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MepBuUHbIA rrnepasbaocTepormnsm (MI'A) siBAsieTCS camoi YacToin (POPMOI BTOPUUHOM apTePUaAbHOM rUMepTeH3nu. Y naum-
enToB ¢ [I'A vawe, yem B ObWEN NONYASLMM, OTMEYAIOTCH MHCYAMHOPE3UCTEHTHOCTL, CaXxapHblii AMabeT, MeTaboAMYeCKUit CUH-
APOM, OCTEOMOPO3, CUMMTOMbI AEMPECCMU U TPEBOXHOCTU — COCTOSAHMS, CKOpee SBASIOIMECS NPOsiBAeHMEM U30bITKa FAIOKO-, a
HEe MMHEPAAOKOPTUKOMAOB. ITOT (pakT umeeT ocoboe 3HaYeHne B CBETE HeAaBHMX MCCAEAOBAHMI, NokasaBwux, 4To MNIA Hepea-
KO accoumMmpoBaH C CUMHAPOMOM runepkopTuumnsma. C MOMeHTa NepBOro yKasaHus Ha COYeTaHHYI0 CEKPeLMio aAbAOCTEPOHaA M
KopTu30Aa (1979 r.) YNCAO OMMCaHMI CAYYaEeB Tak Ha3blBAEMOrO CMHAPOMA KOHHLUMHIA, YBEAMUYMBAAOCH. AHAAWU3 AQHHBIX MOCAEA-
HUX AET MO3BOASIET 3aKAIOHYMUTb, YTO runepkopTuumnsm npu MNIFA TecHo cB3aH C NOBbIWEHHBIM PUCKOM CEPAEHHO-COCYAUCTBIX OC-
AOXHEHMWIA, MeTaDOAMHYECKUX HapYLIEHNA U HAAMOYEYHMKOBOM HEAOCTATOYHOCTU B MCXOAE OMepaTMBHOMO AeveHns. Camon Bax-
HOM AMArHOCTMYECKON NPODBAEMOIt NPU aAEHOMAaxX C COYETaHHOW CEeKpPeLMen SBASETCS PUCK AOXKHOW MHTeprpeTaumnn pesyAbTa-
TOB CPaBHUTEALHOIO CEAEKTUBHOIO 3ab0pa BEHO3HOM KPOBM M3 HaanoueuHnkobix BeH (CCB3K). MpusHakamMu, NO3BOASIIOLWMMM
3aMoAO3PUTb aAbAOCTEPOH- U KOPTU3OA-NPOAYLIMPYIOLLYIO aAEHOMY, SBASIOTCS OTCYTCTBME MOAABAEHUS CEKPELIMM KOPTU30Aa Ha
doHe HouHoro TecTa ¢ 1 M AekcameTasoHa M pa3mepbl obpasoBaHmMs HaanovedyHnka boaee 2,5 cMm. B kauecTse aAbTepHaTMBHO-
ro Tecta, CnocobHOro AnddepeHUMpoBaTh AaHHbIA TUM OMYXOAEH, PAAOM UCCAEAOBATEAE MPEAAOXKEHO U3MEPEHNE KOHLeHTpa-
LMK TaK Ha3blBaeMbIX TMOPUAHbBIX CTEPOMAOB B Nepudepuyeckoi naasme n mode. C y4eTom BbICOKOW pacnpoOCTPaHEHHOCTH U No-
TeHUMAAbHbLIX PUCKOB 0Ds3aTEAbHOE UCKAIOYEHME TMNepKopTMLIM3Ma pekomeHayeTcs Bo Bcex cAayvaax [NT'A nepea CCB3K u npu
NAAQHUPOBAHWMM OMNEPATUBHOIO AEHYEHMUSI.

Katouesble caoBa: nepBuyHbIFA runepasbAOCTEPOHM3M, CMHAPOM KOHHa, cuHApom KyuwmHra, HOBOObpa3oBaHue HaANoOYeyHMKa,
CPaBHUTEAbHbI CEAEKTMBHbIA 3a00p KPOBU M3 HAAMOYEYHNKOBbLIX BEH, AAbAOCTEPOH, KOPTH30A, 18-0KCOKOPTU30A, AAbAOCTEPOH-
cuHTasa, 11-6eta-ruapokcmnaasa, 17-arbgha-ruapokcmnaasa.

Aldosterone- and cortisol-co-secreting adrenal tumors: an uneasy sum of well-known parts (review)
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Primary aldosteronism (PA) is the most common form of secondary arterial hypertension. In patients with PA, more so than in the
general population, there is a prevalence of insulin resistance, diabetes mellitus, metabolic syndrome, osteoporosis, and symp-
toms of depression; these conditions are more likely to manifest a gluco- rather than mineralocorticoid excess. This fact is of par-
ticular importance in light of recent studies that have shown that PA is often associated with glucocorticoid excess. Since the first
reports of cases of combined secretion of aldosterone and cortisol in 1979, the number of cases of so-called Connshing syndrome
has increased. An analysis of data from recent studies suggests that hypercortisolism in PA is closely associated with an increased
risk of cardiovascular complications, metabolic disorders and post-surgical adrenal insufficiency. The most important diagnostic
problem in adenomas with combined secretion is the risk of false interpretation of the results of adrenal venous sampling (AVS).
The indications that suggest aldosterone-and-cortisol-co-producing adenoma are the lack of suppression of cortisol levels follow-
ing a night test with Tmg of dexamethasone, and an adrenal tumo of over 2.5cm. As an alternative test capable of differentiating
this type of tumor, a number of researchers have proposed measuring the level of so-called hybrid steroids in the peripheral plasma
and urine. Taking into account the high prevalence and potential risks, ruling out of excess corisol secretion is obligatory in all
cases of PA before AVS and when planning surgery.

Keywords: aldosteronism; conn’s syndrome, Cushing’s syndrome, adrenal gland neoplasms, adrenal venous sampling, aldosterone,
hydrocortisone, 18-oxocortisol, 18-hydroxycortisol, aldosterone synthase, steroid 11-beta-hydroxylase, steroid 17-alpha-hydroxylase.

AKTYaAbHOCTb

IlepBuunblil runepanbaocteporusM (I1T'A) saBis-
eTCsI caMOl pacTpoCTpaHeHHOM (hOpMOI BTOPUYHOM
apTepHabHON TUIIEPTEH3MH, BBIABISACH ¥ 4,3% Beex
MalMeHTOB, CTpadaloIUX MOBbIIeHHBIM AJl, 1y 9,5%
MaLIMEHTOB, HAIIPABJISIEMbIX 110 3TOMY IIOBOIY B CIICLIM-
anu3upoBaHHEIe LeHTpHI [1]. Haubomnee yacteiMu pop-

mamu IIT'A (1o 90% Bcex ciiydaeB) SIBISIIOTCS ABYCTO-
POHHSISI TUIIEPILIA3Usl HANMOYEYHUKOB (MAMOoIaTHye-
cKuii runiepanbaocTepoHusm, UI'A) 1 omHOCTOPOHHSISA
albAOCTEepOH-TIpoayuMpyooiasa aneHoma (AITA). 3Ha-
yuteabHo pexke [1T'A o0ycioBiIeH 0OJHOCTOPOHHEN TH-
nepiuia3ueil HaImoYeYHUKa, ajJbIOCTEPOH-TIPOAYLIM -
PYIOLIEN KapLIIMHOMOM, aJlbIOCTEPOH-IPOAYLIAPYIOLIEH
OITyXO0JIbI0 BHEHAIIIOYEYHMKOBOM JIOKAIU3aLMu, a TaK-

Copyright © 2019 by the MediaSphere
Licensee: CC BY-NC-ND
doi: 10.14341/probl10036

[pobaembl sHAOKpUHOAOrMM 2019. — T. 65. — N°2. — C. 113-123
Problems of Endocrinology 2019;65(2):113-123

113


https://crossmark.crossref.org/dialog/?doi=10.14341/probl10036&domain=PDF&date_stamp=2019-06-30

HAYYHbI 1 OB30OP

K€ HacJIeACTBEHHBIMM (hopMaMM CeMEITHOTO TUIepab-
IocTepoHu3ma [2].

