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Kywune cunopomu (KC) — osup Hetiposndokpun kacaiiuk oyauo, sunoguz besuoacu ycmanune AKTI
20PMOHUHU MebeépUudan Kyn uutiab yuxuwu ounan 6oznux. KCunu 4 xun mypu masoncyo: AKTIea 6osnux KC,
AKTI 2a 6oznux 6ynmazan KC, AKTI sxmonupnanean KC sa ampozen KC. Ywby maxona V3P ®Dapzona
sunoamudaeu KC peeucmpuea oOasuuwinanean. @apeona eunoamuda KC pecucmpu maxaun KuluHeanoaq,
sunosmoa KCuu anuxnaw oapaxcacu scyoa nacmauveunu (100 mune axonuea 0,4) ea yaum xypcamrxuyu (100
mune axonuea 0,02) nu kypcamou.

Kanum cysznap: Kywune cunopomu, AKTIea 6oznux 6éa AKTIea boenux 6yamazan Kywune cunopomu,
peaucmp.

Cushing’s syndrome (CS) is a severe neuroendocrine disorder caused by chronic hyperproduction of
adrenocorticotrophic hormone (ACTH) by a tumor in the pituitary. There are four forms of the syndrome, to
name ACTH-dependent, ACTH-independent, corticoliberin ectopated and yatrogenic one. The article presents
data of CS register in the Fergana region. Analysis of the data demonstrated low rate of both CS diagnosing

(0.4 per 100,100 of population) and mortality (0.02 per 100,000 of population).
Key words: Cushing’s syndrome, ACTH-dependent and ACTH-independent, register

AKTYyaJIbHOCTb. OHJOT€HHBI THUIIEPKOPTH-
m3M (cuaapom KymmmHra) - KOMIUIEKC KITHHHYECKIX
CUMITOMOB OOYCIIOBIIEHHBIX JITUTEIHFHBIM BO3JIEH-
CTBHEM KOPTHKOCTEPOHIOB HA OPTraHU3M BCIIEACTBHE
WX M30BITOYHON 3HIOTeHHOW npoaykuuu. CUHAPOM
Kymmuara (CK) mnpexacraBieH aBymst ¢opmamu:
AKTT -3aBucumem - (80%) u AKTI -HezaBucHMBIM -
(15-20%). Haubonee yacroi mpuumnoit AKTT-3CK
SBIISIETCS KOPTHUKOTPOIIMHOMA THIO(H3a, PEKe IKTO-
nuyeckas npoaykuus AKTI omyxonbto winu, kpaiiHe
PEAKO, IKTOMUYECKass MPOIYKIHS KOPTHKOTPOIHH-
punu3uHr TOopMOHa [5]. B OoNBIIMHCTBE ClIy4aeB
npuunHoi 3aboneBanust AKTI-H3CK ciyxut omy-
X0Jb KOpBl HaANOYeYHHKa (KOPTUKOCTEpPOMA MU
pexe aapeHOKOpTHKanbHBIA pak) [1,3,4,7]. Dmmme-
MHUOJIOTHYECKHE HCCIIEIOBAHUS CBUAETEIBCTBYIOT O
CPaBHUTEIBHO HEOOJBIION  pacrnpoCTpaHEHHOCTH
9TOro 3a00JeBaHus: Ha | MJIH. HaCEJIEeHUs] PETUCTPH-
pytotcs 1-2 BHOBB BBISBJICHHBIX OOJIbHBIX 32 1 Toxa. B
PecrryOnvke Y30ekucran oOIee KOJIUYeCTBO OOJb-
Heix ¢ CK cocraBmser 203 uenoBek. JlMarHocTuka
CK - camas ciioxHas mpoOiiemMa B KIMHHYESCKOU DH-
JOKPUHOJIOTHH, TaK KaK KIMHUYECKWE MPOSBICHUS
BO3/ICHCTBHS M30BITKA TTIOKOKOPTHKOMIOB MHOT000-
pasHbl © MOTYT OBITh €J[Ba Pa3IUYUMBI 1 OOBIYHO OT
Havaja 3a00JIeBaHUS 10 MOMEHTa JHAarHOCTUKU TPO-
xoautT oT 3 go 5 ner. UsnoxeHHoe BblilIe emé pas
MOJTBEP)KIAET MPOBEJACHNE CKPUHUHIOBBIE HCCIENO0-
BaHUH CpeIu TPYII BBICOKOTO PUCKA, MOKU3HEHHOE
MOHHUTOpUpOBaHue SBHBIX (opMm Oonesnu CK, uro
MO3BOJIICT HE TOJIBKO paHHEW ITMarHOCTHKE OOJIE3HH,

