hopmanusauusa KopTusona

®* llldaza nccnegosanun, 162 nauueHTa, c TATpOBaHUeM 403b1 A0
1200 mkr, n/k, 2 pasa B fjeHb B TeyeHue 12 mecaues

) MpeaBapurtenbHbie laHHbIE: CHUXXKEHUE KOPTU30s1a B CYTOYHOM

- MoYe, cHwkeHue kopTtusona u AKTI B nnasme KpoBM
v NoGouHsle atpchekThbi: AUapen, rMNepriauKkeMus

Boscaro M, et. al., J Clin Endocrinol Metab. 2009.
v.94, p. 115- 122.



BbIBO/[bl
ri-'Wmee BpemMs MeTo oM nepBOMN NUHNK NeYEHUA BUK asnaeTca
TpancceHonpanbHan afleHOM3KTOMMUA: : :

— JdeKTHBHOCTb Y 80— 87 % nauyueHTOBC MUKpOaAeHOMOU U Y 65% npun

MaKpoageHoMax

MosTopHan onepauusa Wiu paguoXUpyprua ABNATCH BTOpOW NUHHEH
nevyenuua BUK npu peunauee saboneBaHusA

Mpu kpaiHe TAXENOH dopme BUK nokasaHa [BYCTOPOHHARA afpeHan3KToMua
ANA CAceHus XKU3HKW NalUenHTa

MeauKaMeHTO3HAs Tepanua UCnonbL3yeTca B HacTosllee BpeMs Kak
BpeMeHHbIN U BCNoMoraTenbHeIN MeToA A0 TpaHcceHonaan-HoM
afleHOM3KTOMMS MW PAAMOXNPYPIUK, a Takke NPU UX He3adhpeKTUBHOCTH
WNK peuuause

npu peunauee saboneBaHUA NepcnekKTUBHbLIM MeTo4oM MeOUKaMeHTO3HOro
NevyeHus MOXeT CTaTb NpUMeHeHWe aHanoroe COMaTOCTaTUHa

(MacupeoTnaa), Kak B Ka4ecTBe MOHOTEPaNnMU Tak U B KOMOMHaLUUUC
KabeproNnMHOM U KETOKOHA30/10M

PaspabGoTka KOMOMHMPOBAHHLIX NPenapaToB, CHWKAKWKWX CEKPeLnio AKTI
ABNAETCA NPUOPUTETHOMN