H3BecTHO, 4TO apTepuraibHas TUIIEPTEH3US SIBIISICT-
¢S TIPEIUKTOPOM CEPACUYHO-COCYAMCTOM 3a00I1eBaeMOCTH
u cMeptHOCTH [3]. [TanmenTsl ¢ I1TA nMmeroT gaxke 0071b-
LA CEPACYHO-COCYIUCTHIA PUCK, YEM MALIMEHTHI C 3C-
CEHLIMAJIbHOM apTepUaJIbHOM TMIIEPTEH3UEN IIPU TOM K€
cTereHU ToBbImeHus A/l BHE 3aBUCMMOCTH OT I10J1a 1
Bo3pacra [4]. Cpenu nanmenToB ¢ I1I'A nmoBbIlIeHa pac-
IIPOCTPAaHEHHOCTh MHCYJIMHOPE3UCTECHTHOCTH, caxap-
Horo nua6era (CJI), MeTaboIMYecKoro cuHapoma [5, 6],
octeonopo3a [7], Aenpeccun U TPeBOXKHOCTHU [8] — co-
CTOSTHUI, CKOpee SIBJISIIOIIMXCS TTPOSIBIICHUEM M30bITKA
[JII0OKO-, @ HE MUHEPAJIOKOPTUKOUIOB. DTO IMpruodpeTa-
€T 0c000¢e 3HAUCHME B CBETE HEMaBHMX MCCICIOBAHUA,
nokaszasiux, uyto [1'A Hepenko accouuupyercsi ¢ CUH-
JIPOMOM TUTIepKopTUIii3Ma. C MOMEHTA ITIEPBOTO YITOMU-
HaHMS B TUTEpaType COYETAHHON CEKPEIM aIbIoCTe-
poHa 1 KopTuzoja (1979 r.) ynciio onMcaHHBIX CIyJYacB
TaK Ha3bIBaeMOro cuHIpoMa KoHHIITMHTA YBETUIWIOCH.
AHaN3 TaHHBIX TTOCIEAHUX JIET TTI03BOJISICT 3aKITIOUUTD,
yTto runepkoptuuniM npu I1I'A Becbma pacrnipocTpaHeH
U TECHO CBSI3aH C MOBBIIICHHBIM PUCKOM MeTaboIye-
CKHYX HAPYILICHUM U CEPAECYHO-COCYINUCTHIX OCIOKHECHUIA
[9]. Tak, B uccnenmoBanuu G. Piaditis u coasr. [10] pac-
MPOCTPAaHEHHOCTh TUIIEPKOPTUIIM3MA, ACCOLIMMPOBAHHO-
ro ¢ [IT'A, cpenu 83 nHuuaeHTanoM, coctaBmia 12,1%.
B uccnenosanum K. Hiraishi u coanr. [11] y 8 u3 38 ma-
uueHToB ¢ [1T'A numen MecTo CyOKITMHUYECKUIA CUHAPOM
KymmHra, a mpu peTpocrieKTUBHOM aHanu3e 414 ciy-
yaeB noarsepxkaeHHoM AITA runeprnpoayKius KOpTHU-
30J1a ObUIa BoIsIBJIeHA y 22 nauneHToB (5,31%) [12]. ITo
nmaHHbeIM W. Arlt u coaBT. [9], mpu couyeTaHHOI cekpe-
LIMM KOHLIEHTpalus TIoKOKopTuKouaoB nipu [1T'A 6bu1a
0JM3Ka K TAKOBOMY Y MMAIIMEHTOB ¢ CYOKJIMHMYECKUM TH-
MMePKOPTUIIN3MOM, UMEIOIINX MTOBHIIIICHHBIN CepIeYyHO-
cocynucThlii puck [13]. IIpu 0601X BEISIBIEHHBIX TTOATHU-
noB I1T’A (ogHocTopoHHSss1 AITA 1 nBycTopoHHMit UTA)
CeKpelns ITIOKOKOPTUKOUIOB OblIa 3HAYNTEJIBHO BHIIIIE,
YeM B KOHTPOJIbHOM IPYIIIIEC, BKIKOYABIICH 3M0POBBIX
JIMIL ¥ TAIIUEHTOB C TOPMOHAJIbHO-HEAaKTUBHBIMU 00pa-
30BaHUSIMHU HAAIIOYECYHUKOB. AJIbIOCTEPOH- M KOPTH-
30JI-CEKPETUPYIOLINE OIMYXOJIU MOTYT OBITh KaK T00OpO-
Ka4eCTBEHHBIMHU (QJIBIOCTEPOH- ¥ KOPTU3OJI-TIPOIYII-
pyromias aneHoMa (A/KIIA), Tak 1 310KaueCTBEHHBIMU
(aIbIOCTEPOH- ¥ KOPTU3OJI-IIPONYLIMPYIOIIasl aneHOKap-
LIMHOMA), pa3INYaIOIIMMCS pa3MEPOM, KIIETOUHBIM CO-
CTaBOM M TOPMOHAIBHOM aKTUBHOCTHIO [14]. Takum 06-
pa3oM, TpaTUIIMOHHOE pa3inure CMHApoMoB KyImHra u
KoHHa He Tak 04eBHIHO, KaK CUMTAIOCH paHee.

MeTom010THS IOUCKA NnepBOUCTOYHUKOB

Yepes 6azy nanaeix MEDLINE ¢ nomoinpsio PubMed
OBLIT OCYIIECTBJIEH MOUCK 0030POB JIUTEPATYPHI U KITUHU-
YeCcKUX cllyyaeB, onyoanMKoBaHHbIX 10 2018 r. BKIIOUu-
TEJIbHO, TIOCBSILIEHHBIX COUETAHHON TMITEPCEKPEIIIN aJlb-
JIOCTEPOHA U KOPTU30J1a, a TAKXKe POJIY TMOPUIHBIX CTe-
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pounos (18-okcokoptuzona u 18-THIpOKCUKOPTU30Ia)
B IMArHOCTUKE HAAIIOYEYHUKOBBIX HOBOOOPA30BaHUIA.
ITouck OCyIIECTBISIICS C MCIIOIB30BaHUEM MHCTPYMEHTA
PubMed Search Builder, Kyna 66111 BKITIOUEHBI CIIEAYIO-
mue couetanust epMuHOB MeSH: «Hyperaldosteronism
and Cushing syndrome»; «Cushing Syndrome and Aldo-
sterone»; «Hyperaldosteronism and Hydrocortisone»; «Al-
dosterone and Hydrocortisone and Adenoma», «Aldoste-
rone and Hydrocortisone and Adrenal Gland Neoplasms»;
«18-oxocortisol»; «18-hydroxycortisol». [1pu HaxoxXneHNN
peJieBaHTHBIX pabOT B HUX MPOBOIMIICS TOITOTHUTEIb-
HBIN MoKcK uepe3 pasaennl « Mctounukmu» («References»),
«Cxoxue cratbn» («Similar articles») u «Llutupyercs B
npyrux cratbsix» («Cited by other articles»).

XapakTepHble YepThl: 00JIbIINE PUCKH, TPYIAHOCTH
JIMATHOCTUKH

TToBbIITIEHHBIN PUCK CEPAEYHO-COCYAUCTHIX OCIOXK-
HeHwuii ipu [1TA HecoMHeHeH. YBelnuyeHHas1 4yacToTa
MHCYJIbTOB y nauueHToB ¢ 1A Obli1a BhIsSIBJIeHA KaK MPU
CIOpaAUYEeCKUX, TaK U ceMeiHbIX (popmax [15] u oTua-
CTU OOBSICHSIETCSI IPSIMBIM BO3AEHCTBUEM aJIbAOCTEPO-
Ha, MHAYUUPYIOLIMM BocIajieHue, (pudpo3 U peMoJeIu -
pOBaHMe COCYINCTOM cTeHKH [16, 17]. B nccenoBanmsx
in vivo IOKa3aHo, YTO aKTUBALUSI MUHEPATOKOPTUKOUI-
HbIX penientopoB (MKP) nmpuBoaut K pemoaennupona-
HUIO LIepeOpabHbIX COCYAOB U YCYTYOJISIET ITOCEACTBUS
WiIeMuu rojosHoro Mo3ra [18]. Ha xXuBOTHBIX Mone-
JISIX I0Ka3aHo yyactue anbaoctepoHa 1 MKP B mpoBo-
ILIMPOBAHUU XKeJIYTOYKOBBIX apUTMUNA U GUOPWILIIIUN
npencepauii [19, 20]. Poab anpaocTepoHa B raToreHese
CepIeYHON HEAOCTATOYHOCTH MOATBEPKAAETCS HE TOJIb-
KO TMPSIMBIM BJIMSIHUEM Ha KapAUOMMOIMTHI, HO U MIPO-
TeKTUBHBIM 3 dekToM aHTaroHuctoB MKP y manueH-
TOB CO CHIDKeHMEM (PYHKLIUU XKeJTyaI0uKoB cepaua [21].

Pe3ynbTaThl MccieqOBaHUI CBS3U TUITEPATIBAOCTEPO-
HuszMma u CI1 HeogHo3HauHbl. TeM He MeHee G. Hanslik
¥ COaBT. [6] Ha OCHOBaHWHM aHAJIN3a JJUTEPaATYPhI U COO-
CTBEHHOTO MCCJIENOBaHUS MIPUXOASAT K BBIBOY O TTOBbI-
IIIEHHOM PUCKe HapyIlIeHUs TOJEPAaHTHOCTH K TJTIOKO3¢e,
CI u MeTabonmyecKoro cuHapoma y nauueHTos c [1TA.
OkcnepTtHbIt Komuret mo Auarnoctuke u Knaccugu-
kauuu CaxapHoro /Iuabera AMepukaHckoi JInabdetu-
yeckoit Acconaiiuu Takke oTHocuT I1T'A k dakTopam
pucka 1 S9HIOKpUHHBIM NTpuuuHaM CJI [22]. Cpenu Me-
XaHU3MOB HapylIeHUsT MeTaboau3Ma roko3bl ipu [TTA
paccMaTpUBaIOTCS: YCUJIEHUE BOCTIAJICHU S, OKCUIATUB-
HOTO CTpecca, CHUXKEHUSI MacChl 3-KJIETOK OCTPOBKOB
Jlanrepranca u ux (yHKIIMOHAJIbHON aKTUBHOCTH, BbI-
3bIBAEMOE HEMTOCPEICTBEHHBIM BO3ECTBUEM AJIbIOCTE-
poHa [23—25], ero BO3MOXHO€e BMSIHUE Ha YyBCTBUTE/b-
HOCTb nepudeprudeckKux TKaHeil K MUHCYJIUHY, a Takxke
IabeToreHHbI 3(hdeKT runmokaanemMun [26].

IlalueHTHl ¢ TUTIEPKOPTUIIM3MOM TaKXKe XapakTe-
PU3YIOTCS TUIIEPTEH3UEN, MOBBIIIEHHBIM PUCKOM pa3-
BUTHUS KapIMOBACKYJISIPHBIX U MeTabOINYECKUX Hapy-
IIeHUH, BKIIIOYas MOPOUAHOE OXUPEHUE, HapyllleHue
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TOJIEPAaHTHOCTH K Iimioko3e, C/I, ocTeonopo3 Mo3BOHOY-
HUKa U TUNepKoaryisnumo [27].