HO W TPENOTBpamlaeT pa3BUTHE HEOOPATHUMBIX
ocnoxuaenuit CK, cHmkaer 4actoTy QaranbHbBIX HC-
X0J0B cepaeuHo-cocyaucteix karactpod (CCK) u
CIOCOOCTBYET  YBEIMYEHUIO IPOJODKUTEIHHOCTH
*wu3Hu 00sibHBIX ¢ CK.

Hcxonst m3 BBIMIEU3I0KEHHOTO, MBI 33JAJINCh
neJbl0: M3y4nTh pacrupoctpaneHHocth CK u ore-
HUTH pe3yJIbTaThl NMPUMEHEHHBIX METOJIOB JICUEHHS
JUTSL ONPEJICIICHUST ONMKANIINX M OTHAJIEHHBIX KH3-
HEHHBIX TIPOTHO30B CpEAW B3pPOCIOTO0 M JETCKOTO
Hacenenust depranckoit oomactu 3a 2013-2016 rr.

Martepuajabl U1 MeTOAbI HCCJIeA0BaHUA. Ma-
TEpUaAJIOM HCCIEJOBaHUs Al HACTOSIIEH paboThI
nociayxwm oduuuansaeie ganasle 0D/ Pepran-
CKO# oOmacTu o Jmi ¢ BHOBb BbIABIeHHBIM CK, u
KOHTHHTEHTE OOJBHBIX COCTOAINX Ha «/J|» yuére 3a
2013-2016 rr.

Bce OonbHBIE TOABEPrajuch KOMILIEKCHOMY
OOIIEKIIMHTYECKOMY OOCIIeIOBAaHUI0O B JHHAMUKE C
THIATEIBHBIM HM3YYEHHEM 3HJIOKPHHHOIO, HEBPOJIO-
TMYECKOro, 0(TaIbMOIOTHYECKOI0 H COMaTHYECKOTO
craryca. KpoMe TOro, mpoBOJIUJIOCh HEWPOPAIHOIIO-
ruueckoe  (MPT-romoBaoro  mosra,  MCKT-
Ha/IMIOYEUEHUKOB), IEHCUTOMETPHUYECKOE (TI03BOHOY-
HUKa W TOJOBKH Oepa), yIbTPa3ByKOBOE (BHYTpPCH-
HUX OpPTaHOB), OOIEKIMHUICCKIE, OMOXUMHUIECKUC U
TOPMOHaJIbHBIE (OTpeneeHNe YPOBHEH KOPTH30Ia,
AKTT, nponaktuna, Tectoctepona, [I9AC, TTIT, T4)
nccnenosanus (PMA metomom).

PesyabTaTrbl ucciaenoBanusi. B Hacrosiee
BpeMsl Ha OKTs0pp Mmecsn 2016 r. Ha «/]» yuére co-
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cTosT 14 OonmpHBIX B Bo3pacTe OT 9 1o 58, cpenHuii
BO3pacCT KOTOPBIX coctaBuil 36,0 €T, KOTOphIC B Iie-
pecdere 100 ThICSTY HaceneHus coctaBmm 0,4 demno-
BeK. BHOBB BEISBIICHHBIX - 2. JlaBHOCTH 0OJIE3HU Ba-
prupoBana ot 0 go 12 ner u B cpeaHem cocraBuia 3
roga. M3 14 6onpaBIX MyxunH Obu10 3 (21%), *en-
muH - 11 ((78%), 94TO aHANOTWMYHO IUTEPATypPHBIM
JaHHBIM TAe TNpeoOnanaer sxkeHckui mon. U3 14
OonpHBIX pedéHok-neBouka 1 (7,1%). PykoBoncTy-
sch kraccudukamueii CK OONBHBIX pacrpeneTiim
cnenyromuM obpasom: 13 uenosek (92,8%) AKTI -
3CKu 1 (7,1%) AKTT'-H3CK.