AJBIOCTEPOH U KOPTU30J 00JIafaroT cxoxei ad-
¢unHOCTBIO K MKP. B HOpMe KOoHIIeHTpaust cBOOOI-
HOTO KOPTH30J1a B KPOBY 3HAYMMO ITPEBHIIIACT KOHIICH-
TpalUIO aJbIOCTEPOHA; ITO3TOMY 3HAUMTEIbHAS YaCcTh
MKP cBs13aHa KOpTH30J10M, HO B (PU3UOJIOTUYECKUX YC-
noBussx MKP He aktuBupyloTcs 6iarogapsi cieinyaib-
HBIM MHTUOUTOPHBIM BHYTPUKJICTOYHBIM CCTEMaM, Ta-
KUM Kak 1 1B-ruapokcucreponaaeruiporetasa 2-ro TuIa
(11BHSD?2). OnHako KOpPTU30JI BCe XKe CITOCO0eH aKTH-
BupoBaTb MKP [28, 29]. Tak, omokaga MKP cHukaet
BBIPAXKCHHOCTb U3MEHEHUI CEPACYHO-COCYIUCTON CU-
CTEMBI JaXke y MallMEHTOB C HU3KUM U HOPMAaJIbHBIM CO-
Iep:KaHueM ajnpaoctepoHa M peHuHa [30, 31]. I1pu BbI-
COKOIT KOHIICHTPAIIUK U OIIPEACTICHHBIX YCIOBUSIX KOP-
TU30J1 MOXeT akTuBUpoBaTh MKP, akcripeccupyembie
B CepIIeUYHO-COCYIUCTOM cucteMe [32], a BBICOKast KOH-
LICHTPpAIIMS aJbIOCTEPOHA M KOPTU30JIa SIBJISICTCS He-
3aBUCHUMBIM (haKTOPOM pHUCKA CEPAEIHO-COCYIUCTHIX
OCJIOXXKHEHUI y MAlMEHTOB ¢ XPOHUYECKOM CEpaCYHOM
HenocTtaTouHocThIo [30]. [IprcoenuHssgch K oTpUlia-
TeIbHBIM 3 @deKTaM TUIepajbioCTepOHU3MA, TOBHI-
IIEHHAsT CEKPEIIsI KOPTU30J1a MOXET YBEJIUIMNBATh PUCK
METa00IMIECKUX U CePAECIYHO-COCYINCTHIX OCTOXKHEHMIA.
CyMMHUpOBaHNe HETATUBHBIX BO3ACHCTBUI N30BITOUHOI
CEeKpeIIUM aJIbIOCTePOHA 1 KOPTU30JIa IMTOATBEPXKICHO
K. Hiraishi u coaBr. [11], BRIIBUBIIMMM, UTO TTAIIUEHTHI
¢ A/KITA nmeroT 00NbIINi pUCK CEPACTHO-COCYTUCTHIX
HapylIeHUH, BKiIIoYast (pUOPpUIIIISIIIAIO IIpeIcepanil, MH-
dapkT MHUOKapma, CepIeyHy0 HeTOCTaTOYHOCTD, aTepO-
CKJIEPO3 KOPOHAPHBIX COCYIIOB U MHCYIIBTOB, a Takxke C/I,
yeM nmauueHThI ¢ [1TA 6e3 runepcekpelinn KOpTU3oJa.

Hpyroii mpobaemoit 6oabHBIX ¢ A/KIIA sBaseTcs
YBeJIWYCHUE pYCKa HAMTTOYCYHUKOBOI HEIOCTATOYHOCTH
nocJje yaajaeHus oopa3zoBaHus HaammoyeyHuka. B 0630-
pe uccnaenoBaHuit, orryoaMkoBaHHBIX ¢ 1980 mo 2013 .,
pacpoCTPaHEHHOCTh MOCJICOIIePAlIMOHHON HAaaIIoYed-
HUKOBOM HETOCTATOYHOCTH CPEIM JIMII, IePESHECIITNX
OIHOCTOPOHHIOI aAPEeHAIIKTOMUIO I10 MOBOIY KOPTH-
KOCTEepOMBI, cocTaBmia 65,3% cpenu 248 malmueHTOB ¢
CYOKJIMHUYECKUM TUINEPKOPTULIM3MOM U 99,7% cpenu
377 malueHTOB ¢ BhIpaXKeHHBIM cMHApPOMOM KyImH-
ra. BocctaHoBieHIEe HOPMAJIPHO CeKpeLIU KOPTU30J1a
yalie OTMEYaoCh CPeau JIULL C CyOKIMHUYECKO# (op-
Moit — 138 u3 141 (97,9%), yeM y HallMEHTOB C SIBHBIM
curapomoM Kymunra — 351 u3 376 (93,4%) [33]. B 06-
3ope M. Spith u coasr. [14] nmpoaHanM3UpPOBaHHI CITy-
yau AITA ¢ cyOKIIMHUYECKUM TUNEPKOPTULIMI3MOM T0-
cJie ymaJleHus HaaIlloYeyHMKa ¢ OImyXoJibio. B nByx ciy-
gasix, KOTJa aBTOHOMHas TUIIepCEeKpellns KOPTU30Jia
He ObUIa AMarHOCTHUPOBaHA Ha TOOIMEPAlIMOHHOM 3Ta-
Tie, pa3BUJICSI TUIIOAIPEHAIOBhIN KpU3, B IIECTH APYTHX,
Jaxe Py IUarHOCTUPOBAHUU CYOKJIMHUYIECKOTO TUTIeP-
KOPTHUIIM3MA 10 aApeHAI3KTOMUM 1 Ha3HAYCHUH TIepo-
paJIbHOM 3aMECTUTEJIbLHOM TepalluU TIIIOKOKOPTUKOM -
JIaMU TI0CJIe €€ BBITTOJHEHMS, MAllUEHThI UCTIBIThIBAIN
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BBIPAXXEHHbBIC CUMIITOMBI HAATIOYEYHUKOBOM HENOCTa-
touHocTu. [IpencraBieHHbIe TaHHbBIE CBUICTCIBCTBYIOT
0 TOM, YTO TUIIEPIPOAYKIIMS KOPTU30JIa Y TAaKUX Ialli-
€HTOB, BEPOSITHO, aCCOIIMMPOBAHA C TIOBBIIICHHBIM PH-
CKOM HaJMOYEYHUKOBON HEIOCTAaTOYHOCTH TOCJIE OIle-
paTuBHOTO JieueHus. Bce BhlllenepeyrcieHHOe TpeOyeT
HACTOPOKEHHOCTU B OTHOIIIEHUY TUATHOCTUKU ajIbI0-
CTEPOH- M KOPTU30JI-CEKPETUPYIONINX orryxojeii. Heoo-
XOIMMO 0oJiee NeTaJbHOE UX UCCIIeIOBaHUE.

Camoii BaXKHOI ITMarHOCTUYECKOM ITpoOIeMOii Tpr
A/KIIA oxazaincs pucK JOXHOU HHTEPIIPETAIIUN PE3YIb-
TaTOB CPABHUTEJIBHOTO CEJICKTUBHOTO 3a00pa BEeHO3HOM
KpoBu u3 HagnodyeyHKoBbiX BeH (CCB3K). Cornac-
Ho Poccuiickum u EBporneiickumM KIMHUYECKUM PEeKO-
MeHnamusm 1o T1T'A, muddepeHimanpHas fTMarHocTUKa
¢dopm IIT'A ¢ omHOCTOPOHHEHN U IBYCTOPOHHEH rumnep-
MPOAYKIIMEN AJIbIOCTEPOHA SABJISIETCS TIPUHLIMUITUATIBHOM
IS BEIOOpa JIeueOHOoM TakTUKY: TIpu ATTA neueHreM BbI-
0opa SIBJIICTCSI OMHOCTOPOHHSIS alpeHAIIKTOMMS, TOT-
na Kak nauueHTtsl ¢ MT'A monyyaloT noXXn3HEHHYIO Te-
panuio antaronucramu MKP. CCB3K npusHaHa «30-
JIOTBIM CTAaHIAPTOM» B JIaT€paIM3aLIMU TUIIEPIIPOLYKIINU
anpaocTepona [34, 35]. OmHaKo KJIacCHYECKUii MPOTOKOI
CCB3K, onmpatomuiicss Ha KOHIIEHTPAIMIO KOPTU30ja
B BEHO3HOM KPOBU [UISI TOATBEPXKIECHMS TOYHOCTH KaTe-
TEepU3aLNU, TIPU HAJTMINH Y TTAlIMeHTa CYOKIMHUIECKOTO
TUIIEPKOPTHUIIM3MA YPEBaT PUCKOM OIITMOOYHOI MHTEP-
npeTauuu pe3yabratoB. AHanu3 pe3ynbTatoB CCB3K y
MaIlMeHTOB C AIBAOCTEPOH- U KOPTU3O-TIPOIYLIUPYIO-
1IEW aICHOMOU BBISIBUJI PUCK HEAJIEKBATHOM JIaTepajin-
3allUM TUTIEPIIPOAYKIIMM aJIbIOCTEPOHA TP pacueTax
COOTHOIIICHUS aIbI0CTepoH,/KopTu3oi. [ToaTomy mpo-
Tokoj1 CCB3K y mamueHToB ¢ TUTIEPKOPTULIM3MOM WJIN
MOJO3pEHNEM Ha HEro MpU3HaH HeHaaeXXHbIM [36]. Pac-
CMaTPUBAETCs BO3MOXHOCTh ITPUMEHEHUST MOTUGUITN-
poBaHHbIX BapraHToB CCB3K y mammmenToB ¢ A/KIIA,
cpeny KOTOPBIX OBLIH MPEAIOXEHBI OlIEHKA CeJICKTHBHO-
CTH 1O TUTAa3MEHHOI KOHIIEHTPAIIUM aJIbIOCTEPOHA KaK
TaKOBOM 0e3 KOPPEKIIUU 10 3HAYCHUIO KOHIICHTPaLU
KopTu3oJja [37] u olleHKa CeJICKTUBHOCTH M0 3HAYCHUIO
KOHIICHTpAIlUM METUJIMPOBAHHBIX KaTeX0JIaMUHOB [38],
a TaKXKe K IMOMCKY MHBIX CpencTB AuddepeHIIMaabHOi
IUarHOCTUKM OTHO- U ABycTopoHHUX chopM I1T'A [39].

Bo3Mo:KHbIE TPHYMHBI COYETAHHOIM CEKPenUun

ITpu paccMoTpeHUU BEPOSITHBIX MEXaHU3MOB TUIIEP-
npoaykuuu Koptusoja npu IITA cienyeT ucxonutb u3
rucrojornyeckux ocooeHHocreii AITA. M3BecTtHO, 4TO
3aBepllalollre 3Tarbl 0MOCUHTE3a TJIIOKO- U MUHepa-
JIOKOPTUKOUJIOB B KOpe HaAMOUYeUYHMKA YeJIoBeKa KaTa-
JU3UPYIOTCS ABYMs Ha 93% TOMOJIOTMYHBIMU 110 aMU-
HOKMCJIOTHOW MOCJEJ0BaTEIbHOCTU MUTOXOHIPU-
albHBIMU (pepMeHTaMu nutoxpoma P450: CYPI11BI
(11B-runpoxcunazoit) 1 CYP11B2 (anbapocTepoHCHUH-
Ta30ii) cooTBeTcTBeHHO [40]. B myukoBoii 3oHe 11-ae-
30KCUKOPTU30J — CTEPOUIHBIN MpealieCTBEeHHUK, TU-
JIpoKcUarMpoBaHHbIN 1o C17 Ha paHHUX 3Talax CTepou-
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noreHe3a ¢epmenToM CYP17A1 (17a-ruapokcuiasoit),
BHOBb TMIPOKCUJIUPYETCS B Mo3uLMu 11b ¢ moMoiibsio
CYP11B1, nipeBpamiasicb B KopTu3oJji. B ki1yboukoBoii
30HE, IIe aKTUBHOCTb 17Q-TuapoKcuiasbl IoaaBJieHa,
aNTBIOCTEPOHCHHTA3a ITOCICI0BATEIbHO KaTaTM3MPYeET pe-
akuu 11B-ruopokcunupoBaHus, 18-THIPOKCUINPOBA-
Hus u 18-okucneHus 11-me3o0KkcukopTukocTepoHa. [1o-
CJICTHUI 2TaIl IIPUBOIMT K IIPeBpallleHUIO 18-THapoKcH-
koptukoctepoHa (18OHB) B anpnocTepoH (puc. 1 Ha us.
BKJIeiiKe, cM. pasnen «/lomoaHuTteabHass MHGOPMAaIIHS»)
[41]. B Hem3MeHEeHHBIX HAATIOYESYHUKAX TTPOAYKIINS allb-
JIOCTEpOHA BO3MOXKHA JIMIIb B KIIYOOUKOBOI 30HE HaI-
IMOYCYHHUKA, TI¢ JIOKAJM30BaHbI KJIIETKH, HEeCyIIe TeH
CYPI11B2, komupyoluii aTbA0CTEPOHCUHTA3Y, TOrAa Kak
aKcIpeccrs hepMEeHTOB, HEOOXOIMMBIX JJII CHHTE3a KOp-
T™M30Ja — 17a-ruapoxkcunassl 1 11B-TuapoKcunaassl, KO-
nupyeMbix reHaMu CYP1741wu CYP11B1 COOTBETCTBEHHO,
MPOTEKaeT B ITy4KOBOM 30He [42, 43]. OrpaHnyeHune 3Kc-
npeccun CYP17A1 u CYP11B1 nyukoBoii 30H0Ii (B ci1y-
yae CYP17A1 Ttaxxke u cetuaroit), a CYP11B2 — kny6ou-
KOBOM IPUBOIUT K (DYHKIIMOHATLHOMY Pa3IeIeHUIO MECT
CHHTe3a KOPTU30Jia 1 aJIbIoCTepoHa [44].

ATIA, cocTostiye NCKITIOYUTEIBHO U3 KJIETOK KITy-
0OYKOBOI 30HBI, PEIKHU M, KaK IPAaBUIIO, COCTOSIT U3 pa3-
JIMIHBIX TUIIOB KJIETOK, IMIPEUMYILIECTBEHHO MOT00HBIX
KJIETKaM ITy4YKOBOI 30HBI, a TaKXKe MEHEe MHOTOUMC-
JIEHHBIX «THOPUAHBIX» KJIETOK, UMEIOIIMX LIMTOJIOTNYe-
CKME XapaKTEePUCTUKH KaK KIIyOOUKOBOM, TaK U MyIKO-
BOi 30HBI [45, 46]. 'ucTomornyeckass HEOMHOPOIHOCTh
TKaHu AIIA, comepxalieid KJIeTKu, 3KCIPeCcCUpyroiue
CYP17A1 u CYP11BI1 [12], nexXXUT B OCHOBE €€ MOTeH-
LIMAJIBHOM CITOCOOHOCTH K CEKPEILIMM KOPTU30J1a, YTO CO-
ryacyercsl ¢ pe3yabTaTaMU McCleNoBaHuil in vitro [47].
M. Spith u coaBr. [14] BEIIBUHYIU TPU TUTIOTE3BI TTPU-
YUH TUnepnpoaykunu koptusona rnpu AITA. Bo-TepBbix,
OITYXOJIb MOXET UMETh OONBIIYIO JOJII0 KOPTHU30I-TIPO-
IYLMPYIOLINX KIIETOK, YEM «YUCThIE A€ HOMBI», IIPAKTH-
YECKU MOJTHOCTHIO COCTOSIIME U3 KJIETOK KIyOOUKOBOI
30HHBI. [loaTBepKICHUEM 3TOI TEOPUHU MOTJIM OBI TTOCITY-
KWUTb JaHHBIE O pa3HOM copaepkaHuu 11p3-ruapokcunasbl
(CYP11B1) B Tkanu AITA B 3aBUCUMOCTHU OT CTEIIEHU
TUTIEPCEKPEIIMH TIIIOKOKOPTUKOMIOB. OMHAKO pe3y/ib-
TaThl MOTOOHBIX UCCAEA0BaHNI HEOMHO3HAUYHbI. Eciu
L. Tang u coaBT. [12] ¢ TOMOIIIBIO KOJTNMYESCTBEHHOTO
I11IP B peaibHOM BpeMEHU He BBISIBUIM 3HAYMMOM pa3-
HuIIBI 9Kcnpeccuu 11B-runpokcunassl mexay A/KITA u
«YUCTBIMU» anbaocTepomMamu, To W. Arlt u coanrt. [9] ¢
ITOMOIIBIO KOJMYECTBEHHOTO UMMYHOTICTOXMMUYIECKO-
r0 aHaAJIM3a HAIIUIM YETKYIO CBSI3b MEXKITy BHYTPHUOITYyXO-
JIEBOI BKCIIpeccueil hepMeHTa U CYTOYHOM 3KCKpelr-
el NIIOKOKOPTUKOCTEPOUIOB.

Bo-BTOpBIX, KOIUYECTBO KOPTU3OI-TIPOAYLIMPYIO-
IIUX KJIETOK MpPH COXpaHEHUM UX JOJIU B OOIIeit Macce
TKaHU aJlcHOMBI Ha TOM K€ YPOBHE MOXKET CTaTh KIIMHM-
YECKM 3HAYVMMBIM 13-3a JOCTATOYHO OOJIBIINX Pa3MEPOB
obpaszoBanus [14]. [Toka3zaHo, YTO coyeTaHUE TUTIEPKOP-
tuuusMa u [1T'A Hanbonee yacTo BcTpevyaeTcs Mpu 00-
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pa3oBaHUHY HAIMOYEYHHMKA, pa3Mephbl KOTOPOTO IPEBBI-
IIAIOT TAKOBBIE CPEIHECTATUCTUUCCKMX AJIbIOCTEPOM.
B uccnenosanum 555 nmanueHToB ¢ [1T'A u 66111 BbISIB-
JieHsl 22 A/KITA u numib 2 ciydast codeTaHHOM ceKpe-
LMY IIPYU OTHOCTOPOHHEN Y3JI0BOM TMIIEPILIA3MU U ae-
HOMax 000uX HaanmoyeyHukosB [12]. CpegHuii nuameTp
A/KIIA cocrasisieT 26,2 MM, TOTIa KakK pa3Mep ajlbao-
cTepoM He TipeBbIaet 15 mm [11, 48]. BDti maHHBIE CO-
IJIaCYIOTCS C TeM, YTO KOPTUKOCTEPOMBI, KaK IPaBUJIO,
MMEIOT OOJIBIIINE pa3Mephl, YeM aIbIOCTEPOMBI, TOCTH-
ras B cpenHeM 3,5 cMm B nuameTtpe [37, 49].

B-TpeTbux, 00bsICHEHEM MOXET OBITh IIPOCTO 06O-
Jiee TIIaTeIbHasl OlleHKa TOPMOHAIbHON aKTUBHOCTH 00-
pa3oBaHUi IIPU UX KPYITHBIX pa3Mepax (6oiee 2 cm) [14].
He uckiiroueHo, 4TO pacnpoCcTpaHEHHOCTh CYOKJIMHUYE-
CKOTO TMIIEPKOPTUIIM3MA 0Ka3ajach OBl BBIIIE U TIPU
AITA MeHBIINX pa3MepoB, €ClIU Obl €ro TMarHOCTUKA
TIPOBOIMJIACH Yallle.