AHanmm3 (pakTOpoB, MPEANIECTBOBABIINX pas-
putnto AKTI-3CK Bxmouamun: UMT, OpoHXHT,
cTpeccoBblii (akTop, yacteie OPBU, MenunmHckue
aboptel. BosicHuioch yto, manudecTt 3a0oeBaHUS
YacTO TPOTEKaN IMOJ MacKaMu APYTUX IaTOJOTHH,
3a4acTyl0 IMPOSIBICHUS M OCJIOKHEHHS THIEPKOPTHU-
U3Ma MPUHAMAIUCH 32 CAMOCTOSITENBHYIO MAaTOoJO-
ruto. Tak B Te4eHHe psiaa JieT OOMbHBIC JISYIITUCH 110
MOBOJy yrpeBoil Oone3nu, oxupenus, Al', HM®,
apekTuibHON auchynkuuu, C/1 u nedmnucs y aepma-
TOJIOTOB, THHEKOJIOTOB, TEPANeBTOB M KapIUOJIOTOB.
W B cpenHem 3TOT meprof y OONBHBIX COCTAaBHII OT 3
MecCSIEB /10 3 JIeT.

TakuMm 00pa3oM, Ha MOMEHT TEPBHYHOTO
yctaHoBieHus CK umenuce crienyrone ropMoHalb-
HBbIE HAPYIIEHHS: YPOBEHb KOPTHU30JIa BAPHUPOBAI OT
850 mo 1090 HMOMB/I, KOTOPBIH B CPETHEM COCTABHI
910+32 umons/a; AKTI or 67 ur/min no 72, u B
cpemHeM 68,3+2.2 Hr/mur; iponakTHH 0T 9,2 10 35,1 u
B cpemHeM 22,4+1,5 Hr/mit; CBOOOIHBIN TECTOCTEPOH
OBLJT TIOBBIIIIEHHBIM y 5 KEHIIUH U B CPEJTHEM COCTa-
Bui 4,1+£0,03 nr/min, y 3 MyX4YUH TECTOCTEPOH OBLI
MOHIKEHHBIM OT 3,5 1m0 8,3 U B CpeaHEM COCTaBUII
5,0 £1,3; TTT B cpeanem 3,7+1,2 MME/n, croGoI-
Hblid T4 - 12,5+1,1 nMons/m1.

MPT - oOcrnenoBaHue BBISBHIN MTUKOAJICHOMY
runoduza y 3, MuKpoajeHoMmy runoduza y 7 manu-
€HTOB, MakpoaaeHoMmy runodpuza y 1. Ha MCKT-
Ha/MOYEYHUKOB OOHAPYXWJIACh ABYXCTOPOHHSIS T'H-
neprutazust y 10, oOpazoBaHne HaIIOYEYHHKA y 3-X.
VY 2-x 0ONBHBIX He OBUIO OOHAPYKEHO MATOJOTHU Ha
MPT-runoduza u MCKT-Hagno4eqHuKoB.

V3-neHcutomMeTpudeckoe HMCCIeA0BaHUE TPO-
BOJUJIOCH Y 9 MalueHTOB, KOTOpast y 8 OOJBbHBIX BbI-
SBUJIa OCTEONOPO3 IO3BOHOYHHMKA C OCTEONCHHEH
rojoBku Oezapa, y 1 OOMbHON TSOKENBIA OCTEONOPO3
CTIOHIMJIONIATHEH TTOSCHUYHOTO OTJIiea TO3BOHOYHU-
Ka.