TuGpuaHbie cTEpOUIbI B JMATHOCTHKE NMEPBUYHOTO
THNEPAJIbI0CTEPOHU3MA

Cpenu anbTepHATUBHBIX JIAOOPATOPHBIX nUbdhe-
PEHIMAJIbHO-AUATHOCTUYECKUX HCCIeAOBAaHUN TIPU
AITA u UTA, 0coGeHHO MpU OMYXOJISIX C COYETAaHHOM
cekpelueil, akTyajabHO olpeneseHre KOHIEHTpaluu
«rubpunHbix» ctrepounoB (I'C). Takue coenuHeHUs,
kak 18-ruapokcukoptuzon (18OHF) u 18-okcokopTu-
3011 (180x0F), mpuBiekan BHUMaHKe MOCJE TOTO, KakK
ObLIO MoKa3aHo, yTo npu [1T'A ux 3KCKpenus: ¢ Mo4oit
yBenauyeHa. TepMUH «TUOpUIHbIE» OTpaXkaeT XMMUYe-
CKMe TIpeBpallleHMs, XapaKTepHbIe KaK IS KI1yOOUKO-
Boii (18-ruapokcunupoBaHue u 18-okuciaeHue), Tak u
IUJIS. Ty4YKOBOM 30HBI (17-TUApOKCUIUPOBAHNE) KOPBI
HaamnoyeyHukoB [41]. O6a MeTabosiuTa BHISIBISIIOTCS B
MaJIOM KOJIMYECTBE Y 3M0pOBbIX Jtoaeit [5S0] u ux KkoH-
LIEeHTpalMs 3HAYMMO BO3pacTaeT Mpu ceMerHbIX op-
Max runepaibaocteponusma (CI'A) 1-ro u 3-ro TUnoB
[51, 52]. 18oxoF oGnamaeT rioKo- 1 MUHEPATOKOPTU-
KOMIHBIM JIeHICTBUEM, BO MHOTO pa3 MEHBIINM, YeM
anpaocTepoH, Torga kak 18OHF nmonaHocThio nuleH
Oouosiornyeckoi aktTuBHocTH [53, 54]. Ob6pa3oBaHuUe
TMOPUIHBIX CTEPOMIOB KaTaqlu3upyercss depMeHTaMu
3aBepIlaloIIMX 3TAllOB CUHTE3a INIIOKO- U MUHEpaJo-
koptukounoB. 11B-ruapokcunaza (CYP11B1), Haxo-
Jsauiasicsl B My4KOBOM 30He, obyiagaeT u 18-ruapoxkcu-
JIa3HOW aKTUBHOCTHIO. Y OOJIBHBIX C OJHON MHAKTHUBA-
1IMei albAOCTEPOHCUHTA3bl IPU COXPAaHEHUM BBICOKOM
aktTuBHOoCcTM CYP11B1 00HapykHMBarOT BHICOKYIO KOH-
LeHTpaluIo 18-TUIPOKCUKOPTUKOCTEPOHA, HECMOTPS
Ha BhIpaxkeHHbIN AeduuuT anpaoctepoHa [55]. Cneno-
BaTeJbHO, 11B-ruapokcuiasa rpespaiiaeT KOpTU3oJ B
18-ruapoKCUKOPTU30JI, HO HE B 18-0KCOKOPTU30JI, TOrIA
Kak anpnoctepoHcuHTaza (CYP11B2), Haxonsmascs uc-
KJTIOUMTEbHO B KIIyOOUKOBOM 30HE, CIIOCOOHA OCYIIECT-
BJIATH 00a MpeBpalleHus 1 ¢ 6obliei 3(pheKTUBHOCTHIO
[56—58]. AnpaocTepoHcuHTa3a U 11B-ruapokcuiasa B
HEOOBIINX KOJIUYECTBAX IMIPUCYTCTBYIOT HE TOJBKO B
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HaANOYeYHUKAaX, HO U B APYIUX TKAHAX (IJIagKue MbILI-
1IbI, PHIOTEINI, TOJJOBHOM MO3T), HO MX POJIb B CUHTE3¢
TUOPUIHBIX CTEPOUIOB MPEICTABISICTCS BeCbMa He3Ha-
yuTeabHOM [59, 60]. TakuM 06pa3oM, KOPTU30JI MOKET
obITh MpeBpanieH B 18OHF kak aapnocTepoHCHHTAa30i B
KJIyOOUKOBOI1 30He, TaK 1 1 1B-THuapoKcuia3oif B my4yko-
Boii 3oHe. [Tockonbky skcnipeccust CYP17A orpannue-
Ha IMyYKOBOUW 30HOI, UMEHHO OHA SABJISIETCS OCHOBHBIM
MECTOM IPOAYKIIUM KopTu3oja. [ToaTomy mpucyrcreue
180OHF y 310poBBIX Ttoael BoHE 00bsIcHUMO. OmHa-
Ko cuHTe3 180x0F TpebyeT MOMoMHUTEIbHOIO Tana —
18-oKkucIeHsI, KOTOPBI BO3MOXKEH TOJBKO IO BO3/Ieii-
CTBHEM aJIbIOCTEPOHCUHTA3BI, MPEACTABICHHON UCKITIO-
YUTEJIbHO B KJIIyDOYKOBOI 30HE, TIe CUHTE3 KOPTU30Ja
He npoucxoauT. ITocKolbKy KpoOBOCHAOXEHWE HAATIIO-
YeYHUKA UMeeT [EeHTPUIeTAIbHBIN XapakTep (OT me-
pudepun K LeHTPY), U MoTaJaHre KOPTU30Jia U3 Myd-
KOBOI 30HBI B KJIYOOUKOBYIO MaJIOBEPOSITHO, CUHTE3
18-0KCOKOPTHU30JIa B HECM3MEHEHHOM HaIIIOYeYHUKE
ocTtaeTcsd HeoObsicHeHHBIM. E. Freel u coaBT. [56] BbIsI-
BWJIH TIOJIOKUTEJIBHYIO KOPPEJISIIINIO MEXITY SKCKPEII-
el TMOpUIHBIX CTEPOUAOB C MOUYOU 1 10301 TUAPOKOP-
TH30HAa, IPUMEHSIEMOT0 y IMMAallUeHTOB CO CHUXXEHUEM
COOCTBEHHOI ceKpelu KopTtusona. TeM caMbiM Obllia
JloKazaHa Bo3MOXHOCTb cuHTe3a 18OHF u 18oxoF u3
KOPTHU30J1a, IUPKYIUPYIOIIero B KpoBu. OgHa 13 TEO-
puii 00bSICHSIET BO3MOXHOE BO3IEUCTBYE aJIbIOCTEPOH-
CHHTa3bl Ha KOPTU30JI €ro IepeMeIIeHUEM B y4acTKax
«IIPOHUKHOBEHUST» TKAHU KITyOOYKOBOI 30HHI B ITyY-
KOBYIO 10 X0y CTEHOK MeJKMX cocynoB. Kak Obl TO HU
ObLII0, OOJIee CIIOXHBIN MyTh CUHTE3a, TPEOYIOIIUI He-
MMPEeMEHHOT0 yJyacTus (bepMEHTOB M3 Pa3HbIX (PYHKIINO-
HaJIBHBIX 30H HAAIIOYEYHHNKA, OOBSICHSET TOT (pakT, 4TO
y 300pOBLIX Jioneit akckpeunss 18OHF nmpubausurens-
Ho B 10 pa3 Beime 3kckpenun 18oxoF [61].

Bricokast KoHIIEHTpalMs THOPUIHBIX CTEPOUIOB TH-
MMAYHA JJIs1 TALMeHTOB ¢ ceMeiiHol popmoii TITA 1-ro
u 3-ro TunoB [51, 52]. CeMeitHBIN TUNIEpaTbIOCTEPO-
Hu3M 1-ro tuna (CI'A-1), Takke U3BECTHBIN KakK TJI0-
KOKOPTUKOUI-TTIOAABISIEMBIH, SIBISIETCS peaKoil hop-
Mmoii I1TA, Hacemyemoii To ayTOCOMHO-AOMUHAHTHOMY
tuIty. 3a60J1eBaHue 00YCIIOBICHO MyTallieii, B pe3yib-
TaTe KoTtopoit u3 aByx reHoB (CYPIIBI v CYPIIB2),
KOJIMPYIOIIMX COOTBETCTBEHHO 11B-ruapokcunasy u
aJbIOCTEPOHCHHTA3y, 00pa3yeTcst 00N reH-XuMepa
[44]. TeH-xuMepa conepKUT MPOKCUMAIbHBIN Y4aCTOK
CYP11BI1w nuctanbhbiit CYP11B2. ITponyKT 3TOro reHa
MIPUHUMACT yJyacTue B CUHTE3€ allbAOCTepOHa, HO aK-
TUBHOCTb TeHa KoHTposupyeTcst AKTI', a He peHUH-
aHTMOTEH3MHOBOU cucTemoil. B pesyabraTe aabaocre-
POH HaYMHAET MPOAYLUPOBATHCS ITYYKOBOW 30HOM, Tlie
B HOpME CUHTE3UPYIOTCS TOJBKO INTIOKOKOPTUKOUIHI.
Ilon neiicTBHEM XUMEPHOI'O reHa B IIy4YKOBOM 30HE MO-
BBILIAETCS CMHTE3 TMOPUAHBIX cTepounos [62]. Bob-
HBIM TIPOBOIMTCS MOXU3HEHHAS Tepalius IIIOKOKOp-
THKOUIaMHU ¢ 1ebio nogapiaeHus AKTI-3aBucumoit
npoaykuuu anpaocrepona [63]. JIuarnos CI'A-1 mo-
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JKeT OBITh MONTBEPXKICH ITYyTEM BBISIBJICHUSI XMMEPHOTO
reHa ¢ nmomoineo ITLP [64].

B 2008 r. BriepBble ObLT ONMCAH CIy4Yail cCeMEeHHOTO
rurnepanbaocteponusma 3-ro tuna (CI'A-3), xapakTepu-
3YIOIIMICS 3HAYUTEIBHBIM TTOBBIIIICHUEM KOHIICHTpA-
LY aJIbIOCTEPOHA, BBIPAXKECHHOM T'MIIOKAIMEMUEN, paH-
HUM HavyajJoM apTepUaIbHOM IMIIePTEH3NH, PE3UCTEHT-
HOM K MEIMKAMEHTO3HOW Te€paluu, B TOM UYHUCIE K
KanuiicoeperamoiuM InypeTukaM (CIIMPOHOJIIAKTOH U
aMUJIOpHIT), KOTOPHIi TpeOOBaJ ABYCTOPOHHEN agpeHa-
9KTOMUHU [52]. JIpyruMu OTIMUYUTENbHBIMU YepTaMU
CT'A-3 O0bUIM BBIpaXKeHHAs IBYCTOPOHHSISI TUTIEPILIA3US
HAIMOYCYHUKOB, MOBBIIIICHNE KOHIICHTPALIMU THOPUI-
HBIX CTEPOMIOB 1 B OTBET Ha TECT C IEKCaMETa30HOM I1a-
pamoKcalbHOE YBEJIMUYCHE TUIa3MEHHOM KOHIIEHTPALINU
aJIbIOCTePOHA, TMOPUIHBIX CTEPOUIIOB, OTCYTCTBUE CHU-
>KEHMSI KOHIIEHTpAlM1 KOpTH30Ja, moaseM AJl. B ocHo-
Be 3a00JIeBaHMS JICKUT TepMUHATUBHAS MyTalllsl TeHa
KCNJ5, pactionaratomierocst Ha xpomocoMme 11g24 u ko-
OUPYIOIIETO CBA3aHHBIN ¢ G-0eJIKOM KaJMeBhIl KaHa
BHyTpeHHero BhInipsimiieHus 4 (GIRK4 — or anrn. G
protein-activated inward rectifier potassium channel 4,
wm Kir 3.4). MyTauus BbI3bIBaeT IOTEPIO MOHHOM 13-
ouparenbHocT K*-KaHana u nenossipusaunio MemMopa-
HBI, YTO IPUBOAUT K OTKPBITHIO TTOTEHIINAI-3aBUCHUMBbIX
Ca?"-xaHajoB, PUTOKY MOHOB KaJIbLIST BHYTPb KJIETKH,
ycuienmio skcnpeccun CYP11B2 v OBBILIEHUIO CUH-
Te3a aibIoCTeEPOHa [65].

IpencraBnenus o I'C kak 0 OMOXUMUUECKUX Map-
kepax AITA ocHOBaHBI Ha TOM, YTO UX KOHIIEHTpaLIUs B
CBIBOPOTKE M MOYE Y JIUII C aJIbAOCTEPOMOM BHIIIIE, YeM
y nmaueHToB ¢ [1'A 1 gBycTOpOHHEH ruIepIia3ueii Haa-
MOYEYHUKOB [66]. OnHa 13 Teopnii OObICHSET YCHUIIEHE
cunte3a I'C ipu AITA nx BHyTpHHAATIOYEYHUKOBBIM pac-
MOJIOXKEeHUEeM. B oTinune oT HeM3MeHEHHOM KIIyOOUKO-
Boit 30HbBI, AITA pacrnonoxeHa He ¢ BHEIITHEl CTOPOHBI
HaAMoYeYHUKA, YTO MO3BOJISICT €if IoIyJaTh KPOBb OT
OKPYXAIOIIEHN €€ IMMy4YKOBOU 30HbI, UMEIOIIECK BBICOKYIO
KOHLIEHTPALUIO KOPTU30J1a, KOTOPBIN T10I BO3IEHCTBU-
eM aJIbIOCTEPOHCUHTA3bl OIYXOJHU IpeBpallacTcs B
180oxoF. C mpyroii cTopoHbI, KaK OTMEYaJIOCh BHIIIIE, B
TKaHu AITA nmerorcst KineTku, PeHOTUITMYECKH CXOXUE
¢ KJIETKaMH ITyYKOBOI 30HBI, CITOCOOHBIE KOIKCITPECCH-
poBatb reHbl CYPIIBI, CYP11B2, CYPI7A1, a 3HauuT
CIIOCOOHBIE K MTPOAYKIINK KopTu3oJa [67, 68]. [Ipenmo-
naraetcs, uto I'C 006pa3yioTcs B OIyX0Jau KaK U3 KOPTH-
30J1a KPOBHM, TaK U JJIOKAJIBHO B OITyXOJieBOM TKaHU. Ta-
KUM 00pa3oM, ToTepsl YeTKOTO pasaeiieHusT PYyHKINO-
HaJIbHBIX 30H B OITyXOJIW HAAIIOYEYHHUKA Y MALEHTOB C
AITA npuBOIUT K TOMY, YTO KOPTHU30J MOXET IOJIBEP-
raThCsl BO3ACHCTBUIO aIbIOCTEPOHCUHTA3HI U, KaK CIIeI-
CTBHE, K ycuieHHOMY crHTe3y C18-0KHUCIeHHBIX CTEpO-
nnoB. KoHIIeHTpalusl OCIeTHUX 3aBUCUT OT KOHIICH-
Tpallud KOPTU30Jia B KPOBU M, UTO 0Ojiee BaxKHO, OT
0COOEHHOCTE KJIETOK OIYXOJIH.

BricokoaddekTuBHAS XUAKOCTHAS XpoMaTorpa-
¢us — TaHgeMHas Macc-crnekrpomeTpust (BOXKX-MC/
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MC) — no3BoSIeT BBISBIISITD TaxKe OYeHb HU3KYIO KOH-
neHtpanuio I'C B nepudepuyeckoil mazme (HUKHSS
rpanuia s 18oxoF — 0,25 ur/mn) [69]. F. Satoh u co-
aBT. [70] B 2015 r. BriepBbIe MOKa3ajau, YTO U3MEpPEHUE
KoHueHTpauuu 18oxoF B mepudepudeckoit KpoBY C UC-
nosbs3oBaHueM BOXKX-MC/MC no3BosnsieT nuddepeH-
uupoBaTh AITA ot UT'A. I1ameHThI ¢ HOATBEPXKAEHHBIM
I1T'A Ha ocHoBanuM pe3yabTatoB CCB3K 1 MCKT 6b1n
MpeABapUTEILHO pasaesieHbl Ha 60bHBIX ¢ AITA (n=113),
HUTA (n=121) u mukpo-AITA (n=27) (B nocnenHei moma-
rpyrme npu MCKT unsmenenus B HIT orcyrcTBOBanu,
Ho ipu CCB3K omnpenensiiack OMTHOCTOPOHHSIST TUTIEP-
npoaykuus anpaoctepoHa) [70]. Bo Bcex cinyyasax AITA n
MUKpo-AlTA nuarHo3 6bU1 MOATBEPKACH ITOCTIE apeHa-
JIPKTOMUM Ha OCHOBAaHUM PE3yIbTaTOB U3MEPEHMS TUIa3-
MEHHOI KOHIICHTPAIIUK aIbAOCTePOHA 1 UMMYHOTHCTO-
XMMHMUYECKOTO aHAJIM3a CTEPOUIHBIX (hePMEHTOB B yIaJICH-
HBIX obpa3oBaHusx [42, 71]. ITo utoram ncciaenoBaHus
KoHueHTpaus 18oxoF B mia3me okasanach 0oJiee Ha-
IeXHBIM TuddepeHINaTbHO-IMaTHOCTUYECKUM KpH-
tepueM nipu AIIA u UT'A, yem koHnneHrpamusg 18OHF.
DTO MOXHO OOBSICHUTH IPUCYTCTBUEM BCeX HEOOXOMM -
MBIX KOMIIOHEHTOB IIJISI CUHTE3a TIOCJIEIHETO JaXKe B TKa-
HU HEU3MEHEHHOTO HAaATIOYeUHUKa 1, HAIIPOTUB, HEOO0-
XOIMMOCThIO (PeépMEHTOB U3 Pa3HBIX 30H JJISI IIPOIYK-
i 18oxoF [70]. ¥V mammenTtoB ¢ AITA KoHLIEHTpaIus
180xoF Bblliie 6,1 HI/m1 1 ajbIOCTEPOHA IUIA3MbI BHIILIE
32,7 ur/mi 6bu1 BeisiBIeH y 95 u3 113 (84%) malveHTOB.
Takue moxkaszaTenu He OIPEneIsIMCh HU B OMHOM ClTydae
HTA. B 1o ke BpeMs B 43% cinyuaeB MII'A KoHLIeHTpaLys
18oxoF B ma3me He nocturana 1,2 HI/mj1, HAMMEHBIIIe-
ro 3HadyeHus y maunreHToB ¢ AITA. ¥V 30 u3 121 manueH-
Tta ¢ UT'A npu KT BeIsiBIsSIIMCH 0Opa3oBaHUs OMHOTO U3
HaAMOYEeYHMKOB, HO OHM He 00J1amajii TOpMOHAIbHOMI
aKTUBHOCTHIO. CliemoBaTeIbHO, U3MEPEHUE KOHIICHTPA-
1 18oxoF y Takux mauneHToB B yUpeKIeHUSIX, T He-
noctynmHo CCB3K, MoxeT moMoub 130exKaTh HEHYKHO
onepamuu. Hanbosee BrICOKME 3HaUCHUSI KOHIICHTpA-
yn 18oxoF u anpmocTepoHa B Ij1a3Me Y MalMeHTOB ¢ MU-
Kkpo-AIlA ObUM paBHBI 4,8 1 24,5 HI/IT COOTBETCTBEH-
HO 1 OKa3aJIMCh COMOCTaBUMBI C TaKOBbIMU ITpu MIT'A, B
CBSI3M C YeM aBTOPHI IMoguepkuBaioT BaxkHocTh CCB3K
st pudpdepeHIIaIbHON UarTHOCTUKY 3TUX (popM 3a-
OoJieBaHUS Y MAIIEHTOB C KOHIICHTPAIIUEH abIoCTepO-
Ha <32,7 HI/IJI U «IIPOMEKYTOUHBIM» 3HAYCHHEM KOH-
neHTpau 18oxoF. OcHOBBIBasICh Ha 3TUX pe3yJIbTa-
Tax, MpeajiaraeTcs BKJIOYaTh B cxeMy nMarHoctuku [TTA
u3MepeHne KkoHreHTpauu 18oxoF [70]. TeM He MeHee,
oTMeyvaeTcs1, yTo KoHueHTpauus 18OHF, obnagas MeHb-
IIei 9yBCTBUTEJIEHOCTBIO, XapaKTEPU3YETCS COITOCTABUMO
¢ 180x0F BbICOKOIT CIEIMMPUIHOCTBIO 1 TIO3TOMY TaKxXKe
MOXKET MCIIOJIb30BaThCA B MMM epeHITNATbHON TUarHO-
ctuke AITA u UT'A [70]. Xots u3dMepeHns] KOHLIEHTpa-
u 18oxoF B mazme ¢ momorirsio BOXKX-MC/MC ot-
HocuTeabHO noporu (mpumepHo 150 nomnapos CIIIA 3a
onMH oOpa3selr), oHu obxonsarcs ropasno aemenire CCB3K
(mpumepHo 10 000 nomnapos CILIA) [70].
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IMonTBepxneHnem rosbiieHHOro cuHTe3a ['C B ATTA
SIBUJIOCH OOHAPYKEHME BBICOKOI KOHLIeHTpauuu 180xoF
B KpPOBU HaAIIOYESYHUKOBBIX BeH. Y. Nakamura u coaBT.
[69] ncnionb3oBanu otHouieHue 180x0F /KopTr3on BMe-
cTo anbaocTepoH/kKoptu3oi B xoge CCB3K u mokazanu,
YTO KOHILIEHTpAIlUsl TMOPUIHOTO CTEPOUIA U €r0 OTHO-
IIeHWe K KOPTU30JIY BBIIIIE B KPOBU, OTTEKAIOILIEH OT Haf-
noyeyHuka ¢ AITA, yeM OT KOHTpaJlaTepaJIbHOTO MHTAKT-
HOTO HanmnodeuyHuka, uian y manueHToB ¢ UT'A. Xots He
OBLIO TOKa3aHO, YTO pacyeT oTHoleHMs 18oxoF /kKopTu-
30JI UMEET MPEUMYILLECTBA MEePE paCY€TOM OTHOILIECHUS
aJIbIOCTEPOH,/KOPTU30JI B TUATHOCTUKE OMHOCTOPOHHEH
rurnepGyHKINN HAAIIOYeUHNKA, caM (DaKT IMOBBIIICHUS
KoHleHTpauu 18o0xoF B KpoBM, OTTEKaIIEH CO CTO-
poHbl ATTA, siBnsieTcs apryMeHTOM B ITOJIb3Y UCITOJIB30-
BaHus onpeaeneHus I'C B mmarnoctuke I1TA.