Heo06xonumo oTMeTHTH, YTO B Ipymie O0ib-
HeIx ¢ AKTI-3CK comyTcTBOBaNy Takue SHAOKPUH-
HO-OOMEHHBIE M COMaTHYecKHe 3a0olieBaHHs Kak:
CMEILIaHHBINA 300 U THIOTUPEOo3 Yy 4-X, MHEeJTOHEPPUT
y 4-x, aHemus y 3, 3amepxkKa PU3NIECKOTO Pa3BUTHA,
HecaxapHbIN ANa0eT, XONEIUCTUT, TeaTHT, MaHKpea-
TUT, NAapOJOHTO3, HSM(uzema nErkux, Imcopuas,

CIIKA, npocraTut, THAPOHEPPO3, OTHT, CHEHOUAMT,
raiMopuT, GppoHTHUT 110 1.

BomsaeiM ¢ AKTI-3CK 6b110 MIpOBEACHO Clie-
Ioyroliee JeueHue: TpaHcceHouaanbHas ageHOMIK-
tomus runodusa (TATD) y 4-x (30%), anpeHasKTo-
mus y 4 (30%), myaeBas tepanus y 1 (7,7%), menu-
kameHTo3Has Tepamus y 4 (30%) 1 KoMOMHUpPOBaH-
Hoe neuenue y 1 (7,7%). Bce GonpHble ObLIHM MOJI-
BEPrHYTbl MOHHTOPHHTY COCTOSHHSA U 3((HEeKTUBHO-
CTH TIPOBOJIUMOM Tepanmuu B cpoku 3-6-12 mec. Mo-
HUTOPUHT Tepamnuu pe3ynapTaroB TAI, mokaszan 4ro
KIIMHUKO-OMOXMMHUYECKasi pEMHUCCHUS TOCTUTHYTa y 4
(100%), u3 mux 1 (25%) OoMBHOI TIOABEPTHYT peo-
nepauuu yepes 1 roa.

AnpenamdkTomust ObUia mpoBeneHa 4 0Ob-
HbIM, U3 HUX y | Obuia peonepanus-1 (25%), Bce 4
(100%) B cocrosiunu pemuccun. JlyueBas Tepanus
Obuta mpoBenena | GompHoOW B 2004 1. AHanmu3 pe-
3yJIBTaTOB JIyYEBOH Tepamuy IMOKa3all, YTO y ATOH
OompHOU peruanB 6ose3Hu ¢ 2010 1. 1 B HacTosAIIEE
BpeMsl HM3-3a HAJIMYUS OCJIOKHEHMH K IIPOBEACHUIO
TAT (MHOXECTBEHHbIE OPOHXOJKTa3bl M AM(H3EMBI
oboux nérkux, XOBJI), OompHOW pekoMEeHIOBaHO
MOBTOpHAs Ty4eBasi Tepamnusl.

MenukaMeHTO3HasE Tepanusi HHTHOUTOpaMu
cTepoujoreHe3a (KeTOKOHa30d) M OWryaHHJamu
(metdopmuH) mpoBoaMIIaCE 4 TIAITMEHTaM KaK MOHO-
Tepanus U3-3a HAJIMYUSl OCIIOKHEHWH U MPOTHBOIO-
Ka3aHUd K JpyruM BujaMm Tepanuu. MOHHUTOpHHT
MEIMKaMEHTO3HOH Tepalnuu MOoKa3ajl, YTO PEeMHUCCHH
He OBUIO MocTUrHyTa y BeeX 4 OombHBIX. KomMOWHU-
poBaHHas Tepamnus Bkiovana B cebs: TAL, mydeByro
U MEIUKAaMEHTO3HYIO TEpalruio, KOTopas MpOBOIHU-
nmack y 1 6onbHO. B pesynprare mpoBeneHHOH KOM-
OMHUPOBAHHOW Tepanuu HaOJIroaCs peluanB 3a00-
JIeBaHUsI.