Taxum o6pasom, mamueHTh ¢ AITA nmeroT 6oJee BbI-
cokyto koHieHTpamuio I'C, B ocooeHHocTu 180x0F, yem
MAaLKXEHTHI C IBYCTOPOHHEH TUIIEPIUIa3UeiA HAAIIOYCYH -
KOB. XOTSI BO3MOXHBbII MTepeKpecT IoKa3aTeeit Mexmy
nontunamu [I'A orpaHnunBaeT 3HaAYMMOCTD OTIpeaese-
Hus I'C gnsa nuddepeHIMaIbHON UarHOCTUKUA (OPM
IITA, Takue onpeneneHuss MOTYT CYIIECTBEHHO CYy3UTh
nokaszanus K CCB3K y manyeHToB, miaHUPYIOIINX X1 -
PYPIUYECKOe YIAICHUE aIbIOCTEPOMBI.

Oco0eHHOCTH AJIb0CTEPOM, 00YCIIOBIEHHBIX
COMATHYECKMMH MY TAIMAMH

CoMaruyeckue MyTalluH, Jexaliye B OCHOBE CIO-
paguyeckux (HecemeliHbix) hopM I1T'A, BBISIBJIEHBI 1O
MeHbIIel Mepe B 5 reHax: KCNJ5 [65], ATPIAI, ATP2B3
[72], CACNAID [73] u CTNNBI [74]. I1o naHHBIM Mac-
IITaOHOTO €BPOINENCKOro UccaeqoBaHus, pacIpocTpa-
HEHHOCTb MyTallUii B TIEPBBIX 4 TeHAX CPEIM TTAlIMEHTOB
¢ ATIA cocraBuna 54%, n3 KOoTopbIx 38% TpUIIIITHACH Ha
myTauuio B KCNJS [75]. HenaBHuit MeTaaHanu3 noka-
3aj1, 4YTO 00I1asl pacpocTpaHeHHOCTb MyTauuii KCNJS
coctaBisgeT 43% 1 HepaBHOMEPHO pacIipe/ie/ieHa MeX-
ny Espornoit, CIIIA, ABcrpanueii (o 35%) u Kuraewm,
SInonueii (mo 63%) [76]. B oTinuue oT MyTallMu B reHe
KCNJ5 mytauuu B ATPIAI, ATP2B3w CACNAID, ctu-
MYJIUpPYIOIIME TPOAYKIMIO albI0OCTEpOHA, OOHApYXe-
HBI TAaKX€e B CKOTUICHMSIX aJIbIOCTEPOH-TIPOAYLIUPYIO-
IIUX KJIETOK HEM3MEHEHHBIX HaJATIOUYEYHUKOB Y JTOHO-
poB nouku [77]. B peTpocneKTUBHOM MCCIeNOBaHUU
2016 1. OBUTO TIOKAa3aHO, YTO YaCTh COMaTUYECKUX MY-
taumit mpu AITA MOTyT ¢ BBICOKO# TOYHOCTBIO (B 92%
cJlyyaeB) ObITh OTNIPENEJIEHBI 110 XapaKTePHOMY «7-CTe-
pougHomy Tpodwto» (Metoq BOXKX-MC/MC): koH-
LIEHTpalUs aJIbAOCTePOHa, 2 1-1e30KCUKOPTH30J1a, KOp-
TUKOCTEPOHA, 11-1e30KCUKOPTUKOCTEPOHA, KOPTH30Ja, a
Takxke 18-okcokopTuzona u 18-runpokcukoprtusona [78].
Hnsa ATTIA ¢ mytaumsmu reHa AT®azer uimu CACNAID
XapaKTepeH KJIETOYHBIN COCTaB KIIyOOUKOBOM 30HHI [45,
79]. AITA ¢ mytauusmu B KCNJ5 conepxkat KJIeTKH, MO-
JIOOHBIE KJIETKaM MYyYKOBOM 30HBI M OTJIMYAIOTCS OoJiee
BbICOKOI KoHIleHTpanueit ['C B ma3me nepudepuye-
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cKoit BeHo3Hoi1 KpoBu. Takue AITA obGmagaloT BBICO-
KUM YPOBHEM 3KCIIpecCU (hepMEHTOB ITyYKOBOI 30HBI —
11B3-rugpokcunassl [45] u 17a-runpoxkcunassel [80], uTo
MIPOSIBJISIETCS] TIOBBIIIIEHHOM I10 CPaBHEHUIO C IPYTUMU
ATIA mipoaykiineii KOpTu3oJiia, a 3HaAYUT U CUHTE3Upye-
MBIX 13 Hero ¢ TTomoIisio CYP11B2 rubpunHeIx cTepou-
nmoB [51]. Kak yxe otmeuanock, Ha momo AITA, Hecymmx
myTtaunu B KCNJ5, npuxoaurcst okono 40%, a B Bocrou-
HOi1 A3uu pacripocTpaHeHHOCTh Takux AITA moxoaut oo
73% [81]. IToaToMy B JaHHOM MOMYJISILIMKA OIpEaeIeHUE
18-0KCOKOPTH30J1a 3HAYUMO JIJIs TMAaTHOCTUKHU TTOATHIIA
runepanbaoctepoHunsma [70].

TakuMm obpa3zom, noBeIlIeHUe KoHLeHTpauu ['C
BBISIBJISIETCSI HE TOJIBKO TIPU CEMEWHBIX (hopMax TUIIep-
aJIbIOCTEPOHU3MA 1 00YCIOBJICHO OCOOEHHOCTSIMU CTe-
pounoreHesa B kieTkax AITA. ['eTeporeHHOCTh KJIETOK
ATIIA, ciocOOHBIX K KOSKCIIPECCUU Pa3IMYHBIX (pepMeH-
TOB CTEPOMIOTreHEe3a, CBUACTEILCTBYET B IOJIb3Y TOTO,
yto noBbleHne KoHueHTpauuu 18OHF u 18oxoF saB-
JISIeTCSI OTJAMYUTEIbHBIM IIPU3HAKOM CITOPaIMICCKUX
ATIA, Janie npu HaJIWYUU B HUX OTNPeAeIeHHBIX COMa-
TUYECKUX MyTaluii, u onpeneiaeHue I'C MoxeT cTaTh n0-
TMOJTHUTEILHBIM METOIOM HeMHBa3MBHOM nuddepeHIm-
anbHOM auarHocTuKU ATTA ¢ UT'A 1 ropMoHanbHO-He-
aKTUBHBIMM aJlcCHOMaMMU.

TuGpuaHbie cTEpOUIbI B JMATHOCTHKE AJIbI0CTEPOH-
M KOPTH30JI-NIPOAYIUPYIOIMUX aJIEHOM

IIpu vccnenoBaHUU COMaTUYECKUX MYTallMii B A/
KTIA BoisiBisuiuch mytauuu KCNJ5Su PRKACA (reH ka-
TATUTUYECKON CYOBENMHMIIBI TPOTEMHKUHA3BI A) [82,
83]. IlocaenHsa xapakTepHa AJis KOPTUKOCTEPOM U SIB-
JisieTcst Haubosiee 4acTo BCTpeyaronieicst MyTaluei, oT-
BETCTBEHHOI 3a MOBBILIEHWE CUHTE3a KOPTU30J1a, pac-
MPOCTPAaHEHHOCTb KOTOPOW B KUTAWUCKOI OMYJISILIAU CO-
craBiseT okojio 40% [84]. V 22 nauuentos ¢ A/KITA
ObLIO BBISIBJIEHO 17 00pa3lioB, comepXallux MyTaluio
KCNJ5 v H1 oTHOTO Cily4yasi APYTUX MyTalldid, IPUBOISI -
IMUX K TUMIEPATBIOCTEPOHNU3MY WM TMIIEPKOPTULIUIMY
[12]. ComaTtnueckue mytauuu KCNJ5 Hepeaku Kak B
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ATIIA, TaK 1 B aieHOMax ¢ COUeTaHHOM CEKpeIneil, Tor-
Ja KaK pacrpocTpaHeHHOCTh MyTariuu PRKACA BbISIB-
JieHa ik B 1,6% ciydaeB cpeau 122 nanueHToB ¢ ATTA.
CnenosarenbHo, A/KITA uMeer 6oJibliie 00IIIeTO C ajib-
JOCTEPOMOI1, YeM ¢ KopTUKOocTepoMoii [9, 83]. OgHako
W. Arlt 1 coaBT. [9] He HaILIM CBA3U MEXIY CTCIICHBIO
KOCEKpELIMHU TIIIOKOKOPTUKOCTepou10B, opmoii [1T'A n
HanmuueM MyTauuii B KCNJ5, Ha OCHOBaHUM Y€ro MOXK-
HO T10JIaraTh, YTO TUIIEPCEKPEIIMs KOPTU30Jia, 00yCIIOB-
JIEHHAsI YMCJIOM KJIETOK, CIIOCOOHBIX K €T0 CUHTE3Y 1 UX
noJieit B 0011eil Macce TKaHU, HE UMEeT YETKOM CBSI3U C
TOW WJIM MHOM OIIPEACICHHOM MyTallue.