Takum 06pa3oM, B HACTOsIIIEE BPEMsI, MOHUTO-
punr sieuenust 13 6onpHbIX ¢ AKTI-3CK mokaszai,
4TO peMuccus 3abojieBaHus nocTurHyta y 8 (61%)
OonbHBIX, y 4 (30%) He JOCTUrHYTa PEMHUCCHU U pe-
uuauB 3abonesanus y 1 (7,7%) GonbHOH, KoTOpas
MoJyYasa Jy4eBYO TEPaIuo.

VY 13 6oneubix ¢ AKTI-3CK umenucs ciemy-
rome ocnoxHeHus: co croponel [[HC (BCU,
OHMK, »snnedanomnarus, HeBpactenusi, BUl') - 9
(69%); 3purenpHBIC (AHTHOIATHS, PETHHOIATHS,
H33H) - 6 (46%), CCO (AI, UbC, XCH, an-
THOCKIIEpO3, MUOKapauoaucTpodus) - 8 (61%); ine-
rovHele (OpOHXHUT, MMHEBMOHUS, JbIXaTelbHas HEI0-
cratouHocTth, XOBJI, ampuzema nérkux) - 1 (7,7%);
Hapymenue yrieBonHoro oomena (HTT, HI'H, CJI) -
3 (23%); penpoayktuBHble HapymeHus (HM®, ame-
HOpEsI, HEeBBHIHAIMBaHUE OepemMeHHOCTH, D]I, THIO-
TOHAAW3M, THHEKOMacTus) - 8 (61%); MyXuuHbI - 3
(37,5%), xenmmuel - 5 (62,5%); merabonmmdeckue
HapymieHus: (oxxupenue, nucnunuaemus) - 6 (46%);
KOXKHBIE TIPOSIBJICHUS (CTPHUH, CIEABl OT CTPHH, aKHE,
CIeIBl OT aKHe, TPUOOK, BHICHIIAHUS, TUPCYTU3M): - 7
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Pe3ysbTaThl peructpa cupoma Kymunnra no @epranckoit o6iactu

(53,8%); MblIeuHbIe TPOSIBICHUS (CTEPOUIHAS MHO-
natus) - 5 (38%); HapylIeHrne MUHEPaJIbHOM IIIOTHO-
CTH KOCTeH (OCTeOneHHs, 0cTeornopo3) - 9 (69%);

ITokazatens cmepraHocTH CK mo ®epraHckoii
ob6mactu ¢ 2007-2015 r. cocraBun 0,02 ma 100 TeICSY
HaceJeHus. B 3TOT meprnoa CKOHYAIUCh 5 OOJIBHBIX C
AKTI-3CK, B Bo3pacTte oT 4 10 42, cpeaHMiI BO3paCT
KOTOphIx cocTaBwi 23,2 net. [loapoOHbIN aHamu3
NpUYUH cMepTH mokazan naekomneHcauuto AKTT-
3CK u CCK.

I'pynny 6ompHbIX ¢ AKTT-HCK cocraBuna 1
JKEHIIMHA, B Bo3pacTe 46 jeT, KoTopasi HabI0Aal0TCs
HaMM II0 Hacrtosimee BpeMms. bosiesHp mposBHiIach
mociie poaoB. bombHOM OBUTO TIPOBENEHO MPABOCTO-
pouHss anpeHamdkromusa (B 1993 r. 8 PCHIIMILID).
B Hactosimiee BpeMss y OONBHOW  KIIMHHKO-
TOPMOHAJIbHAS 1 OMOXHMHUYECKasi peMHUCCHSI OOJIE3HH,
B DHJIOKPUHHOM CTaTyc€ OTKJIOHEHUH OT HOPMBI HE
BbIsIBIIEHO. HecMoOTpsi Ha JOCTH)KEHHE PEMHUCCHU Y
0OJTBPHON TEepPCUCTHPYIOT dHIE]aonaTus, Hapyle-
HUE MUHEPAJIBHOM MJIOTHOCTH KOCTEH, pENPOIyKTUB-
HBIC HApYIICHUS.

BriBoabI:
1. Armamm3 peructpa CK mo ®epranckoit obmacTtu
nokasan, Hu3Kyto BeisiBisieMocTs CK (0,4 na 100 TbI-
CSY HAceNeHWs) YTO YKasblBaeT Ha MPOBEACHUE
CKpUHHUHTA ¥ MOHUTOpHHTA O0NbHBIX ¢ CK.
2. MOHHUTOpPHUHT JICUYEHHSI U COCTOSIHUSI OONBHBIX C
AKTT'-3CK mnoxkazain, uro u3 13 OOJNBHBIX peMHUCCHS
3aboneBanust gocturuyra y 8 (61%) OonpHbIX, y 4
(30%) He mocTHrHyTa peMHCCHM W peluIuB 3aboe-
Banus y 1 (7,7%) momy4aBIIyio JTy4eBYIO TEPATHIO.
3. U3 13 Gonpubix ¢ AKTI-3CK Ha mMomeHT ycra-
HOBJICHHUS TIPAaBUJILHOTO IMarHo3a UMEJIH MECTO pas-
JU4aHbIe ocnoxHeHus: y 9 (69%) co croponst HTHC u
HapylIeHHe MUHEpPaTbHON IUIOTHOCTH KoCTel; y 8
(61%) CCK u penponyKTHUBHbIE HapyuieHus;; y 7
(53,8%) xoxHBIC TIpOsiBIIEHUS; y 6 (46%) MeTtabonu-
YEeCKHe HapyleHUs U 3purenbHble; y 5 (38%) MbI-
nieunsie mposisieHus; y 3 (23%) HapymieHwe yrie-
BojiHOTO 0OMeHa u 'y 1 (7,7%) nerodnsre.
4. Iloxazatens cmeptHOcTH CK mo ®epraHckoil 00-
nactu ¢ 2007-2015 r. coctaBun 0,02 Ha 100 THICSY
HaceJeHus. AHaJIU3 IPUYUH CMEPTH MOKa3ajl JEKOM-
neucauno AKTT-3CK n OCCH.
5. HeoOxoammo oprannzoBaTh Mactep-kiaaccsl mo CK
B JIaHHOM DPETHOHE, MPOBOAWUTH CKPUHUHTOBBIC HC-
CJIEZIOBAaHMSI B TPYIIIE BEICOKOTO PUCKA I PaHHEH U
cBoeBpeMeHHOM amarHocTuku CK u ompenmeneHus
ONMKalIIMX U OTNAIEHHBIX IPOTHO30B OOJIE3HH.
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PE3YJIBTATBI PETUCTPA CUHAPOMA
KYUIMHI A ITO ®EPTAHCKOM OBJIACTH
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Cunopom Kywunea (CK) — smo msaoxcenoe
HelpoIHOOKpUHHOEe — 3abonesanue, 00YCI08IeHHOe
XPOHUYECKOU  2unepnpoodykyuell  adpeHoKOPMUuKo-
mponnozo 2opmona (AKTI) onyxonvio eunoghusa.
Paznuuarom 4 gpopmor CK: AKTI-3asucumsiii CK,
AKTT-nezasucumbiti CK, AKTI uau xopmukonube-
punskmonuposgannviti CK u ampoeennvii CK. [Han-
Haa cmamosa noceauena pecucmpy CK no ®@epean-
ckou obnacmu PY3. Ananus pecucmpa CK no ®Dep-
2aHCKOU 0bnacmu NOKA3AN, 3HAYUMENTbHO HUSKYIO
svissnsiemocmos CK, (0,4 na 100 moicau nacenenust) u
cmepmuocmo (0,02 na 100 meicsu nacenenus).

Knrouesvre crosa: cunopom Kywunea, AKTI-
sasucumvtii u AKTI -nezasucumviii cunopom Kywiun-
2a, peaucmp.
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