HWntepecHo, uto B uccnenosanum H. Willenberg u
coaBT. [85] BhIpaxkeHHOE MOBBLIIIEHNE KOHIEHTPALUKU
180OHF u 180OHB 0b1710 BBISIBIIEHO B ABYX clydyasx A/
KITA, B KOoTOpBIX He ObI 0OHApY:KEH TMOPUIHBIIN TeH
CYPI11B1/CYP11B2, a MyTaliuu ajlbAOCTePOHCUHTA3BI U
OTSTOIIEHHAsT HACJIEICTBEHHOCTh ObUTA UCKITIOUEHBI. [10-
3TOMY MPEATIOJIaraeTcs, YTO IMOBHIIICHUE KOHIICHTPAIINU
I'C xapakTepHO U UIS aicHOM C COUYeTaHHON CeKpelu-
eit. Orcrona cienyer, uto npu A/KITA He TonbpKo rcKa-
xkatorcs pe3ynbratel CCB3K, HO U cHMKaeTcs creny-
¢uyHOCTD MOBHBIIIeHUS KOHIIeHTpayu I'C Kak rmpu3Ha-
Ka ceMmeitHBIX ¢popM IIT'A. D10 menmaet reHeTUYECKOE
[T P-uccienosanmne o0ga3aTeNbHBIM I MTOCTAHOBKU
I1arHo3sa.

Bwmecte ¢ TeM moaTBepxKaeHNUE BO3MOXHOCTHU MC-
nonb3oBaHus I'C B KauecTBe OMOXMMUYECKUX MapKepOB
COYETaHMSI TUTIePATBIOCTEPOHU3MA 1 TUIIEPKOPTULIN3-
Ma CII0coO0CTBYeT (POPMUPOBAHUIO «KAPTUHBI» IIOATHTIA
IITA 1 BBIOOpPY COOTBETCTBYIOIIEH JIe4eOHO TaKTUKU
6e3 CCB3K (cM. Tadmmy).

3akAloueHue

Crenyer eliie pa3 mOMYePKHYTh, YTO MOATHUIT OTTYXO-
Jiel, CeKpeTUPYIOLIUX KaK abIOCTePOH, TaK U KOPTU3OJI,
COCTAaBJISIET OTAEBHYIO TPYIITY, OOJIafatolIylo onpee-
JIEHHBIMM KJIMHUYECKO-AUArHOCTUYECKMU OCOOEHHO-
ctamu. ['unepkoptunmaMm npu I[II'A TecHO cBsi3aH € mo-

AMC')CII)epeHl.IMa/\bHaSl AWArHOCTUKa NOATUNOB NEPBUYHOrO rMnNeParbLAOCTEPOHU3IMaA (I'IFA) C onpeaeAeHuem rMﬁpMAHbIX CTeponaoB (npeA-

Aaraembiu AATOPUTM Ha OCHOBaHUU aHAAU3a AUTEPATYpPHbIX AaHHbIX)

[Moarun IMTA
HnuonaTtuye- AbIOCTEPOH- CeMeiiHbIit ATTBIOCTEDOH-
Hccnenosanne cKast MPOAYLIUPYIO- TUNEPATBIOCTEPOHU3M |-ro TUMa P
Y KOPTU30JI-IIPOAYLIUPYIOLLAsT
TUTepIIasus mas (I TIOKOKOPTUKOM I -TTOABIIsIe-
HaANOYeYHUKOB ajZieHoMa MBIii) aeHoma

KommnblotepHast tomorpapusi  JIByCTOpOHHSISA <15 mm JIByCTOpOHHSISI TUnepIiasus > 25 MM
(Jarmie BcTpeyaeMasi KapTUHa) TUTIEPILIA3US (BO3MOXHO, Y3€JIKOBast)
KoHueHTpaiusi ruGpumaHbIX Huskas TToBbiieHHast

CTEpOMIOB B IJIa3ME

HouHoit nogaBnstomuii Tect
¢ | Mr gekcaMeTazoHa

Meton nuddepeHimanibHOM
NIMarHOCTUKU

«[TonoXuTeIbHBIN»

CCB3K

«[TonoXUTENbHBI»
(TakXe OTMEUYAETCST YACTUIHOE
MMOJABJIEHUE CEKPELIU
aJIbIOCTEPOHA)

[T P-uccnenoBanue: xumepusiii ren CYP11B1/B2 nipu CT'A-1

«OTpULIATEIbHBI»
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HAYYHbI 1 OB30OP

BBIIIICHHBIM PUCKOM CEPICYHO-COCYIUCTBIX OCIOXHE-
HUIA, METa0OIMYECKUX HAPYILICHU 1 HaAIIOYeYHUKOBOM
HEIOCTaTOYHOCTH B MCXOJIE OTICPAaTUBHOIO JICUCHUS, a
TaKKe ¢ pPUCKOM JIOKHOUM MHTEPIIPETAIM PEe3YIbTaTOB
CCB3K. YuurtniBast BLICOKYIO pacIpOCTPaHEHHOCTh 1
IMOTEHIIUAJIBHBIC PUCKH, UCKITIOYCHNE TUTIEPKOPTULIN3-
Ma pekoMeHayeTcs Bo Bcex ciydasx [1I'A mepen CCB3K
U TIpY TUTAHUPOBAHMU OIIepaTUBHOTO JeueHus1. [nopum-
HBIE CTEPOMIBI MOTYT UCITOJIb30BaThCs B TP pepeHIn-
aJIbHOM AMAarHOCTUKE KakK Ho3onornueckux opm I1TA,
TaK 1 B KauecTBe Omoxumuueckux Mmapkepon A/KIIA.
Kak npu HaclenCTBEHHBIX, TaK U IIPH CIIOPATAYECKUX
dopmax AITA B ocHoBe runiepcekpennu I'C nexxur Kie-
TOYHAsI HEOTHOPOIHOCTh, 00YCIIOBIMBAIOIIAS] BO3MOX-
HOCTh CUHTE3a KOPTH30Ja, M HapyllIeHHEe CTPYKTYPHO-
(GYHKIIMOHATIBHOTO pa3rpaHUYCHMS ITyIKOBOU U KITy-
00YKOBOI 30H HannmovyeyHnka. O1eHKa KOHIEHTpaluKu
I'C npu nuddepeHmanbHOM nuarnocTuke mexny UTA
1 AITA MOXeT ObITh ITOJIE3HA B KAYECTBE TOMOJTHUTENb-
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HOTO Y/WJIY aJIbTepHATUBHOTO, HEMHBA3UBHOTO 1 MEHEE
nopororo B cpaBHeHnM ¢ CCB3K nuarHoctTuyeckoro mc-
CJIeIOBaHMS, TIO3BOJISIONIETO MPUHSTE PEIICHUE B TTOJIb3Y
KOHCEPBAaTUBHOTI'O WJIA XUPYPTUIECKOTO JieueHUsI. BhIsB-
JIEHWe TUAaTHOCTUYECKH 3HAaUMMOoM B oTHomeHuu A/KITA
koHueHTpaimu I'C crmocoOCcTByeT BRIOOPY JIeUeOHO TaK-
TUKU B TeX caydasx, korga CCB3K 3aTpynHuteneH nim
He pekoMeHaoBaH. /st onileHK1 3¢ (HeKTUBHOCTH YPOB-
Ha I'C B nuarnoctuke I1I'A 1 ero moaTuma ¢ coyetaH-
HOI runepcekpenmreit KopTusoaa HeoOXoaUMO MPOoBe-
JeHNE TPOCTICKTUBHBIX MYJIBTUIIEHTPOBBIX UCCIIEIOBA-
HUM C Y4ETOM STHUYECKOU IPUHAIJIEXKHOCTHU ALMCHTOB.

AonoAHuTeAbHast Hpopmaums

Hcrounuk punancuposanusi. [louckoBo-aHamuTHyeckast paboTa ocy-
LIECTB/IEHA Ha JIMYHbIE CPE/ICTBA aBTOPCKOI'0 KOJIJIEKTHBA.

KoMKt uHTepecoB. ABTOPBI I€KIAPUPYIOT OTCYTCTBUE SIBHBIX U IO~
TEeHLMATbHBIX KOH(GIMKTOB MHTEPECOB, CBSI3AHHBIX C MyOIMKaLuei
HaCTOSILIEN CTaTbU.
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NperHeHonon —————P 17-rMAPOKCUNPETHEHONOH

————— |
v : v
|

MNporecrepo ———— P 17-ruapoKcunporecTepoH

CYP2IA2 H — — — — — — — — — — =
11-geaoxcm:prunocrepou ll-gesom:KopTHson
P 1 | 116-2udpokcunuposanue [ — @
KopTukocrepoH Kop!uon
CYP11B2 |1~ - 18-2udporcunuposarue [ — —— cyP11B1

18-ruapoOKCMKOPTUKOCTEPOH 18-ruppoKcukopTUson
oy 18-okucneHue |— — — [ "
AnbpoctepoH 18-okcoKopTuson

Puc. 1. TlyTn cTtepouaoreHesa, Beaylme K CUHTE3y aAbAOCTEPOHA, KOPTU30Aa, a TaKXKe rMOPUAHBIX CTepoUAOB: 18-okcokop-
TM30Aa U 18-rMApOKCUKOpPTH30AA.

CYP11A1 — 20,22-necmona3sa («PepMeHT, pacIeTIISIIOIINI GOKOBYIO IIeTTh XoJiecTepruHa»), HSD3B2 — 3-6eTa-ruapokcrucTeporieruaporeHasa,
tun 2, CYP17A1 — 17a-runpokcunaza, CYP21A2 — 21-runpokcunaza, CYP11B1 — 11B-ruapokcunaza, CYP11B2 — ajgbaoctepoHCUMHTAa3a.
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